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O)KI/IPEHVIE N N36bITOYHAA Macca Tena ABNAITCA 3HAYMMbIMMN mMeanko-counmanbHbIMA npo6nemaM|/|, a COBpeMeHHble noaxo-
Abl K X JIe4eHNIo, BKNoYan FVII'IOKaﬂOpVIVIHbIe BUNETDI, GapI/IanVI‘-IECKI/Ie BMeLWaTesibCTBa d)apmaKOTepanvuo, B TOM yucne
npenapataMmm NHKPETUHOBOIO pAda (Hanpmmep, aroHncCTamun peuenTopa rﬂlOKaI'OHOﬂO,El,O6HOI'O nentmga-1), MOryT Cconpo-
BOXAATbCA pa3BUTNEM AI/Id)(I)y3HOFO BblNageHnA Bonoc. HactoAwan ctaTtbA NogrotosneHa no pe3ynbratam O6C)/)KL|,GHVIH Ha
COBEeTE 3KCNEePTOB N CUCTEMATU3INPYET COBPEMEHHDbIE NaHHbIE O PAaCNPOCTPaHEHHOCTU U KJ'IVIHVIKO-MOpd)OJ'IOI'VILIeCKVIX Ba-
PraHTax anoneunn Ha (I)OHe CHUXEeHWNA MacCCbl Tena. PaCCMOTPEHbI OCHOBHbI€ NaToreHeTn4YeCkne MexaHn3mbl, BKnoYaa me-
Tabonnueckni cTpecc, 6eﬂKOBO-3Hepr6TVILIECKyIO HeNOCTaTOYHOCTb U ,U,ECI)VILI,VIT MUKPOHYTPUEHTOB. OTgenbHOe BHMMaHUe
yaeneHo ponu 61oTMHa 1 BUTaMnHa D B nogaepXaHun d)yHKLlVIIZ BONOCAHOIO cbonnleyna, a TakXe rpynnam prucka pa3sBntna
anoneynn y nayneHToB, Nolydalowmnx neyeHme no noBofy OXKNpeHuA. npep,CTaBJ'IEHbI noaxonbl K I'IpOd)I/IJ'IaKTI/IKe, MOHUTO-
PUHTY N KOMNNEKCHOMY BeAEHUIO TaKUX MaUyMNeEHTOB C y4ETOM HEO6XOL|,I/IMOCTVI COXPaHEHNA NMPUBEPNKEHHOCTA OCHOBHOW
Tepannn.

B cratbe CNCTEMATU3NPOBAHDbI COBpPeMEHHbIE JaHHbIE O PAaCNPOCTPAHEHHOCTN U KﬂVIHVIKO-MOp(I)OJ'IOI'VI‘-IECKI/IX BapuaHTax
ajioneunn Ha ¢OHe CHMXEeHNA MacCcCbl TeNla, PaCCMOTPEHbI OCHOBHbIE NMaTOreHeTUn4YeCKne MeXaHU3Mbl, BKJ1lOHaA meTabonu-
yeckum cTpecc, 6EJ'IKOBO-3HepI'ETI/IHECK)/IO HeAOCTaTOYHOCTb U p,edwl UNT MUKPOHYTPUEHTOB. OTpenbHoe BHMUMaHMe yoeneHo
ponn 61oTHa n ButammHa D B nogaepxaHmn d)YHKLWIVI BOOCAHOIO d)OﬂJ'II/IKyTIa, a TaKxe rpynnam pucka pasButuAa ano-
neunny naymeHToB, NoNyYalowmnx neyeHne no noBoay OXKNpeHnA. npe,QCTaBﬂeHbl noaxoabl K I'IpOd)VIJ'IaKTI/IKe, MOHUTOPUHIY
N KOMIMJNIEKCHOMY Be€HUIO TaKNX NMAaUMEHTOB C y4eTOM HEO6XO,D,I/IMOCTVI COXpaHeHUA NPpUBEPKEHHOCTN OCHOBHOM Tepanun.

KJTKOYEBBIE CJ/IOBA: oxxupeHue; u3bbiImoyHas Mmacca mend; 8binadeHue 80J10C; asioneyus; meso2eHo8ds asoneyus; aHOpo2eHemuyeckds anao-
neyus; npenapamel UHKpeMUHO8020 ps0d; d20HUCMbI peyenmopa 2/1lokazoHono0o6Ho20 nenmudd-1; 6uomuHr; sumamuH D; MUKpoHympu-
eHmebl.
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Obesity and overweight are significant medical and social problems, and current approaches to their treatment, including
hypocaloric diets, bariatric interventions, and pharmacotherapy, including incretin drugs (e.g., glucagon-like peptide-1 re-
ceptor agonists), can be accompanied by the development of diffuse hair loss. This article, prepared following a discussion
at an expert council, systematizes current data on the prevalence and clinical and morphological variants of alopecia associ-
ated with weight loss. The main pathogenic mechanisms are discussed, including metabolic stress, protein-energy malnutri-
tion, and micronutrient deficiencies.

Special attention is paid to the role of biotin and vitamin D in maintaining hair follicle function, as well as to risk groups
for alopecia in patients undergoing treatment for obesity. Approaches to the prevention, monitoring, and comprehensive
management of such patients are presented, taking into account the need to maintain adherence to the main therapy.
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This article systematizes current data on the prevalence and clinical and morphological variants of alopecia associated with
weight loss. It examines the main pathogenic mechanisms, including metabolic stress, protein-energy malnutrition, and
micronutrient deficiencies. Special attention is paid to the role of biotin and vitamin D in maintaining hair follicle function,
as well as to risk groups for alopecia in patients undergoing treatment for obesity. Approaches to prevention, monitoring,
and comprehensive management of these patients are presented, taking into account the need to maintain adherence to

the primary therapy.

KEYWORDS: obesity; overweight; hair loss; alopecia; telogen effluvium; androgenetic alopecia; incretin-based therapies; glucagon-like peptide-1

receptor agonists; biotin; vitamin D; micronutrients.

BBEJEHUE

OXunpeHne 1 n36bITOUHAA Macca Tefla OTHOCATCA K UMCTy
Hauboree 3HaUMMbIX MeIKO-COoLMaNbHbIX Npobnem B Poc-
cuinickon Oepepaunn (PO). Mo gaHHbIM CTAaTUCTUYECKOTO
cbopHUKa PoccTaTta «3apaBooxpaHeHme B Poccnn — 20255,
B 2024 1. B cTpaHe Oblf0 3aperncTpupoBaHO OKOJO 3 MITH Ma-
LMEHTOB C OXMPEHMEM; BMepBble YCTaHOBEHHbIN ANAarHo3
OXUNpPEeHUs ObiN nocTaBneH 542,2 Tbic. YenoBekK, a Nokasa-
Tenb o6Lell 3aperncTprpoBaHHON 3ab01eBaeMoCT COCTa-
Brn 2055,1 Ha 100 000 HaceneHwus. o AaHHbIM BbIGOPOYHbIX
06cnenoBaHUN COCTOSIHUSA 300POBbA U NUTAHNA HaceeHNs
PoccTtata, M36bITOUHAA Macca Tefla U OXUPEHME COXpPaHs-
0T BbICOKYIO PAacMpOCTPAHEHHOCTb BO BCEX pepeparnbHbIX
OKpyrax, Yto noATBepKAAeT 3HAUMTESIbHYI0 MOMYyNALMOH-
HYI0 Harpy3Ky AaHHoro 3abonesaHusa [1].

CornacHO KNUHWYECKUM pekoMeHZdaumam MwuH3gpasa
Poccnn «Oxupenue» (2024), CHUXeHME MacCbl Tefla Noka-
3aHO BCEM MaLMEeHTaM C OXKUPEHMEM, a TakXKe naumeHTam
C U36bITOYHON MaCCol Tena Npu Hanuuny GaKTOPOB pUCKa
WM acCOUMMPOBAHHDBIX 3ab00NIeBaHNIA; LiefieBbIM OPUEHTH-
pOM ABNAETCA YMeHblUeHne Maccbl Tena Ha 5-10% B Teyve-
Hue 3—-6 MecALeB C Yaep>kaHneM pesynbTaTta He MeHee roaa.
B pekomMeHpauusx NoAYepKrBAETCA HeoOXOoAMMOCTb KOM-
NJIEKCHOrO MOAX0Aa, BKoUaoLwero moandomrKkauuio obpasa
XM3HU, gneToTepanuio, dapmakoTepanuio U, y OTAeNbHbIX
nauneHToB, GapuaTpuuyeckoe nedeHne [2-5]. OxnpeHune
paccMaTpUBAETCA KaK COCTOAHME M3ObITOYHOrO MUTAHMS,
OQHaKO MapajoKcasibHbIM 06pa3om MOXeT ObITb accouu-
MpoBaHo ¢ geduumTtamm psaga MUKPOHyTpreHToB [6]. Hawn-
6onee nogpobHO n3yyeHa obecneyeHHOCTb BUTaMrHOM D:
COrnacHoO metaaHanusy 23 ncciiefoBaHWi, ero pacnpocTpa-
HEeHHOCTb Ha 35% BblLLe y NaLMEHTOB C OXKMPEHMEM NO CPaB-
HEHWIO C NULLAMW C HOPMasbHOWM Maccol Tena [7].

BbinageHune BONOC 1 yxyaLWweHNe Nx KauecTBa MOTyT Ha-
6noaaTbcs Ha GOHE Pa3NMUHbIX METOAOB CHUXKEHNSA MacChl
Tesla, BK/OYas rMnoKaNiopuiniHble agueTsl, bapraTpuyeckue
BMeLIaTeNbCcTBa M QpapmMakoTepanuio npenapaTtamu WH-
KPEeTMHOBOro pAfa, B TOM YMcC/ie aroHUCTamu peuenTtopa
rnokaroHonogo6bHoro nentuga-1 (alMM-1). B o6HoBnew-
HOM CMCTEMATMUYECKOM 0630pe M MmeTaaHanumse 2025 r.
yacToTa BbiNafeHNs BOMOC nocsie MeTabonnuyeckonm n 6a-
puaTpuyeckon xmpyprum coctaBuna 47% (41 nccneposa-
Hue, 7044 naumeHTa). bonee paHHM meTaaHann3 2021 r.
nokasas MHTerpasnbHyl0 OLEeHKY 4acToTbl B 57%, a Takxe
COMNOCTaBMMO BbICOKYIO YaCTOTYy BbiMafieHMA BOJIOC nocne
PYKaBHOWN racTpIKTOMUM W KeNyAOYHOro WYHTUPOBaHUA
no Roux-en-Y [8, 9].

onugemMmonornyeckne  fJaHHble  CBUAETENbCTBYIOT
0 TecHo cBsA3u frddy3HOro BbiNageHms BOMOC B NpoLec-
Ce CHUXEeHMA MacChl Tena C ee CKOPOCTbIO N BblPaXKeHHO-
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CTblo. B peTpocneKkTnBHOM MccefoBaHUN TETIOTEHOBOTO
BbiNafleHMA BOJIOC, aCCOLUMUPOBAHHOIO C MOXYLEHMWEM,
cpefHAA noTepA mMaccbl Tena coctasuna 15,21%, cpepHan
CKOPOCTb CHUKEHUA Maccbl — 3,54 Kr/mecau, a KnuHnye-
CKue NpoABNeHNA BbiNafeHNA BONIOC B CPeiHEM BO3HMKa-
nu yepes 1,12 mecAua OT Hayana NoxyaeHua. 3T faHHble
COrNacyoTCa ¢ NpeAcTaBieHNEM O TeIOFeHOBOM Bbinage-
HUK BOJIOC KaK O NPOABIEHNN METABONINYECKOrO 1 HYTPU-
TUBHOrO cTpecca [10].

Mpu npumeHeHun aplTIMN-1 (cemarnytug, nuparnytug
W Ap.) YacToTa COOBLEHMIN O ClyYasix afloneuun B NocTpe-
rMCTPAUMOHHBIX UccnenoBaHmax gocturaeTt 10% u 6onee,
OQHAaKO MVMelLWancs [foKa3aTesbHaa 6a3a npenmylle-
CTBEHHO OCHOBaHa Ha HabnwpaTenbHbIX AaHHbIX [11-13].
B wccnepgoBaHuy, ony6nvKoBaHHOM B XypHane Skin
Appendage Disorders (2026), BbinageHve BONOC NOC/e Ha-
yana Tepanuu aplTIfM-1 otmeTnnn 70,4% onpoLleHHbIX na-
LMEHTOB; Yalle 3TO PerucTprMpOBaoCh Y XKeHLWWH 1 Y nnL
c 6bonee Bblpa)keHHbIM CHPKEHMEM Maccbl Tena [12]. YacTo-
Ta Ha3HauyeHun aplTIM-1 HeyKNOHHO pacTeT B nocnegHune
rofibl, B CBAA3M C YeM ClefyeT OXnaaTb yBefnyeHne obpa-
LWaemMoCTN K JepMaTtosioraMm no noBogy BbiNageHnA BONOC
Ha ¢oHe ux npuema. dCTeTUYECKUE MOCSIeACTBUA MOTYT
OKa3blBaTb 3HAUUTENIbHOE BAMAHME Ha MPUBEPXKEHHOCTb
K Tepanumn oxvpenuns: o 39,7% naymneHToB C BbiMageHnem
BOJIoC Ha ¢oHe npuema aplTIMN-1 yka3biBalOT ero B Kave-
CTBE MPUUMHbBI NpekpaLlleHns nedenus [12]. CoobuaeTcs
06 accoumnaumu BbinageHns Bonoc Ha ¢poHe aplTiMN-1 c Tem-
namu CHXKEHUA MacCbl TeNa, a TakXkKe C KOHKPETHO UCMNOSb-
3yemMblM npenapaToMm (Yawe npu npueme TUp3enatuaa),
[03aMN U NPOJOMKUTENBHOCTbIO UCNONb30BaHUA Mpena-
paTtoB [14]. B KpynHOM KOrOpTHOM aHanu3e npumeHeHue
aplTIM-1 accoymmnpoBanoch C yBennyeHmem pucka passu-
TNA aHQPOreHeTUYeCKor anoneymn yepes 6 mec tepanum
Ha 62% n TenoreHoBown anoneunn yepes 12 mec Ha 76%.
Mogo6Hble anddysHbie dopmbl BbiNageHNA BONOC Onumca-
Hbl U Y NaLMEeHTOB, COOJIIOAAIOLNX BbIPAXKEHHO FMMOKasOo-
PUNHbIE AVETHI UK NepeHeclunx bapuaTpryeckre onepa-
LMK, YTO CBA3BIBAIOT C OCTPbIM METAabOINYECKUM CTPECCOM
1 gedbrymToM HyTpreHToB [12].

AHanu3 [OCTYMHbIX AaHHbIX MOKa3blBaeT, YTo Hambo-
flee YacTbiMy  KNMHUKO-MOPQONOrMYeCKMMU BapriaHTamu
BbiMafeHnss BonoC Ha ¢oHe Tepanum aplTiN-1 asnswoTca
TeNoreHoBOe BbiNafieHNe 1 aHAPOreHeTMYecKan anoneums
(ATA); npn 3Tom B HONbIUMHCTBE UCCNIEA0BAHUN OTCYTCTBY-
eT CTaHZapTM3MPOBAHHasA [depmaTtosiormyeckas Bepudu-
Kauus gmarHosa. O63opHble Ny6nvMKauuy NocnegHux net
yKa3bIBaloT, YTO NPUYNHHO-C/IEACTBEHHAA CBA3b MeXay Te-
panvien aplTIlN-1 n BbiInageHnem BONOC NOKa OKOHYATENIbHO
He JOoKa3aHa, OQHaKO UMEKLWMINCA MacCMB faHHbIX MO3BO-
nAeT paccmaTpmBaTh aioneunto Kak KNMMHUYECKN 3HaUNMYIo
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MOTEHUMANbHYIO HeXXenaTeslbHyl0 peakuuto, TpebyioLLyto
HAaCTOPOXEHHOCTM U aKTUBHOFO MOHMTOpMHra [5, 16-19].
MeTtabonuueckre ¢akTopbl  (MHCYNMHOPE3UCTEHTHOCTD,
OXUPEHME, METABONNYECKUN CUHAPOM) yYacTBYIOT B MaTo-
reHese Al'A — XpOHMYeCKON NporpeccupytoLen notepu Bo-
NOC B aHAPOreH-YyBCTBUTENbHbIX 30Hax cKanbna. CornacHo
MeTaaHanm3y faHHbix 2026 r., Hannuune y NaLuneHToB OXmpe-
HMA accoLMMpPOoBaHoO C nporpeccrupoBaHuem ArA (OLL 2,31;
95% OWN 1,01-5,29). IHCYyNnMHOPE3NCTEHTHOCTb W BbICOKUN
YPOBEHb VHCYNMHA HATOLWAK onpefenieHbl Kak (pakTopbl,
nosblwwatowmne puck passutna AlA [20]. XoTa Tepanua oxu-
pPEHNA MOXET COMPOBOXKAATLCA YCUSIEHNEM MOTepU BOJIOC,
COMYTCTBYOLME M3MEHEHMS MeTabonmyeckoro npoduss
NoTeHUManbHO MOTYT MOJNIOXKMTENIbHO CKa3blBaTbCA Ha Teye-
Hun ATA [14].

BO3MO>HbIE MATOrEHETUYECKUE MEXAHWU3MbI
CUHAPOMA AJIONELIUU, ACCOLIMMPOBAHHOM
CO CHUKEHVMEM MACCbI TENA, U POJIb BUOTUHA
B UX KOPPEKLUU

Hanbonee BepOATHbIMY KJVHMKO-NAaTOreHETUYECKUMMA
MEXaHM3MaMK BbiMageHUs BOJIOC HA GOHe neyeHns oxmpe-
HUA ABNAIOTCA YCKOPEHHDBI NepeBof BOMOCAHbIX GONINKY-
nos B TenoreHoBylo a3y nog BnuAHvem aeduuuta benka
N MUKPOHYTPUEHTOB (Kenes3o, UUHK, BUTaMuH D, 61OTWH
M 4p.), a TaKXKe BAUSHUE UCXOAHbIX FOPMOHANbHbIX U BOC-
nanuTenbHO-MeTaboONMYECKUX HaPYLWEHUA Yy MalUMeHTOB
C OXKMPEHNEM U MHCYNIMHOPE3UCTEHTHOCTbIO [4, 8, 16].

BrvoTnH (BUTaMuH B7) ABnseTca BOgOPacTBOPMMBIM BU-
TaMVHOM Komryiekca B u urpaet BaxkHylo ponb B MeTabo-
NU3Me KNETOK BONOCAHOrO GponnuKyna u perynaumm pocta
Bonoc [21]. Mpwu 3Tom mMonekyna 6moTriHa nmeeT 8 cTepe-
OU30MEpPOB, HO EAUHCTBEHHbIM OMOMOrMYecKy aKTVBHbIM
asnaetca D-6MOTVH. BUOTUH BbICTYNaeT KopakTopom psAga
Kapbokcmnas, obecneurBaoLLmx NPOLECChl MIKOHeoreHe-
33, 06MeHa aMVHOKUCIIOT U CUHTE3a XMPHbIX KUCJIOT, a Tak-
e yyacTByeT B MOCTTPAHC/IAUMOHHOW moaudrKaumm ru-
CTOHOBBIX OENKOB, BANAA Ha SKCMPECCHIO FeHOB, CBA3AHHbIX
¢ poctom Bonoc [22]. CornacHO MeTareHOMHOMY aHanu3y
y 1545 cy6bekToB KoroptHoro uccnegosanua MetaCardis,
TAaXenoe oxnpeHne (MMT=35 Kr/M>2) ConpoBOXAaeTca ae-
bUUMTOM KMLLeYHbIX 6aKTePUIA-NPOAYLIEHTOB M TPAHCNOPTe-
poB OMOTUHA, YTO ACCOLMMPOBAHO C XYALUUMU MeTabonuye-
CK/MW 1 BOCNaNUTeNbHbIMK NapameTpamu nauneHToB (MMT,
OKPY>XHOCTb Tanuu, YpOBEeHb T[JIIOKO3bl HaToLaK, HbAk,
C-nenTug, Tpurnuuepugbl 1 ap.). Npy oueHke ypoBHs 6u1o-
TVHA B CbIBOPOTKE KPOBU B MOATPYMNe YYacTHUKOB KOrOpTbl
y 78,09% navLmeHTOB C TAXes1bIM OX1PeHNeM YCTaHOBJIEH CY-
60onTMasnbHbIA UK AePULUTHBIN yPOBEHb BUOTNHA — NPO-
™B 19,65% y N1y c HopManbHOM Maccon Tena [23].

JKCnepuMeHTasbHble AaHHble YKa3blBalOT Ha Croco6-
HOCTb BMOTMHA YCUNMBATL KCMPECCUIO FEHOB, CMOCOOCTBY-
IOLMX POCTY BOJIOC, MOBbIWATb 3KCMPECCUI0 KEPATUHOB
MU MOAYNMPOBaTb aKTUBHOCTb POCTOBbIX GAKTOPOB U CUT-
HaJNIbHbIX MyTen, 3HaUUMBbIX Ans GyHKUMM BONOCAHOro $on-
nvikyna [24].

YKa3aHHble 6uonoruyeckre 3h¢deKTbl nexar B OCHOBe
npuMeHeHNss GUOTUHA B COCTaBE KOMIMJIEKCHOVW Tepanuu
andoysHon anoneunn B AEPMATONONMYECKON U TPUXOJIO-
rMyeckom npakTmke. Bmecte ¢ Tem faHHble paHAOMU3MPO-
BaHHbIX KOHTPONMPYEMbIX UCCefoBaHMN 3GHEKTUBHOCTU
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HAYYHbI OB30P

Pa3NnNYHbIX 103 OMOTNHA NMPY BbINAAEHUN BOJIOC OCTAOTCA
OrpaHNYeHHbIMU U HEOQHOPOLHbIMU [25, 26].

Ha tepputopun PO 3apernctpupoBaH iekapCTBEHHbIN
npenapat D-6MoTUHa B TepaneBTMUYECKON OO3MPOBKeE, AN
KOTOPOro NPOBEAEHO PErMCTPALMOHHOE KIIMHUYECKOoe UC-
cnenoBaHune NeMA/1217-1 «[lBoHoe cnenoe nnauebo-KoH-
TpONMpyeMoe MHOIOLEHTPOBOE PaHAOMU3MPOBAHHOE WUC-
cnepgoBaHne 3¢GEKTUBHOCTM 1 6e30nmacHOCTM npenaparta
61oTVH, Tabnetky, 10 mr (PapmaueBTryecknin 3asog “rNoJib-
OAPMA” AO, MonbLua) B Tepannn NaunMeHTOB C BbiNageHneM
BOJIOC U CHWXKEHWEM TyCTOTbl BoNloc» — «brnotuHanb B7»,
10 wmr, JIN-N2(002640)-(PI-RU). BuotnHanb B7 moeTt 6biTb
peKkoMeHAOBaH AnA NPMMEHEHUA B AaHHOW KIMHUYECKOMN
CMTyaLum Kypcamm no 3 mecAua Ha OCHOBaHWUN YTBEPXKAEH-
HbIX PErMCTPALMOHHbBIX JOKYMeHTOB. CneyeT OTMETUTb, YTO
NpaKTUKa Ha3HauYeHWA NeKapCTBEHHbIX NpenapaTtos D-6mo-
TMHa B fo3npoBKe 10 Mr B KOHTEKCTE JleueHNs CMHAPOMa
anoneymmn, acCCOLUNPOBAHHONO CO CHUXXEHMEM MaccChbl Tena
npy OXupeHuu, TpebyeT pfanbHemlwen cucTeMaTsauuu
N KNHUKO-papMaKonornyeckon oueHkn [27, 28].

BO3MO>HbIE MATOrEHETUYECKWUE MEXAHU3MbI
CUHAPOMA AJIOMNELIMU, ACCOLIMMPOBAHHOM

CO CHUXKEHVUEM MACCbI TENIA, U POJIb BATAMUHA D
B UX KOPPEKLUM

3HaunTeNlbHOE OrpaHUYeHne KaropUNHOCTK 1 BbicTpoe
CHXXEeHME MacChl Tesna SIBNIAIOTCA XOPOLLO U3BECTHBIMU daK-
Topamu, MNPOBOLMPYIOWMMI XOnecTas, runepcarypaumio
XKenuu 1 XKenuyHoKaMmeHHyto 6onesHb [29]. C yyeTom runo-
KUHE3MM XeNnueBbIBOAALMX NYTEN, CHUXKEHNA NOCTYNIeHUA
enuv B ABeHaALaTUNEPCTHYIO KULIKY M BO3MOXHbIX Hapy-
LIEHWI BCACbIBAHMA »KWUPOB, BO3HUKAOWMX NPK ObICTPOM
CHVXXEHUWN MaccCbl TeNa, B T.U. Ha pOHe Tepanuu npenaparta-
MU MHKPETMHOBOIO pAda 1 nocsie 6apuaTpuyecknx BmeLla-
TENbCTB, Y NaLUMEHTOB MOXET Pa3BMBaTbCA 1 MPOrpeccnpo-
BaTb Aepuunt BuTammHa D.

Hedununt BuTammnHa D B HacTosilee Bpemsi paccmaTpu-
BAETCA KaK 3HAUMMbI NaToreHeTUYeCcKUin ¢pakTop Tenore-
HOBOW anoneunn, onocpeayLwWwnin HapyweHne perynaymm
UMKNIA pocTa BONIOC U GYHKUMOHANbHOW aKTMBHOCTM BO-
nocaHoro ¢onnukyna. Yepes peuentop BuTammHa D, 3Kc-
npeccupyemblil B KepaTMHOUUTaxX U KNeTKax AepMasibHOro
COCOYKa, aKTMBHble MeTabonuTtbl BUTammHa D yuacTByioT
B MHOYKUWW 1 oafepXaHnm aHareHoBow ¢asbl, AnuddepeH-
LMPOBKE KIETOK MaTpUKCa U CUHTE3e CTPYKTYPHbIX 6eNikoB
Bonoca. Npu cHmxeHun yposHa 25(0OH)D otmeuaetca guc-
KOOpAMHaLMA MNepexofoB aHareH—-KaTtareH-TesloreH, 4To
KIMHWYECKN MOXeT npoAaBnatbca Anddy3HbIM TesloreHo-
BbIM BbINajieHNEM BOJIOC.

Hapsgy ¢ 3tum peduunt ButammHa D accouumpoBaH
C N3MEHEHNEM JIOKaJIbHOTO MMMYHHOIO roMeocTasa 1 ycu-
NeHneM NPOBOCMANMUTENbHbBIX Peakunii B nepudonimkynsp-
HOW 30He. DTO MOXET CNoCcO6CTBOBATL NPEXAEBPEMEHHOMY
nepexofly GONINKYNIOB B COCTOSHME MOKOA U YCYrybneHmio
TenoreHoBow anoneumu [30-32]. Pe3ynbraThl KNMHMYECKMX
HabnloAeHUI MOKa3bIBAIOT, UTO Y NMALMEHTOB C TENTIOreHOBOW
anoneuuen yposHu 25(0OH)D, Kak npaBuno, HUXe no cpa.-
HEHMIO CO 34OPOBbIMU NMLAMKM, @ KOPPEKUMA rMNOBUTa-
MMHO3a D conpoBOXAaeTcA CHMMXEHWEM MHTEHCMBHOCTU
BbiMaeHNA BOJIOC U YNyULlEHWEM AepPMaTOCKOMUUYECKUX
nokasatenen [33].
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rPynnbl PUCKA PA3BUTUA ANTONELNN HA ®OHE
JIEMEHNA OXXWPEHUA

K npeankropam m36bITOYHOrO BbINafeHWA BONOC y Ma-
LUMEHTOB, HAUMHAKOLWUX TePANMI0 OXKNPEHUS 1 N30bITOUHON
Macchl Tena, LenecoobpasHo OTHOCUTL crepytolme GaKkTo-
pbi:

« KeHckun non [12, 15];

*  WNCXOOHO HU3KUN ypoBeHb 25(0OH)D meHee 30 Hr/mn
[30-33];

« HanuMume B aHaMHe3e 3MM30A0B TENIOreHOBOW WKW aH-
AporeHeTnyeckon anoneuun [19];

+ rmnotupeos [19];

« BbICOKME TeMmMbl CHUXEeHWs Maccbl Tena, 6onee
1,5 Kr B Hegeno, U/Wnmn BblpaXKeHHbI aeduumnT Kano-
pwui [10, 30];

«  MPU3HAKKN Manbabcopbunn, nednumnTa MUKPO3JIEMEHTOB
W HYTPUEHTOB, BKJTIOUAA LIMHK, Kene3o 1 GUMOTWH, A0 Ha-
yana nevenus [4, 21, 30-32];

+ NpUMeHeHune oTaenbHbIX Npenapatos aplTIM-1[11-19];

« MepeHeceHHble bapuaTpuyeckue onepaunn [4, 8, 9].
BbleneHve Takmx rpynn pucka no3BoJiAeT 3apaHee nna-

HMPOBATb MOHUTOPUHT U MPOdUNAKTUYECKNE MEPONPUS-

TWA, BKJIOYasA N1abopaTopHYIO OLEHKY AepULNTHBIX COCTOS-

HUI 1 fepmaTonornyeckoe HabnogeHue.

TAKTUKA BEAEHUA N TTIPOOUNTAKTUKA

PekomeHnOBaHHAsA TaKTMKa BefeHUA MNaLUUEHTOB
C OXUPEHUEM U M3ObITOYHON MACCON Tena B KOHTEKCTe
pvcKa BbiMageHUsA BONIOC MOXET BKJlOUYaTb HECKOJNIbKO
KJI0UYEBbIX MONOXeHUN. MNauneHToB, HaunHaKLWMX Tepa-
N0 OKNPEHUA, B TOM Ymcne npu HasHauyeHum aplTin-1
NN  KOMOWHMPOBAHHbIX MPENnapaTtoB WHKPETMHOBOIO
paga, Heob6xoaAnMo MHGOPMUPOBATb O BO3MOXXHOM pPUCKe
YyCUNeHUs BbiMafieHUsA BOMOC ANA NOAAEPKAHUA NMpUBep-
XeHHoCTn neveHuto. [lo Havyana Tepanum n yepes 3 mec
nocsie ee cTapTa uenecoobpasHa OLEHKa HYTPUTUBHOIO
cTaTyca C onpepfesieHremM ypoBHel GepputrHa, CbiIBOPO-
TOYHOrO Xenesa, ymHka, 25(0OH)D, a npu HaNUYMKN TEXHWU-
YeCKOoW BO3MOXKHOCTM — OGUOTUHA B NJla3me KPOBU; B TS-
XeJblX Clyyasx anoneumm — onpefenieHne akTUBHOCTY
6UOTNHUAA3bI B KPOBU.

Ba)KHbIMV KOMMOHEHTaMU NPOPUNIAKTUKIA U KOPPEKLN
ABNAIOTCA yCTpaHeHue peduuuta ButammHa D3 ¢ goctu-
KeHueMm ueneBon KoHueHTpauumn 25(0H)D 6onee 30 Hr/mn
(neueHve cnepyeT NPOBOAUTb COMNACHO MPOEKTY KAUHW-
yeckumx pekomeHgaumin PAD «[dedpuunt ButamnHa D») [34]
1 obecneueHrie afekBaTHOrO NOCTYNeHUs 6enka He MeHee
1,2-1,5 r/Kr npeanbHOM Maccbl Tena.

C yuyeTOM TMMNOKUHE3NWN KENYEBbIBOAALWMX MyTEN,
CHVXXEHUA MOCTYMNJIEHUA KeNnuu B ABEeHaAUaTUNepPCTHYIO
KMIUKY U BO3MOMHbIX HapYLIEHUA BCACbIBAHUA XUPOB
060CHOBAHO MCMOJIb30BaHNE BOAOPACTBOPUMbBIX MULEN-
NAPHbIX PopM BUTammHa D, BcacbiBaHME KOTOPbIX B MEHb-
Wen cTeneHn 3aBUCUT OT cekpeuunn xenum [35-37]. Y na-
LMEHTOB C KINHUYECKM 3HAUYMMbIM BbiNaJleHNnemM BOJOC
Ha ¢oHe papmaKosiormueckoro n HedpapmaKkosiormyecko-
ro NIeYeHmns OXNpeHnsa, 0COBEHHO NpPY NOATBEPXKAEHHOM
unu npepnonaraemom geduunte 6GUOTUHA, MOXET ObITb
pekomeHAOBaH npuem npenapaTta bnotuHanb B7 Kypca-
My no 3 mec [38, 39].
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3AKNIOYEHUE

Ondody3Hoe BbiNnajeHre BOMOC — Mpexae BCero
TENIoreHoBasl anoneuna u aHApOreHeTMyeckas ano-
neums — ABMAAETCA YaCTbiM U KJIVMHUYECKU 3HAYMMbIM
HebnaronpuATHLIM ABEHUEM COBPEMEHHbIX METOAOB
neyeHNn OXMUPeHUs, BKIoYas dapmakoTepanuio, bapu-
aTPUUECKYI0 XUPYPIUI W WMHTEHCUBHbIE AMETUYECKune
orpaHuuyeHus. lNatoreHes anoneuum B 3TUX CUTyauwu-
AX HOCUT MHOTOGAKTOPHBIN XapaKTep; KIOUEBYO poJb
UrpatloT oOCTpbli MeTabonuueckuin cTpecc, peduymt
6enka M 3CCEeHUMANbHbIX MUKPOHYTPUEHTOB, a TakxXe
BO3MOXHOE MpPsMOe WAU ONoCpefoBaHHOE BAUAHMUE
npenapaToB MHKPETUHOBOIO PsAfa Ha LUUKJ BOIOCAHOIO
donnukyna. Xanob6bl Ha BbiNajeHne BOJIOC HE LOJIXKHbl
aBTOMAaTUUECKUN MPUBOAUTbL K OTMeHe dapmakoTepanum
OXUpeHna 6e3 OUeHKM COOTHOLLEHMUA OXUAAEMOW MOJb-
3bl M MOTEHLMANIbHOIO pUCKa.

Hanbonee paunoHanbHO NpeacTaBAseTca MeXXancum-
NAVHapHas TakTWKa BedeHUs MauMeHTOB C yyacTUeM SH-
LOKPWHOMOra, AepMaTosiora Uian Tpuxosora, a npu Heob-
XOAuMOCTM — puetonora. B npouecce dapmakotepanuu
OXVpPEeHUsi PeKOMeHAYeTCA CUCTEMATUYECKU OMpalluBaTh
MauueHTOB O HapacTalollemM BbiMafeHUn BOJIOC, U3MEHe-
HUW VX TOMLYMHBI, MOSBIEHUN OYaroB NOPefeHN s, a TaKkxKe
0 BNIIAAHUN 3TUX CUMMATOMOB Ha KaueCTBO »KU3HW 1 NPUBEp-
EHHOCTb fleyeHuto. [py NoABNEHUM COOTBETCTBYHOLIMX
Xanob uenecoobpasHoO NPOBOANTb KIMHUYECKYIO OLEHKY
BO3MOXHbIX MPUYUH, BKJOYAA TEMMbl CHVMXEHUA MaccChl
Tena, XxapakTep nuWTaHusA, YpOoBeHb 6enikoBoro obecneve-
HUA, coNyTCTBYyOLWME 3ab0oneBaHUs, CTpeccoBblie GaKTopbl,
nepeHeceHHble MHOEKUUUN, U BbIMOSHATL N1abopaTOpPHbIN
CKPVHVIHT AebULUTHBIX COCTOSHUI MO KNMHUYECKM MOKa-
3aHUAM.

OpHoBpeMeHHaa Koppekuua peduumuTa BUTaMuU-
Ha D3 BogopacTBOpMMON MuUennapHon dbopmoi BU-
TamuHa D pgomxHa paccmaTpuBaTbCA Kak ob6nA3aTenb-
HbIA KOMMOHEHT KOMMieKcHoW Tepanuun. ObecneyeHue
afleKBAaTHOroO MOCTynneHna 6enka ABNAETCA KIoYeBbIM
3/1eMeHTOM NPOPUNAKTUKNA N KOPPEKL N TENTOTEHOBOM
anoneuun y naumMeHTOB, CHUXKAOLWMX Maccy Tena. Yuu-
TbiBasA OMONIOrMYECcKyl0 posib OMOTUHA B MexaHM3Max
obmeHa BelecTB B BONIOCAHbIX GONMKYNax n pocTta BO-
N10C, A TaKXe MONOXUTENbHbIV KITMHUYECKWI OMNbIT Npu-
MEHEeHVs Npu anoneuuun, HasHavyeHre JIeKapCTBEHHbIX
npenapatoB D-6MoTMHa MOXeT OblITb PEKOMEHOOBaHO
naumeHTam C anoneumen Ha GOHe fieYeHUsa OXKUPEHUA
Ha NMPOTAXXEHNUN BCEro nepriofia akTMBHOTO CHUXKEHUA
Macchbl Tena.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcpoBaHuA. PaboTa BbiNOSHEHA MO MHMLUMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCUPOBaHN.

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTue aBTOpOB. BCe aBTOpbl 0A06pUNM GUHaNbHYI0 BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasun cornacme HeCTU OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn

paboTbl.

Problems of Endocrinology. 2026;72(4):4-9
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PE3OJIIOL VA COBMECTHOTIO 3ACEAAHUA SKCMEPTHOIO COBETA

«FTMMOMNAPATUPEO3 B MOXY CJIOKHbIX 3AAAY U NMPOPbIBHbIX TEXHONIOTNIA»

© H.I. Mokpebiwesa', T.N. bapabimosa?, E.E. bubuk', A.K. Epemkuna’, TJ1. KapoHoBsa3, E.B. Kosanesa'*, 1.B. Kptokosa®,
W.M. Manas', B.A. Metepkoga’, J1.C. Co3aesa’, M.LLl. lWamxanoga’, T.B. Akumosa®

"HaumoHanbHbI MegULMHCKUIA NCCNefoBaTENbCKNA LEHTP SHAOKPMHONOM MU UM. akagemunka W.N. Nenosa, MockBa, Poccus
2MpkyTCKana rocyfapCcTBeHHasa MefMLUUHCKan akalemusa nocneauninomHoro obpasosaHua, MpkyTtck, Poccun
3HaumoHanbHbIN MeaULMHCKNIA ccnefoBaTenbCckui LeHTp um. B.A. Anma3oBa, CaHkT-lNeTepbypr, Poccua

‘TBY3 MO MOHUKW nm. M.®. Bnagmumupckoro nnn MockoBcKuin 061acTHOM HayYHO-1CCiefoBaTeNbCKUN KNMHUYECKUI
HCTUTYT um. M.®. Bnagmmupckoro, Mocksa, Poccua

>PecnybnuKaHCKUN KNMHUYECKUIA rocnuTanb Ana BeTepaHoB BoiH, Yebokcapbl, Poccua

25 mapta 2026 ropa B . Mockse B OIBY «HMWL snpokpuHonorum nm. akagemnka U.W. leposa» Munsgpasa Poccun npo-
LU0 3aceflaHne aKCNepTHOro coBeTa «fMnonapaTnpeos B 3MOXy C/IOMHbIX 3a4a4 U MPOPbIBHbIX TEXHOMNOMMIN», NOCBALLEHHOE
ob6cyaeHNo0 BONPOCOB 3NUAEMUONONNM XPOHNYeCcKoro runonapatupeosa (IMT) B Poccumn, ocobeHHOCTAM BegeHWA naum-
€HTOB C flaHHOW NaTosIornen B ApYrux CTpaHax, CXOACTBA U Pa3nnuma 3apyBbexHbIX 1 OTeYeCTBEHHbIX KIMHUYECKNX PeKo-
MeHaauun.

O6cyxaeHbl ycrnexu B COBEPLIEHCTBOBAHNM ANArHOCTUKN 1 NEPCOHaNM3NpoBaHHOro neveHmns nauyunentos ¢ [MT B Poccun,
a TakXKe Heo6XoANMOCTb BHepeHUA NepeaoBbiX NPaKTVK B MPakTUYecKoe 3paBoOXpaHeHre B pamKax nepecmoTpa Knm-
HUYeCKNX pekomeHaaumn B 2027 r.

O603HayeHa BaXXHOCTb BKJItoUeHMA XpoHuyeckoro IMT B odrumanbHbI nepeyeHb peakux (opdaHHbIX) 3aboneBaHunii, a Tak-
e HeobXOAUMOCTb NPOAOIKEHUA N3yUYeHNA 0cobeHHOCTel 3aboneBaHUA 1 ero OCNOXHEHUI, ANarHOCTUKN, MOHUTOPWHTa
n npodunaktukm T, B TOM uncne B AONTOCPOYHON NEPCNEKTHNBE, M aKTyalbHOCTb MEXANCLMNAHAPHOIO NpodeccnoHans-
HOrO aNnbAHCa, MO3BONALErO JOCTUraTb ONTMMAasbHbIX MCXOLOB JIEUEHMA U YYYLLIEHNA KaueCTBa XNU3HN 6ONbHbIX XPOHU-
yeckum [MIT.

JkcnepTamm 0603HayYeH BOMPOC HEOOXOAUMOCTU BHePEHNA MHHOBALMOHHbIX MeTO0B 3PPEeKTUBHOro neyeHns, BKovan
3amecTuTenbHY10 ropmoHanbHyto Tepanuio IMT. B xone CoBeTa paccMoTpeHbl 3PeKTUBHOCTb 1 6€30MacHOCTb HOBOW Tepa-
neBTUYECKON TexHonorum «TpaHcKoH napaTropmoHy. MNpurnalieHHbIN 3KCNepT, JOKTOP MeauLuuHbl npodeccop YHuBepcu-
TETCKOW WKOMbl MeanLmnHbl MapMapa, oTaeneHus sSHAOKpUHoNnorum n metabonmnsma lenaptameHTa BHyTpeHHeN MeaNLMHbI
(Crambyn, Typuwma) Ounek loraw Asy3 (Dilek Gogas Yavuz) nogenunacb onbiTOM NPUMEHEHUA fleKapCTBEHHOrO Npenapara
W pe3ynbraTamn MexKAyHapOAHbIX KAMHUYECKNX UCCiefOBaHNA.

[JaHHasa pe3oniouma ABNAETCA KPAaTKUM M3/10XKeHEM BOMPOCOB, PaCCMOTPEHHbIX B BbICTynneHnaX yneHos CoBeTa 1 B Npo-
Lecce npodeccroHanbHOro 06CyKaeHus.

KJTIOYEBBIE CJIOBA: 2unonapamupeos; opgaHHsie 3a601e8aHUs; 20pPMOHAIbHAS Mepanus; MexxoucyuniuHapHoOCMe.

RESOLUTION OF THE JOINT MEETING OF THE EXPERT COUNCIL "HYPOPARATHYROIDISM
IN THE ERA OF COMPLEX PROBLEMS AND BREAKTHROUGH TECHNOLOGIES"
© Natalia G. Mokrysheva’, Tatiana P. Bardymova?, Ekaterina E. Bibik', Anna K. Eremkina’, Tatiana L. Karonova?,

Elena V. Kovaleva', Irina V. Kryukova*, Irina P. Malaya', Valentina A. Peterkova', Leila S. Sozaeva', Minara Sh. Shamkhalova’,
Tatiana V. Yakimova®

'Endocrinology Research Centre, Moscow, Russia

2Irkutsk State Medical Academy of Postgraduate Education, Irkutsk, Russia

3V.A. Almazov National Medical Research Center of Endocrinology, Saint Petersburg, Russia

“Moscow Regional Research and Clinical Institute (<MONIKI»), Moscow, Russia

SRepublican Clinical Hospital for War Veterans of the Chuvash Republic Ministry of Health, Cheboksary, Russia

On March 25, 2026, a meeting of the Expert Council entitled "Hypoparathyroidism in the Era of Complex Challenges and
Breakthrough Technologies" was held in Moscow at the Endocrinology Research Centre. The meeting focused on the epide-
miology of chronic hypoparathyroidism (hypoPT) in Russia, the specifics of patient management with this pathology in other
countries, and the similarities and differences between international and Russian clinical guidelines.

The meeting discussed advances in improving diagnostics and personalized treatment for patients with hypoPT in Russia, as
well as the need to implement best practices in practical healthcare as part of the 2027 clinical guidelines revision.

The importance of including chronic hypoPT in the official list of rare (orphan) diseases was highlighted, as was the need to
continue studying the characteristics of the disease and its complications, diagnosis, monitoring, and prevention of hypoPT,
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including in the long term. The meeting also highlighted the relevance of an interdisciplinary professional alliance to achieve
optimal treatment outcomes and improve the quality of life of patients with chronic hypoPT.

The experts highlighted the need to implement innovative, effective treatment methods, including hormone replacement
therapy for hypoPT. The Council discussed the efficacy and safety of the new therapeutic technology, TransCon parathyroid
hormone. Invited expert Dilek Gogas Yavuz, MD, Professor at the Marmara University School of Medicine, Department of
Endocrinology and Metabolism, Department of Internal Medicine (Istanbul, Turkey), shared her experience with the drug
and the results of international clinical trials. This resolution is a summary of the issues discussed in the Council members’

presentations and during the professional discussions.

KEYWORDS: hypoparathyroidism; orphan diseases; hormonal therapy; interdisciplinarity.

TMNONAPATUPEO3 B POCCUN:
COBPEMEHHOE COCTOAHME NMPOBJIEMbI
N HEPELUEHHbIE BOMPOCHI

B 2018 r. B THL, PO OI'BY «<HMWL| sHaoKpuHonornm um.
akagemunka WN.A. Neposa» MuHsgpasa Poccnn nog Heno-
cpefcTBeHHbIM pykoBoacTeom H.I. MoKpbilweBomn Havanacb
paboTa no cospaHuio peecTpa NaLUEHTOB C rurnonapartu-
peo3om (ITIT), BKNoYaa cnyyam pegKknx HacnefaCcTBEHHbIX
cmHAapomoB. B 2020 r. NnpoeKT TpaHcPopmMMpoBaH B dop-
MaT BCEPOCCMNCKOM ba3bl gaHHbIX KINNHNKO-3NUAEMMNONO-
rMYeCcKkOro MOHUTOPUHIa MauMeHToB C XpoHuyeckum MT
C BO3MOXKHOCTbIO ANCTAHLUNOHHOIO JOCTYNa M3 Pa3fNYHbIX
pervoHoB PO. B HacToAwee Bpema ba3a gaHHbIX BKNOYa-
eT OUHAMUYecKn obHoBNsiemble cBefeHUA o bornee yem
1900 nauueHTax n3 81 pernoHa Poccun, 4to conocTasu-
MO 1 [iaXke MpPeBbIIAET OTAENbHbIE BefyLine 3apyOexHble
6a3bl JaHHbIX MO YKa3aHHOMY 3aboneBaHuio. B ba3ly paH-
HbIX BHOCUTCA MHGOPMaLMA O NaumeHTax, 06paTMBLUMXCA
no nosoay [MT 3a ambynaTopHOW MOMOLLbIO UK FOCMN-
TaNN3MPOBaHHbIX B CTaLMOHAp JIeYebHOro yupexpeHus
cybbekta PO. Cpegn Hanbonee akTMBHbIX Cy6bekToB PO
no BefeHuto basbl faHHbIX CTOMT OTMETUTbL CliegytoLme
pervoHbl: BopoHexckyto, MpkyTckyto, CapaTtoBcKyto n Hu-
Xeropopckyto obnacty, Yysawckyo Pecny6nuky 1 3abai-
Kanbckui kpan [1, 2].

AKTUBHas paboTa nog arugoin N'HL PO OrbY «HMUL sH-
JoKpuHonorum mm. akagemuka W.W. Jeposa» MuH3gpaBa
Poccum nosBonuna oueHUTb KNMHMKO-Aemorpaduryeckme
XapaKTEPUCTUKM MaToNiornn, 3GGEeKTMBHOCTb PasfiUHbIX
KOMOWHaUUIN NeKapCTBEHHbIX MPEnapaToB, a TakxKe oTcie-
ONTb TeyeHre 3aboneBaHNA U NCXOAbl Y MALMEHTOB C pas-
NnYHbIMK dopmamu TTIT [1-4].

[MocnegHnin KoMNNeKcHbIM aHann3 basbl AaHHbIX C BKIIO-
yeHnem 1776 naumeHtoB 13 81 cybbekta PO nposepeH
B 2024 r. B uccnegyemon nonynaumm xpoHudeckun ITIT
npeobnagan cpeaun *eHwuH (86,5%), 60NbWIMHCTBO Nauu-
€HTOB VIMENU MOCieonepaLMoHHYI0 3TMONIOTMI0 3aboneBa-
HuA (70,1%), Npy 3TOM Hambonee yacto XpoHuveckun MT
pa3BMBanca BCIeACTBME XMPYPrUYECKUX BMeLLaTeNbCTB
Ha opraHax Lueun no nosogy BbicokoauddepeHUnpoBaHHO-
ro paka wmtoBuaHon xenesbl (BOPLLMK) (44,1%). Hexupyp-
rmyeckuii MT cymmapHO 6b11 grnarHocTMpoBsaH y 531 nauu-
eHTa (30,0%), u3 KoTopbix ngnonatTnyeckui —y 390 (73,4%),
B pamMKax ayTOMMMYHHOrO MONMIIaHayNnApHOro CMHAPOMa
1 Tuna (AMNC-1) — y 80 (15,1%), apyrne crMHppoManbHble
¢dopmbl IMIT (accoLmMmMpoBaHHbIE C TEeHETUYECKUMU MYTaLu-
AMK, 3a NcknoveHem reHa AIRE) Habniopganncb y 15 yeno-
BeK (2,8%).

LleneBble 3HaueHVA KanbuvemMun Obin  JOCTUTHYTHI
y 44,6% nauueHToB, docdatemun — y 54,7%. Mpwn aHanmze
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aACCOLMMPOBAHHbIX OC/IOMKHEHMI CTPYKTypHas natonorus
noyek B Brae HeppoKanbLUMHO3a U HedponnTnasa Habnio-
Janacb y 33,4 n 10,7% COOTBETCTBEHHO; CHUXKEHUe pacyeT-
HoW ckopocTu Knyboukosown punstpauun (pCKD) o xpoHu-
yeckou 6onesHu novek 3a-5 ctaguin — y 17,4%. Katapakta
AnarHoctupoBaHa B 34,7% cnyvaeB. AHanu3 nony4yaemomn
Tepanuu nokasan, uto 6onee 70,4% nauyveHTOB Monyya-
NN «KMACCMYECKyo» KOMOMHALMI0 MpernapaToB akTUBHbIX
meTabonutoB BuTammHa D n Kanbuusa. [JononHutenbHble
npenapatbl (MarHVsA, PEKOMOVHAHTHOIO YeSIOBEYECKOro na-
paTtropmoHa (pullTr), TmasugHble ANYPETUKN) Ha3HaYanmchb
B 5,9% cnyuvaes [1, 2].

B 2021 r. 6bina pa3paboTaHa 1 B nocneayolem BHeape-
Ha cucTeMa MOAAEPXKU MPUHATMA BpauyebHbIX pelleHun
(CMMNBP) — nHdopmMaumnoHHas cucteMa, NpeaHasHaueHHas
ONA MOMOLWM NPaKTUKYIOLWMM Creumnannctam B pelleHum
KnnHnyecknx 3agad. CMMNBP 6a3npyeTtca Ha yTBEpXKOAEHHbIX
defepanbHbIX KIMHUYECKUX PEKOMEHZALMAX U NO3BONAeT
Ha OCHOBAHWV aHaNN3a BHeCeHHoW nHbopMaLmn o naLmeH-
Te COOOLWNTb NOJIb30BaTENIAM O €€ KOPPEKTHOCTU, Hanuunn/
OTCYTCTBUUN OCJIOXKHEHUMN, OLEHUTb Ha3HAUYEHHYIO CXemy Te-
panuu, Npegynpeans O HefoMyCTMMbIX KOMOVHaLusaX npe-
MapaToB, a TakXKe HAaMOMHUTb O HeEOOXoAMMOCTU Joob6Ce-
JOBaHWA nayuveHTa [5].

B HacToslee BpemA Ha 6a3e cneumanM3MpoOBaHHOIO
oTaeneHna paspaboTaHa YHUKasbHas MaTemaTuyeckas
mogenb «Cnocob WHAMBMAYanM3MpOBaHHOTO nopbopa
N MPOrHO3MpPOBaHUA [03 JIeKapCTBEHHbIX MpenapaToB Ans
NleyeHua nayneHToB ¢ xpoHnveckum MT». [laHHaa mogenb
npenctasnseT cobon CIMNMBP Ha ocHOBaHUM aHCaMbNIeBOro
MeTofia MalnHHOTo obyyeHus (ExtraTreesRegressor). Paspa-
60TaHHbIN aNropuTM MO3BOJIAET NMPOrHO3UPOBaTb M3MeHe-
HWS1 0O3bl NpenapaToB anbdakanbumugona n/vnn KapboHa-
Ta Kanbuus n/unu Konekanbumdepona Ha OCHOBe aHanu3a
06pabOoTaHHbIX AaHHbIX U JaeT peKoMeHAaLmMm No Heobxo-
OVIMOV KOPPEKTMPOBKE Tepannn AnA JOCTUXKEHNA LieneBo-
ro ypoBHsA obLero Kanbuusa B Kposwu [6]. Mocne Banvgauun
mMogzesib 6yeT TakkKe NHTErpUpPOBaHa B KIMHUYECKYIO NpaK-
TUKY.

PacwmnpeHmne basbl AaHHbIX KpaliHe BaXKHO A1 MONOJHe-
HUA CBeleHWIA O PAcMpPOCTPAHEHHOCTM U 3aboneBaemocTu
IMT B PO. M3yuyeHne aHaMHeCTUYECKKX, NabOPATOPHO-NH-
CTPYMEHTalIbHbIX XapaKTepucTuK 3abofieBaHUs y nauueH-
TOB B POCCUNCKOWN NOMYNALMM — BaXHbIN 3Tan Ha nyTu on-
TUMU3aLUUUN NeYeHna U gruarHocTukm. lNpoBeneHHbIN aHanm3
yKa3blBaeT Ha HEJOCTAaTOUHbIV J1abOpPaTOPHbIA KOHTPOJIb
3a 3ab0neBaHMEM, @ TaKXKe OXBAT NMaLUEHTOB B OTHOLLEHWM
CKPUHMHIA JONTOCPOYHbIX OC/IOXKHEHUN. PelueHne yKkasaH-
HoW NPo6eMbl BO3MOXHO NMyTeM COBEPLUEHCTBOBAHWA eli-
CTBYIOLUX KITMHUYECKMX PEKOMEHAALMIA, @ TaKXKe MOBblLLe-
HNA OCBEAOMIIEHHOCTM Bpayen 1 NaLMeHToB.
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B peBpane 2026 r. cornacHo peweHunto MuHsapasa Poc-
cum Taxkenble GopMbl XpoHudeckoro IMT (kogbl no MKB-10:
E20.0, E20.8, E20.9, E31.0, E89.2) npusHaHbl B Poccnn peg-
KUM (opdaHHbIM) 3ab0neBaHMEM, YTO MO3BOJIAET STOW rpyn-
ne MauueHTOB pPacCUMTbIBaTb Ha MOJAEPXKKY rocyaapcTsa
B MOJTyYEHMN HEOOXOAUMOrO OPOrOCTOALLErO NieueHms [7].

MpoBepeHHbI B 2024-2025 rT. B Wwectn pernoHax Poc-
CUN MUNOTHBIN CKPUHWUHT KanbLMEMWUWN MOKa3as BbICOKYIO
pacnpocTpaHeHHOCTb runokanbunemmn (go 20%) cpeawn
HaceneHua. [lnA cBOEBPEMEHHON AMArHOCTUKM MaToNornm
MUHepanbHOro obmeHa, B Tom uucne T, uenecoobpasHo
BHEAPUTb MaCCOBOE CKPUHMHIOBOE NCCNIefoBaHMe KanbLuusa
KPOBM B paMKax AncrnaHcepusaLmm HaceneHma Poccum.

Mo MHeHVI0 3KCNepTOoB, B HaCTosALLEee BPEMA OCHOBHbI-
MV HanpaBfieHnAMU AanbHelweri pa6oTbl B faHHOI 06-
nacTu ABNAIOTCA:

- HeobXOAMMOCTb BHeApPeHWs CKPUHWMHIA Kasbuuemuu
M MOBbIWEHME AOCTYMHOCTM aHanu3a KanbLus KpPOBWU
B pamMKax gucnaHcepusaumm HaceneHus Poccuu;

- TMOMNOJIHEHME 3MNUAEMUOSIOTNYECKMX AaHHbix no [TIT,
NMOAK/OYEHNE HOBbIX MEAVLUHCKUX YUPEXOAEHUN K Be-
AeHunto ba3bl AaHHbIX;

- MoBblWeHre UHGOPMUPOBAHHOCTU Bpayelr 1 nauueH-
TOB 0 3aboneBaHNY, B TOM UMCSIE O PUCKaX ero pasBuTus
rnocne onepauuin B obnactu Lewn, npoBefeHne obpa-
30BaTeNIbHbIX MEPONPUATAA W HayYHO-MPAKTUYECKMX
KOHdepeHUnin, Kak BO BpauebHOM, Tak U MALMEHTCKOM
coobLecTBax;

- AKTMBHbIi MOHUTOPUHI MALMEHTOB C €XEeroAHbIM Mpo-
BefeHVIeM HeobXoANMbIX NabopPaTOPHbIX N MHCTPYMEH-
TaJIbHbIX NCCNIeJOBAHWI COMNAaCHO AECTBYIOLMM KIVHM-
YeCKNM peKkoMeHZaUuAM.

HOBOE B MEXXAYHAPOHbIX KNTUHNYECKUX
PEKOMEHAALIMAX NO NNEYEHUIO TMNONAPATUPEO3A

MepBble KNUHUYecKue pekomeHgauum no [MT 6Gbiin
MPUHATBI Ha MEepPBOM MeXAYHapOOHOW KOoHbepeHuuu
no [MT, npoeeaeHHon Bo OnopeHuymm B mae 2015 r. Es-
poneiickiMm coobLlecTBoM 3SHAOKpuHonoros (European
society of endocrinology, ESE) n AmepuKaHCKOM acco-
uMaumen  KIAWHWYEeCKNX 3SHAOKpuHonoroB (American
association of clinical endocrinologists, AACE) [8]. O6HoB-
nenua npomsownn B 2025 r., Tak Kak 3a 3TOT nepuop Bpe-
MEHU CUIbHO M3MEHWINCb MEeToAbl BeeHMA MaLUeHTOB,
a TakXKe OblI HAKOMJIEHbI 3HAHMA O TAXKECTU 3TOro 3abone-
BaHUA W €ro OC/I0KHEHM, NOABUNCH NPOPbIBHbIE MeAM-
LUHCKNe TexHonorum [9].

B cooTBeTCTBUM C NONOXEHUAMM KANHUYECKUX PEKO-
MeHpauuin ESE 2025 r. OCHOBHble NPUHUKUMbI Be4eHWA Na-
umeHTa ¢ [T 3aKnoYaTCa B NepCoOHaANN3NpPOBaHHOM Noa-
Xo4e C ONTUMU3ALUEN KAUyeCcTBa KU3HW, MUHUMM3ALNEN
CMMMTOMOB TMMOKanbUMeMNUK 1 yny4ylleHremM JONrocpoy-
HOro MPOrHo3a. JleueHre JOMKHO ObITb UHAVBUAYASIBHBIM
N OPVEHTUPOBAHHBIM Ha 06OLLee CaMOUYyBCTBUE MALMEHT],
a peleHnA [OMKHbI NPUHMMATLCA C yYEeTOM MHAMBUAYaNb-
HOW peakuumn naumneHTa n KNMHNYeCKnX CMMnTomoB. MNpuH-
uununanbHbIM OTIYMEM OT pykosoacTtea 2015 . ctano 6o-
nee akTMBHOe OOCyXAeHMe PeKOMOMHaHTHbIX dopm MTI
B /leYeHNn nauueHToB ¢ xpoHuyecknm [TIT. PykoBogcTtso
2025 r. pekomeHpayeT 3amecTutenbHyto Tepanuio MTT y nuy
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C XpoHuyecknm [TIT, y KOTOpbIX COXPaHAOTCA NPU3HAKK
U CMMNTOMbI 3a00J1eBaHNA, HECMOTPSA Ha ONTMMM3aLMIo
NeYeHNA C NMOMOLLbID TPAAULMOHHOW Tepanuu, BKovas
CTOWKyto rnnepdocdhatemMnio U runepkanbLuypuro, a Tak-
e OTMevaeTcs yXyALeHMe KauyecTBa XU3HU U CHUXKeHMe
dyHKLMY novek [9].

CTOUT OTMETUTb, YTO BO3MOXHOCTU PEKOMOMHAHTHOM
Tepanuu MTl TakxKe 06cyKaaloTCA APYrIMU SHAOKPUHOJO-
rmueckmmmn coobuyectsamu. [pynmna BOCTOYHOEBPOMENCKUX
akcnepToB (Misiorowski et al) pekomeHgyeT paccmatpu-
BaTb BO3MOXHOCTb 3aMeCTUTENbHOWN Tepanuy npenapara-
My MNTT y naumMeHToB, Yy KOTOPbIX HAa CTAaHAAPTHOM NleYeHnn
3aboneBaHve He MopdaeTcs afleKBaTHOMY KOHTposto [10].
B ntanbaHckom pykosogcTtae (Guidelines on the therapeutic
management of post-surgical hypoparathyroidism in adults,
Istituto Superiore di Sanita, 2025) yka3saHo, 4yTO Tepanus
pullTl no3BonAeT JOCTUYL CTOMKOW HOPMOKanbLemMnu,
CTabunm3npoBaTb ypoBeHb Gochopa KpoBM, ynyylumnTb 06-
LLiee COCTOsIHME MALMEHTOB U NMO3BONAET UM B HO/bLUMHCTBE
C/lyYyaeB YMEHbLUMTb 3aBUCMMOCTb UM CTaTb HE3aBUCMMBbI-
MW OT cTaHgapTHow Tepanun [11]. CornacHo pekomeHAaaLm-
AM Typeukoro npodeccmoHanbHoro coobuwectsa (Turkish
Society of Endocrinology and Metabolism Guidelines for
the Diagnosis and Treatment of Osteoporosis and Metabolic
Bone Diseases, 2025), 3amecTuTenbHasa Tepanusa npena-
paTamu MTI MoOXeT ObITb Ha3HauYeHa NauveHTaM, KOTopble
He MOTryT [OCTUYb LiefIeBbIX NMOKa3aTesiei Npu CTaHAapTHOM
NeyeHnn, NIIoXo NEePEHOCAT ero UK y KOTOPbIX Pa3BUBaloT-
CA OCTPbIE UJIN XPOHUYECKIME OCIIOMHEHNA OCHOBHOTO 3a60-
nesaHusa [12].

Takmm 06pa3om, GONBLIMHCTBO MEXAYHAPOAHBIX 3SKC-
MepTHbIX COOOBLLECTB CXOAATCA BO MHEHMM, UYTO JieyeHune
XpoHuuyeckoro MT gonmkHO ObiTb NePCOHaANN3MPOBAHHbIM
1 OPVEHTNPOBAHHBIM Ha KaueCTBO »KU3HW U AONITOCPOYHBIN
NPOrHo3 naumneHToB. 3amecTuTenbHaa Tepanua pullll cro-
cobCTBYET YBEUYEHNIO SHIOOTEHHOIO aKTMBUPOBAHHOMO
BuTaMmuHa D, BoccTaHaBnvBaeT noueyHyi peabcopbumio
Kanbuma 1 BbiBegeHne $ochatoB C MOYON, UTO MO3BONAET
JOCTVMYb ONTMMASIbHOrO KOMMPOMMUCCA MEXAY MUHUMU3A-
uMen CYMNTOMOB TUMOKANbLMEMNM U PUCKOM MOBOUHBIX
3¢bdeKTOB NneueHns, TakNX Kak rvnepKanbLymypus Win ru-
nepdochatemus.

noaxoabl K AMArHOCTUKE U MOHUTOPUHTY
FMNOMNAPATUPEO3A N EFO OCNOXXHEHUIA

B POCCUUN. AKTYAJIbHOCTb MHHOBALUIA

N MEXANCUUMJIMHAPHOTO AJIbAHCA

B HacTosiwee Bpemsa npeobnapatowein popmon 3abo-
NeBaHNA OCTAeTCA XPOHUYECKUIM MoceonepaunoHHbIN
IMT (6onee 70% nauUMeHTOB), AMArHO3 YCTaHaBAMBAIOT
Ha OCHOBAHWUW COXPaHEHWUA rMMNOoKanbLUMeMNN B COMETaHNN
C HeafeKBaTHO HU3KMM MOKasaTenem napaTropmMoHa Mnpw
OTCYTCTBMU NEKAPCTBEHHOW Tepanuu cnycta 6 n bonee me-
cAUeB Noc/ie XUPYPrnyeckoro BMeLllaTeNnbCTBa Ha OpraHax
wewm [13]. OgHakKo y yacTy 6onbHbIX (B0 7,4%) nocne one-
pauun QyHKLMOHANIbHAA aKTUBHOCTb OKOJIOLUTOBMAHBIX
»Kenes BOCCTaHaBNMBAETCA B TeueHue 12-Tu n aaxke bonee
MecALeB nocse onepaunun, B CBA3N C YeM BOMPOC O CpoKe
YyCTaHOBNEHNA guarHosa xpoHuyeckoro MIT octaeTca anc-
KyTabenbHbIM 1 TpebyeT nepecMoTpa B HOBOM NMPOeKTe K-
HUYeCKnx pekomeHgauum B 2027 r.
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Ocoboe BHMMaHUe ygenseTcs npobrieme «kHEKOHTPOIU-
pyemoro» [TIT, cBA3aHHOW He TONbKO C TPYAHOCTAMU [OCTU-
XeHuA LeneBblx NoKasaTenen Kanbumin-docdopHoro obme-
Ha, HO U C JONTOCPOYHBIMY OCJIOXKHEHUAMY 3aboneBaHus
N ero Tepanuu, COXpPaHALWMMNCA CMMNTOMaM1 MMNoKanb-
LUMEMUN N CHUPKEHMEM KaueCTBa »KM3HU NaLMEeHTOB.

Ona cTpatndurkaumMm naumeHToB BaXkHO YuuTbiBaTb 06-
WEeNPUHATbIE LefeBble Anana3oHbl NapameTpoB (KOHLEH-
Tpauun Kanbuus, pochopa KpoBW, CYTOUHONM KanbLnypum)
onAa oueHkn kKomneHcaumm [TIT. AnarHocTtMka coCToAHUN
KOMMEeHcaLumMm 1 [AeKOMMeHCauum Ob6bluHO He Bbi3blBaeT
3aTPyAHeHWI, TOrga Kak rpynna cybkomMneHcaumm octaet-
CA HaumeHee V3y4YeHHOWN W NpefcTaBnAeT COXHOCTb ANA
K/IMHNYECKOM OLUEeHKN. B CBA3M C 3TUM HayUHbIN 1 NpakTuye-
CKWUI MHTepecC npeacTaBisaeT n3yyeHve rpynnbl NauneHToB
B CTaguy CybKoMMeHcaumu, rge HopMoKanbLMeMUs coYeTa-
eTca ¢ runepdochatemmein n/mnm NPeBbILIEHNEM LiENEeBbIX
nokasartenen Kanbuma B CyTOYHOW moue. BbigeneHune cneu-
ndpunyeckmx nabopaTtopHbIX U3MEHEHWI Yy STOW KaTeropuu
nauVeHToB MO3BONUT ONTUMK3MPOBATb AUHAMMYECKOE Ha-
6n0fieHrIe U CBOEBPEMEHHO KOPPEKTMPOBATb Tepanuio s
NpodrNaKkTVKM NO3AHNX OCNIOXKHEHWIA.

BarkHO OTMeTWTb, UTO 0COHOEe BHMMaHUe K rpynne ¢ cy6-
KoMMeHcaLmeli obyCIoBIEHO TakXKe HEOOXOAUMOCTbIO Bbl-
ABNEHNA «CKPbITbIX» 3MM3000B TUMO-/TNnepKanbUuemMuin
1 NepCcoHanM3npoBaHHOro nofbopa Tepanun C yKasaHuem
VHAMBMAYANbHON KPaTHOCTY U BPeMeHu nprema npenapa-
TOB. [lJOCTMXKEHME STON Lienn BO3MOXHO Gnarofapsa paspa-
60TKe U BHEAPEHMIO B KIIMHUYECKYIO MPAKTMKY CYTOUHOTO
npoduna Kanbumemmm (12-KpaTHOe UCCNefOBaHME YPOBHS
anbbyMVH-CKOPPEKTUPOBAHHOIO KaNbUWA KPOBU B CyT-
Kun) [14]. JaHHbI noaxop ABASETCA UHHOBALMOHHBIM 1 6bin
VIHTEFPUPOBAH B KNMHMYeckne pekomeHgauum no [MT npwu
nepecmoTtpe B 2025 . [13].

Momumo perynapHoro nabopaTopHOro KOHTposd, na-
umeHTam ¢ xpoHuyeckum IMT pekomeHgyeTca nepuogunye-
CKas OLeHKa CTPYKTYPHbBIX Y GYHKLMOHANIbHbBIX U3MEHEHU
NnoYekK, a TakXe OLeHKa OpraHoB 3peHunA. HeonTnmanbHbIn
nabopaTopHbIN KOHTPOJb, 3MMU30A4bl TMMNO-U TUMepKab-
unemmu, runepkanbuuypum, runepdochatemun cnocob-
CTBYIOT Pa3BUTUIO M NPOrpeccMpoBaHmIio U APYrux acco-
LUUPOBAHHBIX OCNOXHEHUI (Kanbuubukauma CTPYKTyp
rOfIOBHOrO MO3ra U HEBPOJIOrMYeCcKne HapylleHua, naTo-
Nnorna cepaeyHoO-coCyancCTon CMCTEeMbI U Ap.). OTO AUKTYeT
HeobXxoaMMoCTb  GOPMUPOBAHUSA  MEXAUCLUUTIIMHAPHOWN
BpauebHOI KOMaHAbl AnA ONTUMK3aL MK BeleHUs NaLneH-
ToB c [TIT.

Bonbluon npobnemoi ocTaeTca HeyLOBNETBOPUTENIbHOE
KaueCTBO »KM3HY 60MbLUE YaCTU NALMEHTOB C XPOHNYECKUM
[TIT, nx HM3KaAa coumnanbHaa akTMBHOCTb. 10 pe3synbTatam
POCCUINCKOrO nccnenoBanusa, naymeHTol ¢ [T umeloT cHu-
XeHHble NMoKasaTeny KayecTBa XM3HM MO ONPOCHNKY SF-36
1 605bLUYI0 CKIIOHHOCTb K Pa3BUTUIO aCTEHW MO OMPOCHUKY
MFI-20. B 0CHOBHOM Ha KayeCTBO »KN3HW NaLMNEHTOB BAUSET
KOJIMYeCTBO NPUHMMAEMbIX TabneToK B CyTKM, UTO COrnacy-
eTcA C pe3yfbTaTamy 3apyOexxHbiX uccnegosaHun [15-19].
TakXKe OTMeYeHO, YTO ANMTENbHOCTb 3aboneBaHWA cama
no cebe He CNOCOOCTBOBAJIA CHUXKEHUIO KAauecTBa KU3HW,
a HanpoTtuB, Gbla accoUMMPOBaHa C XOPOLMMYK MOKa3a-
TENAMU, YTO MOXKeT OblTb 06bACHEHO 6osbluel OCBeAOM-
NEHHOCTbID O TeueHWn 3aboneBaHus U GOPMUPOBaAHNEM
ajanTtauun naumMeHToB K Hemy. B cBA3M C 3TMm co3paHume
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n nposepeHne O6pa3OBaTeﬂbeIX LKon AnAa nauneHToB AB-
JNIA€TCA aKTyaJibHbIM HanpaBlieHNnem pa6OTbI MeaANLUMNHCKNX
cneunanncTos.

JKcnepTbl COWNCH BO MHEHUU, YTO ANA ONTUMMU3aLMN
AVArHOCTUKA U JONITOCPOYHOrO MOHUTOPMHIa nauuveH-
ToB c [MT yenecoobpasHo:

- MepecMoTpeTb onpefeneHne XPOHNYECKOro nocseorne-
pauwnoHHoro [T c yctaHoBneHnem grnarHo3a npu coxpa-
HEHUWN TUMOKANbLUEMUN B COYETAHWUU C HEafEeKBATHO
HM3KMM nokasatenem MTI cnycta 12 u 6onee mecsues
noc/e XMpypruyeckoro BMeLIaTeIbCTBA Ha OpraHax LWew;

- apanTMpoBaTb neyeHme naumeHTtos ¢ [TIT Ha nopaep-
)KaHue ueneBblX MOKasaTtenen Kanbuunin-¢pocpopHoro
obMeHa BO M3bexaHue pas3BUTUA MO3LHUX OCIOXHe-
HWIA (YPOBHSA anbOYMUH-CKOPPEKTUPOBAHHOIO KaNbLuA
Ha HWXHeN rpaHuue pedepeHCHOro AranasoHa nabo-
patopuu y MauMeHTOB 6e3 KIMHWYECKUX CMMMTOMOB
rMnoKanbLemMmnn, CbiIBOPOToUHoro pocdopa B npege-
nax pedepeHcHOro AranasoHa nabopartopuu, CyTOUHOM
JKCKpeunn Kanbuus C YUYeTOM TFeHAEPHbIX Pasfnyunin,
25(0OH) ButamuHa D Kak B 06Lei nonynauum);

- MpPOBOAUTb CYTOYHOE MOHUTOPUPOBAHME KabLUua KPo-
BM B CJyYasixX AMArHOCTUKN CybKomneHcaumm 3abonesa-
HWA AnA nogbopa NepcoHann3MpPoOBaHHON Tepanuy;

- MPOJOMKUTb M3yUeHue CNeKTpa CepaeuyHO-CoCyanCToON,
NCUXO-HEBPOJSIONMYECKON N KOCTHOM NaTofnornum y nayu-
eHToB ¢ [TIT gns yTouHeHnA GaKTOPOB, CMOCOOCTBYIOLLMX
UX Pa3BUTUIO U NMPOrPECCUPOBAHNID;

- chopmMMpoBaTb MEXONCUNMIMHAPHYIO KOMaHAay cnewu-
aNUCTOB AJ1A COrNacoBaHUsA NIeYeHUs MaLMEHTOB C ANu-
TeNnbHbIM OCNOXKHEHHbIM TeueHuem [TIT;

- npoBoAuUTb 06pa3oBaTesibHbIE LIKOJbI Aj1sl Bpayen 1 na-
UMeHTOB C xpoHunyeckum [TIT, HanpaBneHHble Ha nopg-
[epaHre fOCTaTOYHOrO YPOBHSA UX MHPOPMMPOBAHHO-
CTV 0 3a60N1eBaHUMN U NPUEMSIEMOTO KauecTBa XN3HU.

noaxoAabl K TEYEHUIO TMMOMNMAPATUPEO3A B POCCUNA

Knaccnyeckaa cxema Tepanum XxpoHudeckoro [TIT
npenctaBnseTr cobor KoOMOMHauUM nepopanbHbIX MNpe-
napatoB BUTamuHa D n ero aHanoroB v conen KanbLus.
Uenb Tepanun — pocTuKeHWe ONTMManbHbIX 3HauYeHWi
Kanbuvemun n docpatemun B yCJIOBUAX HEQOCTATOUHOMO
NoCTynneHna Kanbuua C nuiwen. [na Koppekumn runep-
KanbUMypun B HEKOTOPbIX Ciy4Yasx MOryT MPUMEHATbCA
ThasugHole auypetrku. CpegHue CyTouHble [03bl anbda-
Kanbuugona/Kanbumtprona y 6onblumHctaa (o 93%) nauu-
eHToB cocTaBnAlT 0,5-3,0 MKr/cyT, npenapaToB KanbLma —
1000-2000 mr/cyT [13].

Tepanua npenapatamn ButammHa D n ero npowusso-
[OHbIMU B COYETaHMU C MpenapaTamm KanbLuus cnocobCTBy-
€T YMEeHbLUEHNIO CUMMNTOMOB runoKanbunemmm. OpHako
nopagka 10-15% naumeHTOB He JOCTUralT KOMMEHcaumm
COCTOSIHUA fJaxke Ha ¢pOoHe MpremMa PeKOMeHAOBaHHbIX 403
npenapatoB ButammHa D 1 Kanbuma (npenapaTtbl Kanbuus
>3000 mr/cyT, npenapatbl anbdakanbuugona =4 MKr/cyT,
Kanbuutpuona =2 MKr/cyT). [lanbHelnwee yBenMyeHne [o3
npenapaToB acCOLUUMNPOBAHO KaK CO CHVPKEHMEM KayecTBa
XM3HU NaLueHTOB (Nprem 60oMbLIOro KauecTBa npenapaTos
B TeUYEeHMe OHA), Tak 1 C MOBbIWEHNEeM prcKa JONroCcpouy-
HbIX ocnoxxHeHui [TIT. MpeppacnonaraowWmn GbakTopamm
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K HeypoBneTBopuTtenbHon KomneHcauuun [TIT asnsaioTtca
CMHOPOM Manbabcopbunn, BbICOKME [03bl MpenapaToB
KanbLus, CnocobcTByolme KOHCTUNALmm. Mpyu HEKOTOPbIX
reHeTnYecku obyCNIOBNEHHbIX U pegkux ¢opmax 3abonesa-
HuA (ayToummyHHoM [T, cuHgpome du-[xxopaku, CUHAPO-
Me bapakaTa, cuHgpome CaHbsag-CakaTu 1 gp.) AOCTUXKEHME
YCTOMUYMBOWN KOMMEHCAUUM OCTAETCA CJIOKHOM KNMHWYe-
CKOM 3agaven. lna 3TMx NauMeHTOB XapaKTepHa TAXkenas
rMNoKanbUMeMUA C KM3HEYrpoXaloLWwummn runokanbunemm-
YECKMMMW KPM3aMK, OHW HYXAATCA B MOCTOSHHOM Habnio-
OEeHUN CneumanucToB, YacTbiX FoCruTanu3auuax, TepawT
TPYAOCNOCOBHOCTD.

Mo 3KkcnepTHbIM pacyeTam, ncxoaa M3 AaHHbix Poccra-
Ta 1 basbl faHHbIX KNVHUKO-3NUAEMMNONOINYECKOrO MOHU-
TOPWHIa, OXKUAAeMoe KONNMYECTBO MaUMEHTOB C TAXKEeNbiMU
dopmamu  xpoHuueckoro [TIT (Bknoyas ayTOMMMYHHbIN
n3onupoBaHHbIN [TIT, reHeTnYecKne BapmaHTbl U30IMPOBaH-
Horo [TIT, ITIT B cocTaBe NOAMKOMMNOHEHTHbIX reHEeTUUYECKNX
3aboneBaHuin, nanonatnyeckun MT n XPOHUYECKMIA Nocne-
onepauunoHHbiv [T, He KOHTpoNMpyembll Ha CTaHBAPTHON
Tepanuwu) coctaBnaeT 2,99-4,8 cnyyasa Ha 100 000 HaceneHus.

B cnyuae taxenbix ¢opm 3aboneBaHuWA B HacToslee
BpPEMA MO PELIEHNIO BpPavebHOW KOMUCCUM Creunanusu-
POBAHHOTO LIeHTPa MOXET ObiTb PaCCMOTPEH BOMPOC O Ha-
3HauyeHUW Tepunapatuga. Tepunapatmg — eLUHCTBEHHbIV
OOCTYMNHbI Ha CerofgHAWHMA AeHb B Poccmun npenapat
pulTl, 3aperncTtpupoBaHHbIA B KayecTBe CpeacTBa aHa-
60NMYEeCKOl aHTMOCTEONOPOTMUECKON Tepanun. Hakonne-
Hbl AaHHble JONrOCPOYHOrO MPUIMEHEeHMA TepunapaTnga
y B3pocsbIX 1 geten ¢ xpoHuyeckum [MIT. Tepanua pullTl
CNoco6cTBOBaNa CHYXEHWI MOTPeOHOCTU B MpenapaTtax
BrTamuHa D 1 Kanbuus, NONOXKUTENBHOW AUHaMUKe MapKe-
POB KOCTHOrO pemogenvpoBanua [20-23]. OgHaKo oLeHKa
6e30MacHOCTM MpenapaTta B Pa3HbIX BO3PaCTHbIX Fpynnax
HY>K[aeTCA B YTOYHEHMM NOCPEeACTBOM MPOBedeHUA Kpyn-
HbIX PaHAOMM3MPOBaHHbIX KNMHUYECKNX UCCTIeOBaHMA.

MepcneKkTUBHONM 1 NaToreHeTUYeCckn 060CHOBAHHOM Te-
panuen ana Taknx NauMeHToB MOTYT CTaTb OPOrocToALme
npenapatbl pullTl/aroHnctol peyentopa MTI. OgHako 3Tn
npenapatbl B PO He 3aperncTpnpoBaHbl, YTO CyLIECTBEH-
HO OrpaHUYMBaeT NX JOCTYMHOCTb 4714 NauMeHToB. BHece-
HUe TaXesNbiX GOPM XPOHUYECKOTO MOCIeONepaLMuOHHOIo
1 reHeTnyeckn obycnosneHHoro IMT B opuumanbHbIn ne-
peueHb opdaHHbIX 3aboneBaHun B 2026 r. Nno3BoNUT 0be-
CneynTb NaLMeHTam CBOEBPEMEHHOE 1 afjeKBaTHoe Neye-
HUe, a TakXe NOBbICUT KaueCTBO Y NPOAOKUTENBHOCTb MX
XKU3HWU.

B pamkax coBepLUeHCTBOBaHMNA NeYeHNA NaLneHToB

c I'MT skcnepTbl npepnaraiot:

- obecneunTb rocygapCcTBEHHYID MOAAepPKy MaLMeHTam
C TAKenbiMn popmamm xpoHmyeckoro [TIT, B TOM uncne
B 6ecnpenATCTBEHHOM 06ecneyeHnn Ux 4OPOroCcToAWN-
MW NekapCcTBeHHbIMK npenapaTtamu pyllTT;

- 3aKpenuTb NpPaBO Ha3HauYeHMA W UHUUMALMK Tepanuu
npenapatamu pullTl cneymanu3npoBaHHbIM OTAENEHU-
AM BeyLLMX HayYHO-UCCNIe0BaTE/IbCKUX SHAOKPUHOSIO-
rmyeckux LeHTpos PO;

- pacwmpunTb yyacTve B MeXZYHapOAHbIX KAUHUYECKNX
nccneaoBaHMAX HOBbIX IEKAPCTBEHHbIX NpenapaTos Ansa
3amecTutenbHon tepanun [T, B TOM yncne cpegn pet-
CKOW NonynAumMmM NaumneHToB.

MNpo6nembl s3HAOKpUHONOrMK 2026;72(4):10-17

doi: https://doi.org/10.14341/probl13805

KPATKWUE COOBLLEHNA

HOBASA TEXHONIOTUA U HOBBIE BO3MOXHOCTHU
TEPAMUU rUMOMNAPATUPEO3A: 3APYBEXKHbIN OMbIT.
TPAHCKOH NTI: O630P PE3Y/IbTATOB KNIMHUYECKUX
WUCCNEAOBAHUI

B pamkax CoBeta 6bino0 npeacTaBneHoO coobLieHre
MPUraleHHOro MeXAYHapoAHOro 3KcrnepTta npodeccopa
Ownnek Toraw Asy3 (Typuwmsa), B KOTOPOM OHa Mogenunacb
MEXAYHAaPOAHbIM OMbITOM 3aMeCTUTENbHON Tepanuu, pe-
3ynbTaTaMy KIUHUYECKUX UCCNeA0BaHNA M HAKOMJIEeHHbIM
JINYHBIM OMbITOM YCMNELHOro BeAeHMA NaLnueHTOB C XPOHU-
yeckum [T ¢ npymeHeHneM MHHOBALMOHHOro aHanora M1l
(npenapat nanonertepunapatng, TpaHcKoH MTT).

bnarogapa wHHOBaUMOHHOM TexHonoruu TpaHcKoH
(opur. TransCon — transient conjugation) 6uonorunueckne
CBOWCTBA (CTPOEHNE, KMHETMKA) NpenapaTa obecneunsaoT
ero 3¢¢deKkTMBHOE feNCTBME NPY OLHOKPATHOM eXefHEB-
HOM NpYMeHeHUN. TPaHCKOH-TEXHONOMMA — YHUKaNbHbIN
MeXaHN3M BPEMEHHOrO CBA3bIBAaHUA MHEPTHOrO HoCUTe-
NnA C NCXOOHbIM JIeKApPCTBEHHbIM CPEeACTBOM M3BECTHOrO
6uonornyeckoro gencteua. Manonertepunapatng — 3T0
MOJIeKyna-npefwecTBEHHNK C 3amefJjieHHbIM BblCBOOO-
kaeHuem aktusHoro [MT71-34 npegHa3sHavyeHHaa ana nog-
JepXaHusa KoHueHTpauuu [Tl B KpoBu B dusnonornye-
CKOM JIana3oHe B TeyeHue 24 yacos. [Tocne nogkoKHOro
BBeAEeHUA nanonertepunapatnga csoboaHbin MTI mea-
NeHHO BbICBOOOXKAAETCA B CMCTEMHbBIN KPOBOTOK, 0becre-
yMBas ero CTabunbHY KOHLEHTPALMIO B KPOBY B TEUEHME
CYTOK, YTO MPUBOAWT K NoadepaHuio afeKBaTHOW KOH-
LeHTpauunM KanbLmsa KPOBU U yCTpaHAET HeobXoauMoCTb
NPUMeEHEHNA aKTMBHbIX GOpM BuTamrHa D 1 npenapatos
Kanbuus [24].

B paHpomu3MpoBaHHOM [ABOWHOM CjlenomMm mnnave-
60-KOHTpONMpyemMoMm uccnegoBaHum  2-in - ¢asbl  PaTH
Forward oueHunBanacb 3¢$peKTUBHOCTb Masionertepunapa-
tTuaa (TransCon PTH) y 59 nayuenTos c ITIT (nocneonepa-
LMOHHDBIM, ayTOUMMYHHbIM, F€HEeTUYECKUM WIn mamuona-
TUYeCKNM). Bce yyacTHMKM MCXOQHO MOnyYann akTUBHBbIN
MeTabonut BMTamuHa D 1 npenapatbl Kanbuus. [usaiiH
nccnenoBaHuA npegnonaran 4-HefesnbHbIN Cnenon nepwu-
oA (mosbl npenaparta 15, 18, 21 MKr unu nnauebo) n panee
22-HefenbHOE OTKPbITOE MPOANEeHMe C Koppekuunen Te-
panun. NepBNUYHON KOHEYHOWN TOUYKOW B KOHLE 4-Hepenb-
HOro CNenoro nepuoga ABMANOCL CTOMKOe noppepXaHue
HOPMOKanbUMeMny, YMEHbLUEHNE CTEMeHN Kanbuuypumn
B YTPEHHEeN NopLMM MOUH, @ TaKXKe CHKEHME He MEeHee YeM
Ha 50% vnn npekpalyeHre Nprema BCeX aKTUBHbIX JO6aBOK
BUTaMuHa D 1 coKpalyeHne npuema Kanbuma MakCMyM
0o 1000 mr/geHb. K 4-n Hepgene 50% nauyuneHToB Ha TransCon
PTH gocturnm yenn (HopmoKanbLMeMmnsa, CHUXEHNE Kalb-
unypuu, OTMeHa/cokpalleHue BuTammHa D m Kanbuusa
<1000 mr/cyT) npotus 15% Ha nnauebo (p<0,03), a 50% non-
HOCTbIO OTKa3aNncCb OT aKTMBHOIO BMTamuHa D n cHu3unm
notpe6nerHne Kanbuusa. K 26-n Hegene 91% y4yaCTHMKOB
MOJSIHOCTbIO MpPeKpaTUIM NpPUeM akTUMBHOrO BuUTaMuHa D
U CHM3UNKM noTpebneHne Kanbuus (<500 mr/cyT). 76% non-
HOCTbIO OTKa3anMCb OT BCEX MpenapaTtoB. Takxe oTmeua-
NOCb CHWXeHue Kanbuuypum ¢ 415 mr/cyt go 178 mr/cyT
(n=44), npu coxpaHeHun HopmodochaTeMmm, ynydlieHne
KauecTBa XWU3HW cornacHo onpocHuky SF-36. CepbesHbix
No60ouHbIX 3GHEKTOB NN ClTyYaeB NPeKPALLEHNsA NIeyeHns
13-3a HeXenaTeNbHbIX AB/IeHU He oTMeyanochb [25].
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Mo pe3ynbtatam nccnegosaHus Tpetbeld ¢asbl PaTHway
Trial 93% (57/61) yyacTHUKOB, MONyYaBLUMX JIeYeHNe n3y-
YaeMbIM NpenapaToM, CMOM OTKa3aTbCA OT CTaHAAPTHOM
Tepanuu [MT — akTUBHbIX aHanoros BuTammnHa D n npena-
paToB KanbumA B TepaneBTUYECKUX Ao3ax. Micnonb3oBaHume
nanonertepunapatiga Obiylo acCoUMMPOBAHO C JOCTMXKeE-
Huem OGU3MONOMMYHBIX 3HAYEHUIN CYTOUHOW KanbLuypuw,
a TakXe C NyywrmMun pesynbTaTaMu NoKasaTesien, oTpaXalo-
XX KauecTBO »KU3HW [26, 27].

Takmm obpa3om, nanonertepunapaTug B HactToswee
BpemA ABNAETCA e€AUHCTBEHHbIM AOCTYMHbIM aHajorom
MNTl, ogobpeHHbIM EMA 1 FDA gns neyeHns XpoHN4YecKko-
ro IMT. OTMeualoTCA 3HaUNTENbHbBIE NOJIOXKUTENbHbIE 3¢-
beKTbl NeyeHus JaHHbIM MPenapaTom, B NePBYI0 ouepesib
KoppeKkuua runepkansynypun n runepdocpatemun. Tem
He MeHee, MO pe3ynbTaTaM KJINHUYECKNX WCMbITaHWN
N PYTUHHOW BPayebHONM NPaKTUKK, MeXAYHapOaHas pa-
6oyana rpynna no pa3paboTKe KIAUHMYECKUX PEKOMEH-
Jauunii NpU3HaeT, UTO AOJITOCPOYHble JaHHble O 6He3o-
NacHOCTM U ncxodax (Hanpumep, 0 YacToTe NepesioMOB,
COCTOAHUN CepAeYHO-COCYANCTON CUCTEMBI, MOYEK) MOKa
OTCYTCTBYIOT.

B pamkax HoBom TexHonorvuu tepanuu IMT TpaHcKoH

MTr akcnepTbl NpeanaraloT:

- NPU JanbHeNWNX KIVHUYECKNUX UCCeOBaHUAX aKLeH-
TUPOBaTb BHMMaHue Ha 6e30MacHOCTM U [ONIrOCPOY-
HbIX NOCNIeACTBMAX NMPUMEHEHNA Npenapara, B NepByo
oyepellb CO CTOPOHbI CEPAEYHO-COCYAUCTON CUCTEMbI
N KOCTHOW TKaHW, B TOM YMC/ie pUCKe HN3KOIHepreTuye-
CKMX Nepenomos;

- OTC/IEeXMBATb OMbIT 4ONITOCPOYHOIO NPUMEHEHNA Npena-
paTta B peanibHOWN KNVHNYECKOWN NPaKTUKe;

- pacwmpunTb yyacTue B MeXAYHApOOHbIX KAUHUYECKNX
nccnefoBaHuAx, B TOM YNCTe Ha AeTCKOW NonynAaummy na-
uneHTos ¢ [TIT.

NEPCNEKTUBbI NTPUMEHEHUA UHHOBALIMOHHOW
FrOPMOHO3AMECTUTEJ/IbHOMN TEPANUW INT
B POCCUUA

JKcnepTaMmy eANHOINacHO OTMEYEHO, YTO 3aMeCTUTeNb-
Haa Tepanua [TIT nmeeT HECOMHEHHOe NPenmMyLLecTBO ne-
pen cCTaHZapTHOM Tepanuen npenapatamu BuTamuHa D
W ero aHanoramu u npenapartamm Kanbuma (CMumntomaTtmye-
CKOe neyeHne), Kak B OTHOLIEHUN NogaeprKkaHusa LeneBbixX
nokasaresiei Kanbunin-pochopHoro obmeHa, Tak 1 BANAHAA
Ha CYObEKTMBHOE CaMOYyBCTBME U KauyecTBO >KU3HM Ma-
ymneHToB. 1o aHanormm ¢ UHCYNMHO3aBUCUMBIM CaxapHbIM
anabetom xpoHunyeckun MT npegnonaraeT NoXMW3HEHHoE
neyeHue, B CBA3M C YEM MaLMEHTbl, OCOBEHHO C TAXKENbIMU
dopmamn 3aboneBaHuA, HyXAalOTCA B FOCYAApPCTBEHHON
nojaepKke no obecrneyeHuio NEKapCTBEHHbIMU Mpenapa-
Tamu.

B cBA3M C oTCyTCTBMEM OTeuecTBeHHbIX npenapatos MTI
BaXKHbIM ABNAETCA pacClIMpPEHNe MeXOYHapOAHOro CoTpya-
HuyecTBa No npobneme xpoHuyeckoro [TIT, HakonneHue
onbiTa NPOBeAEHNA MEXKAYHAPOAHbBIX KIUHUYECKUX Ucche-
[OBaHUN MPUMEHEHNA NEeKapCTBEHHbIX MpenapaToB Kak
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cpean B3poCbIX, Tak u cpeamn geten. TpaHcKow MMTT nano-
nertepunapatug, ofobpeHHoin EMA n FDA, B HacToswee
BPEMSA MOXET ABNATbCA Hanbosiee NepCneKTUBHBIM JleKap-
CTBEHHbIM CPeACTBOM 1A 3aMeCTUTENIbHON Tepanuu Xpo-
Huyeckoro [TIT B Poccun.

3AK/NIOYEHUE W PE3IOME MO UTOTAM COBMECTHOIO
3ACEAAHUA

Mo 06cyaeHHbIM Borpocam xpoHuyeckoro T akcnep-

Tbl IPULWM K CIeAYIOWUM BbIBOAAM U 3aKJTIOUYEHUAM.

1. Uenecoobpa3Ho BHeApWTb MacCCOBOE CKPUHUHIOBOE
nccnefoBaHMe KanbLUmA KPOBM B paMKax AMcraHcepu-
3aumu HaceneHna Poccnn gna cBoeBpemMeHHOM AnarHo-
CTUKW NaTOMIOMMN MUHepPanbHOro obmeHa, B TOM yncie
rT.

2. Heob6xoanmo npoaomkaTtb SNMaeMmnonormyeckme nccne-
noBaHua no [TIT, B TOM uncne ¢ noakNtoUYeHnem HOBbIX
pernoHoB K Bcepoccninckon base gaHHbIX KNMMHWKO-3NK-
LEMMOJIOTMYECKOro MOHUTOPWHra Ans GopmMmpoBaHms
60s1ee NONHOM KapTuHbI 3ab0N1eBaHUS.

3. Ba)KHbIM acneKkToMm fABNAETCS MOBbIeHUe NHGOPMUPO-
BAHHOCTU Bpayei 0 HeobXoAMMOCTM KOMMJIEKCHOTO MO-
HUTOPUHra naumeHToB ¢ [TIT ¢ perynApHbIM NpoBeaeHu-
eM N1abopaTOPHbIX 1 UHCTPYMEHTaSIbHbIX NCCNIef0BaAHMI
B COOTBETCTBUU C COBPEMEHHBIMY KITMHNYECKMMUN PEKO-
MeHZaumnamu.

4. QopmMupoBaHUE MeXAUCLUUMINHAPHbIX KOMaHAg AnA
COr1aCOBaHHOIO NeYeHrA NaLMEeHTOB C OC/IOKHEHHbIM
TeueHuem [TIT, a TakxKe npoBefeHne obpasoBaTtesib-
HbIX MEPONPUATUN KaK ANA MeAUUMHCKNX cneuunanu-
CTOB, TaK 1 AnA nauueHToB, OyayT cnocobcTBOBaThb
yNyULlEHNIO KauecTBa ANAarHOCTUKN, KOHTPONA 1 fieye-
Hua [TIT.

5. Heobxogumo coBepLIeHCTBOBATb MOAXOAbl K Tepanuvu
[MIT, BkNoyana pa3paboOTKy 3aMeCcTUTEeNIbHOW Tepanuu
npenapatamwu [T, B TOM yncne n 0Te4eCcTBEHHOIO NMpo-
W3BOACTBA, AN NPOPUNAKTUKA MO3LHUX OCITOKHEHUN
3aboneBaHus.

6. DKCnepTHbIi COBET MOAYEPKMBAET HEoO6XO4MMOCTb
roCygapCTBEHHON MOAAEPXKKN MNaUMEHTOB C TAXKeNon
dopmon T, a TakKe paclIMpPEHUs yYacTsa B MeEXOY-
HapOAHbIX KNMHNYECKUX UCCNIeOBaHUAX HOBbIX JieKap-
CTBEHHbIX MpenapaTtoB Aj1A 3aMeCcTUTENbHOW Tepanuu,
Kak Hanbonee 3pHEKTUBHON CTpaTernemn neyeHns xpo-
Huueckoro [TIT.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiNOJHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCUPOBaHN.

KoH)nuKT mHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTue aBTOpOB. BCe aBTOpbl 0A06pUNM GUHaNbHYI0 BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasuan coriacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.
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OCOBEHHOCTU BECCUMIMTOMHOIN ®EOXPOMOLIUTOMbI/MAPATAHTTINOMDbI

MO AAHHbIM KJIMHUKO-JIABOPATOPHOIO OBCJIEAOBAHUA N KOMMbIOTEPHON
TOMOIPAOUN

© [1.B. Pebposa'™, C.H. ®ort?, P.A. YepHukos', U.B. Cnenyos’, E.A. ®egopos’, N.K. YnHuyk', LLLLL. Linxmaromenos’,
H.B. Bopoxo6uHa?, E.A. 3roga’, A.A. CemeHos', B.O. Pycakos', J1.M. KpacHoB'

'CaHKT-leTepbyprcknin rocyaapCTBeHHbIN yHBepcUTeT, KnMHMKa BbICOKUX MeAULMHCKIMX TexHonoruii nm. H.W. Muporosa,
CaHkT-leTepbypr, Poccusa
2CeBepo-3anafHblii rocygapCcTBEeHHbI MeaULMHCKNIA yHBepcuTeT um. V.U, MeuHukoBa, CaHkT-lNeTepbypr, Poccua

OBOCHOBAHME. HecmoTpsa Ha TO, UTO B KNnacCM4eckom BapraHTe peoxpomouutombl 1 naparaHrnmombl (OXL/T) xapakTe-
PU3YIOTCA APKNUMU KITMHUYECKMMU NPU3HaKaMK, CyLLLeCTBYET KaTeropus NaureHToB, Y KOTOpbIX 3TO 3aboneBaHve npoTekaeT
6eccuMnTomMHO. HecmoTpsa Ha 3TO, U NpU OTCYTCTBUN KIMHUYECKUX npoasneHnii y 6onbHbix ¢ ®XL/TII coxpaHaeTca puck
Pa3BUTUA KU3HEYTPOXKaIOLLEro rMnepTOHNYECKOro Kpr3a 1 Apyrnx cepaevyHo-CoOCyANCTbIX OCNOXHeHUA. KnnHmko-nabopa-
TOPHbIe U NlyyeBble XapakTepucTukn 6eccumntomHon Gopmbl 3ab6oneBaHUA N3yyeHbl HeLOCTaTOUYHO M NPeaCcTaBnAlT cobon
60NbLION HayYHbIV N NPAKTUYECKNIA UHTEpeC.

LIENb. MpoaHanu3npoBaTtb KNNHMKO-nabopaTopHble 1 nyyeBble XapaktepucTukm 6eccumntomHbix OXL/MI B cpaBHeHUn
C CUMMNTOMATUYECKUMU.

MATEPUAJIbl U METOAbI. B aHanu3 BkntoueHo 347 nauneHToB, NPOONEePNPOBaHHbIX B KNMHMKE BbICOKMX MeANLIMHCKNX
TexHonoru um. H.W. NMuporosa CaHKT-NeTepbyprckoro rocyaapcTBEHHOIO YHNBEPCUTETA, C FUCTONOMMYECKN NOATBEPKAEH-
How OXLI/TT. PeTpocneKTMBHO NpoaHann3npoBaHbl JaHHble No geMorpadryecknm xapakTepucTmkam, aHaMHesy OCHOBHOIO
1 conyTCTBYtOLWMX 3aboneBaHuUi, NPoBeAeHa OLeHKa pe3ynbTaToB S1abopaTopHbIX UCCNeA0BaHUM, @ TakKe KOMMNbIOTEPHOW
Tomorpadum (KT) c KOHTpaCTMpOBaHUEM.

PE3YJIbTATbI. Boi6bopka nauverTos ¢ OXL/TT Bkntouana 45 cnyyaeB 6e3 xapakTepHbIX KNMMHUYECKUX NPU3HAKOB runepce-
KpeLummn KaTexonamrmHoB. B nogrpynne 6eccuMnTomHbIX 60NbHbIX B CpaBHEHWM C OCTanbHbIMU 06Hapy»KeH 6onee Monoaon
Bo3pacT (43 [33; 51] npoTtus 48 [37; 57] neT), MeHbLWN MaKCMManbHbIA pa3mep onyxonu (34 [27; 53] npoTus 45 [34; 60] mm),
6onee HN3KOoe COOTHOLLEHNE MeTaHedpUuH/HopmeTaHedppuH (0,29 [0,10; 0,79] npotus 0,51 [0,09; 1,23]).

Mo gaHHbIm KT, B rpynne 6eccumntomHorn ®XL/MI naumeHTbl MMenmn HeckonbKo 6onee BbICOKME NOKa3aTenyn peHTreHosoru-
yecKol MNOTHOCTY OMYXONY B apTepuasbHyto, BEHO3HYIO 1 OTCPOYEHHYI0 da3bl B CpaBHEHMM C 60SIbHbIMMK C CMMMTOMaTUYe-
CKUM 3aboneBaHMeM, 0OfHaKo abCONIOTHBIV 1 OTHOCUTENbHbIN MPOLEHTbI BbIMbIBAHUA KOHTPACTa He pa3nnyanimchb.
3AKJIIOYMEHUE. bonee monofon BO3pacT U MEeHbLUUI MakCUManbHbI pa3mep OMyxosv Y NauneHToB ¢ 6ecCMMNTOMHbIMM
OXU/NTI B cpaBHEHUN C CUMMTOMATUYECKUMIW CBUAETENbCTBYIOT O TOM, UTO MEPBbIV TUM OMNyXosen BbiABNAETCA Ha 6onee
paHHen CTagnun No CPaBHEHMIO CO BTOPbIMU.

Bbonee HM3Koe ycpeHEHHOE COOTHOLEeHNe MeTaHedprH/HOPMeTaHeDPUH MOXET YKa3blBaTb Ha 60JbLUY0 pacnpoCcTpaHeH-
HOCTb HOpaApeHanMHePrnyeckoro TMna cekpeLumn KatexonammHos npu 6eccumntomHon popme OXL/T.

Bblpa)keHHbIX pa3nuumii, No JaHHbIM BU3Yann3npyowmx METOA0B ANArHOCTUKIY, Mexay 6eCCMMNTOMHbIMW 1 CUMMATOMaTK-
YeCKNMM onyxonAMmHe 06HapyKeHO.

KJTIOYEBbIE CJZIOBA: ¢heoxpomoyumoma; napazaHaauomd; KoMnslomepHds momozpacgus; UHYUOeHManomMa HadnoYeyHUKa; adpeHandIKmo-
Mus.

FEATURES OF ASYMPTOMATIC PHEOCHROMOCYTOMA/PARAGANGLIOMA BASED ON
CLINICAL-LABORATORY EXAMINATION AND COMPUTED TOMOGRAPHY
© Dina V. Rebrova', Sergey N. Fogt?, Roman A. Chernikov', Ilya V. Sleptsov', Elisey A. Fedorov', Igor K. Chinchuk’,

Shamil Sh. Shikhmagomedov', Natalya V. Vorokhobina? Ekaterina A. Zgoda', Arseny A. Semenov', Vladimir F. Rusakov',
Leonid M. Krasnov'

'Saint Petersburg State University, Saint Petersburg State University Hospital, Saint Petersburg, Russia
“North-Western State Medical University named after I.l. Mechnikov, Saint Petersburg, Russia

BACKGROUND: Although pheochromocytomas and paragangliomas (PPGLs) classically present with distinct clinical signs,
there is a category of patients with asymptomatic disease course. Despite the absence of clinical manifestations, these pa-
tients retain the risk of life-threatening hypertensive crisis and other cardiovascular complications. The clinical, laboratory,
and imaging characteristics of asymptomatic PPGLs remain insufficiently studied and are of significant scientific and practi-
cal interest.
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AIM: To analyze the clinical, laboratory, and imaging characteristics of asymptomatic PPGLs compared to symptomatic ones.
MATERIALS AND METHODS: The analysis included 347 patients with histologically confirmed PPGL who underwent sur-
gery at the Saint Petersburg State University Hospital. Retrospective analysis encompassed demographic data, medical his-
tory (primary and comorbid conditions), laboratory findings, and computed tomography (CT) data.

RESULTS: The PPGLs patient cohort included 45 cases without clinical signs of catecholamine hypersecretion. The asymp-
tomatic subgroup, compared to symptomatic patients, exhibited younger age (43 [33; 51] vs. 48 [37; 57] years); smaller
maximum tumor size (34 [27; 53] vs. 45 [34; 60] mm); lower metanephrine/normetanephrine ratio (0.29 [0.10; 0.79] vs. 0.51
[0.09; 1.23]).

CTimaging revealed slightly higher radiodensity values in asymptomatic PPGLs during arterial, venous, and delayed phases
compared to symptomatic tumors. However, absolute and relative washout percentages did not differ significantly.
CONCLUSION: The younger age and smaller tumor size in asymptomatic PPGL patients suggest earlier detection of the dis-
ease compared to symptomatic cases. The lower metanephrine/normetanephrine ratio may indicate a higher prevalence
of the norepinephrine-secreting phenotype in asymptomatic PPGLs. No pronounced differences were found in imaging

characteristics between asymptomatic and symptomatic tumors.

KEYWORDS: pheochromocytoma 1; paraganglioma 2; tomography, X-ray computed 3; adrenal incidentaloma 4; adrenalectomy 5.

OBOCHOBAHUE

®eoxpomounTomMbl 1 naparadrivombl (OXL/MI) npeg-
CTaBNAOT COH60M HENPOIHAOKPMHHBIE OMYXOMU, MPONCXOas-
wue 13 xpomMadPUHHbIX KNETOK MO3roBOro BellecTsa Hagrno-
YEYHWKOB WS BHEHAAMOYEYHNKOBOW MaparaHriMoHapHoOM
TKaHn [1-3]. KnnHnueckne nposenenna OXL/MT onpegensa-
I0TCA CMOCOBHOCTBIO 3TUX OMNYXOJE CUHTE3MPOBATL U BbICBO-
60X[aTb KaTexoflaMVHbl, BO3[ENCTBYIOLIME Ha afpeHep-
rMyeckre pPeuenTopbl B Pas/IMUHbIX TKaHAX U opraHax [1].
KnuHnueckas kaptuHa npu OXL/MNI kpaiiHe BapuabenbHa
1 BKITIOYAET MHOXECTBO CUMMTOMOB, OfIHaKO Y OOJbLUMHCTBA
MaLMEHTOB BbIABMAIOTCA TUMUUYHbIE KIMHUYECKME MPU3Ha-
KU, BK/OYAOLLME TONIOBHYIO 60nb, cepauebreHmne, 4yBCTBO
TpeBorn u npodysHoe notootgeneHve [1]. B knaccuueckom
BapuaHTe AMArHOCTUYECKUNA MOWCK OObIYHO MHULMMPYETCA
npwv BbISBNEHUN Y NaLMeHTa BbICOKO apTepuanbHoOW runep-
TEH3UW, NOCJIe Yero B pe3ynbTate 00Cef0BaHNA BbISBASAETCA
KaTexonamuH-npogyumpytoLias onyxosnb. OfHaKo Tak npouc-
XOOWT Janeko He BCerga: CyLwecTByeT KaTeropusi nauyeHToB
¢ OXLY/MT, y KoTopbix 3aboneBaHme npoTeKaeT 6ecCMMnTOM-
HO («KNMHMYECKU MonJaLire» onyxonu) [2, 4, 5]. Takne cnyyan
NpenMyLLeCcTBEHHO ABMSAIOTCA UHLUUAEHTAIOMaMy HaZinoveuy-
HMKOB, TO eCTb 00pa3OBaHVAMU, BbISBASAEMbIMY CITyYaliHO
npy NPOBEAEHUN BU3YaN3NPYIOLWKX NCCIEROBAHNIA MO MO-
BOZY APYrMX COCTOAHMI (Hanpumep, abaoMmnHanbHOM 60w,
MOYeKaMeHHOI 60ne3HY, MTHEBMOHMM) WK B pamKax npodu-
NaKTMUYeckoro obcnenoBaHus.

HecmoTpA Ha OTCYTCTBME TUMMYHOM CUMNTOMATUKM,
y nauueHToB ¢ beccumntomubiMm OXL/MI coxpaHAeTca
PUCK Pa3BUTMA XU3HEYTPOXKAIOLWEro TMNePTOHNYECKOro
Kpu3a. Takon Kpu3 MOXXeT BO3HUKHYTb CMOHTAHHO Uin ObITb
CNPOBOLMPOBAHHbIM  XUPYPTrUYECKUM BMELLATENbCTBOM.
Mofo6Hble cnyyanm OCTPON reMOAMHAMUYECKON HecTa-
OGUIBHOCTY OMKWCaHbI B pAfe UCCNef0BaHNIA, KOrAa y nauu-
€HTa C MHUWOEHTANIOMOV HaAnoyeuyHuKa Kpu3 pasBuBar-
CA BO Bpemsi onepauuy no noBogy Apyrvx 3aboneBaHun
OPIOLWHON NOJIOCTU UM HEMOCPEACTBEHHO MPU BbIMOJHE-
HUW afpeHanaKTOMUN ONA yAaneHus Camoll MHLUMAEHTa-
nombl [6-10]. OnucaHbl cnyyan OCTPON cepaeyHon Hepo-
CTaTOYHOCTM, XKU3HEYrPOXKaIoLWeNn apuTMMM N OCTaHOBKU
cepaua Ha ¢poHe 6eccumntomHon OXL [11, 12]. Takum 06-
pa3om, beccumntomHble OXLL/MNI npeactasnaioT cobon no-
TEHLMNANbHO OMnacHoe ANA XU3HKU 3abonieBaHne, 0COGEHHO
yumnTbiBas TOT $aKT, UTo 6€3 KJIMHMYECKON CMMNTOMATUKN
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BEPOATHOCTb YCTAHOBJIEHUSA BEPHOIO ANArHo3a 3HaunTe b-
HO HuXe. YunTbiBaa pegkocte OXU/MI, kKnuHmnKo-nabopa-
TOPHbIE U NlyyeBble XapakTepucTmkm beccumntomHom dop-
Mbl 3a60neBaHUsA M3yyeHbl HEOCTAaTOYHO U NPeACTaBAT
co60i1 60NbLUON HAaYUHBIN U MPAKTUYECKU HTEPEC.

LIENTb UCCNEJOBAHUA

BbisiBUTb ocobeHHocTn 6eccumntomHon OXLL/MT no aaH-
HbIM KJIMHUKO-IAbopaTOpPHOro 06CNefoBaHMsA M KOMMbIO-
TepHon Tomorpadum (KT) nyTem cpaBHEeHWA C CUMMTOMATH-
YeCcK1MY OnyXOomnsAMM.

MATEPUAJIbl U METOAbI

Mectom BpemMsA npoBeaeHNA nccnegqoBaHuna

Mecmo uccnedoosaHus. KNMHNKA BbICOKUX MEANLIMHCKUX
TexHonorun um. H.W. MNMuporosa CaHkT-MNeTepbyprckoro ro-
cymapcTBeHHoro yHusepcuteta (KBMT CN6ITY).

Bpems uccnedogarus. C aHuBapa 2011
2022 rr.

no paekabpb

Nsyyaembie nonynauun

B aHanu3 BknoyeHo 347 naumeHTOB, NPOONepnpPOBaH-
Hbix B KBMT CI6IY 3a ykasaHHbIN nepuog, C rmcTonoruye-
CKu noaTeepxkaeHHon OXL/IT.

Cnoco6 popmrpoBaHNA BbIGOPKM 13 M3yYaeMoi
nonynayun
BbibopKa NaLMeHTOB CM/IOLWHBIM COCOOOM.

AunsaiH nccnegoBaHunA
+  O[HOLEHTPOBOE,
- HabniopaTtenbHoe,
+  PeTpocnekTUBHOE,
+  OOQHOMOMEHTHOE,
+  OOHOBbLIOOPOUHOE.

MeTtopabli

PeTpocnekTuBHO cobpaHbl AaHHble Mo gemorpaduue-
CKAM XapaKTepuCTMKam 1 BeCOPOCTOBbIM MOKasaTenam
nayueHToB (Mon, BO3pacT, POCT, Macca Tena), aHamHe3y ocC-
HOBHOrO 3ab01eBaHA, 3HaUNMbIM COMYTCTBYHOLLMM 3abone-
BaHUAM. [1ogpo6HO NpoaHaNM3npPoBaHbl aHAMHeCTUYECKME
JaHHble Mo apTepuanbHON runeprteHsnn. beccumntomHon
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OXL/MI cuntanm rmctonornyeckn NOATBEPKAEHHYIO Ony-
XOfib MPW OTCYTCTBUW BbISIBJIEHHbIX CMMMTOMOB runepce-
KpeLMM KaTeXonaMUHOB.

MpoBepgeHa oLeHKa [AaHHbIX J1TabOPaTOPHbIX UMCChe-
[OBaHWI MO pe3yNbTaTam aHann3o0B Maasmbl W/UamM mouu
Ha o6Lue HedpaKLMOHNPOBaHHbIE MeTaHe(dPUHBI, @ TaKXe
Ha PppaKUMOHMpPOBaHHbIe 06LMe 1 cBOOOAHbIE MeTaHedPYH
1 HopmeTaHedpuH [13].

Bcem naumeHTam 6bia NpoBefeHa Bu3lyanv3auus Hag-
noyeyHukos npu nomowm KT. B aHann3 BKIOUYEHbI TONbKO
nccnenoBaHus, BbinosiHeHHble B KBMT CI6IY. CobpaHHble
[JaHHble BK/OYANM MAKCMMasbHbIA pa3mep HOBOObGpa3zo-
BaHMS, €ro JIOKanm3awuunio, PEHTFEHONOMMYECKYH0 MIOTHOCTb
HATMBHO, a TakXe nocsne seegeHna 100 ma KOHTPACTHOro Be-
WecTBa, cogepxaulero 370 Mr noga, B aptepuasnbHyto dasy,
BEHO3HY0 a3y 1 OTCPOUYEHHY a3y KOHTPACTUPOBaHUA
(uepe3 10 MUHYT). AGCOMIOTHBIN M OTHOCUTENbHbIV NMPOLIEH-
Tbl BbiMbIBaHMA KoHTpacTa (AMNBK n OlBK) paccunTbiBanu
no popmynam:

AlMBK = x100% ;

OrlBK = x 100% ;

roe A — nAOTHOCTb HOBOOOPa3oBaHWUA B apTepuarnbHYHo
a3y nocne BBeEHMA KOHTPACTa,

B — nnoTtHocTb HOBOOGpa3oBaHUs vepe3 10 MUHYT nocsie
BBEAEHMA KOHTPACTa,

C — HaTMBHasA MNJIOTHOCTb HOBOOOPA30BaHMS.

CraTucTnyecknin aHanus

Cratuctnyeckas obpaboTka ocyLiecTBANacb C MCMosb-
30BaHMeM NporpaMmmMHOro nakerta Statistica v. 10.0. Konnue-
CTBEHHbIe aHHble npeacTasneHbl B Buge Me [LQ; HQ], roe
Me — mepmaHa, LQ — HMXHUI KBapTunb, HQ — BepxHuin
KBapTW/b.

CpaBHeHMe KONMYeCTBEHHbIX NePEMEHHbIX OCYLLeCTBNA-
NOCb € noMoLbio Kputepua MaHHa-YuTHu. CpaBHeH e KaTe-
ropuvanbHbIX NepeMeHHbIX MPOBOANIOCH C ICMOMIb30BaHMEM
KpUTEepUA X1-KBaApaT C NonpasKoii Metca nnéo aBycTopoH-
Hero TouHoro Kputepua @uiwepa npu yncne HabnogeHUN
B AYEliKax TabNLbl CONPA>KEHHOCTU MEHEE MATH.

OPUTMHAJIbHOE NCCNEAOBAHNE

JTnyeckas sKcneprTmsa

WccnepoBaHme paccmMoTpeHO Ha 3acegaHuun Komu-
TeTa No OGuomeanumnHckon 3tmke KBMT Cr6ry, nporo-
kon N208/25 ot 17.07.2025. YunTtbiBaa peTpoOCneKTUBHbIN
XapakTep UCCNefoBaHMA M OTCYTCTBME MepCOHalbHbIX
NAEeHTNOUKALUMOHHBIX AaHHbIX, HEMHTEPBEHLVNOHHBIN K-
3aiH MCCNefoBaHUA, MUCbMEHHOrO COrflacuA MauueH-
TOB W CMeyunanbHOro ofobpeHns 3TMYECKMM KOMUTETOM
He TpebyeTca.

PE3YJNIbTATbI

B aHanu3 BKn4YeHbl AdaHHble 347 MauUMEHTOB
¢ OXL/IT, n3 KoTopbIX 45 umenun 6eccCUMnTOMHOE 3aboneBa-
Hue, a 302 — cumnTomaTnyeckoe (163 — ¢ napoKcmM3masb-
HoW dopMOIA, 15 — C MOCTOAHHOWN, 124 — CO CMeLlaHHoN).

Hemorpaduryeckas XapaKTepucTuka naumMeHToB
¢ OXL/MNI ¢ cumnTOMaTUYECKUM 1 6eCCUMMITOMHBIM TeYEHU-
em 3aboneBaHVA NpeacTaBieHa B Tabnuue 1.

O6cnenoBaHHble  MaUMeHTbl  ObIIM  COMOCTaBMMbI
Mo MoJyIoBOMy COCTaBy. Bo3pacT Ha MOMeHT rocnuTanusa-
uvm no nosogy ®XL/MI 6bin MeHbLUe Yy NauueHToOB ¢ bec-
CMMMNTOMHOWN OMYXOJibl0 B CPaBHEHUU C CUMMTOMATUYe-
CcKuM 3aboneBaHueM. B nepBoi rpynne nauneHTOB TakXe
OTMeYeHbl HeCKOJbKO 6oJiee HMU3KMe Macca Tena U UHAEKC
maccbl Tena (MMT).

Y neBATU MaLMEHTOB ONyXofb Oblla NpeAcTaBieHa na-
paraHrMMomMon BHEHAANOYEYHKOBOW JIOKaNIM3aUmm, U3 HUX
y CEMU VIMENUCb XapaKTEPHble CUMMTOMblI 3aboneBaHus,
Yy ABYX OHW BbIABJIEHbl He Obin. [pu cpaBHEHUM YacToT
ACMMMTOMATUYECKOTO TEYEHUs 3ab0NeBaHNA Yy NaLUeHTOB
c ®XLI/MT He 661510 BbISIBNEHO 3HAUYMMBIX pasnnunii (p=0,611,
TOYHbIV ABYCTOPOHHMI Kputepuin Guwiepa).

B Tabnuue 2 n Ha pucyHKe 1 npefcTaBieHbl NOKasaTenu
apTepuanbHoro gasneHus (Al) y naumnentos ¢ OXLU/MT. Y na-
umeHToB ¢ 6eccumntomHon OXL/MT 3akoHOMepHO oTMeuya-
NUCb 3HAYUTENbHO 6oNee HN3KMEe 3HAYEHNA MAaKCUMaTbHbIX
CMCTONMYECKOrO M AMACTONINYECKOTO apTepuarnibHOro Aa.-
NEeHNA B CPaBHEHUM C MaLMUEHTaMU C CUMNTOMATMUYECKM
3aboneBaHuem, B TO e BpemMa undpbl pabouero ALl 6bim
TOXEe HECKOJbKO HUXe.

Y 6onbluMHcTBa NauueHToB KT HaanouyeuyHMKoB Obina
BbinosiHeHa B KBMT CI6IY, B ¢BA3M C uyemM AOCTynHa

Ta6nuua 1. lemorpaduyeckasn xapakTrepncTka naumeHToB ¢ GeoxpoMOoLIMTOMOIA/MaparaHromon

MayneHTbI C 6ECCMMNTOMHON MauneHTbl C 3HaueHme
MokasaTtenb oxu/nr cumnTomaTtuueckon OXL/NT
(n=45) (n=302) P

Mon my>cKon 13 (28,9%) 93 (30,8%) 0,920*
BospacT npu rocnutanunsauymn, 43[33; 51] 48[37: 57] 0,040%*
rofbl

CP;CT’ 168 [159; 173] 166 [161; 172] 0,743**
macca Tena 63 [58; 74] 70 [60; 84] 0,076%*
fr*/'f‘ﬂ‘f"c maccelTena, 23,1[21,0; 25,8] 24,8 122,2;28,7] 0,033**

Mpumeyanme: * — KpuTEPUI XM-KBaZPAT € nonpaskoil Metca, ** — kputepuit MaHHa-YnuTHI.
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Ta6nuua 2. MokasaTeny apTepranbHOro AaBAEHNA Y NaLUUEHTOB C GEOoXPOMOLMTOMO/NaparaHrIMoMon

MauuneHTbl c 6eccMMNTOMHOM MaumeHTbI C 3naveHme
MNokasaTennb oxu/nr cumnTomaTuyeckon OXL/NAT
(n=45) (n=302) P
MakcumanbHoe cuctonuueckoe Afl, 135 [120; 147] 200 [170; 220] <0,001*
MM PT.CT.
MakcumanbHoe gnactonnyeckoe All, 80 [80; 90] 110 [100; 120] <0,001*
MM PT.CT.
Pabouee cuctonmueckoe ALl 120 [110; 120] 120 [120; 130] 0,007*
MM PT.CT.
Pabouee guactonuueckoe A[l, 80 [70; 80] 80 [70; 85] 0,061*
MM PT.CT.
MNpumeyvaHne: * — kputepuit MaHHa-YuTHu.
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@ MakcumanbHoe CAJ]
MakcumanbHoe A

Hannumne cumntomoB

E Pabouee CALl
Pabouee 1A]]

PI/ICyHOK 1. MakcumanbHoe 1 pa6oqee CNCTONNYECKOE U AnacToNnyeckoe apTepmanbHoe AaBeHre y nayneHToB C ¢80Xp0MOLlVITOMOI7I/I'IapaFaHFHMOMOIZ.

MpumeyaHne: KBagpaT B NPAMOYTONbHKE — MefuaHa, rpaHuLbl NIPAMOYTOSIbHIKa — BEPXHUI U HUXKHWUIA KBapTUAK, YCbl — AManasoH 6e3 BbI6pocosB.

K NnepecmoTpy M PeTpOoCneKkTMBHOMY aHanm3y. OCHOBHble
rnokasaTeNiv NpuBeaeHbl B Tabnuue 3.

OTtmeueHo, uTo B rpynne 6eccumntomHon OXL/MT pexe
BCTpeyasniacb NeBOCTOPOHHAA NOKann3auusa onyxonu, nauu-
€HTbl UM MEHbLUNI pa3Mep Heomnasum u bonee BbiCoKMe
rnokasaTesi PeHTreHOOrMYEeCKon NIIOTHOCTU HOBOOOPA30-
BaHUA B apTepuasibHyto, BEHO3HYIO U OTCPOYEHHble ¢a3bl
B CpaBHEHUNN C GONbHBIMU C CUMMTOMHbIM TeYeHnem 3ab0-
neBaHuA. AGCOMIOTHLIA MPOLEHT BbIMbIBAHWUA KOHTpAcTa
(AMBK) 1 oTHOCKMTENbHbIN NPOLEHT BbIMbIBAaHWA KOHTPACTa
(OMMBK) (pwc. 2), yacToTa OAHOPOAHOM CTPYKTYPbl ONyX0nun
Mo CpaBHMBAEMbIM rpymnnam He pPasnnyanunchb.
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[na nccnepgoBatenbCckon Lenu NpoaHann3npoBaHbl No-
Ka3saTenu COOTHOLLEHMA MeTaHedpUHa U HopMeTaHedpUHa
y MALMEHTOB, TaK Kak U3BECTHO, YTO NPodurib ONyX0neBoM
CeKpeunn BINAET Ha KIMHUYECKYI0 KapTrHY 3aboneBaHus.
MockonbKy onpepeneHne metaHedprHa M HOpMeTaHed-
pUHa MaLMEHTOB MPOBOAMIIOCH MHOXECTBOM Pa3JINYHbIX
MeToAoB (B Mylasme Wan B Moue, CBOGOAHbIe unn obuiue
dpakuum), Boibopka beccumnTomMHbix OXL/MT He nosso-
Nnia NPOBECTM aHaNN3 B COOTBETCTBUM C KaXAbIM OTAeSb-
HbIM METOAOM OrnpefesieHns MeTaHePpPUHOB. Tem He MeHee
npu JOMyLeHNY, YTO COOTHOLUEeHWe MeTaHedpuH/HopMe-
TaHedpPUH He 3aBUCKT 3HAUMMO OT MeTofda onpefeneHus
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Ta6nuua 3. MokasaTteny KOMNbIOTEPHO TOMOTPadUM HALMOYEUYHIKOB Y MALMEHTOB C HEOXPOMOLMTOMON/NaparaHriMoMoii

MaumneHTbl C 6€CCUMNTOMHON MauymeHTbI C 3HaueHme
MNokasarenb oxu/nr cumnTomaTuueckon OXL/NT
(n=45) (n=302) P
Jlokanmsauums onyxonu: 27/10/2 124/115/27 0,031*
npaBo-/neBo-/ABYCTOPOHHAA
OAHOPOAHOCTS CTPYKTYPbi OMyxonu: 26/38 (68,4%) 164/264 (62,1%) 0,566*
OofHOpOAHas/HeoHOPOAHAA
m;KCVIMaﬂbeII/I pasmep onyxonu, 34[27; 53] 45 [34; 60] 0,008
HaTnBHana peHTreHonornyeckas 35 [25: 40] 30 [25: 37] 0,150**
NAOTHOCTb onyxonu, HU
PeHTreHonornueckas nnoTHOCTb 100 [75; 136] 89 [65: 116] 0,040%*
onyxonu B aptepuranbHyio dpasy, HU
PeHTreHonornuyeckas nioTHOCTb 105 [80; 124] 90 [75: 107] 0,013%*
onyxonu B BeHO3Hyto dasy, HU
PeHTreHonornueckas niuoTHOCTb 67157: 71] 60 [52; 70] 0,038
OnyXonu B OTCPOYeHHyto dasy, HU
A6comomb|0|/| MPOLEHT BbIMbIBaHNA 529 [22,1; 72,8] 53.3[15,8; 67.8] 0,624+
KOHTpacTa, %
OTHOCI/ITeﬂl?)HbIVI NPOLEHT BbIMbIBaHNA 362 [12,5: 53,5] 3419 [8.3; 45,8] 0,454+
KOHTpacTa, %

MpuMeyaHme: * — KpUTEpPWit XM-KBaAPaT C NonpasKoii MeTtca, ** — kputepuil MaHHa-YUTHM.
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PVICyHOK 2. HaTBHaA peHTreHonormnyeckas nioTHOCTb onyxonu n ee AHaMmnKa nocne BeefeHnA KOHTpacTa y nauneHToB C d)eOXpOMOLWITOMOI;I/

naparaHri1MomMon.

I'Ipvlmeuauwe: KBajpat B NPAMOYroibHNKe — MenaHa, rpaHnubl NpAMOYTrojibHUKa — BerHI/IVI W HWXKHUIA KBapTWIK, yCbl — AKnana3oH 6e3 Bbl6p0COB.
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MeTaHepPUHOB, ObII0 BO3MOXHO paccunTatb obliee cooT-
HoLleHre MeTaHeppuH/HopmeTaHedprH ana 30 NaLMeHToB
¢ beccmnToMHOW onyxonbio 1 Ana 186 ¢ cumnTomaTuye-
cKol. [1nA naumneHToB, Y KOTOPbIX Obifv JOCTYMHbI pe3yrbTa-
Tbl OnpeaeneHns MeTaHepPUHOB HECKONIbKMMY MeTodamMMu,
MCMOJIb30BaHO yCpelHEHHOE 3HaUeHre NoKasaTens.

CooTHoweHne MeTaHedpUH/HOpMETaHePpPUH COCTa-
BUIO B rpynnax 6eccMMNTOMHON M CMMMATOMaTUYeCKOW
oXLU/nro,29[0,10; 0,791 n 0,51 [0,09; 1,23] COOTBETCTBEHHO.
HecmoTps Ha ToO, UTO MOKasaTenu CTaTUCTMYECKNU 3HAYMMO
He pa3nuyanucb (p=0,359, KpuTtepuii MaHHa-YuTHu), bonee
BbICOKME 3HaueHMs Oblfi OTMeUYeHbl BO BTOPOW rpynne na-
umeHTOB. B rpynne 6eccumntomuon OXL/MNI makcumanbHoe
3HaueHre COOTHOLWEHUs MeTaHebpuH/HopMeTaHepprH
cocTtaBuno 2,03, Toraa kKak 32/186 (17,2%) yenoBek ¢ CUM-
NTOMATUYECKMMU OMYXOSIAMM UMENIA 3HAYEHUNE BbILLE TOTO
ypoBHA (p=0,022, TouHbIn KpuTepuit Qurepa).

YunTbiBas cneuyuuueckmin TMn CeKPeTopHON aKTMBHO-
CTW Y NaparaHrivMoM, AOMOSHUTENIbHO NPOaHaNM3nupPOBaHbl
COOTBETCTBYHOLLME NMOKa3aTenu ToNbko y nayueHTtos ¢ OXL.
CooTHolleHne MeTaHedpUH/HOpMeTaHeppPVH COCTaBUIIO
B rpynnax 6eccumnTomMHomn 1 cumntomatudeckon OXLI/MT
0,29 [0,10; 0,831 1 0,52 [0,10; 1,23] (p=0,393, KpuTepuit MaH-
Ha-YnTHun). B rpynne 6eccumntomHon OXLl makcmmanbHoe
3HaveHmne nokasartensa coctaswuno 2,03, 28/182 (15,4%) ue-
NOBEK C CUMMATOMATUYECKMMU OMYXONIAMY MMESN 3HaUeHre
Bbllwe 3TOro ypoBHsa (p=0,031, TouHbii Kputepuin Ouriiepa).
TakM 00pa3oMm, MOXHO KOHCTaTUPOBaTb, YTO pasnMuuns
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Mo nokasaTesilo COOTHOLEHMA MeTaHeppUH/HopmeTaHed-
PVIH gencTBuTenbHbl 1 ana naumeHtoB ¢ OXL 6e3 Bknove-
HuA B aHanm3 [,

N306paxeHma ckaHoB yeTbipexdasHon KT OXL, c pas-
JINYHBIMW TUMaMK CeKpeuunn npeacTaBieHbl Ha PUCYH-
Kax 3-5.

OBCYXAEHUE

Hamu npoBeneH aHanv3 KpynHow BbIGOPKM MALMEHTOB
¢ OXU/MT, Bkniouas 6eccumntoMHyto popmy 3abonieBaHus.
CTOUT OTMETUTb, UTO IMTEPATYPHbIE CBEAEHUSA MO 3TON NPO-
6neme BecbMa CKyfAHble, UTO HE JAeT BO3MOXXHOCTb YETKO
COMOCTaBUTb Pe3yJbTaTbl NPOBEAEHHONO aHanm3a ¢ JaHHbl-
MU APYrUX aBTOPOB.

CornacHo HalwmMm aaHHbIM, acumnToMaTnyeckaa OXL/TIT
BCTpeyanacb B 45 u3 347 cnyuyaes (13,0%). MNpu cpaBHe-
HMK ¢ BbI6opKOI 13 230 60sbHBIX B paboTte Tapbaesow H.B.
1 CoaBT. beccMmnToMHasn popma BCTpeyanach CyLeCcTBEHHO
pexe — Tonbko B 10 cnyyasx (4,3%) [14].

Mpun aHanu3e pemorpaduyeckux AaHHbIX oObpalyaeT
Ha ceba BHMMaHMe 6Gonee MONOAOW BO3PACT MALMEHTOB
¢ 6eccumnTomHon OXL/MT B cpaBHeHUN € 6ObHBIMY C CUM-
NTOMATUYECKMM 3a6onieBaHUeEM. Y 3TUX e NaLueHToB OTMe-
YyeHbl MeHblUne 3HavyeHus maccbl Tena u UMT. MNocnenree,
BEPOATHO, CBA3aHO C 6onee MoNoAbIM BO3PAcTOM MaLMeH-
TOB, TaK KaK M3BECTHO, YTO PACNPOCTPAHEHHOCTb OXKNPEHMS
yBenMumMBaeTca C Bo3pactom [15].

PucyHok 3. ®eoxpomMoLToma NpaBoro Haano4YeyHnKa pasmepamm 26x20xX26 MM, NPerMyLLEeCTBEHHO MeTaHePPVHOBDIV TUM ceKpeLnmn, 6eccMMNTomMHoe
TeyeHue. KomnbtoTepHas Tomorpadus ¢ KOHTPaCTUPOBaHNEM: a — HaTuBHasA ¢asa, nnotHocTb 20 HU; 6 — apTepuanbHas dasa, nnoTHocTb fo 105 HU;
B — BeHO3Has ¢pa3a, mnoTHocTb Ao 145 HU; r — oTcpoueHHan ¢asa, nnotHocTb 50 HU.
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PucyHok 4. DeoxpomoLMToma NpaBoro HaanoyYeyHnKa pasmepamu 45x38x32 MM, HopmeTaHedPUHOBbIN TN ceKpeLn, 6eCCMMNTOMHOE TeYeHMe.
KomnbloTepHasi Tomorpadusi ¢ KOHTPaCTUPOBAHNEM: @ — HaTVBHas ¢$a3a, MIOTHOCTb Ao 35 HU; 6 — apTepuranbHas ¢asza, NoTHOCTb Ao 106 HU;
B — BeHo3Has ¢$asa, nnoTtHocTb Ao 130 HU; r — oTcpoueHHas dasa, nnoTHocTb go 82 HU.

XapakTep KAMHMYECKOro TeueHus 3aboneBaHus, cCo-
rMacHO NOMlyYeHHbIM JaHHbIM, OKa3aNca He CBA3aH C BUAOM
onyxonn (HagnoOYeYHUKOBAsA WM BHEHaAMOYEUYHNKOBaA
OXLL/TIT). Tem He MeHee HEOBXOAMMO OTMETUTb, UTO TAaKOW
BbIBOJ} HE MOXET ObITb CA€MNaH JOCTOBEPHO, yunTbIBas Orpa-
HUYEHHOEe YNCIIO CJyYaeB NaparaHrivom B aHanmn3e, a Takxe
Hanunuyne CBefeHNI B IUTepaType 0 CeKpeLun naparaHrimo-
MaMu NPenMyLLeCTBEHHO TONIbKO HOpaapeHanuHa [16]. Tak-
e HeoOXoAVMO OTMETUTb: MaparaHrivioMbl FOfIOBbI U LLew,
KOTOpPbIe MEIOT NapacMMnaTUyYecKyo Npupoay 1, Kak cneg-
CTBME, 3HAYUTENBHO OT/INYAKOTCA MO CUMMATOMATMKE OT CUM-
naTUYecKIx, B Hallel BbIbOpKe He BCTpevannch [2].

Mpwv aHanu3e 3HaueHun ALl y naumeHToB C beccumnTom-
Hol OXLI/TII oTMevanucb 3HaunTeNnbHO bonee HU3Kue 3Ha-
YeHUA MaKCMManbHbIX CUCTONINYECKOrO 1 ANACTONNYECKOTO
A/l B cpaBHEHMM C NALMEHTaMK C CUMMATOMaTUYECKUM 3a60-
neesaHvieMm. [lJaHHaa HaxopdKa 3aKOHOMEPHa, yYuTbIBas, YTO
ocHoBHbIM npoasneHvem OXL/TIT aBnAaeTca MMEHHO NOBbI-
weHue ALl. OfHaKO CTOUT OTMETUTb, YTO B rpynne 60sbHbIX
C CUMMTOMATYECKOW pOPMOI OMYXONU BCTPEUANIUCH TaKXKe
HOPMOTEH3UBHbIE MALMEHTHI, KIMHNYECKas KapTrnHa 3abo-
NneBaHVA Y KOTOPbIX MPOABAANAch B BUAE NMapOKCM3Malb-
HbIX MPUCTYNOB TaxMKapAnw, OLLYLLEHNA HAPYLUEHNA pUTMa
cepaua, roioBHbIX 6OMAX, FONIOBOKPYKEHUSAX, TOWHOTE, 60-

nsAX B XuUBoTe nnu 60Ky n T.4. YpoBHM pabouero AJl okasa-
JINCb TOXE HECKOJbKO HIMXKE Y NMaLMEeHTOB C 6eCCUMMTOMHOM
ONyXOJblo, UTO MOXET ObITb CBA3aHO C Honee MoNoabIM BO3-
PacTOM MAUMEHTOB (HUXe PaCcnPOCTPAHEHHOCTb FMNEPTO-
HUYeCKoW 6one3HM), a TakKe NOCTOAHHOW (POHOBOI) CeKpe-
LUMen KaTexoNaMUHOB Y MaLUVeHTOB C CUMMNTOMaTUYeCKOMN
OXU/rr.

CornacHo paHHbiM KT, B mccnegyemoin Bbibopke He-
CKOJIbKO Yalle BCTpeyasiacb NPaBOCTOPOHHASA NTOKanm3aymsa
onyxonu. ina naureHToB ¢ 6eccMMnTOMHbIM 3a601eBaHMEM
OoTMeueHO 6onee Bblpa)keHHOe npeobnagaHue NPaBOCTO-
POHHEW noKanu3aumm Onyxonu, Yem ANiA CUMMATOMaTMye-
CKux onyxonen. NNockonbKy B nTepaType OTCYTCTBYIOT CBe-
JEeHMA O 3HAYMMOM NMpPEBANMPOBAHNM YacTOTbl NMOPaXKeHNA
npaBoro HagnouveyHuka [17, 18], a Takke BBUZY OTCYTCTBUA
Hay4yHOro 0O6bACHEHUs 3TOMY (aKTy, BEPOATHO, lJaHHasA Ha-
XO[Ka HOCUT Cy4alHbI XapaKTep 1 CBA3aHa C OTHOCUTEb-
HO MasblM YMCIIOM HabsloaeHWA.

MpymeyaTenbHO, YTO MaKCMMalbHbIA pa3mep OMyxo-
nun B csiyyae 6eCCMMNTOMHOIO TEYEHWA OKa3asicA 3HaYUMO
MeHbLUE, YeM MpPU CUMNTOMATUUYECKOM TeyeHun (mepum-
aHHbIN gnameTp Obi1 MeHble Ha 11 mm (24,4%), uTo Npu-
MEPHO COOTBETCTBYET [BYKPAaTHOMY YMEHbLUEHNIO ObObe-
Ma onyxonu). CnegyeT OTMETUTDb, YTO CylLecTByeT paboTa
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Kim 1 coaBT,, B KOTOpPOW OnNMcaHo 8 cnyyaes 6eccumnTom-
How OXLI/MT. Bce 8 onyxonen nmenn pasmep 6onee 4 cm
(cpegHun pasmep 45 mm) [4]. PesynbTaTbl HacCTOAWErO UC-
cnefoBaHNA HECKOJIbKO KOHTPACTUPYIOT C STUMM JaHHbIMMU,
TaK Kak MefiaHa pa3mepa Onyxo/u B Hallei BbIbOpKe Co-
cTaBumna 34 mm. B 1o e Bpemsa He06XOAMMO OTMETUTb, YTO
Ha pe3ynbTaTbl nccnegoBaHma Kim mornm noBnmATb Kpan-
He Manas BblbOpKa 1 3THUYECKUn daktop (MccnegoBaHme
nposefeHo B Kopee), a Takke, BO3MOXHO, 0COOEHHOCTU
CMCTEM 3[paBOOXPaHEHNA, HaNpuUMep, YacToTa BbIMOJIHe-
HUS BU3YaNnr3npyoLWmux NCcciefoBaHN OpraHoB OPIoLLIHON
NONIOCTN Y HaceneHus.

CornacHo pesynbTaTtam UCCNefoBaHUs, B rpynne b6ec-
cumnTomHon OXL/TI naumeHTbl Umenn 6onee BbICOKME MO-
KasaTenn peHTreHOoNorMYeCKom NIOTHOCTM OMYyXOMu B apTe-
puanbHylo, BEHO3HYIO 11 OTCPOYEHHYIO ¢a3bl B CPaBHEHMUU
C 6ONbHLIMM C CMMMATOMATUYECKMM 3aboneBaHVEM, OfHAKO
AMBK un OlNBK He pasnuuanuncb. B cpaBHeHUn ¢ nccnepo-
BaHMeM Kim u coasr. [4] B Halwleln BbIGOPKe HaTMBHasA MioT-
HOCTb Oblna Bbiwe (MeamaHa 35 npoTtue cpegHero 25 HU),
CYLLEeCTBEHHO Bbllwe oKka3anucb Takxe AlNBK (meguaHa 52,9
npotus cpegHero 29,0) n OMNBK (megnaHa 36,2 NpoTuB cpea-
Hero 17,7). BO3MOXHble NPUYMHBbI PACXOXKAEHUIN ANA AaH-
HbIX MOKa3aTenen ykasaHbl BbiLle.

B nuTepaTypHbIX AaHHbIX UMEIOTCA YKa3aHUA O TOM, UTO
Hanuume KPOBOM3UAHUA U HEKPO3OB BHYTPU OMyXonu
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MOXET CMOCOHCTBOBaATb CHVXKEHMIO NMPOAYKLMUN KaTexosa-
MMHOB Ja)e npu 60MbWNX pa3mepax HOBOOOpPa3OBaHMI
[2], a Tak»ke O TOM, YTO MOMEHT 06pPa30BaHNA HEKPO3a UK
KPOBOM3NAHNA MOXET COMPOBOXKAATbCA TMMNEPTOHUYe-
CKUMK Kpusamu [9, 10], T.e. cumnTOMaT4YeCKNE N 6eccnm-
NTOMHbIE OMYXONW MOTYT pa3nmyaTbCA MO MOKasaTesnio
OA4HOPOAHOCTU CTPYKTYpPbl HOBOOOGPA30BaHUSA MO AAHHbIM
KT. Tem He meHee, NO pe3ynbTaTam Halwero nccnegoBaHus,
Jona onyxonen ¢ O4AHOPOAHON CTPYKTYPOWN No AaHHbiM KT
6blfla NPYMEPHO OAMHAKOBOW Y CPaBHMBAaEMbIX Fpynn na-
LNEHTOB.

AHanu3 COOTHOLWeEHNA MeTaHeppUH/HopmeTaHedPUH
MMeeT CBOW OrpaHUYeHus, Tak KaK Yy pasHbiX MauveHTOB
OH BbIMOJHANCA pPa3HbIMKA MeTodaMu. TeM He MeHee nony-
YeHHble [aHHble MOryT yKa3blBaTb Ha 6Gonee HU3KWIA MoO-
KasaTenb B cnydyae 6eccumntomHon OXL/MI. 3To moxeTt
roOBOPWTb O TOM, YTO NPENMYLLECTBEHHO HOPaApPeHannHep-
TMYECKMI TUM CEKPELIMM KaTEXOTAMUHOB MOXET ObITb 6onee
pacnpocTtpaHeH npu 6eccumntomuont OXL/MT. JononHu-
TeSIbHbIN MPOBEEHHbIV aHaNM3 TONbKO Ha heoxpomouunTo-
Max MMeN aHaNorMYHble pe3ynbTaThl, YTO 1 € 0bLen BbIGop-
KO, a 3TO BCBOI ouYepeb NOKa3bIBAET: BKIIIOYEHME B aHaNun3
naparaHrnmom (Kotopble 06nafalT HopaApPeHaNMHOBLIM
TUMOM CeKpeL M) He ABNAETCA NMPUUYNHON BbIABEHHbIX 3a-
KOHOMEPHOCTEW B OTHOLLUEHWW COOTHOLLEHUs MeTaHebprH/
HopMeTaHedpUH.

PucyHok 5. DeoxpomoLtoma N1eBoro HagrnoyeyHmka pasmepamu 11x10x11 MM, HEOBHOPOAHON CTPYKTYPbI, KIIMHUYECKMN 1 BUOXMMUYECKIN HEMAs.
KomnbloTepHas Tomorpadus ¢ KOHTPacTpoBaHWeM: a — HaTUBHaA ¢pasa, MIOTHOCTb oT 34 fo 43 HU; 6 — apTepuanbHas ¢asa,
nnoTHOCTb OT 158 1o 209 HU; B — BeHo3Has ¢asa, nnotHocTb oT 111 go 139 HU; r — oTcpoueHHas ¢asa, nnotHocTb fo 70 HU.
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BbiABneHHble B Halweln paboTe 3aKOHOMEPHOCTU Mo-
3BOJIAIOT BbIABMHYTb MPEANOOXKEHNE, YTO 6eCCUMNTOM-
Hble OXL/MI 3auacTylo npenctaBnAT cobon onyxonu,
KoTopble ObiM BbiABAEHbI Ha 6Oofiee paHHen cTaguu
B CPAaBHEHUU C CUMMTOMATUYECKMMU HOBOOOpPA30OBaHU-
Amu. [aHHylo runotesy nopaepXuBaeT, Npexpae BCero,
HaxoXJeHune CyLleCTBEHHO MEHbLUero pasmepa Omnyxo-
nn n 6onee monoforo Bo3pacTta y nayumeHToB ¢ beccum-
nTomHbiMy OXL/MT. MexaHu3m KoHBepcum 6eccumnTom-
HOWM ONyXOnu B CMMMTOMATUYECKYI MOXET OblTb CBA3aH
C MOCTEMEHHbIM YBeJIMYEHMEM OMYyXONeBON Macchl (U,
COOTBETCTBEHHO, CEKPETUPYIOLWKX KNEeTOK) Nnbo un3me-
HeHVeM CBOWCTB CamMOW OMyXO0nu, CBA3AHHOrO, Hanpwu-
Mep, C POCTOM KJ/IOHA KJIETOK, CEKPETUPYIOLLNX KaTexo-
namMuHbl. TakKe HeNb3sl UCKIIIUUTb, UTO OMYXOJb MOXEeT
CO BPEMEHEM MEHATb NAaTTEPH CeKpeL M KaTeX0NaMMHOB,
KOTOpPbI 3aBUCUT, B NEPBYIO ouepeib, OT IKCpeccum de-
HunaTaHonamunH-N-meTuntpaHcdepasbl, 6enka, KOHBep-
TUPYIOLLEro HopagpeHanuH B agpeHanuH. M3BecTHo, uto
HOpaZpPeHaNVHEePTrNYECKUN TUMN CEKPeLnn XapakTepnsy-
eTca 6oniee MArKUM UM Jake 6€CCUMMTOMHbBIM TEYEHNEM
3aboneBaHus (3a CYET MEHbLUEN NPECCOPHOMN AKTUBHOCTU
HOpaZpeHaNnvHa 1 TaKKe MOCTENEHHOrO CHVKEHUSA UyB-
CTBUTENIbHOCTN K HeMy afpeHopeuentopos) [2]. Mony-
UeHHble B HalleM UCCIef0BaHUMN JaHHble, YKa3biBawoLlme
Mo KOCBEHHbIM MPU3HaKam Ha npeobnagaHve Hopaape-
HaJIMHEPrMYEeCKOro Thna cekpeunmn npyu 6eccMMnTOMHbIX
Onyxonsx, NoAAEePXNBAOT AaHHYIO TMNOTe3y.

OnpepgeneHHyto ponb B kKoHBepcun OXL/MT B cumnToma-
TUYECKYI0 TaKXKe MOTyT UrpaTb M3MEHEHMEe KPOBOCHabXe-
HUA PA3INYHBIX YYACTKOB OMYXO/N, BO3HUKHOBEHUE HEKPO-
30B M KPOBOV3NIMAHWI B HOBOOOPA30BaHMI, KOTOPbIE MOTYT
CNPOBOLMPOBaTh BbIOPOC HAKOMIEHHbIX B KJIETKAX OMyXO/u
KaTtexonamuHos [9, 10].

MpuuuHbl BbiABReHHbIX Npu KT pasnuumin mexay bec-
CUMNTOMHbIMK 1 cumnToMaTnyeckumm OXL/MI (nosbiwe-
HMe PEHTIeHONOMMYEeCKON MIOTHOCTA B apTepPUabHYIO, Be-
HO3HYI0 1 OTCPOYEHHYIO $a3bl) He BMOJIHE ACHbI. BO3MOXHO,
OHU ABMAIOTCA CAyYaliHbIMU 1 OBYCNIOBAEHbI OTHOCUTENBHO

OPUTMHAJIbHOE NCCNEAOBAHNE

HEOONbLINM YNC/TIOM HabJMIOOEHWI, B TO e BPEMS Henb3s
NCKMIOYNTb, YTO PEHTreHoNIorMyecKas NioTHOCTb OMyXOosu
C POCTOM MEHSETCA BCNIEACTBME W3MEHEHUA CTPYKTYpb,
NOSABNEHUA CHayaNa MESKMX, a NMOTOM M KPYMHbIX KPOBO-
V3AINAHNIA N HEKPO30B. BbipaXKeHHbIX peHTreHoNornyeckmnx
pasnuuunin Mexgy 6eCCMNTOMHbBIMW 1 CUMITOMATAYECKMMU
OnNyXossIMU, KOTOPble MOXHO Obl10 Obl MCMONb30BaTb B ANa-
FHOCTMYECKMX LIeNIAX, BbIABIEHO He 6bl10.

3AKNIOYEHUE

MpoBeaeH aHanu3 KpynHowm Bbibopky u3 347 nauuveH-
ToB ¢ OXL/MI, BKNtouan 45 cnyyaes 6e3 KNMHUYECKUX Npu-
3HAKOB rMnepcekpeuun KarexonammHos. bonee monogon
BO3PACT Y MEHbLUNIN MaKCMMAbHbIN pasmep onyxonu y na-
umeHToB ¢ 6eccumnToMHbiMmu OXL/TII B cpaBHEHWUK C CUM-
NTOMaTUYECKMIY CBUAETENbCTBYIOT O TOM, UTO NEPBbIN THM
onyxoner BbISBASETCA Ha 6bonee paHHen CTagum no cpaBHe-
HMIO CO BTOPbIMU.

Bonee Hu3Koe ycpefHEHHOe COOTHOLIEHWE MeTaHed-
puH/HOpMeTaHedPVH MOXKET yKasblBaTb Ha OOMbLUYIO pac-
NPOCTPaHEHHOCTb HOPaAPeHaNMHePrnyeckoro TMMna cekpe-
LUK KaTexorlaMnHOB Npu 6eccumntomHon ¢opme OXLI/MT.

BblpaeHHbIX pa3nnMunii, Mo AaHHLIM BU3Yan3npyroLwmnx
METOA0B ANArHOCTUKU, MEXIY 6€CCUMMTOMHbBIMU 1 CUMMTO-
MaTUUYECKUMI OMyXoNAMU He 0BHApPYKeHo.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiNOHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIVKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

YyacTue aBTOpOB. BCe aBTOpbl 0406pUnY $rHaNbHYI0 BEPCUIO CTaTb
nepep nybnvkauyuen, Bbipasuan cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTh
paboTbl.
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COYETAHUE SHAOTEHHOIO FMNEPKOPTULN3MA U NMEPBUYHOTIO

TMNEPNAPATUPEO3A: KIMHUWYECKUE N TEHETUYECKUE OCOBEHHOCTU

© E.O. MamegoBa', E.I. Mpxunankosckada', J1.A. PoxunHckas', 3.A. AHap', N.C. YyryHos', A.A. KonogkuHa', E.B. Bacunbes',
A.H. Tionbnakos?3, X.E. benasa’, 'A. MenbHnYyeHKO'

"HaumoHanbHbIn MegULMHCKUIA NCCNefoBaTENbCKNA LEHTP SHAOKPMHONOM MU UM. akagemunka W.N. Nenosa, Mockea, Poccus
2MepmMKO-reHeTUYECKMI HayUHbI LeHTp nM. akagemuka H.MN. boukoBa, MockBa, Poccus
3Poccuinckan geTckas KnnHuyeckaa 6onbHmda GrAOY BO PHUMY um. H.N. Muporoea MuHsapasa Poccum, Mockea, Poccus

OBOCHOBAHME. CoueTtaHue aHgoreHHoro runepkoptuumama (3N n nepsryHoro runepnapatnpeo3sa (MNIMIT) BcTpevaetca
peqakKo, B nuTepaTtype onvcaHbl egUHUYHbIE KITMHUYeCKre ciiydan. NpuymHbl pa3BmTrA TaKoro coyeTaHMA OCTaloTCA Manous-
YUYEHHbIMW.

LENIb. V3yunTb KNUHMYECKUE 1 FreHeTuyeckne ocobeHHocTn covetaHna 3T v MITIT.

MATEPUAJIbl U METO[bI. [MpoBeaeHO peTpocneKkTVBHOE OAHOLEHTPOBOE O4HOMOMEHTHOE HabtoaaTeNlbHOe NCCefoBa-
HVe, B KOTOPOM MpOoaHan3npoBaHbl KNMHMYECKNE Npu3HaKM naLmeHToB ¢ codeTaHuem I v MNITIT. Bcem nauyneHTam paHee
NPOBOAMIIOCH MOJIEKYNAPHO-TeHeTUYECKOe UccnefoBaHue: cekBeHmposaHme no CaHrepy reHa MENT (n=10), Bbicokonpowus-
BOAMTENbHOE NapanfiesibHoe CeKBEHUpOBaHMe naHenu, BkntoyasLwen redbl MENT n CDKN1B (n=3), NONHO3K30MHOE CeKBe-
HupoBaHue (n=8).

PE3YJIbTATbI. B nccneposaHue BkntoueH 21 nauymeHT (17 XeHWmH 1 4 My>KuurH): 17 — ¢ 6one3Hbio MueHko-KylwmnHra (BUK)
n MNIMT, 3 naymeHTKM ¢ cuHapomom Nuenko-KywwnHra (CUK) v MITT n ogHa naumeHTKa ¢ AKTI-3KTONMpoBaHHbIM CUHAPO-
mom (AKTI-3C) u MNIMIT. B rpynne naunentos ¢ BUK u MIMT y 10 umenucb mytauuu B reHe MENT (CMHAPOM MHOXeCTBEHHbIX
SHAOKPUHHbBIX Heonnasuii 1 Tna (M3H-1)), y 7 He 6bino BbiABNeHO MyTaumin (peHokonmm M3H-1). Y nauneHToB ¢ MOH-1
ne6toT n BUK, n MIMT 6611 B 6011ee MONOJOM BO3pacTe No cpaBHeHuto ¢ peHokonuamm M3IH-1 (p=0,015 n p=0,0006). Y 60%
nauneHTos ¢ M3H-1 gebtot BUK 6bin B fleTckom Bo3pacTe, 1y Bcex geTeli BUK 6bina nepsbiM nposasneHnem cuHapoma. Y 75%
B3pocnbix nauneHToB ¢ MOH-1 BUK 6bina anarHoctnposaHa nocne MNIMIT, Torga kak y Bcex deHokonuii M3H-1 MIMT 6bin
OMarHocTMpoBaH nocne unu npu obcnegosaHum no nosogy bUK. Y 6onblimHcTBa naymeHToB ¢ MOH-1 umennch Takxe ra-
CTPO-3HTepO-NaHKpeaThyecKne HelposHAOKPUHHble onyxonun (H30), y yactu — H30 nerkux, y naymeHToB c deHoKonuamm
M3H-1 H30 otcyTcTBOBanu. Y ogHow naumeHTkun ¢ CUK (aBycTopoHHee nopaxkeHne HagnoyveyHunkos) u MNITIT 6bina BbisBne-
Ha myTauma B reHe ARMCS5. Y naumeHTkn ¢ AKTI-2C u MITIT myTauumii He BbiABAEHO.

3AKJTIOYEHUE. CouetaHue 31 n MITIT yawle BcTpeyaetca y xeHWwuH. Y getent ¢ MOH-1 n'y peHokonmit M3H-1 nepsbim npo-
ABNeHnem cuHapoma vaule asnaetca bUK, a NIMT guarHocTupytoT cnyyaHo B xofle 06cnefoBaHmMsA, Toraa Kak y B3pocsibix
nauuneHTos ¢ MOH-1 nepsbiM NnposasneHnem vatle asnaetca MNIMIT. MprunHamn coyeTaHna gBYX OMyXosneBbIX SHAOKPUHHbBIX
3aboneBaHunin MoryT 6biTb MyTauuu B reHe MENT, a B cnyyae CUK n NIMT — Bo3moxHO, B reHe ARMC5, ogHako B 60nbLUNH-
CTBe C/lyyaeB NPUYMHA OCTaeTCA HeACHOW. BbiacHeHne npuynH covetaHHoro pa3sutua 31 v MNITIT moxeT pacwmnputb npea-
CTaBfIeHMA O MeXaHU3Max Pa3BUTUA SHAOKPUHHbBIX ONyXonen.

KJTIOYEBbIE CJTIOBA: 3HO02eHHbIl 2unepkopmuyu3sm; 6oe3Hb NyeHko-KywuHaa; cuHopom NuyeHko-KywiuHea; AKTI-3kmonupo8aHHbIl CUH-
Opom; nepsudHsbIli 2unepnapamupeo3; MEN1; ARMC5.

A COMBINATION OF ENDOGENOUS HYPERCORTISOLISM AND PRIMARY
HYPERPARATHYROIDISM: CLINICAL AND GENETIC CHARACTERISTICS

© Elizaveta O. Mamedova'*, Elena G. Przhiyalkovskaya', Liudmila Ya. Rozhinskaya', Eda A. Yanar', Igor S. Chugunov',
Anna A. Kolodkina', Evgeny V. Vasilyev', Anatoly N. Tiulpakov??, Zhanna E. Belaya', Galina A. Melnichenko'

'Endocrinology Research Centre, Moscow, Russia
2Research Centre for Medical Genetics, Moscow, Russia
3Russian Children’s Clinical Hospital, Moscow, Russia

BACKGROUND: A combination of endogenous hypercortisolism and primary hyperparathyroidism (PHPT) occurs rarely, few
clinical cases are described in the literature. The causes of the development of such combination are poorly investigated.
AIM: To study clinical and genetic characteristics of a combination of endogenous hypercortisolism and PHPT.

MATERIALS AND METHODS: A retrospective, single-center, cross-sectional, observational study was performed. Clinical
characteristics of patients with a combination of endogenous hypercortisolism and PHPT were analyzed. All patients had
previously undergone genetic testing as follows: MEN1 Sanger sequencing (n=10), next-generation sequencing of a panel of
genes including MENT and CDKN1B (n=3), whole-exome sequencing (n=8).
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RESULTS: 21 patients (17 females, 4 males) were included in the study: 17 with Cushing’s disease (CD) and PHPT, 3 patients
with Cushing’s syndrome (CS) and PHPT, and one patient with ACTH-ectopic syndrome (ACTH-ES) and PHPT. Among patients
with CD and PHPT ten had MENT mutations (multiple endocrine neoplasia type 1 syndrome (MEN1)), and seven did not have
MENT mutations (MEN1 phenocopies). In patients with MEN1 the debut of both CD and PHPT occurred at younger age in
comparison to MEN1 phenocopies (p=0,015 and p=0,0006). In 60% of MEN1 CD occured in infancy, and in all children CD
was the first manifestation. In 75% of adult MEN1 patients CD was diagnosed after PHPT, whereas in all MEN1 phenocopies
PHPT was diagnosed after or during investigation with regard to CD. The majority of MEN1 patients also had gastro-ente-
ro-pancreatic neuroendocrine tumors (NETs), and some had lung NETs, whereas patients with MEN1 phenocopies did not
have NETs. One patient with CS (bilateral lesions) and PHPT had ARMC5 mutation. In a patient with ACTH-ES and PHPT no
mutations were found.

CONCLUSION: A combination of endogenous hypercortisolism and PHPT occurs more frequently in females. In children
with MEN1 and in MEN1 phenocopies the first manifestation is more frequently CD, while PHPT is diagnosed accidentally
during evaluation, whereas in adults with MEN1 the first manifestation is more frequently PHPT. MENT mutations can be
the cause of a combination of these two endocrine tumor diseases, and, possibly, ARMC5 mutations in cases of CS and PHPT,
though in the majority of cases the cause remains unknown. Identification of causes of endogenous hypercortisolism and
PHPT co-occurrence can expand our understanding of the mechanisms of endocrine tumor development.

KEYWORDS: endogenous hypercortisolism; Cushing’s disease; Cushing’s syndrome; ACTH-ectopic syndrome; primary hyperparathyroidism;

MENT1; ARMCS.

OBOCHOBAHUE

JHAoreHHbINn runepkoptuumsam (3 — pepkoe 3a6o-
neBaHue, oOYyC/NIOBfIEHHOE ANINTENIbHBIM  BO34ENCTBUEM
Ha OpraHM3m M30bITOYHOTO KONMYECTBA KOPTUKOCTEPOU-
[I0B, B 3TVOJIOMMYECKON CTPYKTYpe KOTOPOro npeobnagatot
AKTT (aBpeHOKOPTMKOTPONMHbINA FOPMOH)-3aBuUcMble $op-
Mbl (6one3Hb MueHko-KywnHra (BUK) — 60-70%, AKTI-3k-
Tonnueckuin cuHgpom (AKTI-2C) — 5-10%), Torga Kak
nepBUYHOE MOPaAXKEHNE HAAMOUYEYHNKOB (CMHAPOM MueH-
ko-KywwHra, CUK) coctaBnaetr 20-30% [1]. B cTpykType
CHK BblgenatoT ogHOCTOPOHHee (afgeHOMa HaanoYeyHnKa
(75-90%) nnu agpeHOKOPTUKaNbHbIN pak (<5%)) n gBycTo-
pOHHee nopakeHune HagnoyeyHrKoB (10%) [2]. [1BycTOpPOH-
HIO0 FrNepna3unio HaANOYEYHMKOB B 3aBUCUMOCTM OT pas-
Mepa y3/10B MOAPa3AenaoT Ha MUKPO-1 MaKPOHOAYNAPHYIO,
K nocniegHeln OTHOCAT NEePBUYHYIO ABYCTOPOHHIO MaKpo-
HOOYNAPHYIO rMnepnnasuio HagnoyeyHukos (MAMIH) [3].
MNepsuryHbIN rMnepnapatupeos (MIMT) — sHAOKPMHHOE 3a-
6oneBaHue, obycnioBneHHoe GOPMUPOBAHMEM OYara Xpo-
HUYECKON TMNeprnpoayKUuMn napaTmpeougHoro ropMoHa
(MTT) (B 85% cnyyaeB — BCeacTBMe afeHOMbI OfHON OKO-
nowmrtoBugHom xenesbl (OLLXK), B 15% cnyyaeB — afeHo-
Mbl/runepnnasunn Heckonbkmx OLLXK, meHee 1% cnyuaeB —
KapunHombl OLLPK) [4]. K cnHapomMam, B paMKax KOTOpbIX
MOryT ogHOBpemeHHO BO3HMKaTb 1 I, n MITIT, oTHOCAT-
CA CMHAPOM MHOXECTBEHHbIX 3HAOKPMWHHbBIX Heonnasui
1 Tna (M3H-1) (kak AKTT-3aBucumble, Tak n AKTI-He3aBu-
cumble popmbl) [5] N CUHAPOM MHOXECTBEHHbIX SHAOKPUH-
HbIX Heonna3un 4 Tuna (M3H-4) (tonbko BUK) [6]. CuHgpom
M3H-1, npoasnawwmnca coyetaHHbiM pa3sutrem [T,
afileHoM runodusa 1 racTpo-3HTEPO-NaHKpPeaTUYeCKNX Hel-
PO3HAOKPUHHBIX onyxonewn (H20), BO3HMKaeT B pe3ynbTrate
repMmHanbHbIX MyTaLui B reHe-Cyrnpeccope omnyxoseBoro
pocta MENT. KnuHnuyecknin guarHo3 CMHAPOMa OCHOBbIBa-
€TCA Ha CoYeTaHMM MUHMMYM [IBYX M3 TpeX Bblllenepeymnc-
NEHHbIX OMyXOJie 1 AOJIXKEH ObITb NMOATBEPXKAEH pe3yb-
TaTamMy MOJIEKYNAPHO-TEHETNYECKOro ncciegosaHua [7, 8].
Cnyyan coyeTaHUsAs MUHUMYM ABYX M3H-1-accounmpoBaHn-
HbIX OMyXofier y OQHOro nauueHTta npu oTCyTCTBMM MYyTa-
uum B reHe MENT ob6o3HauvaloTca Kak deHokonuu MOH-1.
Y TaKkMx NauMeHTOB Yalle BCTPEYAETCA COYETaHUE afeHOM
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runodusa u MIMT, a cpegm ageHom runodusa npeobnaga-
0T comatoTponuHomsl [9]. Cunagpom MSH-4 sensaetca ¢e-
Hokonuen M3H-1, NOCKONbKY KIMHUYECKME MPOABJIEHUA
CYHAPOMOB BO MHOTFOM CXO>KU, HO €ro NPUUYNHON ABNAIOTCA
repMmrHanbHble MyTauun B reHe CDKN1B [6, 9]. Kpome Toro,
OMuncaHoO Heckosibko ciyvaes coveTtaHua MNAMIH v MNIMT
y NaumneHToB ¢ MmyTauuamm B reHe ARMC5 [10-12]. Opyrue
npuynHbl covyetaHna S n MNIMTy ogHOro nayneHTa B HacTo-
Alee BpemMs HeM3BECTHbI.

LIENTb UCCNEJOBAHUA

M3yueHne KNMHMYECKUX 1 reHeTuYecKmx ocobeHHocTel
naumneHToB ¢ codetaHuem I n MIMT.

MATEPUAJIbl U METOAbl

Mectom BpemMsA npoBeaeHNA nccnegqoBaHuna

Mecmo npogederus. THL, PO OIbY «HMWL, sHpokpu-
Honormn um. akagemuka W.W. Neposa» MwuH3gpasa Poc-
cnK, OTAeNeHne HeMPOSHOOKPUHOMOMMN 1N OCTeonaTui,
c 2022 r. — oTgeneHne HeNPOIHAOKPUHONOINN 1 OTaene-
Hue ocTeonoposa n octeonaTnin, MIHCTUTYT AeTCKOW 3HAO-
KpUHOMornm.

Bpems uccnedosarus. lMaumeHTbl ctapwe 18 net —
2010-2025 rr., petnn — 1992-2025rr.

Nsyuaembie nonynauum (ogHa nnm HeCKONbKo)

Monynayus: naumneHTbl C coueTaHMeM N1abopaTopHO Noa-
TBepxaeHHoro O v MITIT.

Kpumepuu eknoyeHusa: nabopaTopHO MNOATBEPXKAEH-
Hble guarHo3bl O u NIMT y nuy no6oro Bo3pacTta, oboero
nona.

Cnoco6 popmrpoBaHNA BbIGOPKM 13 M3yYaeMoi
nonynauum (U HeCKONbKNX BbIGOPOK 13 HECKONbKUX
nsy4yaembix NONyNALMIA)

CnnowHon.

AunsaiH nccnegoBaHunA

PeTpocnekTBHOE OQHOLIEHTPOBOE OJJHOMOMEHTHOE Ha-
6niojatenbHoe.
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MeTtopabl

M3 6a3bl JaHHbIX MALMEHTOB C reHeTMYecKn AOoKaszaH-
HbIM cuHapomom MB3H-1, coctoAwen Ha momeHT 2025 T.
13 90 yenosekK, 0TOOPAHO 7, Y KOTOPbIX MMENIOCb COYETaHue
BUK n MIMT. N3 6a3bl gaHHbIX NMaLMEHTOB C $peHOKOMUAMMN
M3H-1, coctosawen n3 76 nauMeHToB C COUETaHNEM a[IEHOMbI
runodwuza u MIMT, oTob6paHo 7, y KOTOPbIX MMENOCb CoYeTa-
Hue BUK n MIMT. 3 6a3bl aaHHbIX getei ¢ BUK, cocToAlen
13 131 naumeHTa, 0TO6PaHO 3, y KOTOPbIX MMENOCh COUYETaHKe
BUK v MITIT. Takke B nccneaoBaHue BKNOYEHbI 3 NaLUEHTKN
c CUK n MIMT, n 1 nayneHTKa ¢ coyetaHmem AKT-2C n MIMT.

Bcem naumeHTam paHee NpoBOANIOCH MONEKYNAPHO-Te-
HeTnyeckoe uccnegoBaHne, Ha OCHOBAHUM Yero oHK 6binn
OTHECEHbI K rpynnam reHeTnyecku fokasaHHoro MOH-1n de-
Hokonuin M3H-1, B cnepyiollem obbeme: CeKBEHNPOBaHME
no CaHrepy reHa MENT (n=10); BbICOKONPOU3BOANTENBHOE
napannenbHoe cekBeHnpoBaHue (NGS) naHenn reHoOB-KaH-
anpatos (lon Torrent PGM, Thermo Fisher Scientific — Life
Technologies, CLLUA), Bkniouaswen reHbl AIP, CASR, CDKN1A,
CDKN1B, CDKN1C, CDKN2A, CDKN2C, CDKN2D, DICER1, GNAS,
CDC73, MENT, POUTF1, PRKAR1A, PRKCA, PTTG2, SDHA, SDHB,
SDHC, SDHD (n=3); NOMHO3K30MHOE CeKBEHUpOBaHue
(NextSeq550, lllumina, CLLA) (n=8). MeTogonorus nccnemo-
BaHWI onucaHa Hamu paHee [4, 10]). OuarHo3bl O n MIMTT
yCTaHaBNMBaNNCb B COOTBETCTBUN C KINHUYECKUMU PEKO-
MeHpaumamm [13, 14]. OueHnBannucb BO3PACcT Ha MOMEHT
nmnarHosa obounx 3aboneBaHUl, JaHHble TOMUUYECKOWN Ana-
FHOCTUKW, pe3ynbTaTbl JlIeYeHUs, faHHbIe TMCTONIOMMYECKOro
1cceqoBaHmnA, Hanuume ocoXHeHU 06ounx 3aboneBaHni,
Hanunume apyrux onyxonen.

CraTucTnyecknin aHanus

MpenBapuTenbHbI pacyeT pasmepa BbIOOPKM He Mpo-
Bogunca. CtatncTmueckas obpaboTka JaHHbIX NMPoOBOAMIIACH
C MCNONb30BaHMEM MaKeTa MNpUKnagHbix nporpamm TIBCO®
Statistica™ Version 13.3. [Ina onvMcaHnA KONMYECTBEHHbIX NPW-
3HAKOB MCMOMb30BaNMCb MeanaHa, 1-n 1 3-in KBapTunu, ana
OMNMCaHNA KayeCTBEHHbIX NMPM3HakoB — ponu. [nAa cpaBHe-
HMA KONMYECTBEHHbIX MPU3HAKOB MCMOMNb30Banca KpUtepui
MaHHa-YnTH®, gna KayecTBeHHbIX — TOUHbIA ABYCTOPOHHUN
kputepuin Quwepa. Pa3nuuma nokasatenen cunTanucb CTaTu-
CTMYECKM 3HAUMMbIMW MPY YPOBHE 3HAUMMOCTU MeHbLue 0,05.

JTunyeckas sKcnepTusa

MpoTokon uccrenoBaHMA OfOOPEeH Ha 3acegaHuu Jo-
KanbHoro stnyeckoro komuteta MHL, PO OIBY «HMUL, 3H-
JoKpuHonorum mm. akagemuka W.W. Jeposa» MuH3gpaBa
Poccun ot 26.06.2024 r., npotokon N212.

PE3YJNIbTATDI

CouetaHune BUKu NMAT

XapaKktepucTmka naumeHToB ¢ coyetaHnem bUK w MIMT
(n=17) npencTaBneHa B Tabnuue 1. B rpynne BUK v OMMT
y 10 nauneHTOB 6bINX BbiBNEHbI MyTauun B reHe MENT (re-
HeTUYeCKM NOATBePXKAeHHbI MOH-1), y 7 — He BblfiIBNEHbI
(beHokonuu M3H-1). ¥ 14 naumeHToB ObINN MUKPOAAEHOMbI
rmno$usa, y ogHOro — MaKpoajeHoMa rnnodusa, y AByx
JaHHble O pa3Mepe afileHOMbl MCXOAHO oTcyTcTBOBanu. Cpe-
Oy nauneHToB ¢ MOH-1 — 6 XeHCKOoro nona, 4 — My»CKOro.
Y 6 (60%) pebtot BUK 6bin B fAeTckom Bo3pacTe (oo 18 ner).
CpepHuii BO3pacT Ha MOMeHT pamarHo3a BUK coctaBumn

Mpo6nembl s3HAOKpUHONOrNK 2026;72(4):28-39

doi: https://doi.org/10.14341/probl13741

OPUTMHAJIbHOE NCCNEAOBAHNE

15,5 roga [13; 33], Ha MomeHT AauarHo3a MIMT — 28 net
[18; 33]. Y 4 nauneHToB BMK 6bina onarHOCTMPOBaHA PaHblLe
MrOT, y 3 NIMT 661 AMAarHOCTMPOBAH OJHOBPEMEHHO NpU
ob6cneposaHuy no nosogy bUK, y 3 naunenTos NIMIT 6bin gu-
arHOCTNPOBaH paHblue BUK. Cpean nauneHToB ¢ peHoKonu-
AMn MIH-1 (n=7, BCe — »KEHLYWHbI) CPefHMIA BO3PACT Ha MO-
MeHT amarHo3sa bUK coctasun 50,5 ropa [43; 571, Ha MOMEHT
AvarHosa MIMT 56 net [54; 59]. Y Bcex NaUMeHTOK C peHOKO-
nuamu M3H-1 BUK 6bina nnbo nepBbiM NPOABIIEHNEM CHH-
ApomMa, a MIMT 661 AnarHoCTUPOBaH No3xe, n6o MITIT 6bin
BbIABJIEH CNlyyaliHo npw obcnegosaHum no nosogy bUK. Bos-
pact guarHosa BUK y nayueHtoB ¢ M3H-1 1 deHokonuamm
M3H-1 ctatucTnyeckmn 3Haummo otnnuanca (p=0,015), Takxke
KaK 1 Bo3pact guarHosa NIMTIT (p=0,0006). Y aByx 13 yeTbipex
nauueHToB ¢ M3H-1 (maumenTbl 1.3 1 1.4) anarHos 3 6bin
YCTaHOBJIEH TAOOPATOPHO, Ha OCHOBAHMMN HEOJHOKPATHO 3a-
DUKCMPOBAHHbBIX NMOBbLILWEHN KOPT30a B CJIIOHE BEYEPOM,
KOpPTM30/1a B KPOBU BeYEpPOM, KOPTU30/a B CYTOYHOWN MoYe
1 OTCYTCTBUA MOAABNIEHMA KOPTU30J1a Ha GOHE HOYHOIO Mo-
JaBnswlero Tecta ¢ 1 Mr gekcameTasoHa. pu 3Tom ABHbIX
KNMHUYecKmx npossneHui 3l y nauneHToB He 6bl1o, Ha OC-
HOBaHWW Yero OT MPOBEAEHNA TPaAHCHA3aNbHOWM TpaHccde-
HOMAANbHOM aAEHOMAKTOMUM  PELLVIN  BO3AepKaTbCsA.
Kpome TOro, y ogHoro nauueHTa (1.4) umenocb 3HauMmoe
MOBBILLIEHVE YPOBHA MHCYNMHONO#o6HOro ¢akTopa pocTa 1,
6e3 KNIMHUYECKNX MPOABNEHUN aKpoMeranuu. Y oiHON nawyu-
eHTKM (1.2) ncxogHo 6bina AMArHOCTUPOBAHA MPONAKTUHO-
Ma, a BUK maHndecTmpoBana ropasno nosxe (KNMHUYECKN
cnyvan nogpobHo onucaH paHee [15]). Y 8 (80%) naumeHTOB
¢ M3H-1 umenocb nopaxeHue 6onee opHou OLLXK, Torpa
Kak y Bcex naumeHTos ¢ ¢eHokonmamm MIH-1 nmennco co-
nutapHble obpazoBaHus OLLXK (p=0,0023). Takxe y 9 (90%)
naumeHToB ¢ MOH-1 Ha MOMEHT BKJT1lOUEHNS B UCCIIeJOBaHNE
UMENNCb AaHHble O HaNUYMM racTPOo-3HTEPO-NaHKpeaTnye-
cknx HI0, y 4 naumeHtoB — H30 nerkunx, Torga Kak y naum-
eHToB C peHokonuamn M3IH-1 He 6bIn0 HKM ofHOro ciyyvas
H30 (p=0,0004). ¥ ogHoW nauneHTKn ¢ peHokonnen MIH-1
(2.1) 6b111 BbIABNEH NANUNNAPHBINA PaK WUTOBVUAHOW Xene3bl,
y Hee ke BblIB/IEH BapuaHT C HeonpeaeneHHON KiHnYe-
CKOW 3HaummocTbto B reHe CDKNTA (tabn. 1). Y Bcex naumeH-
TOB MMESINCb OCJIOXHEHNA, MPU STOM ClefyeT OTMETUTb, YTO
0OCTEOMNOPO3 M MOYEKaMeHHas 60ne3Hb MOryT 6biTb OfHO-
BpeMeHHO ocnoxkHeHuamu 1 3, w MITIT.

CouetaHne CUKun MMAT

XapakTepucTuka Tpex MauuMeHToK ¢ codyeTaHnem CUK
n MIMT npeacTaeneHa B Tabnuvue 2. Y naumeHTky 3.1 NITIT 6bin
BbISIBJIEH NP ClyYaiiHOM 06cCiefoBaHMU, 1 Obii NepBbIM Ana-
FHOCTMPOBAHHbBIM MPOsABJIEHNEM CHAPOMa. ObbemHoe obpa-
30BaHMe HafNoYeyHMKa OblIO BbISIBIEHO TakxKe npu Ciyyai-
HOM 06CneloBaHNM, U MPU OLEHKE FOPMOHANbHOro CTaTyca
6b11 noaTBePXKAeH anarHo3 AKTI-He3aBucrmoro 3l Y Hee 6bin
BbIAIBJIEH BapMaAHT C HEONpeAeNeHHOMN KIMHUYECKOWN 3HAYNMO-
CTblo B reHe TP53 (tabn. 2). Y nauneHTtku 3.2 MNIMT 6bin BbisAB-
NeH cnyvanHo B xofe obcnefnosaHms no nosogy Il Y obeunx
MaUMEHTOK He OblfIo MOA03PUTENIHOTO B OTHOWEHUM MIH-1
CeMenHOro aHamHesa u He 6bino Apyrvx onyxonen. Y nauu-
eHTKM 3.3 ¢ covetanvem MAMMH v MIMT BbiIABNEHa MyTaLuA
B reHe ARMCS5, KnHUYeCKnin cnyyar onucaH Hamm paHee [10].
3a nepwviog HabnogeHNa nNocie NyonnKauum CTatbi NalueHT-
Ka 6bina npoonepriposaHa no nosogy MITIT B Bo3pacTe 44 net
(no ructonormn — ageHoma), c focTmxeHnem pemmccum MITIT.
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ORIGINAL STUDY

MauymneHTKa c couetaHmem AKT-Cu NMrAT

Y naumeHTKu B BO3pacTe 62 neT Obln AMarHoCTU-
poBaH 3l TAxenoro TeyeHWA (KOPTU30N B KPOBU Be-
yepom 1468 HMonb/n (64-327), KOPTU30MA CJIIOHDI
Beuepom 162,2 Hmonb/n (0,5-9,65), KOPTN30N B CYTOU-
HOM Moue 2365,5 HMonb/cyT (100-379), AKTI yTtpom
98,89 nr/mn (7,2-63,3), AKTI Beuepom 86,06 nr/mn
(2-25,5)). Mo MCKT opraHoB rpygHoOW KneTkun B KOpHe
NeBOTO NIETKOroO BbIABIEHO OKpYyrioe obpa3oBaHue pas-
Mepamy 31x29x35 MM, NMIOTHOCTbIO MO pa3am CKaHMpPO-
BaHuA 40-40-165-60 HU (HaTMBHaA-apTepuanbHanA-Be-
HO3HaA-OTCPOYEHHasA), C YETKNMUN POBHbIMM KOHTYpamu,
BblpaXkeHHO gedopmupyioLlee BepxHegoneBon u cybcer-
MeHTapHble OPOHXM BEPXHEN OV JIEBOTO flerkoro. Takxe
Ha MCKT napa33odareanbHo cnpasa BbisiBlieHO obpa3o-
BaHUWe oBanbHOW popmbl pazmepamu 21x16x23 mm, C yeT-
KVIMW POBHbIMW KOHTYpamu, NIOTHOCTbIO Mo ¢$a3am ckKa-
HupoBaHunAa 40-40-170-60 HU. lMapaTpaxeanbHO cnpasa
OTMeueHa CTPYKTypa 0BasibHOW GpOpPMbl C YETKUMM KOHTY-
pamu pasmepamu 7,5x3,5 MM, NIOTHOCTbIO MO $pa3am CKa-
HUPOBaHNA 26-65-225-45 HU. /3 ocnoXHeHnI BbiABMEHDI
caxapHbIl anabeT, apTepuranbHas runepTeH3ns, Moyeka-
MeHHasa 6orne3Hb M ocTeonopos. MNauneHTKe NpoBeaeHa
BEPXHAA NTOOIKTOMUA ClieBa C MeanacTUHaNbHON numdo-
anccekuymen, no rucronorunm — H30 cT2aNOMO. Mocne
onepauuun nabopatopHo AgocTurHyta pemuccus 3, oa-
HaKO COXPaHANCA YBENIMYEHHbIN NapaTpaxeanbHbI TUM-
¢doy3en cnpaBa, MaUMEHTKe Ha3Ha4yeHbl aHanorM Ccoma-
TOCTaTUHA gnuTenbHoro aencrema. OgHoBpemeHHo ¢ Il
anarHoctupoBaH MIMT (Kanbumin obwmn 3,23 mmonb/n
(2,15-2,55), napatropmoH 525 nr/mn (15-65)). Mocne ne-
yeHuAa 3T NaymeHTKe NPoBeAEHO yaaneHne obpa3oBaHuA
npaBow BepxHen OLLXK, npu ructonornyeckom nccnego-
BaHUM — OHKouuTapHaAa ageHoma OLLXK. MNMocne onepa-
umn gocturHyta pemuccua MNIMT. MauneHTKe nposBegeHo
NOMHO3K30MHOE CEeKBEHUPOBaHMe, MO pe3ynbratam Ko-
TOPOro NAaTOreHHbIX BAPMAHTOB He OGHAPYXKEHO.

OBCYXXAEHUE

CouetaHue ST n MNIMIT BcTpeyaeTca 4OCTAaTOUHO peaKo.
MepBble NpPeanonoXeHNa 0O BO3MOXHOM COYETaHUMN ITUX
[BYX COCTOSIHW ObLIV BbIABUHYTbI B Hauaje — MepBoW
nonosuHe XX Beka (onuMcaHo okono 8 cnyyaes) [UnTnpy-
eTca no 16], oAHako Nnoagpo6Hoe KNNHNKO-NabopaTopHoe
onvcaHune AByx nauneHToB 6b1o caenaHo Raker n coasrT.
B 1962 r. [16]. OHM onucanu aByX »eHWWH 43 1 23 ner, co-
OTBETCTBEHHO € coueTaHmem CUK BcneacTeme oByCTOPOH-
Hen HOAYNAPHOW runepnnasmm HagnoveyHunkos w MITIT
Bcneacteue 5-cm ageHombl OLLPK, pacnonokeHHowm no-
3aam gyru aopThl, U covyetaHmem CUK Bcnencreme runep-
nnasum nesoro HagnodyeyHuka v MIMT BcnegcTteue ape-
Hombl ieBo OLLK 6onbuworo pasmepa [16]. B goctynHom
nuTepaType Ha aHINACKOM A3bIKe OMMCaHbl eAUHNYHbIE
cnyyanm covetaHma CUK m MIMT [17-19]. CouetaHue BUK
n MIMT nctopuyeckmn 66110 ONUCAHO B PamMKax CUHAPOMA
M>3H-1 [20, 21].

B nccnegosaHum Simonds 1 coaBT. 6bI1M NpoaHanu-
3UPOBaHbI XapakTepnctmkn 19 naymeHTos ¢ MOH-1 n 3r
(8 MyXuurH, 11 XKeHWWMH); naymeHTbl ObIIM HabpaHbl pe-
TPOCMEKTUBHO 3a 0KOJ0 40-NeTHUN nepuog 1 otobpaHbl
cpegn 120 naymeHToB ¢ MOH-1 [22]. I3 HMX 3Tuonorua
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3aboneBaHuA 6bina yctaHoBneHay 14 — 11 UK n 3 CUK.
CpepHuin BO3pacT Ha MOMEHT YCTaHOBKM AuarHosa Ol
cocTaBun 36+15,9 roga. Cpeaun naumeHToB ¢ bUK 6bIn10
Tpy pebeHka c BO3pacToM Ha MOMeHT gebioTta 3abone-
BaHuA 10, 14 n 15 net. ¥ 3 n3 11 naymentoB c bUK (27%)
Npu XMPYpPruyeckom BMelLaTeNbCTBE OblnM 06Hapyxe-
Hbl JOMOJIHUTENIbHO FTOPMOHaNbHO-HEAKTUBHbIE MUKPO-
afleHombl rmnodmrsa, uto BCTpevaetca B 10 pa3 pexe
npn cnopagunyeckon BUK. Y 2 n3 3 nmauymentoB ¢ CUK
6bin afpeHOKOPTMKanbHbIN pak [22]. Mo3gHee Simonds
B CBOEM 0630pe CYyMMMPOBa OCHOBHbIE XapaKTepUCTu-
kn 3l B pamkax M>DH-1 [5]. MpumeyaTtenbHo, uto BUK
B pamkax M3H-1 moxeT 6blTb MepBbiM MPOSABIEHNEM
CYHAPOMA Yy feTell 1 NOAPOCTKOB: B 0630pe npeacTas-
neHbl XxapakTepucTukn 10 Taknx NaunueHToB, ONUCAHHbIX
B nuTepatype [5]. B poccuiickoin paboTe AHap 3.A. cpeau
35 peteit n nogpoctkoB ¢ BUK y 4 (11%) 6biny BbifBAEHDI
MyTauum B reHe MENT [23]. Y 40% nauuneHToB ¢ MOH-1
MMelTCA 06pa3oBaHUA HAAMOYEUYHNKOB, HO GONbLINH-
CTBO M3 HUX ABAAIOTCA FOPMOHaNIbHO-HEAKTUBHbIMU [7].
B pa6ote Wang u coaBT. 6b1510 NOKa3aHo, 4To cpeaun na-
umeHToB ¢ MOH-1, nmeBLWMX 06pPa30BaHNA HAANOYEYHU-
KOB, y 25% 6bin 3 [24]. AKTI-3C y nauueHToB ¢ M3H-1
BCTPeYaeTCca KpalHe pefko U onucaH B 3apybexHon
nnTepaType TONbKO BC/IeACTBME KapUUMHOUAOB TUMYCa,
UmelWwnx B 6ONbLWIMHCTBE C/lyYaeB arpeccuBHoe Teye-
HUue, a K GaKTopam prcKa OTHOCAT MY>KCKOW MON 1 Kype-
Hue [25-28]. B poccminckon nutepatype onmncaH cnyyan
KnmHnyeckoro M3H-1 (6e3 reHeTnueckoli Bepuduka-
uum) ¢ AKTI-3C BcneacTteue AKTI-npoayuunpyowen de-
oxpomoumnTomsbl [29].

CuHppom M3H-4 yacto 0603HaualoT Kak GpeHoKonumio
cnHppoma M3H-1, NoCKoNbKy KNMHMYeCKasa KapTrHa 060-
nx cmHpgpomoB cxoxa [30], ogHako MDOH-4 BcTpeuaeTca
ropasgo pexe M3H-1 [6]. Cpenn onucaHHbIX B nuTepaTy-
pe 48 nauneHToB ¢ M3H-4 c myTtaumamu B reHe CDKN1B
y 7 6bina guarHoctnpoaHa bUK, npu stom y aByx BUK co-
yetanacb ¢ MNIMT (Bo3pacT 37 n 46 neT MOMEHT fMarHosa
BUK 1 36 n 47 net Ha momeHT gmarHo3sa [ITIT cooTBeT-
CTBEHHO), a OCTasibHble 5 nayneHToB 6b1K getu ¢ BUK [6].
Takum obpaszom, MOH-4 moxeT 6GbITb eLle OAHOW NpUYM-
Hon BUK B geTckom Bo3pacTe [31].

B Hawem wnccnepoBaHnn pacnpegenenvne AKTI-3aBu-
CYMbIX 1 He3aBucKMbIX Gopm I B LLeIOM COOTBETCTBOBA-
N0 NonynAuMoHHbIM. Bo3pacT gebiota BUK 6b1n1 HMXe y na-
uneHToB ¢ M3H-1 no cpaBHeHuo ¢ peHokonusamu MIH-1.
YuuntbiBaa gaHHble AHap D.A., MOXHO caenaTb BblBOA, YTO
nebiot BVK B geTckom 1 noapocTKOBOM Bo3pacTe Tpebyet
NcKNYeHua cuHgpoma M3H-1, a yuntbiBad gaHHble nu-
Tepatypbl — 1 M3H-4. lpnmeyaTenbHO, YTO B Halleln Bbl-
6opke y ABYx nauueHToB ¢ M3H-1 3l He npoaBnAan ceba
KAVUHWYECKN, @ B OAHOM CJlyyae nmena MecTo TpaHcdhop-
Mauma NponakTMHOMblI B KOPTUKOTPOMMHOMY. B Hawem
NCCNIefOBaHUM He OblIO BbIBJIEHO HU OAHOrO NauMeHTa
c myTauuen B reHe CDKN1B, uto noguepKnBaeT pegKkoctb
M>3H-4. TakXe Mbl He BbIABWIN HW OAHOrO MauneHTa
c M3H-1 n CUK. Y egnHcTBeHHON naumeHTkn ¢ AKTI-3C
n MNIMT Take He 6b110 BbifABNEHO MyTauun B MEN1, ogHa-
KO, Kak OTMeueHo Bbille, B nutepaTtype AKTI-IC B pamKax
M3H-1 BcTpeuanca TonbKo BCeACTBME KapLUUHOWAOB TU-
Myca 1, BO3MOXHO, peoxpomouuTomsl. [prmeyatenbHo,
UyTO y eAUHCTBEHHOWN MauueHTkn ¢ peHokonmeinn MIH-1
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1 BAPMAHTOM C HeonpeaeneHHON KINHUYECKOW 3HaYUMO-
cTbto B reHe CDKNTA Take 6bln BbisiBIEH NanuIiApPHbIN
paK WWTOBUAHOM »enesbl, OAHAKO ABNAETCA NN 3TOT Ba-
pPVaHT NPUYNHON Pa3BUTUA BCEX TPEX ONYXONen, HEACHO.
MyTtaunn B reHe TP53 npnBOAAT K pPasBUTUIO CUHAPOMA
JIn-OpaymeHu, xapaKTepusylWUMca pasBUTUEM afpe-
HOKOPTMKANbHOTO paka, paka MONOYHOM Xenesbl, KOso-
peKTanbHOro paka, CapkoM u gp., B TOM YMc/ie B MOJIOAOM
Bo3pacTe [32], ogHaKo y nauueHTku 3.1, y KoTopoi 6bin
BbIIBJIEH BapMaHT C HeonpeaeneHHON KNMHNYECKON 3Ha-
UMMOCTbIO B reHe TP53, oTCyTCTBYIOT Apyrvne onyxonu, xa-
paKTepHble AnA 3TOro CMHApPOMa.

B 2019 r. Hamn 6biNa oNMcaHa NaUWeHTKa C coyeTa-
HVYeM NepBUYHOMN ABYCTOPOHHEN MAaKPOHOAYNAPHON ru-
nepnnasum HagnoyeyHunkos u MNIMT, n myTaumen B reHe
ARMC5 [10]. B cTatbe Gagliardi n coaBT. y ogHoro nauu-
eHTa ¢ NAMIH (cemeliHaa dopma) n MyTauuen B reHe
ARMCS5 6bin BbisiBneH [IMIT, ofHaKO cOMaTUYECKUX MY-
Tauun B reHe ARMC5 B TKaHu ageHombl OLLXK BbiABNEHO
He 6bio [33]. B nuTepaType onucaH elle oAMH Ciyyan
couetaHua NMOMIH Bcnegcteme mytaunm B8 ARMC5 n atu-
MMYHO PacCrOJIOXKEHHOW OKONO AYrn aopTbl afleHOMbI
OLWWMX, ogHako xupypruyeckoe neyeHue MIMT He npoBo-
aunnoch [34]. Hawmmu Konneramu Takxe onmcaH cnyyvam
couetaHua NAMIH v MNIMT ¢ MHOXeCTBEHHbIM NMoparke-
Huem OWX n peumgnsom MIMIT nocne xupypruyeckoro
NleyeHmnna, OfHaKo Mpu MOJSIHOIK3OMHOM CEKBEHUPOBa-
HMWN NaTOreHHbIX BapunaHTOB He BbiaBneHo [35]. C yue-
TOM, YTO Yy NMauueHToB ¢ myTauuamu B ARMC5 onncaHo
TaK)Ke pa3BUTUE MEHUHTMOM U akpomeranuu [33], He uc-
K/TIOYEHO, YTO 3TM MyTauuu nNpegpacnosaraloT K pa3su-
TMIO MHOXKECTBEHHbIX onyxonewn. [pusBogAaT nu myTaumu
B ARMC5 Kk passutuio MMIMT, B HacToAWwee BpemMA Hens-
BECTHO.

OgHom 13 npepgnonaraemMbix NPUUYNH PasBUTUA MHO-
eCTBEHHbIX onyxoneli 6e3 BbIABMIEHHbIX MyTauuil Mo-
XeT OblTb MOJaBfieHVE 3KCNPeccun WKW HapyleHue
perynaymm sKcnpeccumn reHoB, aCCOLMNPOBAHHbIX C CUH-
apomom M3H-1, B 4aCTHOCTMN Ha YPOBHE NOCTTPaHCNA-
LUMOHHOW perynaumm BCieacTBMe M3MEHEHUA dKCnpec-
cun mukpoPHK [36, 37]. Tak, npu cpaBHeHun npoduns
MUKPOPHK nepudepuyeckon KpoBu nauneHToB C reHe-
TUUEeCKM noaTeepkgeHHbIM M3OH-1 n ero ¢peHokonuamu
6bIJIO BbIABNIEHO YeTKOEe pa3feneHune 3Tnx 3aboneBaHuin
no cnektpy MukpoPHK, nccnegosaHHbix metogom NGS,
KoTOopoe 6b110 BeprndUUMPOBAHO U MEHEE YYBCTBUTESb-
Hol MMLP B peanbHOM BpemeHU, Npu 3TOM 6blN BbIAB-
neHbl pasnnuma no MukpoPHK, yyacTBylowmx B peryns-
umn skcnpeccun CDKN1B [38]. B gpyrux uccnepnoBaHuax
6b111 BbisiBNEeHbl MUKPOPHK, Bnusawwme Ha akcnpeccuio
MENT [39, 40].

C 1980-x rr. M3yyanacb BO3MOXHasA B3aUMOCBA3b MeX-
ay AKTT/koptumsonom u MTI/dochopHo-Kanbumesbim 06-
MeHoM. Tak, B pabote Kohri n coaet. Beogunu 1 mr AKTI
6 naumenTam c MIMT, 6 nauneHTaM ¢ MoyeKaMeHHoI 60-
ne3Hblo 1 5 300pOBbIM KOHTpPONAM. Yepes 2 yaca nocne
WHBEKLUMYM YPOBEHb KaNbLUMA B KPOBU CTaTUCTUYECKM 3Ha-
ynumo cTan Bbiwe y naumnenTos c MNIMT, HO He B ABYX ApYrux
rpynnax. YposeHb Tl nocne nHbekuymn BbIPOC BO BCEX
Tpex rpynnax. Mpu gobasneHnn AKTT K KynbType KNneTok
13 ageHombl OLLXK KoHUeHTpauma Kanbuna B 3TON KYbTy-
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pe Bo3pacTtana. ABTopbl npegnonoxunu, uto AKTI moxeTt
BNMATb Ha Knetku OLLPK [41]. Abou-Samra 1 coaBT. NokKa-
3anu, yto NTI mMoxeT cTMynupoBaTb BbipaboTky AKTI
Ha KNeTOYHOW JIMHUN KOPTUKOTPOGOB MOPCKON CBUHKM
AtT [42]. Nakayama 1 coaBT. NpOoAeMOHCTPMPOBAM, YTO
napaTropMoH-NoAo6HbIN NenTug CTUMYMpPYeT BbipaboT-
Ky AKTT runo¢pusom kyp [43].

WN3BecTHO, uTO Cpeamn peHokonuint MIH-1 npeobnaga-
0T coyeTaHusa comatoTponuHom u MNIMT [8, 9]. B paboTe
Nachtigal u coaBT. 661710 NPOAEMOHCTPUPOBAHO, UTO Cpe-
AW NaUMeHTOB C akpoMeranuen KInHNYeCcKoe coyeTaHme
comatoTponuHombl 1 MIMT 6e3 myTauum B reHe MENT
BCTpeyaeTca B 6,1% cnyyaes (22 n3 362), n y 3tmx na-
LUMEHTOB MOBbLIWEH PUCK APYrMX HOBOOOPa3oBaHUNM
MO CpPaBHEHUIO C M30MMPOBAHHOWN akpomeranuen [44].
ABTOpbl NpegnonaratoT, YTO COYeTaHMe aKpoMeranmu
n MIMT asnAaeTca oTaenbHbIM COCTOAHMEM, KOTOpOe
HeNb3s 00BACHUTb N36bITOYHBIM BO3AECTBMEM FOPMO-
Ha pocTa Ha OLLXK, n npnynHbl pa3BUTMA KOTOPOro Tpe-
6yloT fanbHeliwero nusydyerus [44]. ABnaeTtca nu covyera-
Hue 3T n MIMT oTaenbHOW HO30/I0MMYECKOWN eAVNHNLEN
n ob6a 3aboneBaHUs pPa3BUBAKOTCA BCNeACTBME 0OOWMX
MEXaHN3MOB, WM 3TO COYeTaHne ABNAETCA CnyYvalHbIM,
a TaKXe B KaKoW NocnieoBaTe/IbHOCTY NMOABSAITCS 06a
3aboneBaHuA, Takxe TpebyeT n3yyeHus. Mpumeyatesnb-
HO, uTO B 6onblMHCTBe cnyvaeB O Ob1 grarHocTupo-
BaH paHee MITIT. Bo3mMoOXKHO, 3TO cBA3aHO C TeM, uTo Il
APKO NposBnAeT ceba KINHMYECKU, @ OCTEONOPO3 U MO-
yeKaMeHHasA 60Jie3Hb MOTyT ObITb KIIMHUYECKMU NPO-
apneHnaMmn Kak dI, Tak u IMIMT, n Tonbko onpeaeneHve
YPOBHA KanbumA y nauneHToB ¢ 3 no3BonfaeT AuarHo-
ctuposartb MIMIT.

3AKNIOYEHUE

CouetaHue 3T n MIMT y ogHOro naymeHTa MOXeT 06b-
ACHATbCA MyTauuamun B reHax MENT (BUK n CUK) n CDKN1B
(Tonbko BUK, no paHHbIM nuTEpaTypbl). MoryT nn mytaumnn
B reHe ARMC5 y nauneHToB ¢ [NAMIH npuBogutb K passu-
o MNIMT, TpebyeT nsyyeHua. Bcem naumentam c 3T pe-
KOMeHAyeTca XOTs O6bl OAHOKPATHO OMNpefensaTb YPOBEHb
Kanbuma B KpoBU C uenbto He nponyctutb MIMT. Asnaert-
cA nn 6onbWNHCTBO ciyyaeB codeTaHua BUK n MIMT, CUK
(ogHocTOpOHHEe nopaxeHwue) n MIMT, n AKTI-3C v MNIMT
CNyYalHbIM, UM e B UX OCHOBE JieXKaT o6Lyue MexaHu3-
Mbl, MOYeMy 3TO COYEeTaHMe yalle 3aTparvBaeT XEHLUWH,
1 nouyemy vawye MaHmoecTupyet ¢ I, Takxe TpebyeT fanb-
Henwero n3yyeHus.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHusa. VccnefoBaHue BbIMOJIHEHO 3a cyeT
cpepcTs rpaHTa PHO 24-15-00283

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

Yyactue aBTOpOB. Bce aBTOpPbI 0A06pUNN GUHANBbHYIO BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasun cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.
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ACcoumnAlua BUTUNNTO CSHAOKPUHHBIMU AYTOUMMMYHHbIMU

3ABOJIEBAHUAMW: OB30P JIUTEPATYPbI

© M.P. Parnmos™, A.A. l036ekoBa?, A.B. Monoukos', 1.B. MucHnkoBa'?

'MOCKOBCKMIN 0611aCTHON Hay4YHO-UCCNEA0BATENbCKUN KNMHUYECKUAMHCTUTYT M. M.O. Bnagnmunpckoro, Mocksa, Poccus
’LleHTpanbHas rocyfapcTBeHHaa MeanUmMHcKana akagemus, Mockea, Poccusa

3QefepanbHoe rocyaapcTBeHHOe aBTOHOMHOe 06pa3oBaTefibHoe yupexkaeHue Bbicliero obpasosaHus Mepsbii
MOCKOBCKMI rocyapCTBEHHbIN MeAULMHCKII YHuBepcuTeT uM. .M. CeueHoBa MuH3gpasa P®, MockBa, Poccus

Butunuro — pepmatonornyeckoe 3aboneBaHue, NPoABAOLLEeCA 04YaroBbiM NCYE3HOBEHNEM MUTMEHTA MeSTaHNHA Ha KOX-
HbIX MOKPOBAX U CN3NCTbIX 06010YKax YenoBeka. HecmoTps Ha pasHoob6pasme NpeanoXKeHHbIX r’MNoTe3 pa3BUTUA JaHHON
naTofioruu, LeHTpanbHasa posib NPUHAANEXUT UMEHHO ayTOMMMYHHOMY MeXaHM3My Nopa)KeHnsa MenaHoLNTOB.

AHanu3 pe3synbTaToB MHOFOUMCIEHHbIX MEXAYHapPOAHbIX NCCieoBaHNI MOATBEPXAAET BblpaXXeHHYI0 TEHAEHLUMIO K yBenu-
YeHVo PacnpOCTPaHEHHOCTW SHAOKPUHHbIX ayTOMMMYHHbIX 3abonesaHunin (AV3) cpean 60nbHbIX BUTUNIO MO CPAaBHEHMIO
c o6uwen nonynaumen. K Takum 3aboneBaHNAM OTHOCATCA, NPEXAe BCero, ayToMMMYyHHbI Tupeouaut (AUT), 6onesHb Mpein-
BCa, CaxapHbIin gnabeT 1 Tnna (CA1) n nepBnYHaA HagnoyeyHKoBasa HegocTaTouHocTb (MHH).

Accoumauma mHorux n3 atux AU3 c onpepgenernHbiMy rannoTunamm HLA KoppenupyeT € Tem, YTO OHW BXOAAT B COCTaB He-
CKOJIbKMX TUMOB ayTOUMMYHHOTO nonurnaHaynapHoro cuHapoma (AMNC). Butunuro, B cBoto ouepefpb, Hanbonee Yacto onpe-
[enaeTca B KayecTse 0fHOro 13 komrnoHeHToB npu AMNC 2, 3 1 4 TMNos.

Hactoawmin o630p HanpaBfieH Ha cucTeMaT3aLuio MMEIOLLENCA HayYHOWM NUTEPaTypbl OTHOCUTENIbHO YacTOTbl BCTPeYaemo-
CTV 1 0CcO6EHHOCTEN acCoLMMPOBAHHbIX @y TOMMMYHHbIX SHAOKPWHHbIX HApPYLIEHWU Y L, CTPaAAIoLWNX BUTUSINTO.

KJTIOYEBbIE CJIOBA: sumusiu2o; aymoumMmyHHbIU caxapHbili Ouabem, SHOOKpUHHbIe 3a60/1e8aHUs; MesIaHOYUMbl.

ASSOCIATION OF VITILIGO WITH ENDOCRINE AUTOIMMUNE DISEASES: LITERATURE REVIEW

© Magomedkerim R. Ragimov'*, Aida A. Yuzbekova? Anton V. MolochkoV', Inna V. Misnikova'?

'Moscow Regional Research and Clinical Institute, Moscow, Russia

’Central State Medical Academy, Moscow, Russia

3Federal State Autonomous Educational Institution of Higher Education I.M. Sechenov First Moscow State Medical
University of the Ministry of Health of the Russian Federation

Vitiligo is a dermatological disease characterized by focal disappearance of the melanin pigment on the skin and mucous
membranes of a person. Despite the variety of proposed hypotheses for the development of this pathology, the central role
belongs to the autoimmune mechanism of melanocyte damage.

Analysis of the results of numerous international studies confirms a pronounced tendency towards an increase in the prev-
alence of endocrine autoimmune diseases among patients with vitiligo compared to the general population. Such diseases
include, first of all, autoimmune thyroiditis, Graves’ disease, type | diabetes mellitus and autoimmune adrenal insufficiency.
Some studies confirm a high frequency of vitiligo combination with multiendocrine autoimmune syndromes.

This review is aimed at systematizing the available scientific literature on the frequency of occurrence and characteristics of
associated autoimmune endocrine disorders in individuals suffering from vitiligo.

KEYWORDS: vitiligo; autoimmune diabetes mellitus; endocrine diseases; melanocytes.

BBEAEHUE C ayTOMMMYHHbIMX 3aboneBaHVAMY SHOOKPUHHOW CuCTe-
Mbl, YaCTOTa KOTOPbIX MOXKeT gocTuratb 20-23% [5]. [laHHble

Butunuro — 3710 XPOHNYeCKoe ayTOMMMYHHOE 3ab6o- NoCnegHNX [EeCATUIETUN NOKa3blBalOT, YTO NMAUUEHTbI C BU-

neBaHVe, xapakTepusyoleeca notepert MNUrMeHTHbIX Me-
naHouuTtoB B 3nugepmunce [1]. 3aboneBaHne BCTpevaeT-
cAa npumepHo y 0,5-2% B3pocCnbIX U geTenn BO BCeEM Mupe
1 NPOABNAETCA B BUAE aMeNlaHOTUYECKMX, MOJTIOYHO-0eNbIX,
YETKO OYEpPUEHHbIX NMATEH VAN 0YaroB, OKPYXEHHbIX HOP-
ManbHOW Koxen [2, 3]. lennrmeHTauma, xapaktepHaa ana
BUTUSINTO, Bbl3BaHa NPOrpeccupyoWwm paspyLieHnem me-
naHouunToB [4]. OgHMM 13 KNoYeBbIX BOMPOCOB, NpMBeKa-
oLWrX 0coboe BHUMaHKe, ABAAETCA accouraumsa BUTUIUIO

TUANTO NOABEPKEHbI MOBbILLIEHHOMY PUCKY Pa3BUTKA TaKMX
CepPbe3HbIX COCTOSHUI, KaK 3a001eBaHNSA LWMTOBUOHOW »e-
ne3bl (B TOM umcsie ayTOUMMYHHbBIA TUPEOMANT 1 6onesHb
penBca), caxapHbln gruabeT (CL) 1 ayToumMMyHHasa Hagno-
YeyHMKOBaA HeJOCTAaTOYHOCTb [6].

AKTyanbHOCTb UCCNe[oBaHNA onpefenaeTca pacTyLwmm
UMCNOM CTyYyaeB CBA3W BUTUJIATO C ayTOMMMYHHbIMU 3a00-
NEBAHNAMU SHOOKPUHHOW CUCTEMBI, YTO MPUZAET 0COOYIo
OCTPOTYy MpobGfiemMe AMArHOCTMKM U BEAEHUs MaLUeHTOB
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C NaHHOW naTtonoruein. Butunuro camo no cebe ABnsAeTcA
CEepPbEe3HbIM ICTETUYECKUM AePpeKTOM, MPUBOAALLMM K CHU-
»KEeHMIo KauecTBa *u3Hu 6onbHoro [7, 8], a accoumaums c ce-
Pbe3HbIMUN SHAOKPUHHbBIMU 3a00N1€BaHNAMM CO3AET AOMNOJI-
HUTENbHbIE CTOXXHOCTW AN1A NPAKTUKYIOLWNX BPaven pasHbIX
cneumnanbHoOCTEN.

MNpuHUMaa BO BHMMaHMe OTCYTCTBUE YETKOrO MOHMMa-
HUA MONEKYNAPHO-OUOXVMUYECKX MEXAHV3MOB, JieXaLlnx
B OCHOBE COBMECTHOrO PasBUTWA BUTWIUTO U ayTOUMMYH-
HbIX SHAOKPWUHHbIX 3aboNeBaHWii, CTAaHOBWTCA OYeBUAHA
Heob6XOAMMOCTb NYOOKOro aHanumsa CyljecTsylowen nu-
TepaTypbl. [loHMMaHWe npupodbl YKa3aHHOM accouunaumn
KpaiHe BaXKHO Ansi pa3paboTKU paunoHanbHbIX NOAXO40B
K OUArHOCTUKe, NPOodUaKTUKE 1 NIeYEeHNIo, NO3BONAIOLLMX
NOBbICUTb YPOBEHb MeNKO-COLMANbHON ajanTtauumn nauu-
€HTOB.

[aHHas 0630pHaA CTaTbA NpX3BaHa NPUBEYb BHMMA-
HMe LUMPOKOW MeVLVHCKON OOLeCTBEHHOCTM K aKTyarb-
HbIM BOMPOCaM COBPEMEHHON HayKuM U MPaAKTUKK, CTUMY-
nvpyAa JanbHenlve WCCNefoBaHWA M BHEAPEHME HOBbIX
CTaHAAPTOB AVNATHOCTUKM U NIeYEHNS.

B xopme aHanu3a 6binv mMcnonb3oBaHbl NybnuMkKauum
U3 CreLmanmn3rMpoBaHHbIX HayuHbIX 6a3, BKiouyaa PubMed/
MEDLINE, Cochranelibrary, Embase, IndexMedicus n poc-
CUNnckne nNpoduibHbIe >KypHasbl MO COOTBETCTBYIOLEN Te-
MaTuKe, a TakXKe aKTyanbHble KnnHnueckne pekomeHgauum
MwuHncTepcTBa 3gpaBooxpaHeHna Poccuinckon Oegepaunn
Mo ANArHOCTUKE U JIEYEHUIO BUTWUJIATO.

AYTOUMMYHHbIA NOSUTNAHAYAAPHbBIA CAHAPOM

Butnnnro BxoguT B ayTOUMMYHHbIN NOAUMIAHAYNAPHbIN
cnHgpom 2 trna (AMNC-2), 3 Tuna (AMC-3) n 4 Tuna (AMC-4),
KOTOpPbIE BK/OUAIOT B CEO6S1 MHOXKECTBO MHbIX SHAOKPUHHbIX
N HESHIOKPUHHBIX 3aboneaHunia [9, 10].

CoBpemeHHoe noHumaHue ANC, B yactHoctn AllC-2,
NOATBEPXKAAET, YTO BUTUIUIO ABNAETCA OOHUM U3 Xa-
PaKTEPHbIX M 4YacTO BCTPEYALWMXCA aCCOLMNPOBAHHDIX
NPOABAEHNN HapARY C FHe3gHOMW anoneuuven, uenvakmemn
1 NepHMUUMO3HON aHemunel [11, 12]. bonee Toro, 06LWHOCTb
ayTOUMMMYHHbBIX 3a060/1eBaHNIA, BXOAALWKX B Komnnekc AlC,
OTpakaeTcA 1 B CBA3M C OAHUMMW FranioTMnamm rpynnbl aH-
TUreHoB ructocoemectumoctn (HLA). Hanpumep, MHorve
3aboneBaHus, BCTpevalowmecs B pamkax AlMC-2, accouu-
nposaHbl ¢ HLA B8, DR3, DR4, DR5. Tak, Butunuro, CIi1,
MHH n AT, B cBOIO OYepenb, accounmpoBaHbl ¢ HLA DR4
(DRB1*04) [13].

Butnnuro B ctpyktype AMNC-2 BCTpeuaeTca Kak OgHO
M3 YacTblX KOXKHbIX MPOABMEHWN, UTO MOATBEPXKAaeTcA
OaHHbIMU UCCNefoBaHW: B KOrOpTe NaLMeHTOB C BUTUAN-
ro yactota accouunauum c AMNC-2 pocturaet 28% Ansa Hag-
NOYEYHNKOBOW HefoCTaTOYHOCTU N 69% ANA ayTOUMMYH-
HbIX Tpeonatui [14]. leHeTMUYeCKaa B3aMMOCBA3b MeXay
3TUMM 3a60neBaHUAMU 06yCnoBNeHa OO MMM ranjoTuna-
My HLA Il knacca, npenmyectseHHo HLA-DR3, DR4 n DR5,
KOTOpble acCcoLMMPOBaHbl C NOTEePern MMMYHOJIOTMYeCcKomn
TONEPAHTHOCTN K aHTUreHaM SHAOKPWUHHbIX TKaHen [14].
B yacTHocTh, npu AMNC-2 Hanbonee 3HAYMMbIMU SIBNAOTCA
rannotunbl HLA-B8 n HLA-DR3, BbiaBnsaembie y 60-70% na-
umeHToB [14]. OTn e annenn oTBETCTBEHHbI 3a Npeapacno-
NOXXEHHOCTb K U30/IMPOBAHHOMY BUTWJIUIO, YTO OOBbACHAET
BbICOKYIO YacTOTy Koarperauuu 3abonesaHuii. CoBpeMeH-
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Hble UCCnefoBaHNA NOAUYEPKNBAIOT, YTO MOJSIUFEHHbIA PUCK
BUTWINTO, CBA3aHHbIN C NoKycamu HLA, coBnagaet ¢ Tako-
BbIM NMpu Aapyrux KomnoHeHtax AlC-2 (Hanpumep, CAO1),
dbopmMmpya OOy ayTOMMMYHHYIO «KOHCTUTyuUMio» [14].
[aHHble reHeTuYecKMe accoumaumm COrnacylTca C Co-
BpeMeHHon KoHuenuuen AMC-2 Kak nonvreHHoro 3abo-
NeBaHUs, MPU KOTOPOM KOMOMHauuA BapuaHTOB TFEHOB,
KOAMPYIOLMX KIOUYEBbIE PerynsaTopHble 6enku MMMYHHOWN
cuctembl (Takme Kak HLA, CTLA-4, PTPN22), npnBogunT K no-
Tepe MMMYHONOIMYECKON TONePaHTHOCTU 1 OQHOBPEMEH-
HOMY MOPAXEHUID HECKOJIbKMX OPraHOB, BK/OYAsA KOXY
B Buge sutunuro [11].

3ABOJIEBAHUA WUTOBUAHOW XEJE3bI

Hanbonee ApKo BblpaKEHHOW 1 [JOKa3aHHOW accouu-
auver BUTWAUIO SBAAIOTCA ayTOMMMYHHble 3abonieBaHUs
WMTOBNAHON Xene3bl. [TpoBeaeHHbI MaclTabHbI MeTaa-
Hanu3, oxBaTueWUN 78 nccnegoBaHMn, NPOAEMOHCTPUPO-
Ban crefyoline 3aKOHOMepPHOCTU. launeHTbl ¢ BUTUANTO
umenu 6oriee BbICOKME LUAHCHI Pa3BUTUS ayTOUMMYHHOIO
Tnpeonguta (OR=10,39, 95% [MN=2,43-44,40), runotnpeo-
3a (OR=5,54, 95% W=3,36-9,13), runeptmpeo3a (OR=4,68,
95% [OWN=1,75-12,50), OGonesun T[penBca (OR=293,
95% [OWN=2,62-3,28), Tupeomanta XawwmmoTto (OR=2,12,
95% [OWN=1,92-2,34). Takxke ObiNO OOHAPYXEHO He3Hauu-
TeNbHOE, HO YCTOMUMBOE YBENMUYEHME PUCKA PaKa LWNTOBMA-
Hom xene3bl (OP=1,13, 95% : 1,02-1,24) [15].

CoBpeMeHHble MCCeoBaHUA OEMOHCTPUPYIOT 3Hauu-
TesIbHY0 BaprabenbHOCTb pacnpocTpaHeHHocTn A3 LXK
cpeau NauueHToB C BUTUMANTO. Psig aBTOPOB COOOLLAET O Bbl-
COKMX NOKasaTenax Koarperawumm 3Tux natonornn. B poccmin-
CKOW KOropTe B3pOoC/bix NauneHToB (2022 r.) ayTOMMMYHHbIe
Tupeonatun (BKMYas TUpeouanT XawmmoTo U 6onesHb
lpeliBca) AmarHocTmpoBaHbl y 69% obcniefoBaHHbIX B SHAO-
KPVHOOIMYECKOM LIeHTpe, Npuyem y 46% 13 HUX BbiABNEHbI
MHOXECTBEHHbIE 3HAOKPUHHbIE ayTOMMMYHHblE Hapylue-
HuA [14]. AHanornyHble AaHHble NpPefCTaBfieHbl B CUCTe-
MaTuyeckom o63ope Abuhalimeh RM (2024 r.), roe yacToTa
AMBLK pocturana 32,1% npu akpodaumanbHoi dopme
BUTUINTO, aCCOLMNPOBAHHOM C aHTUTeIaMu1 K TUPEOonepoK-
cupase (TNO) [16, 17].

B 1O e Bpema ppyrve wuccnefnoBaHus ¢GuKcupy-
0T 6oriee HW3Kyl0 PaCMpPOCTPAHEHHOCTb. Tak, B paboTte
Teh et al. (2024 r.) Ha manan3ninckon Boibopke AN3LLXK BbI-
ABneHbl nuwb y 3,2% naumeHToB [16]. MobanbHbI MeTaa-
Hanm3 2024 r., o6beauHMBLLNA 82 230 NaLUEHTOB, yKa3blBa-
et cpepHiolo yactoty AU3LLK Ha ypoBHe 3,5% (gnanasoH:
3,2-28,7%) [16]. HecMOTpA Ha CTaTUCTUYECKME pPaCXoXKie-
HUA (oT 3,2% Ao 69%), BCe MCCnefoBaHNA MOATBEPXKAAIOT
npeBbiLleHre 00LLEeNoNyNALMOHHbIX NMOKa3aTesen.

Butmnuro pOemoHCTpMpyeT 3HauMMyl —accouuvaumio
C HanM4ymem aHTUTeN K Tupeonepokcmaase (AT-TMO), agnsAto-
LMXCS BbICOKOCNELMPUUHBIM CEPOSTIOTMUYECKMM MapPKEPOM
AUT 1 npegnKTopom NepBUYHOrO rmnoTupeosa [6]. Pexe,
HO TaK)Ke BbIABMAETCA CBA3b C aHTUTENAMU K TMpPeornoby-
nuny (AT-TT) (nononHuTenbHbIN Mapkep AUT) u aHTuTena-
Mu K peuentopy TTT (TRAD), xapaktepHbimu gna 6onesHu
lperBca [18]. YacToTa 06HapyxeHus AT-TMNO y nauveHTOB
¢ utunuro gocturaet 20-40%, 4TO CyWeCTBEHHO MpPEeBbI-
LaeT NonyNAUMOHHbIE NMOKa3aTeNun 1 NoaTBepXKaaeT obume
naToreHeTuyecKme mexaHmsmol [6].
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Cnctematnyeckuin -~ 0630p  COMACHO  KpuUTepusam
PRISMA [19], BbinonHeHHbIN yyeHbiMm CaynoBckorn Apasuuy,
NoaTBepAWs, UTO HapyleHre GYHKLUU LWUTOBUAHOMN Xe-
ne3bl OKa3blBaeT HEraTMBHOE BO3JENCTBME Ha TeUeHne Bu-
Tunuro. Hanpumep, runepTnpeos cnocobeH CnpoBoUUPO-
BaTb Hayano WM ycuneHne AenurMmeHTaumm, a rmnoTmpeos
3amMennAeT BOCCTAHOBJIEHNE TKAHEN U CHUKAET 3bdeKTmB-
HOCTb fleyebHbIX npoueayp. B ¢BA3M ¢ 3Tum, perynapHas
OLleHKa NoKasaTtenen TMpeongHon GyHKLMM OCOOEHHO Bax-
Ha An1a NaumMeHToB ¢ BUTUAKUIo [20]. 9Tn AaHHble NO3BONAIOT
NPeanonoXunTb, YTO YCMELHOE SlIeYeHne BUTUIINTO BO3MOX-
HO NULWWb NpPY YCNOBUN CTabunm3aumm GyHKLMU WUTOBUA-
HOW ene3bl Hapady C NoAAepKaHMeM obLero 310poBbA
nauueHTa [16].

B KOHTeKcTe naTtoreHesa 3acC/ly>KMBalOT BHMMaHWA pe-
3ynbTaTbl  MMMYHOTMCTOXMMWYECKOTO aHanm3a, npoBe-
OEeHHOro Kutanckumm mccneposatenamm [21]. Vimu 6bino
YCTaHOBJIEHO, YTO B 0bOpasLiax TKaHW LMTOBMAHON Kene-
3bl MALMEHTOB C ayTOMMMYHHbIM Tpeougutom (AUT) Ge3
COMYTCTBYIOLEro BUTUINIO HabniofjaeTca 3Kcnpeccus ye-
Tblpex MeflaHOLMTapHbIX aHTUreHoB: TuUpo3nHasbl (TYR),
6enkKa 2, acCouMnpoBaHHOro ¢ Tpo3nHason (TRP2), rmmko-
npoTeunHa nr13ocomasnbHo membpaHbl LAMP1 u CD69. Mpw-
MeuaTeNlbHO, UTO 3KCMpeccus TUPO3MHa3bl Habnoganacb
NCKIUNTeNbHO y naumeHTos ¢ AUT n oTcyTcTBOBana B 340-
POBOW TKaHW LWNTOBMAHOW Xene3bl. B TO »ke BpemsA aHTure-
Hbl TRP2, LAMP1 n CD69 3KcnpeccnpoBanuch Kak y 605b-
HbiX AUT 6e3 BUTUNINTO, TaK U B HOPMANbHOWN LWMUTOBUOHOW
Xenese, ofHaKo ypoBeHb 3kcnpeccum LAMP1 n CD69 6bin
CTaTUCTMYECKU 3HAYMMO Bbllle B rpynne naumeHToB ¢ AUT
(p<0,005). Ha ocHOBe 3TVX AaHHbIX aBTOPbI BbIABUHYAN -
notesy O BEPOATHOM Pa3BUTUM Y MALUEHTOB C BUTUIINIO
VUMMYHHbIX MEXaHM3MOB, CMOCOOHBIX BbI3blBaTb BTOPUYHOE
NoBpEeXAeHNe LWNTOBUAHON enesbl C Nocieayowmnm pas-
Butnem AUT [6, 21].

CornacHO KpynHbIM KOFOPTHbIM MCCNEAOBAHUAM 1 Me-
TaaHanm3am, pacnpoCcTpaHeHHOCTb 6onesHn lpeliBca cpe-
O B3pOC/bIX MauWeHTOB C BUTUAWUIO BapbupyeT oT 0,9%
0o 17,1% B 3aBUCMMOCTWN OT QUATHOCTUYECKUX KPUTEPUEB,
reorpadpuueckoro permoHa n ocobeHHocTeln KoropTbl. Haun-
6onblUME MOKa3aTeNM XapaKTepHbl ANA Creunann3npoBaH-
HbIX KNUHUK EBpoONbl, MMHMManbHble — AnA NOnynAuMOH-
HbIX nccnegoBaHuin B Appuke n tOxHoln Amepuke [6, 22,
24, 25]. KpynHoe uccnepgosaHue Mendelian Randomization
(2025 r.) mopTBepAuNO ABYCTOPOHHIOW MPUYMHHO-CRes-
CTBEHHY!I0 CBA3b Mexay Butunuro n bI' (OR=1,14, *p*<0,001).
PacnpoctpaHeHHoCTb Bl y mauneHToB ¢ BUTUNUro Koneba-
nacb ot 1,8 o 12,6% B 3aBUCMMOCTU OT PermoHa N MeTooB
avarHoctumkm [22]. Cuctematnyeckuin 063op B Dermatology
(2024 1) obbeguHWn paHHble 17 WCCNeaoBaHUA: Cpe-
an 14 390 B3pocCnbix C BUTUAMIO YacTtota bl coctaBuna
0,9-15,2%. Camble BbICOKME MOKa3aTenu BbisiBieHbl B EBpo-
ne (oo 15,2%) n Asnn (go 11,7%), camble HMU3KMe — B Ad-
puke (0,9-3,1%) [23]. B pamKax MacliTabHoro obuieHaLmo-
HaNbHOro MccnefgoBaHuA, NpoBeaeHHoro B KOxHon Kopee,
B KOTOPOM NMpuHANU 73 336 yenoBekK C AarHO30M BUTUANIO
1 146 672 [OOPOBOIbLEB 13 KOHTPOJILHOW FPYMIbl, BbIACHN-
NOCb, YTO PACNpPOCTPaHEHHOCTb bonesHu [pelnBca cocTaBns-
eT 0,86% cpean 60nbHbIX BUTUINTIO 1 0,33% B KOHTPOJIbHOM
rpynne. Accouuvauus sutunuro u 6onesHn lperBca uaule
BCEro perncrtpmpoBasnacb y Monofblx Niofen B BO3pacTte
ot 20 go 39 net [24].
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HAYYHbI OB30P

Takmm 06pa3om, yumnTbiBas 3HaUNTENIbHbIV POCT 3abore-
BAaeMOCTU U ybeamTenbHyio AoKa3aTesibHyto 6a3y, peKoMeH-
LyeTcAa NpoBOAWUTb PAHHUN CKPUHUHT GYHKUMW LWNTOBUA-
HOW Xesie3bl Y NaLMeHTOB C BUTUIIUIO As NPeAoTBPALLEHNA
Nno3aHen ANArHOCTUKN 1 YXY[LUEHUs COCTOSHUSA B pe3ysibTa-
T€ Pa3BUTUA OCITOXKHEHMN.

CAXAPHbIV AUABET

B nocnepHee Bpems Bce Honblue BHUMaHUA yaenseTca
B3aMMOoCBA3N mexay Butunmro n CJl, B YaCTHOCTY NOTEHL M-
anbHOW PO BUTWUIO B Pa3BUTUN UHCYNIMHOPE3NCTEHTHO-
CTV 1 MeTaboIMYECKNX HapYLIEHWIA.

SnnaemMmnonormyeckme AaHHble, NoayyYeHHble aBTopamu
MeTaaHanv3a nuTepaTypbl, CBUAETENbCTBYIOT O BbICOKOW Ba-
puabenbHOCTU pacnpocTpaHeHHocTn CLl cpean B3poCsbIX
naumneHToB C BUTUNNIO, KoTopaa gocturaet ot 0,1 go 51%
B EBpone, Amepuke n A3uun, a cpen feTten 31a undpa Kone-
6netca ot 0,16 go 0,8% [6].

CTonT noguepKHyTb pe3ynbTaTbl BaXKHOrO MeTaaHanum3a,
006beaUuHAIOLLEro AeBATb KPYMHbIX UCCENOBAHUN C COBO-
KYMHbIM KONTMYeCTBOM YYaCTHUKOB 15 657 yenosek, cTpaaa-
lowunx BUTMAUro. NMogrpynnoson aHanu3 NpogeMoHCTPUPO-
BaJl, YTO BUTUJIUTO aCCOLMMPOBAHO C MOBbILLIEHHBIM PUCKOM
passutna CA1 (OLW 2,899, 95% AW 1,532-5,482; P=0,001)
N caxapHbiM guabetom 2 Tuna (CA2) (OW 2,371, 95% AU
1,712-3,283; P<0,001). YcTaHOBNEHHasa KOppeNauma Mexay
suTAnro n C11 06bAcHAeTCA 06LKMM @y TOUMMYHHbBIMU Me-
XaHU3MaMM B paMKax NosIMrnaHaynApHbIX CUHAPOMOB [25].

Y naumMeHTOB C BUTWAWIO pPacnpocTpaHeHHocTb CU2
pocturaet 12% npoTtmB 6% B KOHTPOJIbHbIX rpynnax, a re-
HeTUYeCcKne MCcCnefoBaHNsas METOAOM MEHAENEBCKOWN paH-
JOMM3aLMM [EMOHCTPUPYIOT NOBbILEHNE PUCKA BUTUINIO
npu CA2 (OR=1,13; p=0,043) [26-29]. CornacHo uccneposa-
Huto EpiChron Cohort (2025 r.) ¢ yuactnem 218 nauumeHToB
¢ ButUnuro, y 71,5% BbisiBneHa MynbTUMOPOUAHOCTb, BKITIO-
Yyasa meTtabonunyeckmin cuHapom (OR=1,78, p<0,014) n CO2.
Mpwu 3Tom puck CA2 6bin Bbllle y NALNEHTOB C HECErMEH-
TapHoW GOPMON BUTUANIO 1 ASINTENBHOCTbIO 3ab051eBaHms
>5 net [30]. OTa accoumaumna obbACHAETCA obWKUMK NaTo-
reHeTUYeCKUMU NyTAMY, BK/OYaA CUCTEMHOE BOCMasNieHue,
OKNCIINTENIbHBIV CTPECC U MeTaboNnyeckue HapyLLeHS.

KnioueBylo ponb nrpaeT XpoHu4eckoe CMCTEMHOE BOC-
naneHue, xapakTepusyolleeca CTONKMM NOBbILLEHEM NPO-
BOCNaNUTENbHbIX UUTOKMHOB (TNF-q, IL-6, IL-1(3) 1 mapkepoB
OKUCINTENIbHOIO CTPECCa, BKNOYasA ManoHOBbI Ananbaerng
N 8-0KCO-2>-Ae30KcuryaHosuH [31, 32]. laHHble megnaTopbl
HEenocpeacTBEHHO BNMAIOT Ha MeTabonnmyeckme npoueccob:
TNF-a u IL-6 nogaBnAT curHanbHbin NyTb IRS-1/PI3K B re-
naToumMTax u agunoumuTax, Hapywas TpaHcnokayuio GLUT-4
N MHAYLMPYA UHCYNMHOPEe3UCTeHTHOCTb [33]. MNMapannenbHo
OKMCIINTENIbHBIV CTPECC YrHeTaeT GYHKLUMOHANbHYIO aKTUB-
HOCTb AgepHoro peuentopa PPAR-y — KpuTtuyeckoro pery-
nATopa NMNUAHOrO roMeocTasa Y CEHCUTUBHOCTM K MHCYNU-
Hy. KnuHuyeckun 3HauumbiM mMapkepom BbicTynaet CXCL10,
YPOBEHb KOTOPOro JOCTOBEPHO KOppenupyeT C MHAEKCOM
HOMA-IR (r=0,68; p<0,01), noaTBep>kfas B3aMMOCBA3b UM-
MYHOMATONIOMMYECKMX MPOLECCOB NPU BUTUIUIO C MeTabo-
nuueckon auchyHkumen [33].

CywecTBeHHbIM MaTOreHEeTUYECKMM 3BEHOM ABAeT-
cA geperynauma MenaHouuTapHOro nyna B XUPOBOW TKa-
HU. MenaHoUMTbl MOAKOXHOW M BUCLEPASIbHOW XNPOBOW
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KNeTyaTKn 3KCMPeccupyloT GUONOrMYecKy aKTUBHblE MO-
nekynbl, BKAoYaa 3-aHgopduH (MogynsTop cekpeuunm uH-
CYNUHA) 1 cynepoKcMpaanucmyTasy (KnueBow SHOOrEeHHbIN
aHTnokcuaarT) [33]. Mpu Butunuro Habnwogaerca geduunT
3TUX KNneTok (40-60% cHmkeHne, p<0,001), uTo BeAeT K Ha-
KOMMIEHMIO peaKkTMBHbIX GOpM KMCiopoda B agunoumTax,
CHIPKEHMIO 3KCNPEeCCHn MKO3HOro TpaHcnoptepa GLUT-4
M akTMBauuMyM NUMNonmsa. ITU WM3MEHEHUA WHULMMPYIOT
Kackag MeTabonmuecKnx HapyLleHUR: rMneprivkeMmto Ha-
Towak (r=0,72; p=0,003) 1 KOMNEHCATOPHYIO FTMNEPUHCYNN-
Hemuio (r=0,81; p=0,001) [33].

MumoxoHOpuasnbHas ouchyHKYUS BbICTYNaeT 3HAYMMbIM
oTAryaoWwmm GakTopoMm B NaToreHese accouuaumny BUTUINTO
n CA2. Y nauyneHToB OOBEKTUBHO PErUCTPUPYETCA YMEHb-
WeHne 4ucna Konuin mutoxoHapuanbHon OHK (Ha 30%,
*p*<0,001) 1 CTPYKTYpHO-OYHKLMOHANbHbIE AedeKTbl KOM-
nnekca | gpixatenbHown Lenu, obycnosnvBaoLLme runepnpo-
Oykumio cynepokcvpa. [daHHble HapyleHuA VHULUUPYIOT
CaMOMOAAEPXKMBAOLLMINCA MATONOMMUYECKUIN LMK OKMUCIN-
TeNbHbIA CTPECC MHAYUUPYET MOBPEXAEHWE MUTOXOHAPU-
anbHOro annapata, YTo NOTEHUMPYET AajibHerLee Hakone-
HMe aKTMBHbIX GopM Kucnopopa. Mocnepytowas akTmBauus
TpaHckpunumoHHoro daktopa NF-kB ctumynupyet cuHTe3
NPOBOCMANUTENbHbIX LIUTOKMHOB, KOTOPbIE, B CBOKD ouepesb,
yrHeTaloT PPAR-y-onocpegoBaHHyto curHanmsaumio. Pesynb-
TaTOM 3TOr0 Kackaga ABMAETCA MPOrpeccupoBaHne KHCY-
JIMHOPE3UCTEHTHOCTM U aucnunugemmn [31, 33]. Deduuunt
MEIAHOLMTOB >KMPOBOW TKAaHW YCYrybnaeT yKasaHHble Mpo-
Lieccbl NOCPeACcTBOM CHIKEHUA B-9HAOPWH-3aBUCUMON CTU-
MyNALUN B-KNETOK MOMXeNny[oYHON »Kene3bl 1 ocabneHus
SHAOreHHOW aHTUOKCUAAHTHOM 3awmTbl [33].

KnuHnueckn JaHHble MexaHW3Mbl OnpepensitorT Heobxo-
OMMOCTb aKTUBHOMO CKPVHVHIA METaboNIMuecKknx HapyLeHuUin
Y NaLMEHTOB C BUTUIIUTO, BKJTIOYAA OLIEHKY MMMKEMUN HAaTOLLAK,
HbA, v nunuaHoro npoduna [32, 34]. TepanesTunyeckue cTpa-
Terunu, HamnpasJiEHHbIE Ha Pa3pPblB MAaTOreHeTUYECKMX 3BEHbEB
(uHrnéuTopbl JAK-K1MHA3 ana noaaBneHns UMTOKUHOBOW CETH,
aroHucTtbl PPAR-y gna BocctaHOBREHNA NHCYNIMHOBOW YyBCTBU-
TE/IbHOCTW, aHTUOKCMAAHTbI AN KOPPEKUUN OKCMAATUBHOIO
CTpecca), AeMOHCTPUPYIOT NOTEHLMAN B CHUPKEHNW Kapauome-
TaboNMUECKUX PUCKOB B JaHHOW nonynsauun [32, 33].

NEPBUYHAA HAANOYEYHUKOBAA
HEAOCTATOYHOCTb

Mpennonaraemble MexaHWU3Mbl, eXallune B OCHOBE acCo-
uMauun BUTUINIO N HAAMOYEUHUKOBOW HEAOCTAaTOYHOCTH,
BKJIIOYAIOT 00LLMe reHeTuyeckue GpakTopbl, ayTOAHTUTEN], Ha-
LieneHHbIe Kak Ha MeTaHOLMUTbI, TaK 1 Ha KNETKM KOpbl Hagno-
YEYHUKOB, a TaKXe Aeperynaumo UMMYHHON CUCTEMbI.

JocTynHble gaHHble O pacnpoCTPaHEHHOCTU NEPBUYHOMN
HagnovyeyHnKoBom HegocTatouyHocTu (MHH) B eBponenckmx
CTpaHax AEMOHCTPUPYIOT 3HAUMTENbHYIO BapuabenbHOCTb,
Konebnsack o1 93 go 144 cnyyaes Ha 1 MUNIIMOH HaceneHws,
yTO NoAuYepPKUBAET HEOOXOANMOCTb AaSIbHENILMX UCCNeo-
BaHMWI /151 TOYHOW OLeHKM rnobasnbHOM pacnpoCcTpaHeHHO-
cTu 3abonesaHusa [35]. Accoumauma sutunuro ¢ NMHH. Xota
oTAenbHble NCCNefOBaHNA YKa3biBalOT Ha HU3KYO pacnpo-
cTpaHeHHocTb MHH npwu Butunuro (0,3%) [36], 5T faHHble
CTaTUCTUYECKN OrpaHMyeHbl U3-3a Manoro uYucia ciy4vaes
(n=2). bonee penpe3eHTaTBHbIE PAbOTbI 4EMOHCTPUPYIOT
MHble pe3ynbTaTthl. Tak, B poccninckon koropte lMetposa B.A.
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n coaBsT. (n=61) NMHH BbiIABNeHa y 4,9% nauneHTOB C Hecer-
MEeHTapHbIM BUTUAINTO, YTO B 12 pa3 npesblllaeT Nonynaum-
OHHble nokasaTtenn (0,0004%) [37]. AHanorMyHo, MynbTu-
LueHTpoBoe nccnegosaHne PHAMY (2022 r.) 3admkcmpoBano
MHH y 28% nauneHTOB B CTPYKType ayTOMMMYHHOrO nosnu-
rmaHgynapHoro cuHgpoma 2-ro tuna (AMNC-2) [14]. BaxHo
OTMETUTb, YTO AaHHble APYrMX UCCefoBaTeNnen He BbIABU-
NV CyWeCTBEHHbIX pa3nnynin B pacnpoctpaHeHHocTn MHH
Mexay 60nbHbIMU BUTUANTO 1 06Len nonynauuen [38], uto
noAyYyepKMBaeT MNPOTUBOPEUMBOCTD MMEIOWMNXCA AaHHbIX
N HeOOGXOAMMOCTb NPOBeAEHNs bonee MaclTabHbIX nccne-
[OBaHUN ANA OKOHYATENbHOIrO YCTAaHOB/IEHMA CBA3UN MeXIY
BUTUINIO N HAAMOY€UYHNKOBOW HEeOCTAaTOUYHOCTbIO.

3AKNIOYEHUE

B cBeTe npuBepeHHOro 0630pa akTyanbHOW Hay4HOW
nuTEpPaTypbl Mbl MOXEM KOHCTaTMpOBaTb, YTO Mpobrema
accoumaumMm BUTUMIINTO C SHAOKPUHHBIMK 3a060neBaHUSAMM
3aCNy>KMBaeT OTAENIbHOIMO0 U TWAaTeNbHOro PacCMOTPEHMA.
Wccneposatenu nocnefnoBatenibHO GUKCMPYIOT Hanuuuve
3HAUYMMbIX CTaTUCTUYECKUX 3aBUCUMOCTEN MEXAY BUTUAUIO
N LUMPOKMM CMEKTPOM ayTOMMMYHHbIX SHAOKPUHHBIX NaTo-
noruni, Taknx kak AT, 6onesHb Mpeneca, C v MHH.

CoBpeMeHHble NoaxoAbl K U3yYeHWo natoreHesa BUTK-
JINTO MOCTENEHHO VIHTErpupYT pasfinyHble HanpaBfieHnA
dyHOAMEHTaNbHOM U NPUKNAZHON MeanLvHbl. MexaHu3m
pa3BUTUA BUTUINIO OKa3blBAaeTCA CBA3AHHbIM Kak C MMMY-
HOOMOCPEAOBAHHbIMA MeXaHM3MaMN MOBPEXAEHNA Mena-
HOLIMTOB, TaK 1 C HbIMU ayTOUMMYHHbIMU 3aboneBaHyAMY,
BKJ1tOYAA SHAOKPMHHbIE.

MMonyuyeHHble OaHHble CTAaBAT nepepn MeQUUMHCKMM CO-
OOLECTBOM BaXKHble MpaKTUYeckne 3agaun. Bo-nepsbix,
HeobxoAVMa peanun3aunsa NocnefoBaTelbHbIX Mep Mo no-
BbILLEHUIO OCBEAOMIIEHHOCTU Bpayen Bcex cneumanbHoCTen
O CyLeCcTBOBaHWN MOTEHLMAsNbHbIX accouuauuin BUTUANIO
C SHAOKPUHHBbIMYK 3a60/1eBaHUAMU. Bo-BTOpPbIX, Bpayam crie-
ZyeT NPOoABAATb NOBbILLEHHOE BHYMaHMWE K BO3MOXXHbIM NMPO-
ABNEHUAM 1 NPU3HaKaM SHAOKPWHHbIX HAPYLIEHWIA Y nauu-
€HTOB C YCTaHOBJIEHHbIM AMArHO30M BUTUIIIO U NPOBOAUTb
COOTBETCTBYHOLLYIO ANArHOCTUKY B C/Ty4ae Hanmuma nogospu-
TeNIbHOW KJIMHMYECKOW KapTuHbl. Takol noaxop obecrneuunt
CBOEBPEMEHHOE BbIABJIEHNE SHAOKPUHHBIX 3ab0neBaHWN
1 NO3BONNT HauyaTb 3PPEKTUBHOE NleueHne, NpefoTBPaLLalo-
L€ Pa3BUTME OMACHbIX OCIOMHEHWI. [TOMUMO NPaKTUYECKNX
BbIBOJOB, BO3HMKAET MOTPEOHOCTb B NpOBeAeHN AabHEN-
WNX MEXANCUNNINHAPHDBIX UCCNefOBaHWNA, HaMpPaBieHHbIX
Ha rnyboKoe u3yyeHvie MaTOreHeTUYeCKnUx OCHOB B3aVIMOC-
BA3M BUTUIIUTO W SHAOKPUHHbIX 3aboneBaHnin. OnpegeneHne
KOHKPETHbIX OIOMapKepoB, MOATBEPXKAALMNX TaKYH CBA3b,
CTaHeT OCHOBOW AJ15 CO3aHNA NEPCOHANTN3MPOBAHHOMO NoA-
X0Aa K IeYeHnto 1 NPodUIaKTMKM AaHHbIX COCTOSIHWIA.

HecmoTpa Ha OOCTUrHyTble yCnexu B M3Yy4YEeHUU TEMbI,
OCTaAlTCA HepeleHHbIMM BOMPOCHI, Kacalowmneca reHeTu-
KW, IMMyHONOrMm 1 natodusnonorny, Heobxognmble Ans
MOJTHOTO PaCKPbITUA CNOXKHbIX B3aVIMOOTHOLUEHUN MeXay
BUTUIUTO N SHAOKPUHHBIMK 3abosieBaHMAMN. MepcnekTun-
Bbl OyAyLIMX UCCNEAOBaHUN BKIOUYAIOT CO3aHne YyHupuum-
pOBaHHOW 6a3bl AaHHbIX NALMEHTOB C BUTWINIO, CTaHAAp-
TU3auurio NabopaTopHbIX MPOTOKONIOB U MeXAYHapopHoe
COTPYAHMNYECTBO YUYeHbIX, paboTaloLumx B 0651acT ayTOMM-
MYHHbIX 3a6051eBaHUN.
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Takum 06pa3om, COBpPEMEHHbIE JaHHble CBUAETENIbCTBY-
0T O TOM, YTO MaToreHe3 BUTWIWUIO BKJIOYAET KakK ayTOuM-
MyHHbIE, TaK U HeayTOVIMMYHHbIE MeXaHU3Mbl, YTO 06BbAC-
HAET MHOroobpasne ero NpPOsABAEHUA 1 B3aNMOZENCTBYE
C pasnuyHbimu dopmamu CJ.

CoBpeMmeHHble CTaHAapTbl Tepanuy BATUAUIO, OTPaXKeH-
Hble B MeXJyHapoAHbIX PyKOBOACTBaxX M KnuHmnueckux pe-
KomeHZaumax MuH3gpasa PO, npetepnenn 3HaumTenbHble
usMeHeHua. Ha cmeHy Hecneuudurueckum vuMmyHocynpec-
CaHTaMm MpuLna TapreTHasa Tepanus. Tonnyeckne NHrimbmTo-
pbl AHyc-KrHa3 (JAK), B 4aCTHOCTM PYKCONMUTUHIKG (pyKcenu-
TUHWOG), yTBEPKAEHDI B KAUECTBE Tepanvu nepson IMHAM Ons
NeyYeHnsA HeCcermeHTapHOro BUTUIIMIO Y B3POCIbIX U MOAPOCT-
KOB. B KNvHMuYecKol npakTuKke TakXe LIMPOKO MPUMEHAIOT-
CA U NPOJOSIKAT nccnenosatbes apyrue JAK-mHrmbrTopsl
(TodaunTHNG, punTneunTUHNG). Knaccuueckre metonpbl, Ta-
Kue Kak TOMMYecKre KOPTUKOCTEPOUabl, MHIMOUTOPBI Kasib-
LUMHEBPYIHA 1 Y3KOMOJIOCHaA cpefHeBoniHoBas YOB-¢doToTe-
panua (NB-UVB) unn skcumepHbIi nasep/nammna, ocTaloTca
Ba>KHbIMW KOMMOHEHTaMK JIeYeHNs, 0COBEHHO B KOMOUHALIMM
C TapreTHbIMK NpenapaTtamu. [Nlogxon, OCHOBAHHbBIV Ha NaTo-
reHese, MO3BOJIIET HE TOMbKO MOBbLICUTL 3PPEKTUBHOCTD
penurmeHTaumm, HoO U MUHUMU3NPOBATb PUCKN CUCTEMHbIX
Nno6ouHbIX 3¢ PeKToB. BaxkHO NpoonKaTh UccieoBaHue ny-
Tel CHUXKEHVA prCKa Pa3BUTHA METAOONNYECKUX HAPYLUEHN
1 obecneunTb PaHHIOK AMArHOCTUKY 1 KOPPEKLMIO SHOOTeH-
HbIX HapYLLEHWI, aCCOLMMPOBAHHbBIX C BUTUIIATO.

Mpwr cTabunbHbIX, PE3UCTEHTHBIX K KOHCEPBATVMBHOM Tepa-
Ny popmax 3aboneBaHus, BaXKHbIM 3TaroM MOTYT CTaTb METO-
Ibl XMPYPruyeckom TpaHcnnaHTaumm MmenaHouutos. CornacHo
JaHHbIM POCCUNCKMNX SKCMEPTOB, K HAM OTHOCATCA Kak TKaHe-
Bble (TpaHCMaHTaUusA SnuaepManbHbIX Ny3blper, MUHU-TPaHC-
MiaHTaThl), Tak U 6onee NePCNeKTVBHbIE KIIETOUYHbIE METOADI:
TPaHCNIaHTaUmA HeKYNbTUBMPOBAHHOW NN KYJbTUBMPOBaH-

HAYYHbI OB30P

HOW ayTONOMMUYHOW CycneH3un menaHouuTos [39, 40]. dbdek-
TUBHOCTb MNOCNEAHNX B POCCUINCKON MPAKTUKE NOATBEPXKAEHA:
TpaHCNaHTaumMA KynbTUBMPOBAHHbBIX MENIaHOUMTOB MO3BO-
nuna pobuTtbcA MOfHOW penurMeHTauun y 81% naumeHToB
[40]. MepcneKTMBHbIM HamnpaBieHNneM ABAAETCA NPUMEHEHME
Me3eHXUMaJIbHbIX CTPOMAJIbHBIX KIETOK, 0611afalolmx nMmmy-
HOMOZYNMPYIOLWMM NoTeHUmanoM. KntoueBbiMm ycnosnem ans
No6Oro XMpPYpPruyeckoro BMeLIaTebCTBa ABAAETCA CTabusib-
HOe TeUueHue BUTUANUIO (He MeHee 12 MecALEeB) 1 KOMMEeHcaUVA
COMYTCTBYHOLNX SHAOKPUHHBIX HAPYLLEHWI, YTO NOAYEPKMBa-
€T He0OXOANMOCTb MeXANCLUMNIMHapHOro noaxoaa [39, 40].

BaxHO npoponkatb ncciefoBaHme nyTen CHUXKEHUA pu-
CKa pa3BuTMA MeTabonmnueckmx HapyLlieHuid 1 obecneuntb
PaHHI00 ANArHOCTUKY M KOPPEKLMIO SHAOreHHbIX HapyLue-
HWUI, aCCOLMNPOBAHHbBIX C BUTUJTTO.

Hactoswaa pabota ciyXuT OpMEHTUPOM Ans nocne-
Zylouero o6Cy>KAeHUs M aHanm3a TeKYLUX OOCTUXEeHWU
B M3yYeHUW accoumauuun BUTWINIO C SHAOKPMHHbIMK 3a-
6oneBaHUAMK, CNOCOOCTBYET MPUBJIEUEHNID BHMMaHUSA
NpPo¢pecCcUoHaNoB K KOMIMJIEKCHOW OLIEHKE COCTOSIHMA Nauu-
€HTOB C BUTUJINFO N CTUMYNPYET MPOAOIIKEHME HayUYHO-UC-
cnepoBaTeNnbCKoM AeATENbHOCTU B faHHOM HanpaBneHum

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHnkn ¢puHaHcpoBaHmMA. PaboTa BbiNOSHEHA MO MHMLMATHBE
aBTOpPOB 6€3 nprBneyYeHrs GUHAHCUPOBaHN.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapUPYIOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGINKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTb.

YuyacTue aBTOpOB. Bce aBTOPbI 0406pUIN GMHANBHYIO BEPCUIO CTaTbU Me-
pen ny6nmKaLmeit, BbIpasuy cornacue HeCTy OTBETCTBEHHOCTb 3a BCe acrneK-
Tbl PaboThl, NOAPa3yMeBaloLLYI0 Haf/IeXallee N3yyeHre U peLueHne Bonpo-
COB, CBA3aHHbIX C TOYHOCTbIO MM OOPOCOBECTHOCTBIO MO0 YacTU PaboTbl.
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TUPEOTOKCUYECKUI KPU3 Y NALUMEHTKN C COYMETAHUEM BOJIE3HU TPEVBCA

N CAXAPHOIo ANABETA 1 TUNA

© N.W. Oannnosa’, Il. Koponenko'*, MJ1. Nywuk', O.B. YannuHckaa?, N.W. Bypko'

'benopycckuii rocyfapCTBEHHbIN MeAULMHCKIIA YHUBepcuTeT, MuHcK, benapycb
TomenbcKan ropogckas knnHmdeckana bonbHuua Ne3, fomenb, benapycb

TupeoTokcuuecknii kKpus (TK) npepcraBnaet cobon pefkoe, HO NOTEHLMANBHO »KMU3HEYrpoXaloLlee OCNOXKHEHNE [eKOM-
NeHCMPOBaHHOIO TUPEOTOKCUKO3a, Tpebylollee HemeaneHHOro BMellaTenbcTBa. [AnarHocTnka TK ocHoBbIBaeTcA Ha Bbipa-
XeHHOW KNIMHNYECKOW KapTrnHe TAXKeoro runepTupeosa B coueTaHUM ¢ nposoumpyowmmm paktopamu. Tepanuio cnegyet
HauMHaTb NPW NepBbIX MOAO3PEHNAX Ha pa3BUTME KpPK3a, 6e3 oXxunaaHna pesynbTaToB roPMOHANbHOMO aHanu3a, nonyye-
HMe KOTOPbIX MOXET 3aHATb 3HauUTeNIbHOe Bpems. B cTaTbe npefcTaBieH KNMHUYECKMIA CllyYall MauMeHTKN C coveTaHnem
6onesHu lpeneca n caxapHoro grabeta 1 TMna, y kotopol TK 6bin cBOEBpeMeHHO pacno3HaH 1 3GbeKTUBHO KynmpoBaH.
Mposounpyowmm GakTopom BbICTYNW ArabeTnyeckunn ketoaumao3. OnvcaHHbIN ciyyal NoguyepKUBaEeT BaXXHOCTb PaHHel
[OVArHOCTMKM Y MHTEHCVBHOM Tepanuu AnA ynyJlleHna nporHosa npu TK.

KJTKOYEBBIE CJIOBA: 6one3Hb [peligca; duabemuyeckuli kemoayudos; caxapHvili ouabem 1 mund, mupeomoKcUKO3; mupeomokcuyeckul
Kpus.

THYROTOXIC CRISIS IN A PATIENT WITH COEXISTING GRAVES’' DISEASE AND TYPE 1 DIABETES
MELLITUS

© Larisa I. Danilova', Galina G. Korolenko', Maxim L. Lushchyk’, Olga V. Chaplinskaya?, Irina I. Bourko'

'Belarusian State Medical University, Minsk, Belarus
2Gomel City Clinical Hospital N°3, Gomel, Belarus

Thyrotoxic crisis (TC) is a rare but potentially life-threatening complication of decompensated thyrotoxicosis that requires
immediate medical intervention. The diagnosis of TC is based on a clinical picture of severe hyperthyroidism in combination
with precipitating factors. Treatment should be initiated at the first suspicion of crisis development, without waiting for
the results of hormonal analysis, which may take considerable time to obtain. This article presents a clinical case of a female
patient with coexisting Graves’ disease and type 1 diabetes mellitus, in whom TC was promptly recognized and effectively
managed. The precipitating factor was diabetic ketoacidosis. This case highlights the importance of early diagnosis and in-
tensive therapy to improve the prognosis of patients with TC.

KEYWORDS: Graves’ disease; diabetic ketoacidosis; type 1 diabetes mellitus; thyrotoxicosis; thyrotoxic crisis; thyroid gland.

AKTYANIbHOCTb ABTOpbI 6GONBWMHCTBA NybnuKauuin obpallaloT BHU-

MaHue Ha ToT ¢aKT, uto TK He umeeT cneunduryecknx na-

Tupeotokcmyeckmin Kpn3s (TK) — 3To 0OCTpoe HeoTNoXKHOe
COCTOAHME, OTHOCALLEECA K YNCNY KPUTUYECKUX CUTyaLun
B KJIMHAYECKOW SHAOKPUHONOMMWN. 3TO pefikoe, HO Yyrpoxa-
lolee »KU3HM OCSIOXKHEHUE, XapaKTepusylolleeca BHesar-
HbIM YCUJIEHNEM CUMMNTOMOB TMPEOTOKCMKO3a U Pa3BUTMEM
NPU3HaKOB NONMOPraHHOM HegoCcTaTouHoCTH [1].

TK no-npexxHemy npeactaBisieT cOO0I cepbesHyio Au-
arHOCTMYECKylo U TepaneBTUYeckyo npobnemy. CornacHo
CTaTUCTUYECKNM [aHHbIM, nonyyeHHbiM B CLUA n AnoHwnwy,
ypoBeHb cmepTHOCTM npu TK npesbiwaet 10%, ocobeHHO
B CJly4anax ero HeCBOEBPEMEHHOMO Pacno3HaBaHUA U OTCYT-
CTBUA aKTMBHOTO neyeHus [2, 3]. Boicokaa neTanbHOCTb Npu
TK obycnosneHa pa3ButuemM CepAeUYHON HeJOCTaTOYHOCTH,
daTanbHbIX aPUTMUIA, HELOCTAaTOYHOCTBIO KOPbI Hafnovey-
HWKOB, TPOMOO3MOONIMUECKNMMN OCIIOKHEHVAMM, TAKENbIM
CYBOPOXKHbIM CUHAPOMOM C OTEKOM FrOJIOBHOIO MO3ra, neve-
HOYHOW HeOCTAaTOYHOCTbIO [4].

6OpaTOPHbIX MapKEpPOB, UTO 3aTPyAHAET AMArHOCTUKY.
CyuwiecTByiowme AMarHOCTMYECKME LUKaNibl OCHOBaHbI npe-
MUMYLLECTBEHHO Ha KIIMHMYECKMX MpU3HaKax W CTeneHu
BbIPaXeHHOCTM CMMNTOMOB [3, 5]. B 3aBMcKMMOCTM OT cTene-
HU CMCTEMHOWN AEKOMMEHCaLMK BblAeNAT 2 CTagun: paH-
HIOI0 — HaABUrAOWMACA «IWTOPM» U daKTUYECKUn Kpu-
31UC — «TUPEOUAHDBIN WTOPM» [5].

TouHble MexaHM3Mbl, Niexalue B OCHoBe pa3suTtua TK,
n3yyeHbl HefoCcTaToYHO. OCHOBHbBIM MYCKOBbIM MOMEHTOM
pa3sutna TK cumTaloT OCTpoe M 3HauuTeslbHOe MOoBbille-
HME KOHLEHTpauun CBOOOAHbIX ¢paKuuii TUPEOUAHbIX
rOPMOHOB, YTO MPUBOANT K U3OBLITOYHON AKTMBALUUN CUM-
naToagpeHanoBon CUCTEMbI 1 PA3BUTUIO OCTPOW Hagnoyeu-
HUKOBOW HeOCTaTOYHOCTN [6]. OTHOCUTENbHAA OCTPanA Hag-
NMOYEYHNKOBAA HeJOCTaTOYHOCTb Pa3BUBAETCA B pe3ysibTaTe
YCKOPEHHOIO KMPEHCa [MIOKOKOPTUKONAOB BCIeACTBUe
ypesMepHOM aKTUBALUW MEeTaboNINYeCKX MNpPOLEeCCOoB.
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CASE REPORT

MN36bITOUHan KOHLUEHTpaALMA KaTeXonaM1HOB COMPOBOX/a-
€TCA MOBbILEHNEM UYBCTBUTENIBHOCTY Mepudepuueckmx
TKaHen K nx gencTenio. Npu 3Tom OTCYyTCTBYET CTPOras Kop-
penauna mexagy YPOBHEM TUPEOWAHbIX FOPMOHOB B KPOBU
N TAXECTbIO TUPEOTOKCMYECKOTO Kpu3a [5].

KnuHunyeckaa kaptuHa npu TK cxoxa € npoABneHnAMn
HEOCNOXKHEHHOTO TMPEOTOKCUKO3a, OfHAKO OTInYaercA
GonblLUe BbIPAXXEHHOCTbIO CMMMTOMOB Y CTPEMUTENbHbIM
NporpeccnpoBaHmeM, YacTo COMPOBOXKAAKLLMMCA Pa3BUTK-
€M MOJINOPraHHOM HeJOCTAaTOUYHOCTU. KnnHmnyeckne nposs-
neHna TK MOryT 3HaUUTENbHO YCUIMBATLCA MO CPAaBHEHMIO
C TUMNYHbBIM TeYEeHNEeM TMPEOTOKCKKO3a. HenepeHocumocTb
BbICOKMX Temnepatyp npv TK MOXeT CMeHUTbCA runep-
Tepmuen, gocturatowenn 40-41 °C. CuHycoBasa Taxmkapama
npuobpeTaeT Ype3MepHbIN XapakTep, BMJIOTb [0 Pa3BUTUA
bdrbpunNNALNN NPeacepaAnia,  MOXKET COMPOBOXAATbCA Cep-
[eYHOW HepoCTaToYHOCTblo. [uapes, Habnogaemas npu
TUPEOTOKCMKO3€E, MOXET NEPEXOAUTb B NPOPY3HbIN MOHOC,
HepenKo HabnogaeTca pBoTa. IMOLMOHANbHAA HEYCTONYN-
BOCTb MOET CMEHUTbCA NCUXO30M UNU KOMoW [7].

CornacHo nuTepaTypHbIM AaHHbIM, TK MoXeT ObiTb
CNPOBOLMPOBaH PAAOM (aKTOPOB, BbI3bIBAIOLWMX OCTPbIN
CTPEeCcCoBbI OTBET OpraHu3sma. K uncny Takmx Tpurrepos
OTHOCAT: SMOLMOHANbHbINA CTPECC; TPaBMbl; XPyprmyeckme
BMELLATENIbCTBa MO NMOBOAY COMYTCTBYIOLWMUX 3a60NeBaHNIA;
MHPEKUMOHHbIE MPOLECChl; ANABETUYECKNA KeToauuaos
W TUMOMINKEMUIO; BHe3arnHoe HeobOCHOBaHHOe npeKpa-
LeHe TUPEeOCTaTMUYECKON Tepannn; MacCMBHYIO Harpysky
nogom (Hanpumep, BHYTPMBEHHOE BBEAEHME KOHTPACTHbIX
BELLEeCTB NPU PEHTIeHONOrMYeCKMX NCCNeoBaHUsAX); Tepa-
N0 PagUOAKTMBHBIM NOLOM; rpyOyto Nanbnauumio WUToBUA-
Hol xene3bl (LWK); Tpomb60oamboNMI0 Nero4yHon aptepuu;
OCTpOE HapyLleHne MO3roBoro KposoobpatieHna (OHMK);
MH}APKT MUOKApAa; CepheYHyl0 HeOCTaTOYHOCTb; PoAbl
W Opyrve CoCTOfHWA, CONPOBOXAAIOWMNECA BbIPAKEHHbIM
dur3mnonornyecknm ctpeccom [8, 9].

HOnarHoctmka TK OCHOBbIBAeTCA Ha HaNUuUK KIANHWYeE-
CKMX NMPU3HAKOB TAXKENOro HeKOMMEHCMPOBAHHOIO TUPEO-
TOKCMKO3a. [1py 3TOM BaXKHbIM ANArHOCTUYECKUM KpUTepu-
€M ABJIAETCA HaNlMure NPOBOLMPYIOLWUX GaKTOPOB.

Tepanua TK gomkHa HaYMHATLCA HEMELIEHHO NPKY NOA0-
3peHum Ha TK, 6e3 oxKupaHua pe3ynbTaToB rOPMOHANIbHOMO
aHanm3a, MnosyyeHme KOTOPbIX MOXKET 3aHATb 3HAUUTENb-
Hoe BpeMsA PaHHee BbiiBNEHNE, TOUHEE — CBOEBPEMEHHOE
npeanosnoXeHre 0 BO3MOXKHOM pa3sutum TK, GbicTpas ava-
FHOCTVKA U MIHTEHCMBHOE JIeYeHMe CyLLeCTBEHHO MOBbILLAKT
LIaHCbI Ha bnaronpuATHLBIN Ucxopd. B To »ke Bpems oTcyTcTBYE
cneundrUecknx OKONOrMUYECKUX MAPKEPOB M CXOXKECTb
CUMMTOMOB C MPOABJIEHUAMN NPOBOLMPYIOLLEro 3aboneBa-
HUA 3aTPYAHAIOT guarHocTmnky TK. B KauecTse nnntoctpauymm
CBOEBPEMEHHON AMArHOCTUKN 1 niedeHnsa TK npepcrasneH
KIMMHUYECKUI Clyyaid MauMeHTKM C couyeTaHrem 6osne3Hu
lpenBca (Bl) n caxapHoro anabeta 1 Tmuna (C4 1).

OMUCAHUE CNYYAA

MaumneHTKa T., 29 neT, 18 aekabpa 2024 r. B SKCTPEHHOM
nopsake Obiyia 4OCTAaB/IEHA B MPUEMHOE oTAeNeHne 60nbHY-
bl MO MECTY >KUTENbCTBA C AnarHo3om: «CaxapHblil Arabet
1 Tna, rmneprankemMmnsa».

Tpn roga Hasag y Hee Obina AmarHocTMpoBaHa Bl
B TeueHme nonytopa neT oHa Habnoganacs no nosogy CA1.
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Co cnoB matepwu, NaumeHTKa BBOAUIA UHCYNNH, MPUHUMana
TUPO30J1, @ HakaHyHe ynoTpebnana ankoronb. Cnyctsa napy
[Hel nocsie 3nM3ofa 3/710ynoTpebnieHns ankoroiem y Hee
NnosiBUIAacb TOWHOTA, MHOTOKpaTHasA pBoTa. [auneHTKa cTa-
na BecTn cebs HealeKBaTHO 1 BO30Y>KAEHHO.

B xoe OOGBEKTMBHOIO OCMOTPA COCTOAHME KEHLUWHDI
ObIIO OLEHEHO KaK TAXesioe, OHa b6bina HegoCTynHa Ans
KOHTAKTa. KOXHble MOKPOBbl MMNepemMmpoBaHbl, ropsadne
Ha OLLyMb, BNaXHble, BbIPaXkeH akpoLMaHO3 C MPaMOPHbIM
PUCYHKOM Ha KOHeuyHocTax. Temnepatypa Tena — 39,5 °C.
CnusncTtble 060M10UKM pTa 1 A3bIKA ObUIM CyXue, A3bIK MO-
KPbIT KOPWYHEBbIM Hanetom. OTMeuanca BblpaXKeHHbIN
3anax aueToHa B BbIAbIXaeMOM BO3fyXe MNauuMeHTKu. Ay-
CKYJIbTaTUBHO HAaZ, NErKMMY BbICIYLWIMBANIOCh BE3MKYNAP-
Hoe AabixaHue, Y — 24/muH. ToHbl cepaua 661 PUTMNY-
Hble, npurnyweHbl. Al — 130/90 MM pPT. CT. Ha 06eunx pykax,
YCC — 150/muH. MNepurdepryeckne oTekn OTCyTCTBOBASIN.
Mpw nanbnauun LK 6bina yBenunueHa, anactuyHas, ogHo-
popnHasi, 6e3bonesHeHHas.

bpuragon ckopon meanuMHCKON NOMOLLM NpeanpuHATa
NonbITKa MeAnKamMmeHTO3HOWN cefalni, OfIHAaKO OXMUOAEMOrO
pe3ynbTaTa JOCTUTHYTO He 6bIno.

B cBs3U C BbIpaXXEHHOW TAXKECTbIO COCTOSIHUSA MALMEHTKY
rocnUTann3npoBanu B OTAeNIeHUE WUHTEHCMBHOW Tepanuu.
Beupy HeadpdeKTMBHOCTU AbixaHUA Obina HavaTa WUCKYC-
CcTBeHHas BeHTUnAUMA nerkmnx (UBJ1), MegnkameHTO3Has ce-
Jauns NpoaosiKeHa.

Mo JaHHbIM NabOPATOPHOro UCCNeAOBaHUA BblABEHA
runeprankemus (rMoKo3a BEHO3HOW KPpoBM — 34 MMOb/n)
N BblpaXKeHHbIE M3MEHEHUS] KMUCIIOTHO-OCHOBHOIO COCTOS-
HuA (KOC) — pH 6,8; cogepxaHne naktata — 4,5 MMmonb/n;
BblpaxeHHbIi  geduunt OydepHbix ocHOBaHWiA  (Base
Excess — BE) — -31,1 mmonb/n.

OTMeueHbl BbICOKME YPOBHU MPOKANIbLUWTOHMHA —
0,55 Hr/mn (Hopma go 0,05), nenkoumTtos — 16,6%10°/n
(4,0-9,0), KoHueHTpauus C-peakTuBHoro 6enka (CPb) —
8,9 mr/n (Hopma fo 6,0), a Tak»Ke NOBbILLEHNE KOHLEHTPALUN
KpeaTnHVHa KpoBu — 134 mkmonb/n. OcTtanbHble nabopa-
TOPHbIe NoKa3aTeNv HAXOAMINC B Npeaenax pedepeHCHbIX
3HAYEHUN.

[OpMOHasbHBIA AHANU3 BbIABWI 3HAuMTENbHbIE HApPY-
LeHMA TMPEOVAHOrO CTaTyca: TUPEOTPOMHbIA ropmoH (TTT)
<0,001 MME/n (0,35-4,94), cBOobGOAHbLIN TUPOKCUH (cBT4)
>64,35 nmonb/n (9,0-9,0), aHTUTena K TUpeonepokcuaase
(AT TrO) >1000 (0,35-4,94 ME/mn), aHTUTeNa K peuenTtopy
TTT (AT pTTI) — 40,7 ME/n (0-2,65).

YunTbiBasi BbIpaXKeHHYI0 MMnepTepPMUI0 U BOCMANUTESb-
HbI XapaKTep M3MEHEHU B aHanun3ax KpoBW, MPOBEAEHbI
WHCTPYMEHTasNibHble MeTofbl obcnegoBaHus. Komnblotep-
Has Tomorpadura opraHoB rpyfHON 1 GPIOLIHON MOMoCTeNn
N peHTreHorpadus NErkux AaHHbIX 33 BOCMANUTENbHbIN
NPOLECC He BbIABWIN.

3akntoueHne Y3 WwnToBMAHONM Xenesbl: pacrnofioxeHne
0ObIYHOE; KOHTYPbI >Kene3bl HEpPOBHbIE, YETKUE; SXOreH-
HOCTb HEPABHOMEPHO CHUMXEHA; SXOCTPYKTYpa HeogHOpO-
Ha 3a cueT GpMOPO3HON TAXKMNCTOCTY; BblPa)KeHa BacKynsapu-
3auus. CymmMapHbI 06bem kenesbl coctaBun 67,79 oM,

TAXeCTb COCTOAHMA NALMEHTKM onpepdensnacb coyeta-
HUEM TUPEOTOKCUKO3a, BbIPAXKEHHOTO AMAbEeTNUYECKOro Ke-
Toaumao3a (AKA) n ankorosbHOWM MHTOKCUKALUN.

MauneHTKe npoBogunacb UHQY3MOHHAA Tepanus, WH-
TEHCMBHASA MHCYNIMHOTEPANUSA C €XeYaCHbIM MOHVUTOPVIHIOM
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rMUKeMUM U KOppeKuuen A03bl MHCYIMHA MO pe3ynbTaTam
KOHTPOJIA, @ TakXKe »KapOrMOHMXKaloLWwas, aHTUKoarynaHTHas
1 aHTUbaKTepuranbHas Tepanus. B nepeblie cyTKu yepes Ha-
30racTpanbHbI 30HA BBegeHo 40 mMr Tmpo3sona.

Ha ¢oHe nposoavmon Tepanuu yepes 24 vaca KA ky-
nupoBaH: nokasatenu KOC Hopmanu3oBanucb, rmukemus
CTabunusupoBanacb Ha ypoBHe 8-11 mmonb/n. OgHaKo co-
XpaHAnacb BblpaxeHHaa runeptepmma (39-40 °C) n upes-
MepHasA TaxMKapaua Npu OTCYTCTBUMN SNEKTPONIUTHBIX Hapy-
weHui (YCC — 150-170/muH). Ha doHe npopgonkatoweicsa
MBJ1 1 meguKameHTO3HOW cedauun y NaumeHTKM BO3HUK
anu3og GubpnnnAuMM Npefcepaun, KynmpoBaHHbIN BHY-
TPUBEHHbIM BBefeHneM meToHopma (5 mn). [Mpn HeBpono-
rMYyeckoM OCMOTPE KIUHUYECKUX AaHHbIX 33 OCTPYH He-
BPOIOrMYeCKyo NaToNoruio He BbisiBfieHO. 1o pe3ynbraTam
nabopaTopHbIX NCCNIeOBAHNI OTMEYEHa TeHAEHLMA K CHI-
XKEHUIO NEeNKOUUTO3a; YPOBHM NpoKanbuuToHMHa n CPb
He NpeBbILLANN BEPXHUI Npeaen pedepeHCHOro MHTepBana.

C yuyeToMm BblpaXkeHHOW KIMHNYECKOW CUMATOMATUKN TU-
pPEOoTOKCMKO3a U pe3ynbTaToB rOPMOHANIbHOro MccnenoBa-
HUA KPOBM ObiN NpoBeneH pacyeT no wkane BWPS (Burch-
Wartofsky), no pesynstatam kotoporo HabpaHo 80 6annos,
YTO CBUAETENbCTBOBAMO O Pa3BUTMW Y NauneHTkn TK.

Bbin BbICTaBNeH KAUMHUYECKUN AMArHO3: «AyTOMMMYH-
HbI NOANIIAHAYAAPHBIN cuHApPoM 3 Tuna: bonesHb MpenBca
¢ anddysHbiM 3060M 1 06bemom LXK 67,79 cm?, TMpeoTok-
CMKO3 TAXENoWm cTeneHn. TupeoToKcnuyeckunm Kpums. Tupeo-
TOKCMYecKas 3Huedanonatus. TMpeoTokcnyeckasa MUoKap-
avonatusa ¢ napokcusmom ¢oubprnnnaumnn npegcepaun. H1.
CaxapHbii anabet 1 Tuna (HbA1c 8,8% ot1 19.12.2025 r). Auna-
6eTnYeCcKN KeToaLnaos TAXKeN0M CTeENeHN».

B otmeneHun nHTeHCMBHOM Tepanuu NPOBOAMIOCH Crie-
ayowee neyenve TK: Tuposon — 80 Mr BHYTpb yepes Ha-
30racTpanbHbi 30HA OAHOKpPAaTHO, 3atem 30 Mr Kaxpble
8 yacos; nponpaHonon — 40 Mr Kaxpable 4 yaca, pacTBop
Jliorona — no 5 Kanenb BHYTPb KaxAable 8 4acos yepes Ha-
30racTpanbHbIii 30HA (Y4epe3 1 yac nocne BBeAeHWA TUpe-
0CTaTuKa); rmgpokopTn3oH — 300 Mr BHYTPVMBEHHO OJHO-
MOMEHTHO, fanee no 100 mr kKaxpgble 8 yacos. [MpogonxeHa
UH}Y3MOHHaA Tepanna U UHCYNIMHOTepanus.

Ha ¢oHe megnKameHTO3HOM Tepanuu K 4-m CyTKam npe-
OblBaHUSA B OTAENIEHNW MHTEHCMBHOW Tepanun TemnepaTypa
Tena cHm3mnacb go 37,5 °C. TopMoHanbHble UccnenoBaHumA
NoKasanu BbIPaXKEHHYI0 TEHAEHLUMIO K CHVXXEHMUIO YPOBHA
cBT4. B cBA3M C ynyuylleHnem COCTOSHUA MaumeHTKu Obina
YMeHbllUeHa 03a TMpo3ona Ao 40 Mr B CYTKU, CKOPPEKTU-
poBaHa [03a NpPOMNpaHonona, NapeHTepanbHOe BBeAeHME
METUAMNPEAHN30/I0HA 3aMEHEHO Ha Mprem TabneTnpoBaH-
HoW popmbl NepopasnbHo (64 Mr yepes aeHb). MpogomkeHa
Tepanua pactsopom Jliorons.

Ha 12-1 peHb KOMOVHUPOBaHHOW Tepanun TMPeoCTaTh-
Kamy, npenapaTom noga v MeTUnpeaHU30N0HOM Y nauu-
EHTKM Oblal OCTUIHYT nabopaTopHbii 3yTMpeos (cBT4 —
15,1 nmonb/n). B cBA3U C 3TUM NPUHATO peLleHre OTMEHUTb
pactBop JlioronAa v NPOJOMKUTL Tepanuio TUPO30JIOM
B fo3e 30 Mr/cyT nog KOHTposiem cBO6OAHbIX dpakuni Tu-
peongHbIX FOPMOHOB.

31.12.2024 r. npoBegeHa Tpaxeoctomus. IBJT npoponxe-
Ha B CBA3W C pa3BUT1eM ABYCTOPOHHEN NofncermeHTapHom
NMHEBMOHUN.

22.01.2025 r. gna panbHenwWero neyYyeHMA NauneHTKa
nepesefieHa B 3HAOKpUHonornyeckoe otgeneHue. Cnycra
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KINUHUYECKII CINYYAN

MecsL BbIMOJIHEHA TOTasIbHas TUpeouasktomua. C 3amectu-
TesIbHOW Liesblo Obl1 Ha3HaUEH IEBOTUPOKCUH HATPWA.

OBCYXAEHUE

B paccmaTtprmBaemMoM KNMHUYECKOM Crlyyae y nauneHT-
KU HabnoJanocb coyeTaHMe HECKOJIbKUX B3aVMHO OTAro-
LWAOWMX KpUTUYecKnx coctoanmin: [IKA Taxenonm creneHun
Ha ¢oHe CLT1 1 ankorosibHOWM MHTOKCMKAUMK, a Takxke TK,
Pa3BUBLLUICA BCNIEACTBME HECOONIOAEHWA PEXIMA Nprema
TMpeocTaTnKoB nNo nosogy br.

Hanvune gByx ayTOMMMYyHHbIX SHAOKPUHHbIX 3aboeBa-
HWIA NO3BONUNIO CPOPMYNNPOBATb ANArHO3 ayTOMMMYHHO-
ro nonurnaHgynapHoro cuHgpoma (ArC) 3 tnna. Cnegyet
OTMETUTb, YTO MaHudecTauma caxapHoro Aauabeta npowu-
3owwa Yepes 1,5 roga nocne gebiota TMPEOTOKCUKO3a, UTO
NMoATBep)KAaeT LenecoobpasHOCTb pPaHHEro BbIABMIEHUA
OCTPOBKOBbIX ayTOAHTUTEN Y MONOAbIX JINL, C UMMYHHbIM TW-
peoTokcmnkosom [10].

Mposounpyowmum daktopom passutusa LKA aBunocb
ynoTpebneHune ankoros Npu oTCyTCTBMM afjeKBaTHOM 3ame-
cTutenbHon uHcynuHotepanum CA11, uto, B CBOIO ouepefb,
NpuUBENIo K AeKOMMeHcaumm TUPEOTOKCMKO3a U KIMHWYe-
ckomy npossneHuto TK. He unckniouyaetca HecobniogeHne
NnauuneHTKON peXkuma nprema Tupo3ona.

OcHoBaHVeM ANA MOAO03PEHMA Ha pa3BUTUE [OAHHOrO
TAXENIOro 1 PefKoro OC/OXHEHNA CTaio OTCYTCTBME KNU-
HMYECKOrO ynyJLleHnsA Nnocse KynupoBaHUA KIMHUKO-nabo-
paTopHbIX npoAsneHnn [1IKA, HecMoTpA Ha HOpManM3aLumio
KOC, Bonemmueckoro craTyca u ypoBHA rnukemuu. lNaum-
€HTKa oCTaBasiaCb B MeIKaMeHTO3HOWN ceflaunn; COXpaHs-
nacb runeptepmus 6e3 n1abopaTopHbIX M MHCTPYMEHTANb-
HbIX MPU3HAKOB BOCMaNMTENIbHOMO NpoLecca.

MoBblWeHHbIe B NepPBbIA AeHb 3HaYeHnsa CPb n npokanb-
LMTOHUHA HOPManM3oBanNCb B Mpouecce KynupoBaHUA
IKA. Mo coBpemeHHbIM faHHbIM, cocTosaHne [IKA conpo-
BOXJAeTCA MOBbIWEHNEM YPOBHA MPOBOCNANNTENbHbIX
unToKNHOB, CPB 1 6rioMapkepoB NEPEKUCHOIO OKUCNIEHNA
NUNNLOB HE3aBMCUMO OT HanuuuA ABHOW WHdeKunn mnu
cepaeyHo-cocyamcTor natonorum [10, 11].

Ba)xHO MoAYEPKHYTb, YTO MO AAHHBIM OMNYONNKOBaHHbIX
KNMHUYECKUX HabMiogeHnn, AnA NoCTaHOBKM AnarHosa TK
He TpebyeTcs Hanume KpanHe BbICOKMX 3HAaYeHU cBoboa-
HbIX GpPaKUMA TUPEOUAHBIX FOPMOHOB. [IMarHoO3 ycTaHaBs-
NMBaeTCA NPerMYyLLEeCTBEHHO Ha OCHOBAHWMW KITMHUYECKON
KapTVHbI Y Hann4ms npoBoLrpyowmx GakTopos [8].

B 1993 . H.B. Burch u L. Wartofsky paspabotanu n npeg-
noxmnu GannbHyto wkany (Burch-Wartofsky Point Scale,
BWPS), npegHasHaueHHyto ana gnarHoctukn TK. OHa ocHo-
BaHa Ha KONNYECTBEHHOWN OLEHKe KIIMHUYECKMX NnposBne-
HUI CO CTOPOHbI CEPAEYHO-COCYANCTON, MNLLEBAPUTENIbHOM
N LEHTpanbHOW HepBHOW cnuctem (Tabn. 1).

Lkana BWPS npencTtaBnseT co6oi aMnmpuyecky nosny-
YEHHYI0 CUCTEMY OLEHKI, KOTOPas yYnUTbIBAET TAXKECTb CMM-
NTOMOB MOMVNOPraHHOW AeKOMMeHcaLmm, BKYasa TepMo-
perynsaTopHyio AncOYHKUMIO, Taxukapauio/pubpunnaymio
npeacepavin, HapyLweHNA CO3HAHWA, 3aCTONHYIO CEpAeYHYI0
He[OCTaTOYHOCTb U racTporenatnueckylo auchyHKuUmio,
a TakXKe pornb nposouupyolwmx daktopos [5]. MNpu cymme
6annos no wkane Burch-Wartofsky pesynstat >44 cBuge-
TenbCcTBYeT O Hanmumm TK n TpebyeT Ge3otnaratenibHbIX
neye6bHbIX MeponpuaTuii. Mokasatenu ot 25 fo 44 6annos
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Ta6nuua 1. BannbHan wkana amarHoctuky TK no bypxy-BapTtodpckomy [5]
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HapyLueHwe Tepmoperynayum

CeppAie4yHO-COCYyAUNCTbIe NPOSABNEHUNSA

Ten.nr::ap’:-.l;r Cy pa bannbi Taxukapaua, ya/MmviH bannbi
37,2-37,7 5 99-109 5
37,8-38,2 10 110-119 10
38,3-38,8 15 120-129 15
38,9-39/4 20 130-139 20
39,5-39,9 25 >140 25

>40,0 30 Oubpunnauma npegcepamn 10
CeppevHasa HefOCTaTOYHOCTb HeBponoruueckue npoasneHus
CreneHb TAXKeECTU Bannbi CreneHb TAXeCTN Bannbi
Jlerkaa Jlerkaa
- OTeKU Hor 5 - BO36yXKaeHue 10
YmepeHHas YmepeHHas
) ﬁg:‘;mb)l(B HIWKRUX OTAENaX 10 - Oenupui, NCnxos, CTynop 20
Taxenasn Taxenasn
- OTeK Nnerkumx 15 - cypoporu, Koma 30
FacTpounHTeCcTMHaNbHbIE, NeYeHOUYHbIE NPOABAEHNA Mposouupytowmin pakTop
CreneHb TAXKeCTN bannbi bannbi
YmepeHHas
- Aunapes, TOWHOTa, PBOTa, 10 uy 10
60r5b B XX1BOTE
Taxkenan
- Kentyxa 20 il 0

MpumeyaHue. <25 6annoe — TK manoBeposnTeH; 25-44 6anna — BblCOKan BEPOATHOCTb pa3sutua TK; >44 6annos — TK.

pacLeHMBalOTCA KaK BblCOKasA BEPOATHOCTb pa3sButma TK.
Pesynbtat <25 6annoB cOOTBETCTBYET MasioBEPOATHOMY
pa3BUTUIO KPK3a.

B 2012 r. inoHckaa Tupeoungonornyeckasa accoumauma
(JTA) npepnoxuna o6HOBJIEHHbIE ANArHOCTUYECKNE KpUTe-
puu TK, B KOTOpbIX 0CO60e 3HaUeHWe NPUAAETCA Hapylue-
HUIO CO3HAHMA KaK KNIOYEeBOMY AMArHOCTUYECKOMY Mpr3Ha-
Ky, MpeBOCXoAALLeMy MO 3HAUMMOCTLN Apyrie CMMNTOMbI [7].
B npencTaBneHHOM Cllyyae UMEHHO Ype3mMepHoe BO30YXae-
HUe, HealeKBaTHOE COCTOAHME U TeMnepaTypHasa peakuma
NauVeHTKN CTann JOMUHUPYIOWUMU B KIMHUYECKOW KapTu-
He, YTO MO3BOMNIIO 3aN0[03puUTh passuTtue TK.

TakM 06pa3om, KITMHUYECKas HaCTOPOXKEHHOCTb Y TLLa-
Te/lbHaA OUEHKa CMMMNTOMOB TUPEOTOKCMKO3a, BO3HMKalo-
Wwux Ha ¢oHe nposouupyLWMX GaKTOPOB, UTPaKOT peLla-
IOLWLYI0 POSb B CBOEBpeMeHHOW anarHoctuke TK. B ciyvasx,
Korga HeBO3MOXKHO [JOCTOBEPHO YCTaHOBUTb, CBA3aHbl N
CMMNTOMbI C COMYTCTBYIOLLEN NAaTONOrMen UM C Cammm Kpu-
30M, UX CflefyeT pacueHnBaTb Kak npoasneHna TK.

KaK TonbKo CTano o4yeBMAHbIM, YTO NaLUeHTKa HaXxoauT-
¢ B coctoaHun TK, 6b1 He3aMennTeIbHO MepecMoTpPeH
npotokon neuyeHna. CornacHo cyuwectsyowum KnunHnue-
CKUM pekoMeHpaumam [1, 7, 9, 12] npn neyeHnn naumeH-
ToB ¢ TK cnegyeT ucnonb3oBaTb KOMMEKCHbIN nogxod,
BKJIOYAIOLWNIA NaTOreHeTNYEeCKylo Tepanunio TUpeoCcTaTuKa-
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MW B BbICOKUX A03ax, NpenapaTtbl HeopraHMYeckoro 1noga,
B-appeHobnokaTopbl. 1A KOppeKLUn HeMPOropMOHasibHO-
ro ctaTyCa opraHu3ma B yCJIOBUAX CTpecca U OTHOCUTENbHOM
HaANoYeYHMKOBOW He,OCTaTOYHOCTM HEOOXOANMO BBOUTD
BbICOKME [03bl MIOKOKOPTUKONAOB. HapAagy ¢ 3Tm npoBo-
ANTCA Tepanus, HanpaBieHHAsA Ha CHWYKEHWE TnepTepMni,
KynupoBaHUe CydopOXKHOro CMHAPOMAa W MoaaepXaHue
MU3HEHHO BaXHbIX GYHKLMN.

K npenapatam nepson nuHun neveHmsa TK oTHocATcA
npenaparbl 13 rpynnbl TUPEOCTaTUKOB: METMMAa30N (Tnama-
30711), Kapbumason, NPONUATUOYPALII, MEXaHV3M AeACTBUSA
KOTOPbIX OCHOBAaH Ha WHIMOMPOBAHUM OpraHUPUKaLnn
noja M KOHAEHCAUMN MOATMPEO3WSIbHBIX OCTaTKOB MyTeMm
BO3JENCTBUA Ha TUPEOUZHYIO NepoKcMAaasy. 3To NpuBoauT
K MpeKpalleHnto CUHTe3a HOBbIX TUPEOMAHbIX FTOPMOHOB.
Bnokaga opraHmduKaLum noa OCTUrAETCS yXKe B TeueHne
MepBOro yaca nocse HazHauyeHus Nboro 13 AOCTYMHbIX TW-
peocTtaTnkoB [8]. PekomeHayemble f03bl Tamasona npu TK
coctaBnAtT 60-80 Mr 0fHOKPaTHO B HavaslbHOW J03€, C Mo-
cnegyowmm BeegeHnem no 30 mMr Kaxkable 6-8 yacos o fo-
CTVXKEeHNA KIIMHUYeCcKon ctabunusaumun. MNpu oTcyTcTBMM
CO3HaHWA NpenapaT BBOAMTCA B U3MESIbYUEHHOM BUAE Yepes
Ha3oracTpasnbHbIl 30HA. CnegyeT yunTbiBaTb, YTO Ha CErof-
HALHWIA fieHb He CyLLeCcTBYET JOCTYMHbIX GOPM TMPeOoCTaTu-
KOB A1 MapeHTepanbHOro NPUMEHEHNA.
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JdbdeKT nogaBneHMsa cekpeuun TMPeoUAHbIX FTOPMOHOB
TUpPEeOoCTaTKaMU NPOABNAETCA Yepes 24 yaca, 6/10Kaaa CUH-
Te3a — yepes HeCKoNIbKo AHel [13].

K npenapatam BTOPOW NWHWW, YCUABAKOWWNM TUPEO-
cTaTnyeckmin 3¢¢deKkT TUOHAMMUAOB, OTHOCATCA WNOAWAbI.
MexaHn3m mnx AencTeua obycnioBneH 6GnokKagon CUHTe3a
TUPEONIHbIX TOPMOHOB 3a CYET HapyLLEHNKA MPOLIEeCCOB Op-
raHndpukaumm noga — 3ddekt Bonbdpda-Yarkodda. Mog
nocTynaeT B uutonnasmy GpommKynapHbix Knetok LUK 6na-
rogapa OencTBMI0 HATPUI-MOAHOrO MepeHocUrKa Gefko-
BOl npupopbl (HaTpun-nog cumnoptepa — NIS). Boicokme
[03bl ofa GMOKMPYIOT ero GpyHKLMIO, a TakkKe QYHKLMIO
TNO. CunTaeTcs, YTO TPAH3UTOPHBIA XapakTep 3¢dekTa
Bonbdda-Yankodda obycnoBneH cCHMXKEHMEM SKCIpeccmu
MPHK, kogupytowein NIS [14]. Tupeoctatnyeckuin 3¢pdekt
noamnaa nNpu exeaHEBHOM NpUeMe B CpeIHEM 3aXBaTbiBAET
10-14 pHew, panee HabnogaeTca «yckonb3aHuve» [15, 16].

B KnnHMuYeckonm npakTMke UCNOJb3YIOT KOHLEHTPUpPO-
BaHHbI pacTBOP ioauaa Kanuvs (5 Kanenb, YTO COOTBETCTBY-
et 0,25 mn unu 250 Mr) BHYTPb Kaxable 6—8 4acoB 1K, Kak
anbTepHaTMBHbIA Npenapar, pacTeop Jliorona B aHanormny-
HOW fO3UpOBKe 1 nHTepBane [1]. MpenapaTbl noga peKomeH-
[yeTca Ha3HauyaTb He paHee Yem Yepes vac nocse npriema
TUPEOCTAaTUKOB U [OCTUKEHUA CHUKEHWSA, A B page Ciyda-
eB — 6510Kafbl CMHTE3a TUPEOMAHbIX FOPMOHOB. CUMTaETCH,
UTO B MPOTMBHOM CJlyYae 3TO MOXET MPUBECTU K yBeuve-
HUMIO NX CMHTE3a B CBA3M C BPEMEHHOW akTuBaLuen nogo-
3aBUICMMbIX MEXaHU3MOB 1 YXYALIEHUIO TeYEHNA TUPEOTOK-
cuko3a [8, 17]. Mo gaHHbIM pAfa aBTOPOB, peKoMeHayeMasn
CYTOYHas f03a noga coctasnsaet go 200 mr, npu 3Tom 6onee
BbICOKME [03bl HAa3HAYalOTCA MaUMeHTaM C MOAO03PEeHMEM
Ha CHWXKEHME >KenyJouYHO-KMLLeYHoW abcopbuun [9, 17].
B nutepaType onuvcaHbl TaKKe PeKTaNibHbI U CyGnHIBanb-
Hbll1 CNOCo6bI BBEAEHWS NpenapaTos hoaa [18].

CopepaHune TUPeoUNaHbIX FOPMOHOB B KPOBWU Npu UC-
MoJIb30BaHUM HEOPraHNYECKOro 1noda CHUXKAETCA ObICTPO,
06bIYHO B TeueHune 7-10 gHel, YTO NOATBEPKAAETCA U Ha-
UMM KITMHMYECKM HabnogeHnem (puc. 1).

HauaTta Tepanua
54,9
pacTtBopom Jliorons
1 60NbWINMMN
Jo3amu Tupo3ona

39,5

KINUHUYECKII CINYYAN

OpfHaKko nocne JOCTUXKEHUs TepaneBTMYeckoro sdpdek-
Ta, HECMOTPA Ha MPOJOIKEHME MpUema NoangoB, MOXET
pa3BuBaTbCa 3PPEKT «yCKOMb3aHNA», 00YCNOBIIEHHBIN BOC-
CTaHOB/IEHMEM YYBCTBUTENIbHOCTM HATPUA-NOAHOrO CUM-
noptepa u «MpopbiBOM» CUHTE3a TUPEOWAHbIX FTOPMOHOB
B M3ObITOYHOM KOMMYecTBe. B 3TOM cyiyyae BO3MOXHO pas-
BUTME cuHapoma Mop-baseposa [19]. C apyroil CTOPOHbI,
B pAfe nccieoBaHni Oblfo NOKa3aHo, YTO COBMECTHOE C-
Nnonb30BaHWe NpenapaToB Nofa U TMPEOCTaTNKOB NO3BONA-
€T 3HaUUTENIbHO CHU3UTb 03y NOC/IeAHNX NP TAXKENIOM TH-
PEOTOKCMKO3e A1 AOCTUMKEHMWA SYTUPEO3a, UTO YMEHbLUaeT
PUCK TOKCUYeCKMX 3HEKTOB 1 HE NPUBOANT K 060OCTPEHMIO
TMpeoToKcuKo3a [16, 20, 21].

B kKnuHnuyeckon npaktuke nocne 10-14 gHen Tepanun
npenapatamu noga npu bl 06blYHO NMOKa3aHo xupypruve-
ckoe neyeHmne. OgHaKo B NpeAcCTaBIeHHOM Cilyyae Taxenoe
COCTOAHME NaLMEHTKM He MO3BOMUIIO BbINMOJIHUTDL XUPYPIn-
yeckoe BMeLLaTesIbCTBO B YKa3aHHble CPOKM. Y MaLMeHTKN
pa3Busiacb [BYCTOPOHHASA MHEBMOHMWA, MOTpeboBaBLIas
pecnupatopHon nogaepku ¢ nomoubto VIBJ1. Ha npoTaxe-
HMW BCEro nepuoga HabnaeHNA OCYLEeCTBAANCA perynsp-
HbII MOHUTOPUHI CBOOOAHbBIX pPaKLUIA TUPEOUIHBIX FOPMO-
HOB /17 CBOEBPEMEHHON KOpPEKLMNN Tepanun. YBenmyeHus
3HaAYEHUN STUX MOKasaTenen He OTMeYanocCb JO BblNOJHe-
HWNA TOTaNbHON TUPEOVASKTOMUN.

B tepanum TK ncnonb3ytot -agpeHobnokatopsl. [Mpena-
paTom BblbOpa ABAAETCA NPOMNPAHOOoN B fo3e 40 Mr Kax-
nble 4 yaca. OH obnafaeT ceNekTUBHOWN CMNOCOOHOCTBLIO NH-
rmbrpoBath AenogrHasy 1 TMna, YTo NPUBOAMNT K CHUMKEHMIO
KoHBepcun T4 B T3, a TakKe CHMMKaeT YyBCTBUTENIbHOCTb
CYMNATUYECKON HEPBHOW CUCTEMbI K KaTexonammHam npu
BbICOKMX KOHLIEHTPaLMAX TUPEOUOHbIX TOPMOHOB. B pe3ynb-
TaTe YMEeHbLUAeTCA BbIPaXXeHHOCTb TaKUX CMMMTOMOB, Kak
Tpemop, cepauebrneHune, 6ecnokoncrseo [1, 12].

OfmHOWM U3 KIIOYEBbIX MATOreHeTMYeCKMX CTpaTerui
B NleyeHnn TK octaeTca npumeHeHne MK B BbICOKMX [0O3aX.
Nx Ha3HauyeHwe HampaBneHO, Mpexie BCEro, Ha Koppek-
LNI0 OTHOCUTENbHOW HAAMOYEeYHMKOBOWN HEe[OCTaTOYHOCTH

/ \ /20,7

13,8
OtmeHeH pacTeop Jliorons,
[103a TMPO30Ma yMeHbLUeHa
A0 30 mr/cyT
19.12.2024  23.12.2024  26.12.2024  30.12.2024  03.01.2025 10.01.2025 15.01.2025  23.01.2025

PucyHok 1. inHamuika yposHa cBT4 (9,0-19,0 nmonb/n) B CbIBOPOTKE KPOBM NaumeHTKN T., 29 neT, Ha poHe NPOBOANMOIN MEANKAMEHTO3HOM
Tepanuu.
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1 nato¢usnonornyeckoro ¢GpeHomMeHa OCTPOro CTpecca,
a TaKXKe Ha CHMXeHune KoHBepcun T4 B T3 [1, 9]. Hanbonee
YaCTO NPUMEHAIOT MMAPOKOPTU30H — 300 Mr BHYTPMBEHHO
6on0CcHO C nocneaywWwUm BeegeHem no 100 Mr Kaxpgble
8 vacoB. B KauecTBe anbTepHaTUBbI MOXET UCMOJIb30BaTb-
cA MeTunnpegHusonoH (250-500 mr/cyT BHYTPUBEHHO)
C NOCTEMEHHbIM CHUKEHNEM J03bl Yepe3 2-3 CyTOK B 3aBU-
CMMOCTM OT AVUHAMUKMK KIIMHUYECKOW CUMNTOMATUKN. Anb-
TEePHATUBOW TaKKe ABNAETCA fleKCaMeTa3oH B Ao3e 8 mr/cyT
BHYTpMBEHHO [1, 9].

OnHoBpeMeHHO C naToreHeTnyeckom tepanuven TK npo-
BOAUTCA KOppeKunsa runeptTepmMun, BOLHO-INIEKTPONNT-
HbIX HAaPYLUEHUN, MCMXOMOTOPHOIO BO30Y»KAeHWA (BNIOTb
[0 OCTPOro MCUXOTUYECKOTO COCTOAHMA), CyAOPOXKHOro
CMHOPOMA, CepAeyHO-COCyaANCTbIX HapylweHun. MNpu oT-
cyTcTBUM 3ddEKTa OT OCYLLECTBASEMON Tepanum Leneco-
o6pasHO npoBedeHVe Mnasmadepesa UNN SKCTPEHHOTO
XNPYPrnyeckoro BMellaTenbCcTBa (ToTasbHaa TUPEOUIK-
Tomusa) [22].

3AKNIOYEHUE

B npepctaBneHHom KnuHnyeckom ciyyae AMNC 3 tuna
Habnofanocb coyeTaHne ABYX MKM3HEYrpoXatowyx CocTo-
AHMN — KA un TAXenoro TMpPeoTOKCMKO3a C pa3BUTMEM
TK. KnuHuueckne npossneHna [OKA macknpoBanu pebiot
TK, 4TO 3aTpyAHANO CBOEBPEMEHHYI0 AWAarHOCTUKYy. Tem
He MeHee KOMIMJIEKCHaA OLEeHKa KIMHWUYECKON KapTWHbI
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no3Bonuna 3anogo3putb passutne TK n HayaTb ero cBoes-
pPEeMeHHYI0 Tepanuio. YXyaLleHne TeYeHUsa TMPeOTOKCNKO3a
y naumeHToB ¢ bl unn gpyrummn nprynHammn TMPEeOTOKCUKO-
3a Ha GpoHe NHTepKYpPpPEHTHOro 3aboneBaHnA Un JencTBUS
noboro gpyroro nposouupyollero ¢pakTtopa AOMKHO Hac-
TOpakMBaTb B OTHOLWEHWN BO3MOXHOro passutuna TK. Mpwu
HaNMyYMM CMMNTOMOB, COOTBETCTBYHOLLUX KPUTEPUAM LUKASIbI
Burch-Wartofsky, n npu nogcuete 6annoB, yka3sbiBatoLmx
Ha BbICOKUI PUCK Unn Hannume TK, Heo6Xo0AMMO HeMeaeH-
HO HauMHaTb WUHTEHCMBHYIO TePanuio 3TOr0 KPUTUYECKOro
COCTOAHMA.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢uHaHcpoBaHuA. PaboTa BbiNOSHEHA MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCUPOBaHN.

KoH)nuKT mHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTue aBTOpOB. BCe aBTOpbl 0A06pUNM GUHaNbHYI0 BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasun coriacme HeCcT OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.

Cornacue naymenrTa. lMauneHTKa O6POBONILHO NoAnMcana UHGoOpPMu-
poBaHHOe corniacue Ha ny6avKaLmio nepcoHasbHON MeaNLIMHCKON MHop-
Mauum B obe3nmueHHon Gopme B NMoObIX MEAVLMHCKKX >KypHanax, BKIio-

yas «[pobnembl SHAOKPUHOOT M.
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MPOTHOCTUYECKUE NCCJIEAOBAHUA B SHAOKPUHOJIOINN:

AN3AUH U TUMUYHDIE OLUUBKU

© B.A. AkcéHoB'*, O.10. PebpoBa'?

'POCCUNCKMIA HALMOHANbHbI MCCNefoBaTeENbCKU MeANUMHCKIIA YHuBepcuTeT um. H.W. NMuporosa, MockBa, Poccus
2HaumnoHanbHbI MeAULNHCKUI NCCIe[oBaTeNbCKMIA LLEHTP SHAOKPUHONOrMn nm. akagemmka WM. Neposa, Mocksa, Poccua

[laHHas cTaTbA NpefcTaBNAET COO0N aHANUTUYECKNIA 0630p METOLONOMN 1 AN3aliHa MPOrHOCTUYECKUX ncciefoBaHmi. On-
TUMasbHbIM AN3aNHOM AN1A MPOTrHOCTMYECKMX UCCIeoBaHNI ABNAIOTCA KOrOPTHbIe NccnefoBaHus. B 063ope noapobHo pac-
CMaTPUBAIOTCA Pa3NNunAa Mexay TPagUuLMOHHBIMU STUONOTMYECKUMI KOFOPTHLIMK UCCIeJOBaHUAMY N MCCNefoBaHUAMN,
OPVIEHTMPOBAHHbIMU Ha MPOrHO3MpPOBaHUE UCxooB. MNpPUBOAATCA NPUMEpPbI MPOrHOCTUYECKUX NCCNeR0BaHNIA, MOCBALLEH-
HbIX OL|EHKe pUCKa recTalMoOHHOro caxapHoro agnabeta (FCM), NoYeYHON HE[OCTAaTOUYHOCTU NPU CaxapHOM AnabeTe 2 Tvna
(CA2), ocTeonopoTMUeCKnX NePENOMOB Y KEHLUH B MOCTMEHOMay3e, pe3y/bTaToB neveHns 6ecnnoamna y XeHLWwmH ¢ NoBbl-
LIEHHbIM YPOBHEM GONAUKYNOCTUMYNIMPYIOLLEro FOPMOHA 1 BbIXKMBAEMOCTM Y NaLMEHTOB C aPEHOKOPTUKANbHbIM PaKoM.
MNopuepKuBaeTca BaXKHOCTb COONIOAEHMA METOAONOMMYECKUX CTaHAAPTOB, N3N0XKEHHbIX B pykosogcTeax STROBE n TRIPOD,
a TakXXe HeobXxoaMMOCTb MPeAoTBPALLEHNA TUMMYHBIX METOAOSIOMMYECKNX OWNOOK, TakKMX KaK M3MepeHne nNpeankTopoB
nocne HacTynneHms ncxopaa unu ncnonb3osaHme ROC-aHanm3a 6e3 npefBapuUTENIbHOrO MOCTPOEHMA NPOrHOCTUYECKOW MO-
genun. Ocoboe BHUMaHMe yaenaeTca NPUMEHEHUIO KOPPEKTHbIX CTaTUCTUYECKMX METOLOB, MOCKONbKY UX HefOoCTaTouHOe
NMOHVIMaHNe MOXET MPUBECTU K UCKa>KEHHbIM BbIBOZAM Y CHUMEHWIO Hay4YHOW JOCTOBEPHOCTU pe3ynbTaToB. Pa3Butue npo-
FHOCTUYECKMX KOTOPTHBIX MCCNIeJOBaHWI U BHEAPEHWE CTPOTMX aHANIUTUYECKUX MOAXOA0B CMOCOOCTBYET NOBbLILLEHWIO Kave-
CTBa KNNHNYECKOWN NPaKTUKN 1 YKpeneHnto oKa3aTesibHol 6a3bl COBPEMEHHOWN SHAOKPUHOMOT W,

KJTKOYEBDIE CJIOBA: du3aliH uccie0o8aHus; Ko2opmHble UCC/1e008aHUS; NPO2HOCMUYecKoe UcC1e008aHue; AHAU3 OaHHbIX; MemoooJsioauye-
CcKUe CmaHodapmel.

PROGNOSTIC RESEARCH IN ENDOCRINOLOGY: DESIGN AND COMMON ERRORS
© Valeriy A. Aksenov'*, Olga Yu. Rebrova'?

'Pirogov Russian National Research Medical University, Moscow, Russia
2Endocrinology Research Centre, Moscow, Russia

This article provides a conceptual overview of the methodology and design of prognostic research. It presents cohort studies
as the most suitable design for prognostic investigations and discusses in detail the distinctions between traditional etio-
logical cohort studies and those primarily aimed at predicting outcomes. The article reviews examples of prognostic studies
that focus on predicting gestational diabetes mellitus, renal failure in type 2 diabetes mellitus, osteoporotic fractures in
postmenopausal women, outcomes of infertility treatment in women with elevated follicle-stimulating hormone levels, and
survival in patients with adrenocortical carcinoma. The importance of adhering to the methodological standards outlined
in the STROBE and TRIPOD guidelines is emphasized. It also highlights the need to avoid common design and analytical
pitfalls, such as measuring predictors after the outcome has occurred or using ROC analysis without developing a multivari-
able prediction model. Particular attention is given to employing appropriate statistical methods, as a lack of understanding
of these methods may lead to biased inferences and diminish the scientific value of the published research. Incorporating
well-designed prognostic cohort studies and rigorous analytical approaches will enhance clinical practice and strengthen
the evidence base in modern endocrinology.

KEYWORDS: study design; cohort studies; prognostic research; data analysis; methodology standards.

B coBpemeHHON meanumHe, BKNOYAA SHOOKPUHOOTMIO,
BCe Oosibllee BHUMAHVE YAENAeTCs BHEQPEHUIO PUCK-OpU-
€HTUPOBAHHbIX M MEPCOHANN3NPOBAHHbIX MOAXOAOB K NPO-
bunakTuke n nevyeHuwo. 3T NOAXOAbI NMPEefyCMaTpUBAOT
ajantaumio MeguLMHCKUX BMeLLATeNbCTB C Y4eTOM MHAW-
BMAYaSIbHOrO YPOBHA PUCKa, TO eCTb BEPOATHOCTM HAcCTy-
NneHnA onpeaeneHHoro coobITUA Yy KOHKPETHOrO NaLneHTa
B 3aflaHHbIN Nepuog BpeMeHn. OCHOBHasA Lieflb PUCK-OPUEH-
TUPOBAHHOW KIMHNYECKON MPaKTUKA COCTOUT B CO3[aHUMN
WHAVBUAYaNU3NPOBaHHbIX CTpaTernn BegeHus naunueHToB

1 ONTUMK3aLMMW NNAHNPOBAHNA MeAULUHCKOWN MOMOLLM, YTO
MO3BONAET CYLLECTBEHHO NOBbICUTb €e Pe3ynbTaTUBHOCTb.
MporHocTnyeckre mopenu paspabaTbiBalOTCA U UCMOSb-
3y10TCA /1A OLEHKN BEPOATHOCTM BO3HUKHOBEHMWSA onpege-
NEHHbIX COObITUI Y Pa3HbIX FPYNM NlofeN: TEX, KTO HaXoAWTCA
B Fpynnax pycKa, NauMeHToB C YyCTaHOBMIEHHbIMW JMarHo3a-
MU, @ Takke y 6eccMMnTOMHbIX MHAWBUAYYMOB. Takme mo-
Jenv NPUMEHAITCA ONA MPOrHO3MPOBAaHNA BEPOATHOCTM
peunamBoB, MOABNEHUA OC/OMHEHWA WAW HACTynieHua
neTasibHOro MCXofa B pamKax ornpefeneHHOro BpeMeHHOro
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PI/ICyHOK 1. Cxema 3Tonormyeckoro KOropTHOro nccnefoBaHuA.

neproaa nocse yCTaHOB/IEHUA KOHKPETHOro AnarHosa. AHa-
JIOTMYHO OHM MOTYT MPUMEHATBLCA ANA NPefcKasaHma NCxo-
[la B TeyeHVie onpeaesnieHHoro nepuoga y nvy 6e3 yctaHos-
NIEHHOro AmnarHo3a, HanpuMep, ANA OLEHKW BEpPOATHOCTU
pa3BuUTUA caxapHoro amnabeta 2 tuna (CA2) wnn octeono-
POTUUYECKMX MEPESIOMOB LelKn begpa y nuy 6e3 octeono-
po3a. B KaXkgoM 13 onucaHHbIX CLieHapueB KONMYeCTBeHHas
OLEeHKa MpOrHo3a MomoraeT MauueHTam ” KAMHULMCTam
COBMECTHO pellaTb, HAaCKOMbKO OMpaBAaHO NpoBedeHue
BMeLLaTenbcTBa. Ecnm nporHos 6naronpuateH u npegnona-
raeT eCTeCTBEHHOE yJyylleHre COCToAHMA 6e3 BMeLlaTenb-
CTBa, TO, CKOpee BCEro, B HeM HeT HeobxoanmocTu. C Apyroin
CTOPOHBI, €CIN MPOTrHO3 OCTAETCA HEONAroNPUATHLIM He3a-
BVCMMO OT TOrO, NPOBOAMNOCH BMELLATEIbCTBO WUAN HET, Le-
necoobpasHOCTb ero NPOBEeAEHUs CTaBUTCA MO COMHEHME,
YUMTbIBAA CBA3AHHbIE C HAM PUCKU U CTPECC, KOTOPbIN OHO
MO>ET BbI3BaTb Y NayueHTa.

NcToprnuecknm nprviMepom NPUMEHEHUA MNPOrHOCTU-
yecKnx mMmogesnen B SHOOKPUHOMNOMMU MOXHO Ha3BaTb Npo-
FHOCTUYECKNIN NHAEKC paka wutoBuaHonm xenesbl EORTC,
pa3paboTaHHbIii baspom u ero konneramu B 1979 1. [1]. fB-
NASCb OOHOW 13 NMepBbIX MHOTOPaKTOPHbLIX MOAeNen CTpa-
TMdrKaLMM prcKa Npy pake LWMTOBUAHOW ene3bl, UHLEKC
EORTC cbirpan 3HaumMmyto UCTOPUYECKYIO POJib B Pa3BUTUN
NPOrHocTnyecknx cnctem. OgHako B COBPEMEHHON KIIMHW-
yeckol NpaKTUKe OH YCTYNnun Mecto 6onee TOYHbIM U NPO-
BEPEHHbIM NMPOrHOCTUYECKMM MOAENAM.

OCOBEHHOCTU AU3ANHA

OCHOBHbIM pPEKOMEHAYEMbIM AM3alHOM MPOrHOCTMYE-
CKUX WCCNEfOBAHMIN ABMAETCA KOrOPTHOE WCCiiefOBaHue,
KOTOPOE MOXET ObiTb MPOCMEKTUBHBIM UJIN PETPOCMEKTUB-
HbIM (MPOCMEKTVMBHbIM MO PETPOCMNEKTMBHO COOGPaHHbIM
(apxuBHbIM) AaHHbIM). [TpeanoUYTUTENbHBIM CYMTAETCA NPO-
CNEeKTUBHBIN COOP AaHHbIX, MOCKONIbKY 06ecrneyrBaeT nos-
HbII KOHTPOJMb Haf OnpefesieHnemM BCeX MOTEHLMaNbHbIX
NpPeauKTOPOB 11 MCXOAOB, @ TakXKe MO3BOJISET NMPUMEHSTb
Hauboree TOUHble METObI X U3MEPEHMA.

B HayuyHOM nuTepatype u MeTodoSIOrMUYecKnx PyKo-
BOACTBAX, MOCBALEHHbIX KOFOPTHbIM WCC/Ie[OBAHUAM,
06bIYHO MOAYEPKUBAETCA UX POJIb B U3YUYEHUU STUOJO-
ruv 3abonesaHunii n $pakTOpoB prcka. B Taknx aTnonorm-
YecKuX MPOCNEeKTNBHbIX KOFOPTHbIX UCCNef0BaHMAX
YUYACTHMKOB pacnpegensT B rpynnbl B 3aBUCUMOCTU

MNpo6nembl s3HAOKpUHONOrMK 2026;72(4):53-62
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OT MX 3KCMO3ULUMN IHAOTEHHOMY WA 3K30reHHOMY ¢dak-
TOpy — Hanpumep, Kypswue u Hekypswme. OCHOBHOM
Lenblo Takux UCCNenoBaHUi ABNSETCA OLeHKa BO3MOX-
HOW MPUUYUHHO-CNEACTBEHHONW CBA3M MEXAY M3yYaembim
dakTopom 1 nocnegyowmm ncxogom'. Heobxogumeim yc-
NOBMEM NMPOBEAEHUA KOrOPTHbIX NCCNefOBAHUI ABNAET-
CA OTCYTCTBME U3YYAEMOrO COCTOAHMUA HA MOMEHT BKJIIO-
yeHuA B uccnegoBaHue. KnoueBbiM 31eMeHTOM ABNsAeTCA
cTpatudmKauma yyacTHMKOB MO MPU3HAKY 3KCno3uuuwm,
YTO NMO3BOJIAET BbIAENUTb BANAHME M3yYaemMoro ¢pakTopa
C YyYeTOM MNOTEeHLMaNbHbIX BMELIVBAKLNXCA NEPEMEH-
HbiX. TakOW An3anH faeT BO3MOXHOCTb CpaBHUBATb Ya-
CTOTY Pa3BUTUA UCXOAO0B MEXIY IKCMOHNPOBAHHON U He-
SKCNOHMPOBaHHON rpynnamu (puc. 1).

Taknm 06pa3oM, KOropTHble UCCNefOBaHUS 3TOro Tuna
npu3BaHbl OTBETUTb Ha Bonpoc: «MoxeT in pakTop A ObITb
npuunHol 3aboneBaHuns b7».

Knaccnyeckum npuvmMepom 3STUONOTMYECKOro NpocCneK-
TUBHOIO KOTOPTHOIO MCCNEeAoBaHNA ABNSETCS UCCNefoBa-
Hue British Doctors Study, B KoTopom 6binia fOKa3aHa CBA3b
MeXIy KypeHueM 1 3a60N1eBaeMOCTbIO PaKoM Jierkux [2].

B 3HOOKPMHONOIMN NPUMEPOM STUONIOTMYECKOro Mpo-
CMEKTMBHOTO KOFOPTHOIO UCC/IeA0BaHMA MOXET ObITb UCCTe-
[OBaHVe CBA3U MeX[Y BO3AENCTBUEM BHELUHEWN paguvaunn
N pakom wutoBmnaHom xenesbl (PLLPK) B pamkax nccneposa-
HMA NpofoMKNTeNbHOCTY XU3Hu (Life Span Study, LSS) [31.

OTO unccnegoBaHue ABNAAETCA OOHMM K3 OCHOBHbIX
JONTOCPOYHBIX MPOCMNEKTUBHBIX KOFOPTHbIX WCC/ieqoBa-
HUM MOCNEeACTBUN aTOMHbIX 6oMbapaupoBoK Xupocu-
Mbl 1 Haracakun gna 3gopoBbs yenoBeka. OHO Hayanocb
B 1950 r. n oxBatmnno okono 120 000 yenoBsek, BKNOYaA Npu-
mepHO 94 000 noageprwmxca n 27 000 He NoOABEpPriNXCA
obnyueHnio. OgHUM M3 JONTOCPOYHBIX MOCNEACTBUN pa-
OVAUMOHHOIO BO3JEeNCTBUS CTano MOBbIWEHNE YPOBHSA
3a0011€BaEMOCTN PAKOM LUUTOBUAHOW »KeJe3bl Cpeaun Ha-

' KoropTHble nccnefoBaHus Npu onpeaeneHHbIX yCrIoBUAx MoryT ybeam-
TeNbHO CBUAETENbCTBOBATD B MOJIb3Y MPUUMHHO-CIEACTBEHHOI CBA3M, OCO-
6eHHO ecin cobntofeHbl JOMOHUTENbHbIE KPUTEPWM, TaKne Kak 60NbLIOoi
pa3mep 3dPeKTa, CornacoBaHHOCTb C pe3ynbTaTaMmu APYrux ccnefoBaHuUin
n 6uonornyeckoe npasaonofobuie. Ho okoHYaTeNbHOE AOKa3aTeNbCTBO
NMPUYNHHO-CNIEACTBEHHON CBA3M OObIYHO TpebyeT MpoBeAeHUA SKcnepu-
MeHTaJIbHbIX MCCIeA0BaHWI, TaKMX KaK PaHAOMU3MPOBaHHbIE KOHTPONVPY-
emble vcnbitaHna (PKU), KoTopble Mo3BonAT MUHMMU3UPOBATL cUCTEMa-
TUYECKrEe OWMNOKN 1 KOHTPONMPOBaTb BMeLLMBatoLyeca gpakTopbl. OfHako
PKW He MoryT NnpoBoaMTbLCA ANA YCTAHOBEHUA STUONOMN MU GaKTOPOB
pucKa v TeueHnsa bonesHen.
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PucyHoK 2. Cxema NPOrHOCTUYECKOro KOFOPTHOIO NCCNeA0BaHUA.

ceneHus, nogBepruweroca BO3AeNCTBUIO paguaunm, 0co-
6EeHHO cpefu Tex, KTo nofyunn obnyyeHue B JETCKOM WK
noapoCTKOBOM Bo3pacTe. [InAa nuvu, noaBeprwmnxca BOs3-
OenCcTBMIO B BO3pacTe 5 neT, npu goctumxeHnn nmm 30-net-
HEero Bo3pacTa U30bITOUHbII OTHOCUTENbHbIN PUCK Ha lpei
(ERR/Gy)? coctaBun 4,3 no cpaBHeHuo ¢ 3,3 ans nuu, nog-
BEPriuMxcs BO3AeNCTBMIO B Bo3pacTte 10 net [4].

MwuHMManbHbIN NaTeHTHbIN Nepuog pa3sutua PLUMK Yy nuy,
noABeprwnxca pagrmauioOHHOMY BO3AENCTBUIO B [AETCKOM
UM NOAPOCTKOBOM BO3pacCTe, COCTaBMAET NPUOAN3UTENBHO
5-10 neT. VI36bITOYHBIN PUCK HE JOCTUran MakCMMasibHOrO
3HaueHMA cpasy nocsie BO3AENCTBUA, a MOCTEMEHHO Ha-
pacTan B TeYEHME HECKONbKUX [eCATUNETUN, Kak NpaBuso,
Jocturad nvka 3abonesaemoctn yepes 20-40 net nocne
06nyyeHus. MNMOBbIWEHHBIN PUCK CPEAN BbIKMBLUMIX COXPa-
HANCA Ha YCTOMUYMBO BbICOKOM YPOBHE flaXke CnycTaA LWecTb
JecatuneTun nocne 6omb6apAMpPOBOK, UTO MOAYEPKMBAET
HeobXx0ANMOCTb ANNTENIbHOMO AUCMAHCEPHOO HAabaeHNs
3a MuaMM C pagvauuoHHO-MHAYLUPOBAHHbBIMU 3/10Kaye-
CTBEHHbIMI HOBOOOpa3oBaHUAMM [5].

B oTnnmume oT 3TMONOrMYeCcKrx KOropTHbIX UCCNeA0BaHUN,
OPVEHTUPOBAHHbIX Ha BbIABNEHME NPUYNHHO-CNIEACTBEHHbIX
cBA3el, B MPOrHOCTUYECKNX KOFOPTHbIX UCCIef0BaHNAX
KnloueBasa MeTofosiornyeckas 3ajayva 3ak/loyaeTca B Mak-
CUMasnbHO TOYHOM MpefcKas3aHun Oyaylero KNMHUYeCKoro
MCXOAA@ Ha OCHOBE COBOKYMHOCTU WCXOAHbIX MEepPeMEHHbIX
(npegunKTOpPOB). AHANM3 NPUYMHHOCTX NP 3TOM He BXOAUT
B Uenu uccnepoBaHus. OCHOBHOM $OKyC cMelleH ¢ 06bAc-
HEHUA MeXaHU3MOB BO3HUKHOBEHUA UCXOAA Ha OLEHKY Be-
POATHOCTW €ro HacTymnjeHus, TO eCTb Ha OTBET Ha BOMPOC:
«KakoB Hambonee BEpOATHbIN UCXOA NMPU AAaHHbBIX NCXOAHBIX
XapaKTePUCTUKaX NauneHTa?» B cBA3M C 3TUM B MPOrHoCTYe-
CKUX NCCNEeAOBaHMAX NMPUMEHSETCA OCOObI TN KOFOPTHOrO
OM3arHa, He npegnonararwum NCXOAHOro pacnpeneneHuns
YYaCTHMKOB MO Tpynnam B 3aBUCMMOCTU OT 3SKCMO3MLUU
onpegneneHHomy dakTopy [6, 7]. Lienbto Takrx nccnegoBaHmn
ABNAETCA uAeHTUOUKALMA U KONMMYECTBEHHAA OLEHKa WC-
XO[OHbIX XapaKTePUCTUK, CTaTUCTUYECKN acCOLMUPOBAHHbIX
C NOCNeayLLMM Pa3BUTUEM KOHKPETHbIX MCXOMO0B, a He yCTa-
HOBMIEHNE MNPUYUHHO-CNEACTBEHHBIX OTHOLIEHWUI MeXay
daKTopamu 1 ncxogamu.

2 M36bITOYHBIN OTHOCUTENbHbIA puck (ERR) — 3To mepa yBenuueHwus
pucka 3aboneBaHna (Hanpumep, paka) Mo cpaBHEHMIO C 6a30BbIM PYICKOM
B HE3KCMOHMPOBaHHON rpynne. OH paccunTbIBAETCA KaK pasHuLa Mexay
OTHOCUTENIbHbIM PUCKOM 1 eanHuuen (ERR=RR-1).
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B nporHocTnyecknx KOropTHbIX UCCeOBaHUAX MCXOa-
Has KoropTa GOpMUPYeTCs U3 YYACTHMKOB, HAXOAALMXCA
Ha OZIHOWM U TOW e YETKO onpenenieHHon ctagumn 3abone-
BaHUs, TMH60 B MOMEHT MEPBOro NPOBeAeHNs CKPUHUHIOBO-
ro o6cnegoBaHNA WM Havasna neyebHOro BMeLaTeNbCTBa.
Ob6nA3aTenbHbIM METOLOMIOrMYECKUM  YCJIOBUEM SBNAETCH
OTCYTCTBUE Y BCEX BKJIIOUYEHHbIX YYaCTHMKOB M3y4yaemMoro
K/IMHNYECKOro ncxoda Ha MOMEHT Havana HabnwogeHus [7].
BkntoueHvie B KOFOPTY OCYLLECTBASAETCA HAa OCHOBE yHUU-
LMPOBAHHbIX KPUTEPMEB, TaKUX KaK Hanmume onpepeneH-
HOW HO30J10rnYeckon Gopmbl, MOrPaHMUYHOrO MaTonornye-
CKOrO COCTOSIHMA, TaKOTrO KaK HapylleHne TOoNepaHTHOCTU
K FI0KO3€e, Un GpakT NpUMeHeHUs MeauLMHCKOro BMeLLa-
TeNbCTBA, HaNpuMep, onepauun No NoBoAy ageHOMbI r1Mmno-
¢du3a. Y Bcex y4aCTHUKOB PErMCTPUPYIOTCA MCXOAHBIE U MO-
cnepyoume 3HaYeHNA WMPOKOro CreKTpa NoTeHUMANbHbIX
NPeauKTOpOB, OTPa)amwWmux KX KINHUKO-aHaMHeCcTuye-
CKME, UHCTPYMEHTasbHble 1 N1abopaTopHbIe XapaKTepucTu-
Ku. JanbHeiwee HabnogeHMe 3a KOrOPTOM OCYLLECTBASETCA
NPOCMNEKTUBHO C LieNIbi0 permcTpauumn 3apaHee onpeaeneH-
HbIX NcxogoB (puc. 2). GopmmnpoBaHKe rpynn No Hanuuunio
Uy OTCYTCTBUMIO U3yYaemMoro ucxofa NpoBOAUTCA Ha dTane
CTaTUCTUYECKOTO aHaNr3a, YTo obecneunBaeT BO3MOXXHOCTb
NPUMEHEHNA MHOFOMEpPHbIX aHANIUTUYECKUX METOAOB,
BKJTI0YasA JIOTUCTMYECKYIO perpeccuio, perpeccumto Kokca, no-
CTpOEHMe AepeBbeB peLUeHUN 1 ap.

B peTpocneKTMBHbIX MPOrHOCTUYECKUX KOTFOPTHBIX
nccnegoBaHuax MHGopmauma O MOTEHUMANbHbIX Mpe-
ONKTOpaxX W3BJIEKAeTCA M3 apXUBHbIX MCTOYHUKOB, CO-
JepXKalwunx paHee cobpaHHble aHHble 0 paKTopax puckKa,
KNVHNYECKUX XapaKTepUCTMKaxX NaLUeHTOB N APYrux 3Ha-
YMMbIX NapameTpax. AHaANOrMMYHO MPOCMEKTUBHOMY AU-
3aliHy, Ha 3Tane popMMpPOBaHKA KOropTa BK/IOYAET nul,
He MMelLWmMx nlyyaeMoro ncxoga. K rakum nonynaumnam
MOTYT OTHOCUTbCA MaUMeHTbl C BNEepPBble YCTAaHOBJIEHHbIM
AnarHosom nnbo nuua, HefaBHO MOABepPrInecs onpege-
NeHHOMY BO3[eNCTBMIO, HaNmpumMep naumeHTbl, BMepBble
HayaBLUMe Tepanuio TMpeocTaTUkamm no noeoay 6one3Hu
lpensca.

Wcnonb3oBaHne Takoro am3aliHa obecrneumBaeT CTpoO-
ryl0 BPEMEHHYI0 YNOpAJOYEHHOCTb Mpouecca MPOrHo3u-
poBaHuA. HauanbHaa Touka oTcueTa BpemeHu (Hanpumep,
MOMEHT MPOBeeHNA CKPUHMHIA Ha CaxapHblil AnaberT, Bbl-
NOJTHEHNA MEQULUHCKOro BMeLIATeNbCTBa UM rocnuTanm-
3auumu) onpenenaeTca MAEHTUYHO AN1A BCEX YUYACTHMKOB, UTO
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No3BoONAET 3aJaTb eANHYIO HYJIEBYIO BPEMEHHYIO TOUKY (zero
time) pna npepckasaHusa nocnegyowmx cobbitui [7]. Takas
CTaHZapTM3aLmMa UCXOAHOIO COCTOAHUA N KOPPEKTHBIN yyeT
NpeauKTOPOB CMOCOOCTBYIOT MOBLILEHMIO BOCNPOV3BOAN-
MOCTU W KIMHWNYECKOW MPUMEHUMOCTN pa3pabaTbiBaeMbIxX
NPOrHOCTUYECKUX MOLENEN.

bnarogaps BO3MOXHOCTU OOHOBPEMEHHOrO aHanmsa
60/1bLUOrO YNC/IA MEPEMEHHbIX Y UX KOMOUHALNIA, KOTOPTHbIE
nccnepoBaHus, He npejycMaTpurBaloLe npeaBapuTenbHoO-
ro pacnpefeneHna y4acTHUKOB MO rpynnam B 3aBUCMMOCTHN
OT 3KCMO3nLUN n3yyaemomy dbakTopy, npeacTaBnaoT cobomn
Heob6XOAMMBIN U METOA0NOrMUYECKN 06OCHOBAHHDIN AM3aH
anA pa3paboTKu 1 Banugauny NPOrHoCTUYECKUX Mogenen
B KIIMHMYECKOW 1 3NMNAEMNONOTNYEeCKON NpaKkTuKe.

MockonbKy JOCTOBEpPHOE MpefdckasaHve Oyayumx co-
ObITUA CO CTOMPOLIEHTHOW TOYHOCTbIO MPUHLMUMNNANIBHO
HEBO3MOXHO, MPOrHOCTUYECKME UCCNEefOBaHNA MO CBOEN
npupoae HOCAT BEPOATHOCTHbIN XapaKTep 1 OpUeHTUPOBa-
Hbl Ha KOMIMYECTBEHHYIO OLIEHKY PUCKOB. B oTnnume ot 311-
ONIOTNYECKUX NCCNENOBAHNI, KOTOpble, Kak npasuno, ¢o-
KYCUPYIOTCA Ha OLEHKe OTHOCWUTENIbHOrO puCKa® mcxofa,
aCCOLMMNPOBAHHOTO C KOHKPETHbIM $GaKTOPOM, NMPOrHOCTY-
yecKue NccrefoBaHUA HanpaseHbl Ha onpeaeneHne NHAK-
BMAYaJIbHOro abCOMOTHOIO PUCKA HAa OCHOBE COBOKYMHOCTU
KIMHUKO-NabopaTOPHbIX M aHAMHECTUYECKNX XapaKTepu-
CTUK NaymeHTa [8]. C NpakTNYeCKOn TOUYKN 3pEHNA UMEHHO
abCONIOTHBIN PUCK — TO €CTb BEPOATHOCTb KOHKPETHOrO
KNMMHNYECKOro ncxoda B TeUeHMe onpefeseHHoro nepuo-
a — ABnAeTcA Hanbonee MHPOPMATVBHBIM U LEEHHBIM IS
Bpaya M naumeHTa nokKasaTenem.

B 3HOOKpWMHOMOIrMM ONia OUEHKU abCOMIOTHOIrO PUCKa
NPUMEHAETCA MHOXECTBO KaJlbKyNATOPOB, HOMOrpamm
N cucteM cTpatuduKaumm pucka. K HUM oTHocATcs paspa-
60TaHHbIN AMEPUKAHCKON AnabeTnyeckon accoumaumen
WHTEPAKTUBHBIN OHNANH-KanbKynsaTop pyucka CA2 y nuuy 6e3
caxapHoro amabeta (C[l) [9], Homorpamma Ans NPOrHO3u-
pOBaHUs pPUCKa recTauMoHHOro caxapHoro avabeta (FCH)
Y XEHLWMWH C CMHAPOMOM MOJIMKACTO3HbIX ANYHUKOB [10],
cMcTema CTpaTUPUKALMM PUCKA paka WUTOBUAOHOWN ene-
3bl TI-RADS (Thyroid Imaging Reporting and Data System)
Ha OCHOBe YNbTPa3ByKOBOro mccneposBaHua [11], Kanbky-
natop 10-neTHero prcka OCTeonopOTUYECKNX MEepesioMoB
6eapa, NO3BOHOYHMKA, MPOKCMMAJIbHOrO OTAesa NeYeBon
KOCTU uan npegnneyna y nuy B Bo3pacte ot 40 go 90 net
(FRAX) [12] v ap.

JTio6as NporHocTnyeckas Mogesb NoasIeXXnT 06s3aTesb-
HOW NPOBeEPKe ee NPOrHOCTUYECKNX CBONCTB, TO €CTb Banu-
naunu. Llenb Bannpaummy 3aknyaeTcs B OLEHKe TOYHOCTU
M YCTONUYMBOCTV MOAENN IMOO Ha HOBbIX JaHHbIX TON Xe
BbIOOPKU, HE UCMONb30BAHHbIX MPY ee MOCTPOoeHun (BHy-
TPEHHAS Banugauus), Mo Ha He3aBUCUMbIX AAHHbIX, MO-
NYYEHHbIX N3 APYIrMX MCTOYHUKOB (BHELWHAA Banugaumsa).
B ycnoBusAx orpaHnYeHHOro o6bema JaHHbIX BMECTO Kac-
CMYECKOWN BHYTPEHHEeN Banujauun NpUMEHAITCA MeToAbl
MMUTAUMN MOBTOPHOWN BbIOOPKW, TAaKME Kak Kpocc-Basu-
Jaums, CKOMb3ALWMIA 3K3aMeH 1 aHaNorMyHble npoueaypbl,
UTO MO3BOJIAET CHM3UTb PUCK NepeobyyeHus 1 MOBbICKTb
HAfEXHOCTb NPOrHOCTUYECKMX MOZeNeN.

3 OTHOCUTENbHbI PUCK — OTHOLLEHVE BEPOATHOCTU HACTYMNIEHNA NCXO-
fia B rpynne nuiu, NOABEPrLUNXCA BAVAHWIO SK30reHHOTo U SHAOFEHHOTO
daKTopa, K BEPOATHOCTM TOTO XKe NCXOAA B rpynne JiL, He NoABEepPriunXca
B/IVAAHMIO 3TOTO paKTopa.
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HAYYHbI OB30P

MPUMEPbBI NIPUMEHEHUA NPOTHOCTUYECKUNX
KOFOPTHbIX UCCNEAOBAHUIA B SHAOKPUHONOIUNA

OOHVMM M3 MPYMepPOB MPOCMNEKTUBHOIO MPOrHOCTMYE-
CKOro KOrOpTHOIO UCC/IeAOBaHMA B SHAOKPUHONOIMW ABNA-
eTcs 6pPUTAHCKOE MCCNefoBaHNe PaHHEro NMporHo3npoBa-
HuA pucka MCO [13].

Llenbto nccnepoBaHna 6bina paspabotka mogenu npo-
rHo3mpoBaHus pucka NC[] Ha cpoke 11-13 Hegenb 6epemeH-
HOCTW, OCHOBAHHOW WCKJIIOUNTENBHO Ha XapaKTepUCTUKAX
MaTepu 1 AaHHbIX aKyLLIEPCKOro aHamHe3a. JTa Lefb corna-
cyetca ¢ nosuvymen no NCH 6putaHckoro HaumoHanbHoOro
WHCTUTYTa 3J0POBbA M KauyecTBa MeAVLMHCKOW MOMOLU
(NICE). B otnmumne ot Poccninckux KAnMHUYECKUX PEKOMEH-
Jaumn no CJ [14], npepycmaTpmBaloWMX YHUBEPCANbHbIN
CKPVIHWHI, T.e. 06A3aTenbHoe obcnegoBaHne Ha [CL] Bcex be-
peMeHHbIX mexay 24-1 n 28- Hegenamu, Pykosoactao NICE
no I'CA [15] pekoMeHAYeT NPULENbHBIA CKPUHUHT, T.e. 06-
cnefoBaHMe TOJIbKO TeX XKEHLUUH, KOTOPble UMEIOT GpaKTopPbl
pucka [Cl. No3aTomy gaHHaA NpPorHocTMYeckasa mogesb pas-
pabatbiBanach ana ngeHTndrKaLmm 6epeMeHHbIX BbICOKOTO
pucka no I'C ¢ uenbio moanduKkaumm nx obpasa KuU3HK,
yCuieHHOro HabnogeHus n obecrnevyeHus nocnegyoLen
ONArHOCTUKN 3TOrO OCNOXKHEHUA MexXay 24-n n 28-11 Hefe-
nAMM 6epemeHHOCTN.

B KauecTBe NPOrHOCTMYECKMX PaKTOPOB B STOM UCCIe-
[IOBaHUN WUCMNONb30BaNINCb BO3PacT MaTepu, Macca Tena,
POCT, pacoBOe MPOUCXOXAeHME (ITHUYHOCTb), CEMEWNHbIN
aHaMHe3 caxapHoro anabeTa, NCMosib30BaHKe NpenapaToB
ONA VHOYKUMW OBYNALMM, Macca Tesla npeabiayliero HoBo-
poxaeHHoro n Hannume NCIl B aHamHe3e.

B HauanbHyio Koropty, cGOPMMPOBaHHYK B MNepuop
¢ 2006 no 2013 rr., BOWNO 75 161 eHWMH C OQHOMIOAHON
6epemMeHHOCTbI0. Kputepusimm ncknoyeHmsa 6binm guarHo-
CTUPOBaHHbIV O 6EPEMEHHOCTY CaxapHbI AnabeT 1-ro unm
2-ro TMNa, a TakxKe ciyyar bepeMeHHOCTH, 3aBepLUMBLIENCS
npepbiBaHMEM, BbiKugbiwem mnu pogamm go 30-n Hegenw.
N3 75 161 BKIOUEHHbIX B KOrOPTY »eHWwuH y 1827 (2,4%)
BrnocneacTsum 6bin gnarHoctnpoBaH ICH, B To BpeMa Kak
y 73 334 6epeMeHHbIX ArabeT He Obll 3aperncTpupoBaH.

Mocne 3aBepLueHVA HabnogeHWs Obl1 NPOBEAEH CPABHN-
TeJIbHbIN aHaNN3 BKITIOUYEHHbIX B MOZENb NMPeANKTOPOB Y XeH-
LWMH C AnarHocTupoBaHHbiMu TCI 1 y naumeHToK 6e3 0cnox-
HeHni 6epemMeHHOCTU. Ha ocHOBe mMpoBefeHHOro aHanusa
JaHHbIX C UCMOJIb30BaHNEM NIOTUCTUYECKON perpeccum bbina
co34aHa NPOrHocTUYecKas Mogesib, AEMOHCTPUPYIOLLAn Ya-
cToTy BbliBneHuA [C[] (4yBCTBUTENBbHOCTL) Ha ypoBHe 83,2%
MPY YacToTe NTIOXKHOMONOXKUTENbHBIX PE3Y/bTaTOB, COCTABSA-
towen 40%. Mogenb TakXe NpoAeMOHCTPUPOBAa BbICOKYIO
OVNCKPYIMUHALIMOHHYI0 cnocobHoCTb: niowaab nog ROC-kpu-
Bor (AUC) coctaBuna 0,823 (95% poBepuTeNbHbIN MHTEPBan
(OK) 0,820-0,826). 9T0 0O3HAYAET, UTO NPK CJTyYaiHOM Bbibope
napbl 6epemeHHbix — ¢ [C[] n 6e3 Hero — mogesnb Npasusib-
HO paHXunpoBsana puck B 82,3% crnyyaes.

Takmm obpa3om, pe3ynbTaTbl 3TOFO UCCE[OBAHUA CBU-
[OeTenbCTBYIOT O TOM, YTO cKpuHuHr ['C[l B nepBOM TprMme-
CTpe MOXeT OblTb 3pPeKTUBHO NpoBedeH C MNCMONb30Ba-
HMEeM HEVHBA3MBHbIX W [LOCTYMHbIX B pamMKax PYTUHHOWN
NPaKTUKM MAaTEPUHCKMX AaHHbIX. DTO CO3aeT BO3MOXHOCTb
ONA paHHeln cTpaTuduKaumm prcka U opraHuMsaumn uene-
HanpaBJIEHHOro HabJMIOAEHWA 32 COCTOAHNEM BEPEMEHHbIX
PKEHLLWH.
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Bbicokasa uyacToTa BbiABneHUsA (83,2%) ykasblBaeT Ha ToO,
UTO 3HaunTeNIbHOE OOJBbLUNHCTBO KEHLLMH, Y KOTOPbIX N034-
Hee pasosbetca ICJ], byneT ngeHTMMLMPOBAHO, TOrAa Kak
YPOBEHb JTOXXHOMONOXNTENbHbIX pe3ynbraToB (40 %) — xoTA
N CYLLECTBEHHBIN — MOXET ObITb MPUEMSIEMbIM B KOHTEKCTE
CKPVHVHIA NMpuy YCI0BUM NOCNEAYOLEro NPOXOXKAEHNA AN-
arHOCTMYeCcKoro obcnefoBaHms.

D70 UccnefoBaHMe ABNAGTCA HarNAAHOW UANoCTpaumen
BblOOpa COOTHOLUIEHWA YYBCTBUTENIBHOCTU U CrieunuduryHo-
CTW NPOrHOCTMYECKON MOAENN B NPOrpamMmmax paHHero Bbl-
ABneHNa 3aboneBaHn. Kak n3BeCTHO, COOTHOLLEHUE MEXAY
UyBCTBUTENbHOCTbIO U CNeLnMpUUHOCTBIO TECTOB 3afaeTcA
B 3aBMCMMOCTU OT MX Lienu (AUarHoCTUYeCKOM inm CKPUHWH-
roBOW) N KOHKPETHOW peLlaemMoi 3a4aun — C YYETOM «LieHbl»
owmn60K I n Il poga (NOXKHOMONOXNUTENBHbBIX 1 JTIOXKHOOTPMLA-
TesbHbIX pe3ynbTaToB) [16].

B a3TOM nccnefoBaHMn B KOHTEKCTe CKpuHUHIa IC npu-
opuTET Obl1 OTAAH BbICOKOWN YyBCTBUTENIBHOCTU MPOrHOCTU-
yeckom mogenu. 3To CBA3aHO C PUCKaMW He BblIBIEHHOTO
IC, BKAOYaWMMM NPe3KNamncuio, NpexaeBpemMeHHble
pofbl, MHGEKLUN MOYEBLIBOAALLMX MyTel, NOCieponoBoe
KpOBOTEUEHME 1 KecapeBO CeyeHne BCIeACTBUE KPYMHOro
nnoga. B otganeHHon nepcnekTrBe y XeHLWnH Bo3pacTaeTt
BEpOATHOCTb pa3BuTna C[12, meTabonuueckoro cMHgpoma
N cepaeYHo-cocyancTbix 3abonesaHuii. Ina nnopa oTCyT-
CTBME CBOEBPEMEHHON gnarHocTukm NCI cBA3aHO C pUCKOM
MaKpocomuu (Macca >4 Kr), TMnorivkeMuu, runeponnupy-
OGUHEeMNK, PeCcnMPaATOPHOro AUCTPECC-CUHAPOMAa U POAOo-
BblX TpaBMm. B ganbHenwem y Takux geTen yBenunymBaeTtca
BEPOATHOCTb pa3BuTUA oxumperns, CO2 n HeBponormye-
CKMX HapyLweHun [17].

JloxxHononoxutenbHble pesynbraTbl (B 3TOM Cjly4yae
40%) cumTalTCcA JOMYCTUMbIMU, MOCKOMbKY YCUSIEHHOE Me-
OVLMHCKOe HabniofeHre He npeaycMaTpuBaeT HUKAKMX
MHBA3MBHbIX Mpoueayp U He HaHOCWUT Bpefda 340POBbIM
6epemMeHHbIM. [cuxonornyecknini GUCKOMPoOPT OT NOXKHOM
TPEBOrY 3HaUYMTENIbHO MEHEee KPUTUYEH MO CPAaBHEHNIO C NO-
cneacTBUAMU He BbiAsBieHHoro MC/.

OpyrMm nprvmMepom NPOrHOCTUYECKOro ucciefoBaHuA
B Auabetonoruu ABRsSETCA NCCelOBaHNE, B KOTOPOM M3yya-
nacb BO3MOXHOCTb UCMONb30BaHUA TPEX LMPKYINPYIOLNX
6enkos — agpeHomepynnuHa, TNFR1 u NT-proBNP — pns
MPOrHO3UPOBaHUA yXyALWeHNa GYHKLMM NOYEK y MauneH-
ToB ¢ C[12 [18]. ViccnepoBaHMe NoKa3asno, YTo MOBbILLEHHble
NCXOAHbIE YPOBHU 3TVX OMOMapKepoB HE3aBUCKMO acCoL-
upyioTca ¢ 6onee ObICTPLIM CHVXKEHNEM CKOPOCTU Kiybou-
KOBOW GUNIBTPaLIL 1 BBICOKUM PUCKOM TSXKMJION MOYEUHOM
HeAOoCTaTOYHOCTU. TN accoumaLumn COXpaHANMChL Nocne no-
NpaBKM Ha TPAAWLIMOHHbIE KIMHMKO-NabopaTopHble dpaKTo-
pbl, TaKMe Kak BO3pacT, apTepuasnibHoe aBfieHne 1 KpeaTu-
HUH. Takum 06pa3om, NCMOb30BaHUe 3TUX OMOMapKepPOB,
ocobeHHo TNFR1, MOXeT NOBbICUTb TOYHOCTb CTPATUPUKA-
UMM pucka y 6onbHbIx anabetom 1 cnocobctBoBaTb 6onee
paHHeMy LeneHanpaBneHHOMY BMeLLATeIbCTBY.

B obnact octeonoposa KpyrnHoe MpOCMeKTMBHOE UC-
CcnefoBaHMe Y XKeHWWH B nocTMeHonayse [19] nossonuno
BbIABUTb KJIlOUEBblE MPEAUKTOPbl PYCKA OCTeONopoTnye-
CKUX nepenomos. Hambonee crnbHbIM pakTOpPOM BbICTYMa-
Na HU3KaA M1HepasibHasa MNIOTHOCTb KOCTU, OAHAKO He3aBu-
CMMO€E MPOrHOCTMYECKOE 3HaUYEeHNe NMEeNN TaKkXKe Hannyme
nepesioMoB B aHaMHe3e€ 1 MOBbILEHHbIE YPOBHY MapPKePOB
KOCTHOrO 06bMeHa. JTu pe3ynbraTbl NOAYEPKMBAOT MHOTO-
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KOMMOHEHTHbBIN XapaKTep NPOrHo3a: HM OAWH NMoKa3aTeslb,
BKJIOYAs MUHEPaJIbHYIO MJIOTHOCTb, HE CMOCOOEH B NOJTHOM
Mepe 00bACHWUTb UHAMBUAYANbHBIA PUCK, YTO YKa3biBaeT
Ha He0OXoANMOCTb MHOrOMAKTOPHbIX MOAENEN C UCMONb30-
BAaHNEM HECKONIbKNX HE3aBNCUMbIX MPEANKTOPOB.

MprMepom NPOrHOCTUYECKOrO UCCNefOBaHUA B Penpo-
OYKTUBHOW  SHOOKPUHONMOMUU ABAAETCA MPOCNEKTUBHOE
KoropTHoe unccnegoBaHue [20], NOCBALEHHOEe NPOrHo3npo-
BaHMIO pe3ynbTaToB NPOrpamMm 3KCTPakopnopasibHOro ono-
poteopeHua (IKO) y XKeHLMH C ICXOAHO NOBbILIEHHbIM YPOB-
Hem donnukynoctumynupyollero ropmoHa (OCr=12 ME/n),
KOTOpble TPaAWUMOHHO PACCMATPUBAIOTCA KaK MaLMeHTKM
CO CHWKEHHbIM OBapuanbHbiM pe3epBoM. bbiflo nokasaHo,
yto x0T Bblcoknin OCI B LIeNIoM CBA3aH C MEHbLUMMW LLaH-
caMi Ha GepPeMEHHOCTb 1 POAbl, BO3PACT 1 KONNYECTBO MO-
NYYEHHBIX OOLIMTOB OKa3blBalOTCA HE3aBUCUMbIMU 1 Gonee
CUSIbHBIMW NPEeANKTOPaMM YCMELIHOro NCXOAa.

MporHocTnueckoe  nccnefoBaHWe  BbIKMBAEMOCTU
y 6OMbHBIX C PacNpPOCTPaHEHHbIM afApPEeHOKOPTUKaSbHbIM
pakom (AKP) llI-IV ctagnin [21] npoaemMOHCTpUpPOBano,
yto MOAUPUUNPOBAHHAS CUCTEMA CTagupoBaHus ENSAT
(mENSAT), yuuTtbiBalowaa pasmep OMyxosnu, MopaeHume
nuM$aTUYECKMX Y3I0B 1 Hanmuve OTAANEHHbIX MeTacTa-
30B, 06NalaeT HanbosbLUEN MPOrHOCTUYECKOW LIEHHOCTBIO
B OTHOWeHuN BblkmBaemocTu. Lkana GRAS, BKiovatoLwas
CTeneHb 3/10KaYeCTBEHHOCTM OMyXOMnW, PanKanbHOCTb ee
yhaneHua, BO3pacT U HanuuMe CUMNTOMOB, TakXKe mpofe-
MOHCTPUPOBana BbICOKYID 3PpPeKTUBHOCTb AnA cTpaTudu-
Kauuy nauneHTOB Mo YPOBHAM pucKa. Micnonb3oBaHue 3Tnx
WHCTPYMEHTOB NO3BOJIAET 60siee TOYHO OLlEHUBATb MPOTrHO3
N ONTMMM3MPOBATb TaKTUKY NeYeHUsA Npu JaHHOM pefKoM
arpeccMBHOM HOBOOOPa30BaHMM HAAMOUYEUYHNKOB.

Bo Bcex 3Tux nccneaoBaHNaX NCxogHasa Koropta dopmu-
poBasiacb Ha OCHOBE YHUPULIMPOBAHHbBIX KPUTEPUEB BKJIIO-
yeHuA. Y BCex y4aCTHMKOB B KauecTBe MOoTeHUUanbHbIX npe-
OVIKTOPOB M3MEPANNCH MOoKasaTenu, XxapakTepusyLwue mnx
KNUHUKO-aHAaMHECTUYeCKI Npoduib B COOTBETCTBUM C Lie-
nAMU UccnepoBaHuA. B xone npocnekTMBHOro HabnogeHns
perncTpmMpoBanncb ciilyyan PasBUTHA U3YyY4aeMOro MCXOA3,
nocsie 4ero, Mo 3aBepLUeHNn Nepuroaa HabngeHns, Korop-
Ta pa3fensnach Ha rpynrbl B 3aBUCMMOCTU OT HaNIMumsA nmbo
OTCYTCTBUA JaHHOrO Ucxogda.

COBOKYMHOCTb MPUBEAEHHbIX NMPUMEPOB UANIOCTPUPY-
€T WNPOKMEe BO3MOXKHOCTM MPUMEHEHMA TAKOro AusaliHa
B MPOrHOCTUYECKOM MoAennpoBaHuu. Takon nogxog cno-
cobcTByeT MHAUBUAYANU3NPOBAHHON CTpaTudMKaumm pu-
CKa 1 nogaepKe NPUHATMA KINMHNYECKNX PeLLEHWIA B SHLO-
KPWHONIOrMYeCKOM NpaKkTuKe.

KoroptHble mccnefgoBaHna € An3aiHOM MPOrHOCTUYe-
CKOro NccnefoBaHnsA TakxKe NPYMEHAIOTCA B KPYMHbIX NOMy-
NAUMOHHBIX MNCCNIe[OBaHMAX, HanpaBAeHHbIX Ha WU3y4eHun
MHOXecCTBa $GaKTOPOB pucKa. Takol AN3aH UMENO 3Hame-
HuToe OpemuHremckoe nccnegosanHue (Framingham Heart
Study), fonrocpouyHoe 3NMAEMMONIOTMYECKOe KCCNIeoBa-
Hue, HauaToe B 1948 I. n NpofomKatoLeeca O HACTOALLEero
BpemeHu. OHO Cbirpano KJoueByio posib B GOpMUpOBaHUN
COBPEMEHHOro NpeAcTaBneHns O BAUAHUN SHOOKPUHHOMN
NaToNOrMN Ha pPa3BUTUE aTEPOCKNEPOTUYECKMX Cepped-
HO-cocyancTbix 3aboneBaHuidi. B pamkax 3Toro npoekra
6b110 Yy6eauTenbHO NMOKa3aHo, YTO CaxapHbli AuabeT aAns-
eTcA He3aBUCKMbIM GaKTOPOM prCKa MLLEMMYECKO bones-
HU cepaua, cepOeyHo HeJOCTaTOYHOCTU U 3abosieBaHUIA
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nepudepuryecknx aptepunn [22], BbisiBneHa cBsi3b MeTabo-
NINYECKOro CMHAPOMA C CePAEYHO-COCYAUCTbIM PUCKOM [23],
a TaKXe YCTaHOBJIEHA POJib HAPYLUEHWI QYHKLUN LUTOBMA-
HOW >Kene3sbl, BKMYaa CyoKnnHuyeckne Gopmbl, B MOBbI-
LIEHHOWN cepAeyYHO-COCYyANCTON CMEePTHOCTU U PUCKe urLle-
MNYeCcKmnx cobbitui [24].

MEXAYHAPOAHbIE CTAHAAPTDI

B cootBeTcTBUM C pekomeHauuamn MexagyHapogHoro
KOMWTETa PefaKkTopoB MeAVLUHCKUX XypHanos (ICMJE),
npu MOAroTOBKE HAy4HbIX MyOnuMKauwini aBTopam cregy-
€T OPUEHTMPOBATbCA Ha PYKOBOACTBA, MpeAcCTaB/IeHHbIe
Ha mexgyHapogHoun nnatdopme EQUATOR Network [25].
B oTHOWeEHUW HabnogaTenbHbIX U MPOrHOCTUYECKUX UCChe-
[OBaHUN KNOYEBbIMM [OKYMEHTaMU ABNIAIOTCA PYKOBOACTBA
STROBE [26] n TRIPOD [27].

PykoBogcteo STROBE npepHa3HaueHo gna obecneuve-
HUSA NMOJIHOTbI U NPO3PaYHOCTU ONMCAHNA HabmodaTeNbHbIX
nccnefoBaHuWK, BK/OYaA KOrOpTHble, TOrda Kak pyKOBOA-
ctBo TRIPOD HanpaBneHoO Ha CTaHAApTU3aLMI0 OTYETHO-
CTU O pa3paboTKe, BanMaaLnm U NPUMEHEHNN NPOrHOCTY-
yeckux mopgenen. ogyepKMBaeTca, YTO MCMNONb30OBaHMUE
OTAENbHbIX NPEeAUKTOPOB, Kak MNpPaBWIO, He MNO3BONAET
[OCTUYb HaJeXHOWN OLEeHKM ANArHOCTUYECKMX UK MPOrHO-
CTUYECKNX BEPOATHOCTEN N PUCKOB. [103TOMY NpaKkTnyeckn
BO BCeX 00NacTAX MeAMLMHbI WIPOKOE pacnpoCcTpaHeHne
nonyYnnm MHOrodpakTopHble MOZENU, KOTOPbIE MOTYT ObiTb
ANarHoCTMyeckumm (B O[HOMOMEHTHbIX (MOMepeyYHbIX) Uc-
CNnefoBaHNAX) N MPOrHOCTUYECKUMM (B MHAMNYeCKNX (Npo-
NOJbHbIX) NCCNIeA0BAHUAX).

AHaNOrMYyHO JpyryM peKkoMeHZauumam nnatpopmbl
EQUATOR Network, pykoeoactea STROBE n TRIPOD Bknio-
YaloT KOHTponbHble nepeuHn (checklists), oxeaTbiBalowme
BCe KJloUeBble acneKTbl NUCC/IefOBaHNA — OT ero Am3saliHa
[0 NpefcTaBneHns pesynbTaToB. 1o Kaxgomy nNyHKTY npu-
BeZEeHbl MOACHEHNA 1 NMPUMEPDI, YTO CMOCO6CTBYET CTaH-
JapTv3aummn CTPYKTYPbl HayuHbIX My6nvKaumii v CHUMXaeT
PUCK YNyLIEeHNA 3HAUYMMbIX 3/IEMEHTOB NPW NOArOTOBKE py-
Konucen ctaten. Bo MHOrux »kypHanax npefgocTaBneHune 3a-
MOJIHEHHbIX KOHTPOJIbHbIX MepeyHel C yKazaHnemM CTpaHuL,
Ha KOTOpbIX MpefCTaB/ieHa COOTBETCTBYIOLLAsA MHPOPMALMS,
ABNATCA 00513aTeNIbHbIM TPeOOBaHNEM K HanpaBiAeMblM
B pefaKkumio pyKonucam.

CuctemaTnyeckoe  MCMONb30OBaHWE  PeKOMeHAAuUi
STROBE u TRIPOD BHOCUT BKNag, B NOBbILLIEHNE BOCMPOU3-
BOAVMMOCTM U MPO3PaYHOCT/ PE3YNLTAaTOB HAY4HbIX PaborT,
obneryaet Ux KpUTUYECKYID OLEHKY peLeH3eHTamu U pe-
JaKTopamu u cnocobcTeyeT 6onee 3¢PeKTUBHONM UHTErpa-
UMK OaHHbIX HabnodaTenbHbIX U MPOrHOCTUYECKUX UcChe-
[OBaHUN B KITMHNYECKYIO MPAKTUKY.

OWWNBKU AU3ANHA U AHATIU3A AAHHbBIX

OpHom 13 Haubonee pPacnpPOCTPaHEHHbIX N KOHLEMTY-
anbHO Cepbe3HbIX OWMOOK B AM3afiHE MPOrHOCTUYECKMX
NCCNefoBaHUN ABMAETCA HapylleHne NPUHLMNa BpeMeH-
HOI nocnefoBaTeNbHOCTU MeXAY U3MEPEHNEM MOTEHL-
anbHOTO NPeAnKTOpa 1 HACTYMNIEHNEM N3YUYaeMOro UCXopa.

4 International Committee of Medical Journal Editors [http://www.icmje.

org/]. Recommendations for the Conduct, Reporting, Editing and Publica-
tion of Scholarly Work in Medical Journals [2024 Dec].
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HAYYHbI OB30P

OTa owwmbKa BO3HMKAET, KOrga UccnepgoBaTenu onpepens-
0T 3HAUYeHMWs MOTEHUMANbHO MPOTrHOCTMYECKNX, AUHAMU-
YecKy WM3MEHSAIWUXCA BO BPEMEHU rMoKasaTenei nocse
TOro, Kak MPOrHo3npyemoe cobbIThe yxKe MPOM30LLIO, UK
OOHOBPEMEHHO C HuM. [Mofob6Has npaKkTvkKa nogpbiBaeT
dyHOAMEHTaNbHYO Leflb NMPOrHOCTUYECKMX UCCIefoBa-
HWIA, 3aKJTIOYAIOLLYIOCA B NMpeAcKkasaHum 0yayLmx coobbiTuiA,
a He B OOBACHEHUU YXKe CBEPLUMBLLMXCS.

Haunbonee uacto HapylieHvne BPEMEHHOW MnocnenoBa-
TeNbHOCTW HAbNOAAeTCA B UCCeaoBaHuAX, rae popmunpo-
BaHMWe rpynn OCyLeCTBAAETCA Ha OCHOBAHUW HAaUumsa Uin
OTCYTCTBUSA M3y4yaemoi natonoruu. MpenctaBum runoTeTu-
Yyeckoe MCCrefoBaHMe, MOCBSALEHHOE MPOrHO3MPOBAHUIO
NMoYeYHO HeLOCTAaTOYHOCTU NPU AnabeTnyeckon Heppona-
UK. MNocne pasgeneHns y4acTHUKOB MO UCXOAY B STUX Fpyn-
nax U3MepsIoTCcA MOTeHUManbHble MPeanKTOPbl, KOTopble
MOTYT U3MEHATbCA B NEPUOA MEXAY MCXOLHOW TOUKOM 1 CO-
6bITVEM, TaKMe Kak GUoMapKepbl U Gr3nosiormyeckme na-
pameTpbl. Takoli Noaxoa NPOTMBOPEUUT 6a30BbIM NMPUHLIK-
Mam NPOrHOCTUYECKOrO UCCIefoBaHUsA, TPeOYOLM, YTOObI
MPOrHO3MPYEMbI NCXOF OTCYTCTBOBAJ Y BCEX YYACTHUKOB
Ha MOMEHT BKJIlOUeHUA B UCCNiefoBaHme. B yactHocTy, B mc-
CnefoBaHUAX, NMOCBALLEHHbBIX NMPOrHO3UPOBAHUIO OCTEOMNO-
POTUYECKMX MEPESIOMOB, NOTEHLMabHbIE MPEANKTOPbI U3-
MEpPAITCA 3aj0Nr0 O Pa3BUTKA NEPENTIOMOB, Kak OMM1CcaHo
Bbiwwe [19].

BkntoueHne B mogenb nokasartenen, KOTopble U3MeHs-
I0TCA MeXAY WUCXOAHOW TOUKOM U HacCTyMjieHUnem cobbiTuA
U N3MEPSAIOTCA yXKe Moc/ie ero peanunsauunu, npeacrasnseT
coboli cepbE3HOE METOA0IOTMYECKOE HapyLleHre. B nopo6-
HbIX C/lyYasx yTPauMBaAETCA KIIOUEBOV BPEMEHHOW acMekKT,
onpenenawwWwnin NocnefoBaTebHOCTb COObITUIA U Hamnpas-
NEHHOCTb accoumaLumn Mexay npearonaraeMbiM GakTopom
pucka (NpegrKTopom) 1 ncxopom. B pesynbrate ctaHOBUTCA
HEBO3MOXHO YCTaHOBUTb, YTO MPEALIECTBOBANIO YeMy: U3-
MEHEHVEe ncciefyemMoro bruoMapkepa uavM camo passutue
KIIMHNYECKOro CoObITUS.

Hanpumep, B NpOrHOCTMYECKOM UCCNefoBaHUMN MOYeuy-
HOW HeAOCTaTOYHOCTM Mpu Auabetmueckon Hedponatum
dbopmMUpoBaHUe Tpynn OCYLEeCTBAAETCA HAa OCHOBE YXKe
YCTAaHOBJIEHHOTO [MarHO3a MOYeYHON HEeJOCTAaTOUHOCTY,
a KOHLEeHTpauma npegronaraeMoro 6romapkepa onpepge-
NAETCA OQHOBPEMEHHO C MOCTAHOBKOW ANAarHO3a Ui no3xe.
B 3TOM cnyyae BO3HUKAET NPVHUUNMANBbHBIA METOLOMOr-
YecKuin BOMPOC: OTPaXKaeT N 3adpUKCUPOBaHHOE 3HaUYeHNe
6uomMapKepa ero WMCXOAHbI YPOBEHb, MPEALLECTBYIOLMN
Pa3BUTUIO MOYEYHOW HE[OCTATOUYHOCTM, U e OHO npes-
CTaBnAeT coboW BTOpPMYHOE MposBrieHne yxe chopmMmmpo-
BaBLUErocA Matoniormyeckoro npouecca? Ecnm nsmeHeHune
nokKasaTenid MpoucxoAuT B OTBET Ha camo 3aboneBaHue,
OH HE MOXET PAaCcCMATPUBATBHCA KaK UCTVMHHBIN NPeauKTop;
€ro 3HaueHVie OrPaHNYNBAETCA ANATHOCTUYECKOW, a He MPo-
FHOCTUYECKON NPUMEHUMOCTbIO.

Mofo6HblE METOAONOIMYECKME HAPYLIEHUSA CYLIeCTBEH-
HO CHUKAIOT JOCTOBEPHOCTb U MPAKTUYECKYO 3HAUYMMOCTb
MOJTYYEHHbIX PE3y/NbTaToB, NNLIAA BbiABIEHHbIE MapKepbl
MPOrHOCTMYECKON LIEHHOCTU 1 Jeflas UX HenpurogHbimMu
LNs VHAVBYAYaANbHOM OLEHKN PUCKa Ui pa3paboTKy npo-
dunakTnueckux ctpateruii. ina obecneyeHuns BHyTpeHHeN
Ba/IMAHOCTU U MHTEPNPETUPYEMOCTU BbIBOJOB B MPOrHO-
CTUYECKUX UCCNIefOBaHMAX JOMMKEH CTPOro cobnoaarbcs
NPUHLMN BPEMEHHOW Noc/ieloBaTeNIbHOCTU, 0becneunBas
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n3mMepeHrie NoTeHUManbHbIX NPEeANKTOPOB A0 HacTynse-
HUA UCCNefyemMoro ucxofla B paMkax Hagnexalwum obpa-
30M CMTaHUPOBAHHbIX NPOCMEKTUBHbBIX KOTOPTHbIX McChe-
[NOBAHUN.

BTopon pacnpocTtpaHeHHOW MeTOLONOrMyYeckon mnpo-
6nemoi Noao6HbIX NCCNeA0BaHNN SBNIAETCA Ype3BblYaNHO
HM3KOoe KauyeCTBO aHaNn3a AaHHbIX [28].

B nporHocTnuyecknx mccnefoBaHUAX CAOXKHbIE MHOFO-
MEepHble aHanUTUYeCKne MeToAdbl HepefKOo MPUMEHAITCA
npu OTCYTCTBUWN Yy aBTOPOB JOCTAaTOYHOM MOATOTOBKN U He-
06x0AMMbIX 6a30BbIX CTATUCTUYECKMX 3HAHWIA. TO NPUBO-
OUT K HEKOPPEKTHbIM pe3yribTaTaM 1 BbIBOAAM, ICKaXKeHHOM
UHTEpPMpPeTaLUN JaHHbIX, CHUXKEHWIO JOCTOBEPHOCTU NOJTy-
UEHHbIX Pe3ynbTaToB M yXyALWEHMI0 BOCMPOU3BOAMMOCTHN
uccneposaHuii. Mogo6Has NpakTrKa yKa3blBaeT Ha MeTofo-
noruyeckre npobenbl B OpraHn3aLumn 1 npoBefeHnm pabor,
Korga MCnoJsib3oBaHme NPOABUHYTbIX aHaUTUYECKUX NOA-
XO[0B OCYLIEeCTBAAETCA 6e3 JOMKHOrO MOHUMAHWA NPUHLM-
NOB CTaTUCTUYECKOrO aHanuns3a.

OcHOBHaA npuyvHa TakKoW CUTYaUWUW 3aKloyaeTca
B CTPEMIEHNN NUCCNefoBaTeNne NPUMEHATb «MOAHbIE» UIN
TEXHONOTNYECKM CNOXHbIe MeTofbl 6e3 rnyboKoro ocosHa-
HUA UX KOHLENTyaNnbHbIX MPEeANnOCbUIOK U OrpaHnYeHun.
YacTo MoTMBaLMEN CTAHOBUTCA XeflaHne NOoBbICUTb Ny6nu-
KaLUMOHHYI0 aKTUBHOCTb UK CiejoBaHMe NpUMepy aBTOPOB
BbICOKOPENTMHIOBbIX Nybnukauui. OgHako UCMOSb30BaHKe
COBPEMEHHbIX CTAaTUCTUYECKMX MPOrpamMm 6e3 MOoHUMaHUA
TEOpPeTNYECKON OCHOBbI BUOCTAaTUCTMKM CO3MAEeT NMLUb WUN-
NIO3UI0 HAYYHOW CTPOroCTW, KOTopasa B AeNCTBUTENIbHOCTM
MOeT 6blTb NOXHOW. BaxkHO, UTObbI UccnegoBaTeny nM6o
MOBbILIANIM COOCTBEHHYIO CTATUCTUYECKYO KOMMETEHTHOCTD,
nnbo nprBnekanu K pabote KeannduULMPOBaHHbIX Crielra-
JINCTOB MO aHaNM3Y AaHHbIX.

CylecTBEHHON 1 PACNpPOCTPAaHEHHOW OLWMOKOW npu
BbIMO/IHEH MHOFOMEPHOro MPOrHO3NPOBaHUA ABNAET-
(A HeBepHas NMOAroToBKa AaHHbIX (6e3 yueTa BpemeHU
HaCTynjieHnsa UCXOA4a U CPOKOB HAbnogeHWs MnauueHToB)
MU COOTBETCTBYIOLMI/ HenpaBWIbHbINI BblGOp MeTopa
MaTemMaTu4yeckoro mogenupoBaHuA. Hanpumep, nocne
HEeNPOXNPYPrNYECKOro fieueHnsa afeHoMbl rnnodusa y na-
LMEHTOB BO3MOXHbI peLuanBbl, KOTOpble PErmCTPUpPYOTCA
B pa3Hble CPOKM MOCIeONepaLioOHHOro HabniogeHus —
OT HeCKONbKMX MecALeB 10 AeCATKOB NeT. Torga ecnu y na-
LUMeHTa HeT peunarBa Ha CpoKe 3 roAa, 3TO He 3HAUUT, YTo
OH He BO3HMKHET Ha CpOKe 5 nert, 1 cumtatb 3TOT KOHKpET-
HblA CNlyyalh HeraTMBHbIM MPU MOCTPOEHUM MPOrHOCTU-
Yeckon Mofenu HeT OCHOBaHMW. [MpaBuNbHBIM NOAXOAOM
B TaKOM CJlyyae ABnseTca nmbo Gprkcaumsa onpenenieHHOro
ropu3oHTa NPOrHO3MPOBaHKA, KakK, Hanpumep, B Uccnemo-
BaHuM Nadezhdina EY u gp. [29], nn60 yyeT TOUHOrO Bpeme-
HU BO3HMKHOBEHMUA MCXOLOB N NPUMEHEHNE COOTBETCTBY-
IOWNX MaTeMaTUYeCKUX mogenen (Hanpumep, perpeccum
NPOoNOpLUUNOHanbHbIX pUCKoB Kokca).

Ewte ogHOM TMNMYHOW OWIMOKON NPy NpoBeAeHUn Npo-
FHOCTUYECKNX UCCNIe[OBaHUN ABMAETCA MCMONb30BaHMe
oTaenbHbiXx npegukropos n ROC-aHanusa B KauyecTse
CaMOCTOATENbHOIO MHCTPYMEHTa MPOrHO3MpPOBaHNA BMe-
CTO NOCTPOEHNA NOSIHOLLEHHOM NPOrHOCTUYECKO MOAENN.
Kak npaBumio, B Taknx cfiydasx aHanusnpyeTca GHapHbIN
KINVHWYECKUI WCXOL W OLEeHMBaeTcA MNpOrHoctmyeckas
LEHHOCTb KOJIMYECTBEHHbIX MOTEHUMANbHbIX MNpPeauk-
TOPOB — HamMpuMep, KOHLEeHTpauuii 6MoMapKepoB unu
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YNbTPa3ByKOBbIX MapamMeTpoB. 10 NofyyeHHbIM AaHHbIM
ctposTca ROC-KpurBble, BbIUMCASAETCA MOWaAb nog Kpu-
BOW 1 onpepfenaeTca onTMMarbHOE MOPOroBOe 3HauYeHue,
nocne 4yero pesynbTaT OWWOOUYHO MpPefCcTaBfAeTCA Kak
nporHocTMyeckasa mopesb. Mexagy Tem, B COOTBETCTBUU
¢ pykoogcTteom TRIPOD, nporHoctuyeckasa Mogenb onpe-
JendeTcA Kak KOMOMHAUMA HECKONbKUX MPefuKTopOoB,
06beVHEHHDBIX C Lefblo OLIEHKU BEPOATHOCTY HacTyne-
HUA KOHKPETHOrO MCXofa WUiKn coObITHA B OnpefeNiéHHbIN
MOMEHT BpeMeHH B byayLuem.

[ns o6beguHeHUs NPeAMKTOPOB B pamMmKax MpPOrHoCTu-
YeCKOro MOZENMPOBAHMA MPUMEHSAIOTCA pPa3HoobpasHble
CTaTUCTUYECKME METOAbI, KOTOPbIe YCJIOBHO MOXHO paspe-
NNTb Ha KJIAaCCUYECKMe MOAXOAbl M COBPEMEHHbIE MeTofbl
MaLUMHHOro obyyeHus. Cpeaun TPaANLIMOHHbBIX MHCTPYMEH-
TOB Hanbosbluee pacnpoCTpaHeHUe MOAyuYusn perpeccu-
OHHble MOfenu: NIMHeNHas Perpeccusl UCNomnb3yeTcsa Ans
aHanM3a HenpepbIBHbIX UCXOAOB, TOIAA KaK IOrMcTmyeckas
perpeccus NpUMeHAETCs Npu GUHapHbIX ucxopax. Mpwu mc-
CnefoBaHUN BPEMEHN [0 HaCTyrieHnsa CoObITUA UCMOSb-
3yeTcs Mofesib NPOoNopLMOHabHbIX prckoB Kokca. Boibop
KOHKPETHOro MeTofa ONpeaenseTca TUMOM AaHHbIX, Liens-
MU NCCNIEL0BAHMA N XapaKTepUCcTUKaMm nsy4yaemon Bbi6op-
KW. B KNMHUYECKMX UCCnefoBaHUsaX NpeanoyYTeHNe, Kak npa-
BUJIO, OTHAETCA PErpecCcMoHHbIM Mopenam bnarogapsa ux
WHTEPNPETUPYEMOCTM 1M BO3MOXHOCTW MOJSTYYEHUA KIUHU-
YeCKM OCMBIC/IEHHbIX pe3ynbTaToB. B NpoTUBONONOXHOCTL
3TOMY, METOAbl MALUMHHOFO OOy4YeHUs Hepeako BOCMpPU-
HMMAIOTCS KaK MeHee Mpo3pauHble U GyHKUMOHUpYoLiMe
Mo NPUHLMMY «Y€PHOTO ALLKKA».

B nporHoctuyecknx nccnegosaHuax ROC-aHanms urpa-
€T K/IOYEBYID POJSib MPU OLEHKE KauyecTBa MOCTPOEHHOM
MoZenv, CPaBHEHUN anbTEPHATUBHBIX MOAENen u Bbibope
ONTMMasbHbIX MOPOrOBbIX 3HAYEHWI NMPOrHO3UPYEMOW Be-
POATHOCTK ANns GUHapHONM Knaccudurkauum. B Takmx nccne-
poBaHusAx ROC-KpuvBas npenctaBnseT cobon rpapuyeckoe
OTOOpakeHne COOTHOLUEHUA YYBCTBUTENIBHOCTU U CneLuu-
dUUHOCTM NPU Pa3fIMUHbIX 3HAYEHUAX MPOTrHO3MPYEMON
BEPOATHOCTN (HEMPEpPbLIBHOTO MOKasaTens B [Juana3oHe
oT 0 go 1). OCHOBHBIMM XapPaKTEPUCTMKAMN 3GDEKTMBHOCTM
Mogenu ABnATcA AnckpumnHauus (discrimination) u kanu-
6poBkKa (calibration).

JVcKpyMHAUMOHHAA CnoCOBHOCTb Mofenu oTpaxa-
eT e€ cnocobHOCTb pas3fnnyaTb MAUMEHTOB C HaNMunem
N OTCYTCTBMEM LeneBoro ucxoga. ina eé konnyectBeHHoOM
OLUEeHKN BblumcnatoT naowaab nog ROC-kpuson un ctatu-
CTUYECKN NPOBEPSAIOT, OT/IMYAETCA I OHa OT 3HaueHus 0,5,
COOTBETCTBYIOLLEro CNyyYaHon kKnaccndukaumm. Kanmbpo-
BOYHAs KpPMBas AEeMOHCTPUPYET COrNMAacOBaHHOCTb MeXay
npeackasaHHbIMM BEPOATHOCTAMU 1 HabnogaembiMmn Ya-
cToTamu ucxofoB. ONTUMasNbHbIM CNOCOOOM ee NpeacTaB-
NEHNA CYNTAETCA KanMOpPOBOUHbLINA rpaduK, Ha KOTOPOM
3HauyeHUsl NMpeAcKasaHHOW BEPOATHOCTU OTKIAAblBalOTCA
no ocu X, a Habnogaemble OTHOCUTENbHbIE YaCcTOThl NCXO-
na—noocn.

Kpome TOro, Aansi BblOpaHHbLIX MOPOroBbIX 3HAUYEHWN
BEPOATHOCTN HeoOXOAVMMO pPaccuuTbiBaTb KnaccndurKkaum-
OHHble MoKasaTenu Mofenu, BKIoYas YyBCTBUTENIbHOCTb,
cneunduUHOCTb, MPOrHOCTUYECKYHO LLIEHHOCTb NMOJNOXKUTESb-
Horo pesynbraTa (MNUIP), nporHocTuyeckyo LeHHOCTb OT-
puuaTenbHoro pesynbTata (MLUOP) ¢ BO3MOXKHOM NonpaBKom
Ha PaCcNpPOCTPAHEHHOCTb UCXOAA U Apyrve MeTPUKW. ITu
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MokKasaTesin XapakTepusyT 3$PpeKTUBHOCTb MOAeNnn npu
BbIGPaHHbIX MOPOroOBbIX 3HAUEHMAX BepoATHOCTU. CriefyeT
NoJgYEePKHYTb, UTO OFPaHMUYEHUE OLEHKM TONbKO UyBCTBU-
TENIbHOCTBIO 1 CNeundUUHOCTBIO ABNAETCA MEeToAOoJIornye-
CKW HeOCTaTOYHbIM. B KnvMHMYecKol npakTrike pelleHus
NPUHMMAIOTCA UCXOAA MPEeUMYLLECTBEHHO W3 MPOrHOCTYU-
YECKMX LEHHOCTEN, MMEHHO OHM ONpeaensT NPUKIAAHYI0
3HaUMMOCTb Mogenu. MNpu 3Tom HepefKo HabnJaeTcs cu-
Tyauus, Korga Mofesib AEMOHCTPUPYET BbICOKOE 3HAUYeHune
NULWb OJHOWN W3 ABYX NMPOrHOCTUYECKMX LIEHHOCTEN: BbICO-
kow MNUIMP — npu nogTBepXKAEHMN ANarHo3a, N BbICOKOW
MNUOP — npwu ero ncknoveHnn. B Taknx cnyyaax nprmeHe-
HVe MOZEeNu ONpaBAaHO TOJNIbKO A1l COOTBETCTBYIOLLMX NPO-
FHOCTUYECKMX CLieHapueB. [pu oLieHKe BCex onepaLvioHHbIX
XapaKTEPUCTUK HEOOXOAUMO paccumnTbiBaTh 1M, a TOUHOCTb
MOZENN AOMKHA MHTEPMPETUPOBATLCA KOHCEPBATMBHO —
NO HVXKHUM rpaHnuam 1.

Ecnun ke ROC-aHann3 npoBoanTCA He ANA OLEeHKM Npo-
rHOCTUYECKON MOAenu, a ANA OTAENbHOro MpefmKTopa,
To ROC-KpKrBasA CTPOMTCA He MO MNPOrHO3MpPYeMbIM BEPOAT-
HOCTAIM UCXOAQ, @ MO 3HAYEHUSIM CAMOTO KOJINYECTBEHHO-
ro nokasartena (Hanpumep, KOHLUEHTpauuu Oromapkepa).
B atom cnyyae ROC-aHanu3 wncnonb3yeTca AnA onpefe-
NEHVSA MOPOrOBOr0 3HAYEHUs, KOTOPOE OMTMMASIbHO pas-
Jenset HabnogeHUs C HanvuMem 1 OTCYTCTBUEM KCXOfa.
OpHako nopo6HbIM nogxon obecrneunBaeT NUlb GUHap-
Hyl0 AUCKpUMUMHauuio («ucxopn Oymet/ucxopga He 6ynet»)
1 He NOo3BOJAET BbIYNCIIUTD UHAMBYAYANIbHYIO BEPOATHOCTb
COObITVA, TO €CTb KONMMUYECTBEHHDIN MPOrHO3 abCcoNTHOIO
pucka. CneioBaTeNibHO, TAKOW aHaNU3 He OTBEYaeT OCHOB-
HbIM LefiAiM NMPOrHOCTUYECKOTO MOAENMPOBAHUA N MOXET
paccMaTpmMBaTbCA TOMbKO KaK 3Tan MaeHTMdUKauum noTeH-
LManbHbIX KAHAMAATOB B MPEAMKTOPbI, MOAJIeXaLlLMX nocne-
Zylolemy BKITIOUEHMIO B MHOTOGAKTOPHY0 Mogenb. Kpome
TOrO, OL|EHKA N30JIMPOBAHHbIX NPEAUKTOPOB HE YUMTbIBAET
BAMUAHNE BO3MOXHbIX BMELLNBaOWNXCA GAKTOPOB, UTO MO-
XKEeT NPYBECTM K 3aBbILIEHHON OLIEHKE X MPOrHOCTMYECKON
3HAUMMOCTM.

Ewe ofHoOM YacToi ownbKoN ABNAETCS HEKOPPEKTHaA
MHTeprnpeTauusa pe3yabraToB MoaennpoBaHus. Mogo6Ho
TOMY, KakK KOPPEeNALUMOHHbIE 3aBUCUMOCTV He CBUAETENb-
CTBYIOT O MPUYNHHO-CNEACTBEHHBIX CBA35X, MPOrHOCTMYE-
CKMe MOJEeNM TaKXKe He JOMKHbI PaCCMATPMBaTbCA Kak JOKa-
3aTeNnbCTBa NPUUNHHOIO BIUSAHUA NPEQUKTOPOB Ha MCXOA,.
Mx 3agavya — He 0OBbACHATb MeXaHu3Mbl, a obecrneymBaTb
CTaTUCTUYECKN O0OOCHOBAHHOE MPOrHO3MPOBaHKE BEPOAT-
HOCTU COObITUS.

B kauecTBe nNprMepa oWNHOK METOAONOMMY MPOFHOCTH-
UECKMX WCCNefOBaHMA MPUBOAMM CPABHUTENIbHO HOBYIO,
HO BbICTPO PacNPOCTPaAHSAIOLYIOCA Pa3HOBMAHOCTb Aedek-
TOB METOZOJIOTMM U aHanm3a faHHbiX — deTnwmnsauuio
MeTOA0B MAalUMHHOIO 06yYeHNA N UCKYCCTBEHHOrO UH-
Tennekra. B 3ToM ciyyae 3T MHCTPYMEHTbI BOCMIPUHUMAIOT-
CA KaK YHUBEpPCalbHbIE M CAMOJOCTaTOUHbIE «YepHbIe ALLU-
KU», CMOCOGHbIE B MOJTYyaBTOMATUUECKOM PEXIMME M3BJIeKaTb
KIMMHUYECKU 3HAUNMYIO MHPOPMALIMIO NMPAKTUUYECKN U3 fio-
6bIX MAacCUBOB AaHHbIX U 06ecneunBaTb BbICOKYI TOYHOCTb
NPOrHo30B. Takoe BOCMNPUATAE NPUBOAMT K NOAMEHE METO-
[OJIOrYEeCKOro aHanm3a TEXHOJSIOTMYECKUM SHTY31a3MoM,
Korga BHUMaHWe nccriefoBaTesiell CMeLaeTcsl C KavecTsa
JaHHbIX, AM3aliHa MCCNefoBaHMA U KIMHUYECKON WHTep-
NPeTNPYEMOCTM MOAENN HA caM GaKT MPUMEHEHNA <UHTEN-
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NeKTyasibHbIX» anropuTMoB. Hampumep, B uccnefoBaHue
Angpeituerko A.E. n gp. [30] no NporHo3MpoBaHUio rocnum-
Tanmsaunm 60JbHbIX C CaxapHbIM AnabeTom Obina BKJOYe-
Ha 170 141 3anucb 23 742 nauymeHTtos ¢ C[l, a ana co3gaHus
MoZenen NpUMeHANacb NorMcTuYeckas perpeccus, MetToabl
rpagmneHTHoro 6yctuHra (LightGBM, XGBoost, CatBoost), me-
TOAbl, OCHOBaHHble Ha AepeBbsAxX peweHnin (RandomForest
n ExtraTrees), a TakXe aNropuTM Ha OCHOBE HeWPOHHbIX
ceten (Multi-layer Perceptron). Takoii BbIGOp MeTOAOB Bbl-
rnAgnT caMmoLenbio — NPOAEMOHCTPUPOBATb TEXHNYECKYIO
CNOXHOCTb aHasNn3a, a He 06ecneynTb ero HayuyHy LOCTO-
BEPHOCTb. DTO HAarPOMOXKAEHNE Mofenen NNLWb CO3JaeT U-
NO3MK0 CTPOTrOCTU, HE KOMMEHCUPYA KPUTUYECKMX METOAO-
NIOrNYECKNX N3BAHOB.

Mpn 3TOM B CNMUCOK NPEANKTOPOB BKJOYEHbI MOKa-
3aTenun, KoTopble ABAAIOTCA CMMMNTOMAMM HEOTNOXHbIX
coctosiHu npu Cll, Tpebyolmx rocnuTanmsaunm®, a Tak-
Ke KONMM4yecTBO rocnmtanm3aunm B teyeHmne 12 mecaues.
KnioueBaa meTtogonorunyeckasa npobriema 3aKlo4yaeTcs
B UCMONIb30BaHNN B KayeCTBe NPefuKTOPOB CUMMTOMOB
N NMPU3HAKOB, KOTOpble caMu Mo cebe ABNAKOTCA Heno-
CpeACTBEHHbIMM MOKa3aHMAMU K SKCTPEHHOW rocnuta-
nn3aunm, To ecTb YacTblo KAMHUYECKOrO 3Mn30fha, pac-
CMaTpMBaeMoro Kak msyvyaemoln ncxog. o cytun, mogennb
obyuaeTca npeackasbiBaTb roCnuTann3almio Mo Tem xe
KNVHNYECKUM MPU3HaKaM, KOTOpble Bpay NCNonb3yeT Ansa
NPUHATUA PELUeHMA O HEN. DTO NPUBOANUT K LUPKYNAPHON
noruke: mogenb «npefckasbiBaeT» UCXOd, NCNONb3yA ero
XKe onpepenvTenn, YTo denaeT pesynbraTbl MCCNefoBa-
HUA KNNHWYeCKn 6ecnonesHbiMu. BknioueHne B mogenb
KonmuecTBa rocnuTanusaumn 3a npepbigywmn rog nou-
TV TOXOECTBEHHO MCX0o[y, a TakKe co3gaeT 3aBUCMMOCTb
MoJenu oT cneuynduKM UCMOJNb30BaHNUA CTaLMOHAPHON
MOMOLIN 1 OPraHU3aUMOHHbIX OCOOEHHOCTEN CUCTEMDbI
3[paBOOXPaHEHMA, @ HE OT CTAaOUIIbHbIX XapPaKTepPUCTUK
naymeHTa.

B pesynbrate mMofenb GakKTUUECKM HE MPOrHo3MpyeT
PUCK rocnutanusauuu, a onmncbiBaeT CTPYKTYPY M YacToTy
yXKe CNOXMBLUNXCA HEOTNIOXKHbIX COCTOAHUA U BPAYeOHbIX
peLleHnin o rocnuTannsauuu.

CnegyeT TakXXe OTMETUTb, YTO O KOJIMYECTBEHHOW OLeH-
Ke pucka rocnutanm3auuu nauyneHtos ¢ C[1 nog BAnAHUEM
TEX UM UHBIX GPAKTOPOB B STOM UCCIIEAOBAHUN JaXKe He yro-
MWHAeTCA.

MporHocTnyeckaa Mogenb B TakoWM NONynALMmM AOMMKHA
6a31poBaTbCA Ha CTAOUIIbHBIX XapPaKTEPUCTUKAX NaLUMeHTa
(Bo3pacT, anutenbHocTb CJl, 0CNOXKHEHUA, CONYTCTBYOLWME
3aboneBaHuA, 1abopaTopHble TECTbI, peablayLlee NCMnosb-
30BaHVe CNy>KObl 34PaBOOXPAHEHMA U AP.), @ HE Ha OCTPbIX
CUMMTOMAX, ABAALWNXCA MOKAa3aHMAMU K rocnurtanunsa-
umn.

WHTepecHo, uTo 3Ta e rpynna aBTopoB onybnunkosasna
aHaNorMyHoe ncciefgoBaHne, B KOTOPOM TaKMM e Croco-
60M MPOrHo3MpoBanach rocnuTann3aumsa nauMeHToB C ap-
TepuanbHon runepteH3smen [31].

5 bnegHOCTb KOXHbIX MOKPOBOB, 60/1b B XKM1BOTE, 60/b 3a rpyAVHON, Be-
HO3HbI 3aCTOV JIETKUX, XaXAa, KPYNMHOOYaroBble U3MeHeHUs, IerouHas ru-
nepTeH3ns, IMXOPafKa, HapyLLIeHNe 3peHNs, HePUTMUYHbIE TOHbI cepaLa,
0ocCNabneHHoe [bIXxaHWe, OTEK JIerKUX, OTEKM, NoYeYHasa HeJoCTaTOYHOCTb,
cepfeyHas HeAOoCTaTOYHOCTb, ceppuebreHne, CynpaBeHTPUKYIApHas
TaxvKapawvs, pacluMpeHHas TeHb CpefoCTeHus, TOWHoTa, dubpunnayus
npefcepaunii, Xpunbl B ETKNX, LIMAHO3 KOXMU.
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3AKNIOYEHUE

MporHocThyeckue MCCNeqoBaHUA 3aHUMAIOT BaXKHOeE
MECTO B MOCTPOEHMM YCTONUNBON 1 3GDEKTUBHON KNMHMYE-
CKOW MPAKTUKK, KOTOPasi OPUEHTMPOBAHA Ha NpefocTaBrie-
HMe KayeCTBEHHOW MeAWLMHCKOW MOMOLLU, NPOPUNAKTUKY
6one3sHeln 1 COXpaHeHUe 30OPOBbH.

YunTbiBasa BaXXHOCTb HAfEXHbIX OCHOBAHUN Ans Npwu-
HATUA KJIVMHWYECKNX PEeLUeHNA B SHAOKPUHOMOTMYECKON
npaKkTuKke, Npu NpPoBefeHUN HayUHbIX UCC/IeOBaHUN He-
06xoanmo obecneunTb TeCHOE B3aUMOoAencTBE MeanLnH-
CKMX CMeyunanncTos ¢ npodeccroHanamm B obnactn 6muo-
CTaTUCTUYECKOTrO aHanm3a. BHepgpeHue cTatuUCTMUYeCKoOro
peLieH3POBaHMA B HAayYHO-MeANLMHCKNX XKypHanax Tak-
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Ke ABNAITCA KNI0YeBON MEpOn, HanpaBNeHHOW Ha MoBbI-
LeHME HAleXXHOCTY 1 Hay4YHO 060CHOBAHHOCTY NMybAUKy-
embix pabor.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHnkn ¢puHaHcupoBaHma. PaboTa BbiMonHeHa No vHWUMaTMBe
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoH$nuKT nHTepecoB. ABTOpbI 3asBWM 06 OTCYTCTBUM NOTEHLUMaNb-
HOro KOHQMKTA NHTEPECOB.

Yyactue aBTOpOB. Bce aBTOpbI 006NN PUHANBHYIO BEPCUIO CTaTbU MNe-
pen nybnvkauve, BbIPasunm Cornacme HeCT OTBETCTBEHHOCTb 3a BCe acrek-
Tbl PaboTbl, NOAPA3yMEBAIOLLYIO HAZJIeXALLee 13yYeHUe 1 peLleHre BONpo-
COB, CBA3aHHbIX C TOYHOCTbIO UK LOBPOCOBECTHOCTBIO JIIOOOI YacTy PaboTbI.
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YINEBOAHOIO OBMEHA Y AETEW C XPOHUYECKMMU AYTOMMMYHHbIMU
N AYTOBOCMAJIUTEJZIbHbIMU 3ABOJIEBAHUAMU

BNIUAHUE NYJbC-TEPANMUN METUNNPEAHN30JIOHOM HA NMOKA3ATEJIN .

© A.B. Butebckan*, B.A. Nop3onkoBsa

MepBbit MOCKOBCKMIA rocyAapCTBEHHbIN MeauLHCKUIN yHuBepcuTeT nm. .M. CeueroBa (CeueHoBCKMI YHMBEpCUTET),
MockBa, Poccus

OBOCHOBAHME. lNprmeHeHne BbICOKUX J03 roKokopTukoctepongos (FKC) moxkeT NpnBOAUTL K Pa3BUTUIO rMneprinke-
muun. Mynbc-Tepanua (MT) FKC obnagaet meHbwWMY NOBOYHBIMUK 3 deKTaMn MO CPABHEHUIO C ANUTENIbHBIM NePopanbHbIM
npuemom M'KC y B3pocnbix naumeHToB. KoHTponb rmukemumn Ha doHe MT TKC B geTckom Bo3pacTe ManousyyeH.

LIENb. N3yumnTb KpaTKOCPOUHbIe 1 JonrocpouHble 3ddekTbl [T MeTnnpeaHM3010HOM Ha NOKasaTenu yrneBogHoOro obmeHa
JeTeln C XPOHUYECKMMUN ay TOMMMYHHBIMUY 11 ayTOBOCMNanuTenbHbiMU 3aboneBaHnAMM.

MATEPWUAJIbl U METO/bI. NpoaHanv3npoBaHbl NoKa3aTenu yrnesofHoro obmeHa 15 nauneHTos (13 geBouek, 2 Manbunka)
1o, Ha doHe n nocne MT meTunnpegHusonoHom (3 BBefeHuns; 0 v, 24 y, 48 u; cymmapHas fo3sa 27,0 (23,0; 31,6) mr/kr). Habnto-
AeHwne npogosmkanocb ot 0,5 go 6,3 roga.

PE3YJIbTATbI. Bo Bpems lNT ypoBeHb rnnkeMmmn npesbillan HOpMasnbHble 3HaYeHrA y BCex naumeHToB Yepes 4-10 y nocne
Hauana MNT, gocturasa nuka yepe3 7 4 — 10,8 (9,9; 11,8) mmonb/n. Mnkn rankemnn yepes 7 4 nocsie BTOPOro 1 TpeTbero Bee-
[eHUNsA 6bINN CTAaTUCTUYECKN 3HAUMMO HIMXKE NO CPaBHEHUIO € NepBbiM AHeM — 9,1 (8,2; 10,7) mmonb/n (p<0,05) n 8,9 (7,4; 9,2)
mmonb/n (p<0,01) cooTBeTcTBEeHHO. Yepes 24 u nocne Kaxgoro seegeHna NKC oTmevanacb TeHAeHUMA K HOpManu3auum
rANKeMUN. 3HAYEHNA MMMKEMUN Yepes 72 4 He KoppennpoBanu ¢ Bo3pactom, SDS UMT, no3on metnnnpegHM3onoHa n nuko-
BbIMY 3HauYeHNAMM ravkemun B xoge MNT. CTaTCTUYEeCKN 3HaYNMBbIX Pa3Inunin MeXXay nokasaTenammn rMnkeMny naLyMeHTos,
Bnepsble nepeHecwux MT, n NaUMeHTOB, MMEBLMX B NpoLwnom onbIT T, BbiABAEHO He 6bl10.

HabntogeHune B TeueHune 2,7 (0,5; 4,6) rofa He BblABUIIO OTCPOYEHHbIX OCOKHEHWIA.

3AKJTIOMEHMUE. MNT FKCy geten npmeogmna K KpatkocpouHon NKC-mHAyLmpoBaHHOM runeprankemmn. MakcmmanbHble 3Ha-
yeHMA rMKemMnm oTMeYannch Yepes 7 4 nocne Kaxgoro seegeHuna NKC; nocne noBTopHbix BBeaeHun NKC nogbem rmmkemmnn
Obl1 MeHee BbipaXeH, Yem nocne nepsoro seefeHnA. CNoHTaHHasa HOpPManM3aumna rnMKemmnmn otmedanacb yepes 24 vaca
nocne BBefeHMA MeTUNNpefHN30M0Ha. Mbl He BbIABUN KaKNX-N1MBO OTCPOUYEHHbIX HAPYLLUEHWIA YrNeBOAHOro obmeHa.

KJTIOYEBbIE CJIOBA: nynbc-mepanus; 2/TIOKOKOpMUKOUObI; MemusinpeOHU30/10H; 2J1H0K03d KPOBU; KAMAmHes3.

THE EFFECTS OF METHYLPREDNISOLONE PULSE THERAPY ON GLUCOSE METABOLISM
PARAMETERS IN CHILDREN WITH AUTOIMMUNE AND AUTOINFLAMMATORY DISEASES

© Alisa V. Vitebskaya*, Vera A. Podzolkova

I.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

BACKGROUND: The use of glucocorticosteroids (GCS) in high doses can lead to hyperglycemia. GCS pulse therapy (PT)
cause fewer side effects compared to long-term oral administration of GCS in adult patients. Glycemic control in children
while GCS PT is not well studied.

AIM: To study short- and long-term effects of methylprednisolone pulse therapy on carbohydrate metabolism parameters in
children with autoimmune and autoinflammatory diseases

MATERIALS AND METHODS: We analyzed carbohydrate metabolism parameters of patients before, during, and after PT
with methylprednisolone (3 infusions; 0 h, 24 h, 48 h; total dose 27.0 (23.0; 31.6) mg/kg). Observation lasted for 0.5-6.3 years.
RESULTS: We analyzed data from 15 patients (13 girls, 2 boys). During PT, the glycemia level exceeded normal rages in all
patients in 4-10 hours after the start of PT, reaching a peakin 7 h - 10.8 (9.9; 11.8) mmol/I. Glycemia peaks 7 h after the second
and the third infusions were significantly lower compared to the first day - 9.1 (8.2; 10.7) mmol/I (p<0.05) and 8.9 (7.4; 9.2)
mmol/l (p<0.01), correspondently. A tendency toward normalization of glycemia was noted in 24 h after each administration
of GCS. Glycemic values in 72 h did not correlate with age, SDS BMI, methylprednisolone dose, and peak glycemic values
during PT. There were no significant differences between the glycemic indices of patients undergoing PT for the first time
and those who already had experience of PT. Observation for 2.7 (0.5; 4.6) years did not reveal any delayed complications.
CONCLUSION: GCS PT in children resulted in short-term GCS-induced hyperglycemia. Peak glycemia values were observed
in 7 hours after each GCS infusion; the rises of glycemia after repeated infusions were lower than after the first one. Spon-
taneous glycemia normalization was observed in 24 hours after methylprednisolone administration. We did not reveal any
delayed disorders of carbohydrate metabolism.

KEYWORDS: pulse therapy; glucocorticoids; methylprednizolone; blood glucose; follow-up.
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OBOCHOBAHUE

Mpenapatbl rniokokopTrkocteponaos (MTKC) — 310 06-
LUMPHAaA rpynna CUHTETUYECKUX FOPMOHOB KOPbI Hagnoyeu-
HUKOB, MPUMEHSAIOLLMXCA C MPOTUBOBOCMANNTENIbHOW LieSbio
y MauMeHTOB C ayTOBOCNANUTENbHLIMA 11 @y TOUMMYHHbIMU
3aboneBaHnAMNU. HecmMoTpa Ha BbICOKYI 3¢hbEeKTUBHOCTD,
ucnonb3oBaHue NKC orpaHMYeHO WMPOKAM CNEKTPOM Mo-
60uHbIX 3ddekToB. HazHaueHne MKC nprBoauT K ATPOreH-
HOMY TMNEPKOPTULM3MY, OJIA KOTOPOro TUMUYHbI OCITOX-
HEeHWs, OMUCaHHbIE NMPU SHLOrEHHOM M36bITKE KOPTU30/3,
B TOM UMCJie HapyLIeHUs yrineBogHoro oomena [1, 2].

MNynbc-tepanusa ([MT) TKC aBnAeTca npeanouTUTeNbHbIM
METOAOM NIEYEHUS MPU COCTOSHUSAX, TPEOYIOLKX BbICTPOro
VUMMYHOLEMNPECCHBHOIO U MPOTUBOBOCMANINTENBHOIO 3¢-
¢dekToB. [Mneprankemus — JacTblii NO60UHbIN 3ddekT MT.
WccnepoBaHMA, NOCBALLEHHbIE N3YUYEHUIO KPATKOCPOYHbIX
1 JONroCPOYHbIX ocsioxHeHnn [T, nokasanu xopoLuyto ne-
peHocumocTb T no cpaBHEHMIO C ANUTENbHBIM MPUEMOM
I'KC BHYTpb. OfHaKO B GONbLUMHCTBE UCCNIE[0BAHUN NPUHN-
Manu yyacTme B3pOC/ible NauuneHTbl, a BnvaHune T Ha KOH-
TPONb IMUKEMUY B ETCKOM BO3pacTe ManonsyyeHo [3, 4, 5].

LIENb UCCNEAOBAHUA

M3yumnTb KpaTKOCPOUHbIE U JONTOCPOUHble dbdekTbl MT
METUANPEAHN30/IOHOM Ha NMoKasaTenu yrineBofHOro obme-
Ha y leTell C XPOHMYECKMM ayTOUMMYHHbBIMU 1 ayTOBOCHaA-
nuTENbHBbIMKU 3a601eBaHMAMM.

MATEPUAJIbl U METOAbI

Mecton BpemMsaA npoBefeHNA nccnegqoBaHnAa

Mecmo nposedeHus. YHUBepCUTETCKAA AeTCKaa KAVHM-
yeckas 6onbHMUa (B HacTosilee BpeMAa — CeueHOBCKUI
ueHTp matepuHcTBa 1 getctea) ®TAOY BO [epsbin MTMY
um. V.M. CeueHoBa MurH3gpaBa Poccum.

Bpemsa uccnedosarus. TpoaHanu3npoBaHbl MeauLH-
CKMe KapTbl MALMEHTOB, KOTOPbIM B Neprof ¢ ceHTA6psa 2018
no main 2019 rr. NPoBOAMCA KOHTPOJIb FIMKEMUUN Ha PpOoHe
MT metunnpegHu3onoHoM. [loBTOpHble o06CnegoBaHUA
naumMeHToB ObliM BbIMOSIHEHBI B nepuog ¢ anpensa 2019
no utoHb 2024 rr.

Nsyuyaemblie nonynaumm

Monynayus. B nccnepoBaHvie 6binn BKOUYEHbI NALMEHTbI
C XPOHUYECKUMU ayTOMMMYHHbIMW 1 ayTOBOCMNANUTENbHbI-
MU 3aboneBaHuAMY 6e3 HapyLIeHWI yrneBoAHOro obmeHa.

Kpumepuu sknodeHusa: 1) 4EBOYKN U ManbuyMKU Mnag-
we 18 net; 2) MT meTunNNpegHN30N0HOM B TeUeHme 3 CyTOK
B cymMmapHou go3se 750-2500 mr; 3) Hanmume pesynbraToB
NCCefoBaHMA MMNKEMIM C MOMOLLbIO TTTIOKOMETPa Ha GoHe
MT (He MeHee yeTbipex N3IMEPEHMNI B CYTKM).

Kpumepuu ucknroyeHus: Hannuue HapyLlweHnn yrneesoga-
HOro obmMeHa Mo AaHHbIM aHaMHe3a (Hanpumep, caxapHo-
ro gvabeta 1 TMna) u pesynbratam UCCNIeOBAHNA [IOKO3bl
nnasmbl HaTowak (IMH) no nposegeHua MT.

Cnoco6 popmupoBaHUA BbIGOPKU 13 M3yyaeMoii
nonynauumy (U HeCKONbKIUX BbIGOPOK 13 HECKONbKIUX
nsyyvyaembiX NONyNALMIA)

nyTeM CMJIOLLIHOTO BKIIOUYEHUA HAabNIoAEeHNIA.
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OPUTMHAJIbHOE NCCNEAOBAHNE

Aun3aiH nccnegoBaHuA:

OJHOLEHTPOBOE, WHTEPBEHLMOHHOE, ANHAMUYECKOE,
PEeTPOCNEKTMBHOE, YaCTUUYHO MPOCMNEKTUBHOE (MauneHTbl
MO HABNIOAATLCA B KNMHKKE [0 AOCTUXKeHuA 18 neT; anu-
TeNbHOCTb HabnoaeHna coctasuna ot 0,5 0o 6,3 roga).

OnucaHune MeANLMNHCKOro BMmellatesibCTBa

(ANA NHTEepPBEHLMOHHbIX NCCeA0BaHNN)

Mo Ha3HaueHMIO Bpayva-peBmMaTosiora naumeHTam Mnpo-
Bogunacb [T: B TeueHne Tpex CyTok 1 pa3 B AeHb BHyTpU-
BEHHO KanenbHO BBOAWIICA METUINPEAHN30/10H € 0,9%-HbiM
pacTBOPOM HATpWA XI0PUAa; NOBTOPHbIE MHOY3MM NPOBO-
annucb yepes 24 n 48 u. [lo nposegeHunsa T Bcem nayuven-
Tam nposogunocb mnccnegosaHue MH n rMuknposaHHOro
remornobuHa (HbAk).

B nepuog nposegerHua MNT meTnnnpegHM3010HOM Nauu-
€HTaM npegnaranocb AONOSHUTENBHO U3MEPATb MUKEMUIO.
Mocne noanucaHna MHPOPMUPOBAHHOTO COrNacKsa Ha me-
ONLMHCKOE BMeLIaTeNbCTBO MMMKeEMUA N3mepaAnacb C NOMo-
Wb MHAMBUAYaANbHbBIX MIOKOMETPOB yepes 2, 4, 7, 10, 21,
24,28, 31, 34,45, 48,52, 55,58, 69, 72 4 nocne nepBoro Bee-
JeHunA npenapara.

MauneHTbl NoNyYany NUTaHWe B COOTBETCTBUU C OOLLe-
NPUHATBIM B CTaunoHapax ctosiom OB[] (ocHOBHOWM BapunaHT
CTaHZapTHOW AneTbl); Ha BpemsA nposefeHus MT pekomeH-
OOBaNoCb UCKNIOUNTb OOMOMHUTENIbHOE MUTAHME, ClafKkue
NPOAYKTbI U HANUTKK, B TOM YMCIIe COKN.

MeTtopabli

Ha ocHOBaHUWM faHHbBIX O POCTe U Macce Tena paccyu-
TbIBaNcA nHAeKc maccol Tena (MMT), B COOTBETCTBUM C HOp-
matmBamn BcemnpHoON opraHusaumm 3gpaBoOOXpPaHeEHNA
Bblumncnanca SDS UIMT, Ha OCHOBaHUM Yero Aenanocb 3aKto-
yeHue o geduunTe maccbl Tena (Huxe -2,0), HopmasbHON
macce Ttena (ot -2,0, go +1,0), n3bbITKe maccbl Tena (Bbilie
+1,0, no +2,0), oxxmpeHun 1 cteneHn (Bbiwe +2,0, o +2,5)
Wnun 2-n ctenexu (Bbiwe +2,5, no +3,0).

OueHnBanncb MokKasaTenu yrineBogHoro obmena: IMH
(B HOpMme <6,1 Mmonb/n), HbA1C (B HOpMe <6,0%). Mpwn Hanu-
YN OXKMPEHUA NaLMEeHTY NPOBOAWNCA NepopasbHbINA o-
Ko3oTonepaHTHbIN TecT (MI'TT) c onpegeneHmem IMH (B Hop-
Me <6,1 MMOSb/N) 1 FOKO3bl N1a3Mbl Yepes 2 4 (B Hopme
<7,8 MMOfb/n) nocne CTaHOAPTHOW HarpysKku [J0KO30M
(1,75 r/Kr, Ho He 6onee 75 ).

B nepwrog nposegenua MT naumeHTbl N3MepAnn rmmke-
MUIO C NomoLbio rmokomeTpos KoHTyp TC, cooTBeTCTBYIO-
wmx MOCT P NCO-15197-2015.

CraTucTnyecKkuin aHanms

CTaTUCTMUECKMIn aHann3 NPOBOAWMACA C UCMOMb30BaHNEM
nporpammbl StatTech v. 4.8.1 (pazpabotunk — OO0 «CraTTex»,
Poccus). KonnuecTBeHHble NOKa3aTenu OLeHMBaNMCh Ha npes-
MET COOTBETCTBMA HOPMaslbHOMY pacnpefesieHunio C MOMOLLbIO
kputepus LLlannpo-Yunka. MNockonbKy pacnpegeneHue 60sb-
LUMHCTBA M3YYeHHbIX MPU3HAKOB ObINIO OTANYHBIM OT HOPMasb-
HOrO, NPYMEHANN METOLbl HEeMapPaMeTPUUECKON CTaTUCTUKN —
JaHHbIe OMUCbIBANIMCb C MOMOLLbIO MefinaHbl (Me) 1 HUXHero
1 BepxHero keaptunen (Q1; Q3). Ana cpaBHeHNA ABYX CBA3aH-
HbIX COBOKYMHOCTEN MCMNONb30Bann Kputepuin BrnkokcoHa,
ONA BbIABNEHUA KoppenAaumin — koadpduumeHT CnupmeHa.
MrHUManbHY0 BEpPOATHOCTb CNPaBEeANNBOCTY HYNeBOW rmno-
Te3bl IpUHUManu npu 5% ypoBHe 3HaummocT (p<0,05).

Problems of Endocrinology. 2026;72(4):63-69



ORIGINAL STUDY

JTnyeckas sKcnepTusa

PaboTta BbIMOMHEHA B paMKax Hay4yHO-UCCNefoBaTenNb-
ckoln paboTbl «MeauKameHTO3HbI cMHApPOM WueHko-Ky-
LIMHIa y fileTel», NPOTOKoN ofobpeH JIoKaNbHbIM STUYECKUM
komutetom OFAQY BO [lepsbin MTMY mnm. .M. CeyeHoBa
Mwun3pgpaBa Poccnn 18.05.2023 (npoTtokon N209-23).

PE3YJNIbTATDI

MpoaHanusnpoBaHbl AaHHble 15 nauueHToB (13 pe-
BoyeK, 2 mManbuumka). MT NKC 6bna Ha3HauyeHa C Lenbto
JIeYEHUA  OBEHUNBHOIMO  MAMOMNATUYECKOro  apTpuTa
(7 mauMeHTOB); IOBEHWU/IBHOW CMCTEMHOW CKNiepoAepmumn
(5 nmauweHTOB); MaHHUKynuTa Bebepa-KpucueHa, A3BeH-
HOro KonuTa, Hecneundnyeckoro aoproaptepunta Taka-
Aacy (no 1 nauneHTy). MNATb NnaumneHToB 13 15 Mmenn onbIT
MNT B npownom, nepopanbHble npenapaTbl [KC Ha MOMeEHT
nposegeHua MNMT He Ha3Havanucb. Jo MNT y Bcex nayneHToB
rnokasaTeNin YrneBoJHOro O6MeHa COOTBETCTBOBANN HOP-
MasnbHbIM 3HaueHnaM. CymmapHasa Jo3a MeTUnnpegHn3o-
noHa npu nposegeHun MT coctaBuna 1495 (1375; 1500) mr
(27,0 (23,0; 31,6) Mr/Kr). XapaKTepuCTUKM NaLMEHTOB Npea-
CTaBfeHbl B Tabn. 1.

B nepwog nposegenusa [T ypoBeHb rAvkemun npe-
BbllWaNl HOpPMaJibHble 3HAYeHWA Yy BCEX MaLMEHTOB uepes
4-10 y nocne Havana [T, gocturasa nuka yepes 7y — 10,8
(9,9; 11,8) mmonb/n. AHanorMyHble MUKW MNKEMUN Yepes
7 yacoB nocsne BToporo (31 u) n Tpetbero (55 u) BBEAEHMA
ObINN CTAaTUCTUYECKM 3HAUMMO HUXKE MO CPaBHEHUIO C nep-
BbIM AHeM — 9,1 (8,2; 10,7) mmonb/n (p<0,05) n 8,9 (7,4; 9,2)
MMosb/n (p<0,01) cooTBETCTBEHHO (puc. 1, Tabn. 2).

Yepes cyTkn nocne kKaxgoro BefeHusa [KC (24, 48
1 72 4) oTMeYanacb TEHAEHUMUA K HOpManu3auum rmkeMmum
(pnc. 1). Mnowaab nog kKpueon (MIMK) rnnkemumn nocne Kax-
[Oro crefywouero BBefeHVA MeTWINnpenHu3osnioHa 6biia
MeHbLLE, YeM B NpeablayWwnii feHb; CTaTUCTUYECKN 3Hauu-
Mble pasnuuma (p<0,01) nonyuyeHbl npu cpaBHeHun [MMNK
B MePBbIN 1 TPETUIN AHK (Tabn. 2).

Yepes 72 y nocne nepBoro BBeAEHWNA METUINPESHN30-
NIOHA rNeprankeMma HaToWAK COXpaHAnach NMb Y ABYX
nauneHToB — AeBywkn 15,9 roga u toHowwm 17,5 roga (na-
umeHTbl N°2 u Ne11; 6,8 n 6,3 MMONb/N COOTBETCTBEHHO);
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rMYKeMUA CaMOCTOATENIbHO HOPMann3oBanach Yepes CyTKU.
3HauyeHNA MKeMUK Yyepes 72 Y He KOPPENMpoBaan C BO3-
pactom, SDS VIMT, no3o MeTUnnpeaHN30/10Ha 1 MMKOBbIMM
3HaYeHnAMN rmukemun B xope MMT.

CTaTNCTMYECKU 3HAUYMMBbIX PasIMuuiA MeXay MoKasa-
TENAMN MIMKEMUN NMALWEHTOB, BrepBble nepeHecwwmx [T,
N NauMeHTOB, MMeBWNX B npowsiom onbiT T, BbIABNEHO
He 6bIsio.

Mpw KOHTPONIbHOM 06CeloBaHNY Yepe3 6 Mec NaLMeH-
TOB, COXPaHABLUNX FTMNEPrAvKeMunio Yyepes 72 4y ot Havana NT
(N92 1 N211), nokasatenu ITIH 6binn B npefenax Hopmasnb-
HbIX 3HaYeHun (4,30 n 3,58 mmonb/n); nccnegoBaHue HbA1c
yAanocb NpoBecTy ToNnbko y naumeHta N211 (5,5%), Tak Kak
y naumeHTKn N°2 Ha MOMeHT 06cneoBaHus Gbina BbifABEHA
aHemus (remornobuH 77-84 r/n), acCouMMpoBaHHas C OC-
HOBHbIM 3aboneBaHuem. [py NOBTOPHOM 06CNeAOBaHNN
yepes 1 rog — HbA1c —5,1%.

[ByM naumeHTam C oxmpeHnem nocne 3asepeHuna MNT
6bin nposepeH MITT. Mokasatenu rukemun Ha ¢oHe MT
IOHOLK C oXKMpeHnem 1 cteneHn (NaymeHT N212) He oTnnya-
NUCb OT NokasaTtenen gpyrux nauymeHTos. MNIMTT He BbiABWA
HapyLleHWiA YrneBoAHOro OOMeHa; OTMeueHa yMepeHHas
WHCYNMHOPE3NCTEHTHOCTb. B panbHenwem MKC He Ha3Hauva-
nuce. Mpwy nocnegHem HabnoaeHnn B 17,8 roga y naymeHTa
6blla HOpMasbHasA Macca Tena, HapyLIeHWs YIeBOAHOrO
obmeHa oTcyTcTBOBaNM (Tabn. 3).

leBylwKa c oxupeHmem 2-in cTeneHun (nauymeHTka No8)
6blna eVMHCTBEHHOW, y KOro Ha 3-u cyTku MNT BbiABRANUCH
3HauyeHUA MKeMuK, COooTBeTCTByloWwme Kputepmam C[
(11,4-12,1-11,1 mmonb/n yepe3 52-55-58 u). MI'TT He BbI-
ABWJ HapyLleHWUin yrneBogHoro obmeHa (tabn. 3). B panb-
Helwem nauneHTKe Obin Ha3HauyeH MepopanbHbI NpUem
MEeTUNNPeAHN30N0Ha (HavanbHaa gosa 25 mr (0,35 mr/kr)
B rMepecyeTe Ha NPeAHM30JI0H) C NoCneayoLWM NOCTeneH-
HbIM CHWXXeHMem Ao3bl. Ha 3Tom ¢oHe nokasatenu [TIH,
onpepensemMble aMbynaToOpHO Kaxkaple 3 MecAua, OCTaBa-
nMCb B npepenax HOPMATMBHbIX 3HayeHuin. [loBTopHOe
obcnefgoBaHve npoBefeHo yepe3 11 mec Ha poHe coxpa-
HAIOLLErocA OXUPEeHWA, NPOoJOoSIKAOLWEroca npuema Me-
TunnpegHusonoHa (10 mr (0,15 Mr/Kr) No NpPegHU30OoHY).
HapyweHus yrneBogHoro o6meHa BHOBb Oblivi MCKITIOUEHbI
(Tabn. 3).

Ta6bnuua 1. XapaKTeprCTUKKN NauMeHToB Npu NepBrYHOM obcnenoBaHun npu nocnegHem HabniopgeHun

Xapaktepuctuka Mpw nepBuyHOM 06CNefoBaHN Mpwu nocnepHem HabnogeHUN
Bospact 14,9 (11,5; 16,4) ropa 17,6 (17,3;17,8) ropa
+0,59 (-0,52; +1,19) +0,70 (-0,40; +0,98)"
M3 Hux: M3 Hux:
9 — HOpMarbHble 3HAYeHs; 12 — HOpMarnbHble 3HaYeHs;
SDS VIMT 3 — 1306bITOK Maccbl Tena 2 — 130bITOK Maccbl Tena

(SDS UMT +1,12, +1,25, +1,36);

1 — oxunpeHwne 1-n (SDS UMT +2,07);

1 — peduunt maccol Tena (SDS UMT -2,87);

1 — oxunpeHwne 2-i ctenenu (SDS NMT +2,99)

(SDS UMT +1,92 n +1,98);
1 — oxunpeHwue 2-in ctenenun (SDS UMT +2,75)

[MMKnpoBaHHbIN

. 0,
remornobuH HbA, >1(5,0;5.7) %

[nioko3a nna3mbl

4,7 (4,4; 5,0) Mmonb/n
HaToLakK

4,3 (4,0; 4,5) mmonb/n’

I'Ipwmeanme: 1 p>0,05 — CTaTUCTUYECKN 3HAUYNMDbIX pa3n|/|q|/||7| C aHaJIOrM4yHbIM NoKa3saTenem npv NnepBnYHOM 06CJ'IeL|OBaHI/II/I He BbIABJIEHO.
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OPUTMHAJIbHOE NCCNEAOBAHNE
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Bpems, vacol
PucyHok 1. MokasaTenu raMkeMiuy B nepmog npoBeAeHns Nynbc-Tepannu MeTUANPELHN30I0HOM.
Ta6nuua 2. MokasaTteny rMMKeMUM No JaHHbIM [IOKOMETPa Ha GoHe Mynbc-Tepanum
Bpems c MOMeHTa MokasaTenun ruUKeMun, MMonb/n
BBefeHNA
MeTUANpeAHN30M0HA Aenn 1 Aennb 2 Aennb 3
24;264;504 6,2 (6,0, 6,8) - -
34;27y4;51y - 8,4(7,9;10,1) 84 (7,8;8)9)
44;284;52y 8,1(7,7;8,6) - -
74;31y4;55y4 10,8 (9,9; 11,8) 9,1(8,5;10,7) 8,7 (8,1;9,3)?
10y4;344; 58y 9,4(7,7;10,1) 8,3(7,9;9,8) 7,8 (6,4;8,2)
214;45y4;69 4 6,1(5,2;6,8) 5,1(4,9;5,6) 51(4,7;5,5)
24 4;48y4;72 4 5,8(5,6;6,7) 5,6 (5,3;6,8) 5,6(5,2;5)9)
finouiaab noa kpueow 194,4 (176,9; 213,0) 182,4 (177,7; 205,1) 168,5 (166,0; 184,1)2
rMUKeMUU, MMOJb/N * yac

NpumeyaHne: ' p<0,05, 2p<0,01 — CTaTUCTUYECKN 3HAYMMbIE PA3NNYMA C aHANIOTUYHBIM NMOKa3aTeNiem B ieHb 1.

Ta6bnuua 3. XapaKTepuctunku n pe3ynbratbl obcnenoBaHNA NaLMEHTOB C oXunpeHmnem

BospacrT, ctapusa Uncynun, Pesynbtatbl BospacrT, ctagpna nonosoro
nonoBoro NHAEKCbI nepopanbHoro Cco3peBaHunA, PoCT, BeC
Mon co3peBaHuA, pocrT, HbAu WHCYNNHO- FIOKO30TONIEPAHTHOrO (SDS UMT), nokasatenu
Bec (SDS UMT) npu pe3ncTekx- Tecra 'MH npu nocnegHem
npoBepeHun OFTT THOCTK MUcxopHo | Yepes 2 vaca HabnoaeHnn
11,3 roga, TaHHep 3, 22,5 En/n;
154 cm, 71,5 Kr 5,5% |HOMA 4,5; 4,5 mmonb/n| 5,8 mmonb/n 176 T 5 169
(SDS UMT +2,99) Caro 0,2 ,6 rona, TaHHep 5, wm,
Ef;"'e”“‘a 93,4 kr (SDS UMT +2,75);
= 12,2 ropa, TaHHep 3, 17,2En/n; ITTH 4,3 Mmonb/n
157 cm, 73,0 Kr 5,0% |HOMA 4,5; 3,8 mmonb/n| 4,4 mmonb/n
(SDS UMT +2,67) Caro 0,2
23,0 Ep/n; 17,8 ropa, TaHHep 5, 180 cm,
E;HZV'GHT (152I,DZS rlZlfl/Ia'I: '|2'a(l)-|£;ep > 5,9% |HOMA 44; 4,3 mmonb/n| 7,6 mmonb/n | 75 kr (SDS UMT +0,81);
! Caro 0,2 IMH 4,7 mmonb/n

Mpumeyanne: UMT — nHgekc maccbl Tena, HbA, — ramknpoBaHHbii remorno6uH, niaekcbl HOMA, Caro — MHAEKCbI MHCYNIMHOPEe3UCTEHTHOCTH.
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ORIGINAL STUDY

MepopanbHbi Nnpriem MKC 6bi NONHOCTBIO NpeKpaLleH
naumeHTtkonm N8 B 12,5 roga. lNMokasatenu MIH nccneposa-
NNCb Kaxkable 6 MecC, BCeraa oCTaBanucChb B npegenax Hop-
MaJibHbIX 3HauYeHun. B cBA3M C peymgnBomM OCHOBHOIO 3a-
6oneBaHua noeTopHble Kypchbl [T TKC no npexHein cxeme
nposogunuce B 14,9 n 16,5 ropa. Ha ¢oHe MT oTmeyanocb
YMEepEeHHOEe MOBbIEHNE FMMKEMUN (MO AAaHHBIM CAaMOKOH-
TPONA) MakKCMManbHO — A0 9,6 MMOJb/N, C HOpManusaumen
rMKeMUN Ha cregyowme CyTkn nocse okoH4vaHus [T. MNo-
cne 16,5 rofa K Tepanuv noakoyeH TodauutuHnG, Tepanus
IKC He Bo306HOBRANach. Mpy NnaHOBOM 06CNenoOBaHMU
B 17,5 rofla, HECMOTPA Ha COXpaHAoLLieeca OXKMpeHne, ypo-
BeHb [TIH octaBanca B npepenax HOPMAaJibHbIX 3HAYEHUN
(tabn. 3).

HabniogeHvne 3a Bcell rpynno nauMeHTOB BENOChb
2,7 (0,5; 4,6) ropa nocne nposegenua MMT. 3a nepuog Ha-
6nofeHna 3 nauveHTa nepeHecsv NOBTOPHble Kypcol [MT;
8 npvHumanu MKC B TabneTMpoBaHHOM BUAE; HA MOMEHT Mo-
cnepHero HabnoaeHus nepopanbHas Tepanua N'KC npogon-
Xanacb y 4 nayneHToB B NOAAePKMBatoLWmxX gosax 5-10 mr.
Hu y Koro He BbISIBIEHO HAPYLUEHWI YTNIeBOAHOro obmeHa.
XapaKTepncTukM MaumMeHTOB Ha MOMEHT MOC/IeAHero Ha-
6niogeHna npeacTaBneHbl B Tabnvue 1.

OBCYXXAEHUE

PenpeseHTaTMBHOCTb BbIGOPOK

B BbIOOpPKE MauUMeHTOB 3HAuYUTENIbHOrO Npeobnaganu
NMUa KEHCKOro TMofa, YTo OOYCNOBIEHO OTHOCUTESIbHO
BbICOKOW PaCNpPOCTPAHEHHOCTbIO XPOHUYECKNX ayTOUM-
MYHHBIX 11 ayTOBOCMaNNTENIbHbIX 3a00NeBaHNI Cpeau aeBy-
LIEeK-NOA4POCTKOB MO CpaBHEHMIO ¢ toHowamu [1, 3]. B nccne-
[l0BaHVie OblIM BKIOUYEHbI NaLWeHTbl C Pa3fIMYHON MAcCom
Tena — VIMT BapburpoBan oT fepuumnta Maccbl Tena 10 OXu-
peHus 2-in cteneHn. Habop yyacTHMKOB nccnefoBaHmaA no-
cne MNT npoBogmnca ToNbKO B yCNnoBusax ¢pefepanbHOro cTa-
LMOHapa, a HabnaeHne OCyLWeCcTBAANOCh A0 AOCTUXEHUA
nauveHTamu 18 fieT, YTo MOFI0 CNOCOBCTBOBATL «YCKOJb3a-
HMIO» NMALVEHTOB U3-MOA HabNoAeHNA.

ConocTaBneHue C gpyrumu nyénnkaymamm

B nocnepHue pecAatuneTns TepaneBTMYECKME NOAXOAbI
K Tepanuy ayTOMMMYHHbIX U ayTOBOCMaNMTENbHbIX 3abo-
NeBaHW NpeTepnenu CyWeCcTBeHHbIE M3MEHEHUs B CBA3U
C NOSAIBNIEHUEM U BHELPEHVEM B KITMHUYECKYIO MPAKTUKY HO-
BbIX MpenapartoB. B To ke Bpems Bce 60sblue BHUMaHWA CTa-
nu ygenatb 6e3onacHocTu npumMeHeHnsa FKC u nx BAMAHWIO
Ha KauecTBO XM3HW NauneHTos [6, 7].

CornacHo faHHbIM TepaTypbl, HECMOTPSA Ha TO, UTO -
NneprivkemMns OTMEYaeTCs Aake Npu OJHOKPaTHOM BBeje-
Hum TKC [5], npwn MT oHa 06bIYHO NpoTeKaeT 6eCcCUMMNTOMHO,
He ABNAETCA NpegMeToM »Kanob MnauMeHTOB U He TpebyeT
Ha3HaYeHUA JONONHUTENbHONM Tepanun [3].

Ha puck pa3sutua runepriamkeMuu, UHAYLUPOBAHHOWN
I'KC, moryT BNusATb MHOrouncieHHble dakTopbl. B nepsyto
ouepefb, 3TO BbIOOP MpenapaTta U [03a, NyTb N PEXUM
BBefeHnA NKC. TakXe NOBbIWAKT PUCKM CTapLInNin BO3pacT
n 6onblee 3HaveHne VIMT naumeHTa, Hanuume abgomu-
HaJIbHOTO OXKUPEHUS U TUNEPTPUIINLEPUAEMUN, CEMENHDIN
aHamHe3 C[l, HapyweHre GYyHKUMM MOYEK, apTepuasibHas
rMNepTeH3Ns, LUTOMErasioBUpPYCHas WHdeKUusn, KypeHue,
|paca v 3THUYecCKas NPUHaaNeXXHOCTb (Hanpumep, appoame-
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PUKaHLbl UMEIOT MOBbILLIEHHbBIN PUCK), CONYTCTBYOLWUA NPK-
eM MMyHOZenpeccaHToB U AUuypeTuKkos [8].

MNT oka3biBaeT CyWeCTBEHHO MEHbLUWA [ONTOCPOYHbIN
3¢bdeKT Ha rMUKeMUYeCKnii KOHTPOJb NaureHToB 6e3 npea-
WeCTBYIOLWUX HAPYLIEHWIA YIMEBOGHOTO ObMeHa, uTo AB-
nseTca 6e3ycnoBHbIM NpenmyLecTtsoM. Hanpumep, nocne
3aBeplleHNsa Tepanun MeTUINPeaHN30M0HOM Y B3POCIIbIX
NayneHToB C ayTOMMMYHHbIM renaTUTOM HapyLUeHWiA yrie-
BOAHOro obmeHa B rpynne MT He 6bis1o BbIABIIEHO, B OT/IMUME
OT rpynn nauueHToB, nonayyaswmx [KC nepopanbHo (27%)
UM KOMOMHVPOBAHHbIE CXEMbl NepPOpasibHbIX NpenapaToB
n NT (26%) [4].

HabniopaTtenbHble nccnegoBaHus KonebaHuii rmnkemun
Ha ¢oHe MT 1 nprema BbICOKUX NepopasnbHbix o3 NKC He-
MHOTOUNCIIEHHBI 1 MOCBALLEHbI Pa3HbIM Npenapatam n pe-
KUMam BBeAEHUA ON1A IeYeHNA PasnYHbIX HO30M0rmin. Pe-
3ynbTaThbl 3TUX PaboT 06beAMHAET TO, UTO Y NaLMeHTOB 6e3
npegwectsyowero Cll runeprnmkemmsa obblYHO pa3BUBa-
eTCA yepes3 HeCKOJsIbKO YacoB Nnocsie BBeAeHMA npenaparTa,
coxpaHAeTCcA AHeM, BeYepOM M HOUbIO, HO K criegytoLiemy
yTpy rnukemna Hopmanusyetca [9, 10, 11]. B kauecTBe npu-
Mepa MOXHO NMPUBECTU OAHO N3 UCCNIeOBaHUN C PEXKMMOM
MNT, aHanornyHbim Hawemy. [pu BHYTPMBEHHOM BBeAEHMUM
500 mr meTunnpefHM30/I0Ha B TEYEHME TPEX AHEN OTMeYa-
nacb CToMKaA runepravkemmsa soiwe 11,1 mmonb/n npumep-
HO Yepe3 3 u nocsie Havana NHQY3mMKM, COXPaHABLIAACSA B Te-
yeHue HA, a CaMOCTOATeNbHAA HOPManu3auua rMKeMnn
3adukcrpoBaHa K cnepytowemy yTpy [10]. Hawwm paHHble
COrnacylTca ¢ onybNMKOBaHHbIMU paHee — Mbl OTMeYasnu
NUK rnukemun Yyepes 4-10 yacoB OT BBeAEHMA MeTUNpes-
HW30/0Ha C NOCNEeYLMM CAaMOCTOATENIbHBIM CHVKEHUEM.

CywlecTBEHHbIM OrpaHWyeHreM, 3aTPyAHAWNM Npo-
BeleHUA CpaBHEHWA pe3yNbTaToB Hallero UcciefoBaHUA
C NIUTepaTYPHbIMA AaHHbIMKY, ABMAETCA TO, UTO BCE NMPUBO-
ZMMble paboTbl BbIMOSIHEHbI C YYacTUeM B3pOC/blX, a He fie-
Teln. Ham yganocb HanTu Anwb OAHO PaHAOMU3UPOBAHHOE
nnauebo-KOHTPONIMpyeMOe NCCiefoBaHNe, B KOTOPOM W3-
yuyanacb 3pdeKTMBHOCTb M 6e30MacHOCTb MynbC-Tepanuu
[JeKCaMeTa3oHOM MpY IOBEHWIbHOM MAMONATUYECKOM ap-
TpuTe. Y 2 naymeHtoB 13 30 oTMevanacb TPaH3UTOPHasA rm-
neprnvkemus Boiwe 140 mr/n Ha doHe nHoy3mm NKC, Ho Ka-
Kne-nmbo noapobHOCTM OTCYTCTBYIOT. OCTaeTCA HEeACHbIM,
LEeACTBUTENBHO NI Y OCTasbHbIX MALMEHTOB He 6blio Nogb-
ema rJIMKeMMK, U B MOMEHT Hanbornee BEPOATHOIO NuKa
MpPOCTO He npoBoaunuce usmepenus [11]. Ctout Takxe ob6-
paTTb BHYMAHME Ha OCOBEHHOCTb OHOIO WUCCNefOBaHNA
C OTHOCUTENbHO MONOAbIMU NaLMeHTamMu (CpeaHnin BO3pacT
32 ropa), rae nocne AHEBHbIX FMNepPrinKeMUi, Bbi3BaHHbIX
nepopasbHbIM NpUeMoM 1-2 Mr/Kr MeTunnpeaHU30oHa,
Ha crnepyiollee yTpo y TPeTU NayneHToB OTMeYanucb rmmno-
TMMKEMMWU, UTO KOCBEHHO CBUAETENIbCTBYET 00 OTCYTCTBUU
Y HUX MOCTOAHHOW UHCYNMHOPE3UCTEHTHOCTM [13].

BblpaXKeHHOCTb NMMKa 1 AAWUTENIbHOCTb FMMeprinkemMmm
B pasfinuHbIX NCCNEfOBaHUAX KOPPENnupylT C NnoKasare-
namm MUIMT n rmuKknpoBaHHoro remornobuHa [5, 13, 14].
Mbl He BbIABUIM TaKOW 3aBUCUMOCTM, OQHAKO ANMTeNbHaA
runepravkemma Ha 3-u cytku [T oTMeyvanacb TONbKO y na-
LUMEHTKN C OXKMPEHNEM 2-11 CTENEHMU.

MNonyyeHHble HaMU JaHHble O TEHAEHUNN YMEHbLUEHNA
rMneprankemMmyeckoro oTBeTa Ha NoBTopHble BBeaeHuA NKC
B pamkax 1T cornacytoTtca ¢ nutepaTypHbIM/ faHHbIMK. Ha-
npumep, B UCCe0BaHUM C y4aCTUEM KEHLLMH, MOyYaBLUNX
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B TeyeHue 5 gHen no 30 Mr gekcameTa3zoHa B paMKax XMMMO-
Tepanun OHKOTMHEKOJIOrMYECKNX 3ab0oNeBaHniA, rmMneprin-
Kemusa Oblsla MakCMaribHa B MepBbIl AeHb Tepanuu, oTme-
yanacb nocsie BCex BBeAeHU npenaparta, HO Ha 5-1 AeHb
3HAUYEHWA IMUKEMUN ObINT HUXKE, YeM NOC/Ie NepPBOro BBee-
Hua TKC [14]. MHTepecHO, uTo Nofo6Hasa AVHAMKKa runepr-
NIMKeMUWN COrnacyeTca C HalMMM JaHHbIMU MOSyYeHHbIMK
npwv HabloaeHU 3a eTbMU C CaXxapHbIM Anabetom 1 Tvna,
KOTOPbIM B CBfI3W C TSXENbIMU CUCTEMHBIMWU 3ab0J1eBaHN-
AMKM Ha3Hauvanacb MT TKC — noBbllWweHHas NoTPeOHOCTb
B MIHCYNIMHE OTMeYanncb Yyepes 3-6 4 1 COXPaHANMUCH OT He-
CKOJIbKMX YacoB A0 3 CYTOK NnocJie KaxKaoro BeefgeHna [15].

Mbl He BblABUAN CBA3b MaKCUMANbHOIO YPOBHA [Nn-
Kemumn ¢ npepgwecteyowein MNT. MHeHnA uccnegosatenen
Nno 3TOMy BOMNPOCY HEOAHO3HauHbl. B uccnegosannn MNT gek-
CaMeTa3’0HOM B TeyeHMe 4-X CYTOK TaKoW 3aKOHOMEPHOCTU
OTMeueHo He 6bi10 [9]. Ewe B ogHon paboTe 6bino 3aduK-
CMPOBAHO, YTO runepravkemmnyeckasa peakuus y NKC-«Hau-
BHbIX» MaLNEHTOB Oblfla HYXKe, YEM Y TeX, KTO O 3TOro npu-
HUMasn aHanornyHble npenapaTbl B HebGonbwon gose [13].
C noMoLLbO CUCTEM HEMPEPbIBHOFO MOHUTOPWHIA FMOKO3bI
B nepuog naHaemun COVID-19 6bino NpogeMoOHCTPMpPOBa-
HO, YTO NPUEM METUNNPEAHN30JIOHA Bbi3blBaj 3HAYNTENBHO
GONbLIMIA rMnepriakemMmyecknin 3odpeKkT y nayneHToB 6e3
nvabeTa, uem C paHee BbisiBJIEHHbIM AnabeTom [16].

Hu ogHOMY M3 MauMeHTOB B pamKax Hallero uccnepno-
BaHMWA He MOTpeboBanacb CaxapoCHMXalowasa Tepanus.
OpHako AnA nopgfep)kaHWA HOPMOMNKEMUMN Y B3POCIbIX
NauVeHToOB HepedKko WCMOMNb3YITCA Pas3fINYHbIE PEXMMbI
UHcynuHoTtepanuu [1, 171, a Takke ony6iMKOBaHbI JaHHbIe
O MOMbITKAX NMPUMEHEeHUs1 TabNeTUPOBaHHbIX MPENapaTos,
B YaCTHOCTW MUTUINHUAA N penarnuHuga [1, 10].

KnnHnyeckasa sHaYMMocCTb pe3ynbTaToB

Pe3ynbTaTthl Hawero vcciefoBaHWA nofateepaunm 6es-
onacHocTtb [T gnAa nauneHToB AETCKOro Bo3pacTa, npope-
MOHCTPPOBAaB KPaTKOBPEMEHHbIE TUMNeprInKeMnyeckme
peakunmn SAnTeNIbHOCTbIO HECKOSIbKO YacoB MOC/e BBefe-
HUA METUINPeOHN30/I0Ha, He TpeboBaBLUME HA3HAYeHMWA
pononHuTenbHom Tepanun. NpoaeMoHCTPMpPOBaH KaTamMHe3
MauWeHTOB, KOTOPblE M3HAYasbHO MOIMN ObiTb OTHECEHbI
K rpynne p1cKa no pasBuTHIO HAapYLLIEHWIA YINEBOAHOrO 06-
MeHa (NaLMeHTbl C OXKUPEHWEM M MaLMEHTbI C TMNeprinKe-
Muen yepes cyTtkm nocne T).

Orpaqueva ncanegosaHnA

OCHOBHbIM OrpaHUYeHnemM UCCNefoBaHUA ABNAETCA Ma-
Nbli 06beM BbIGOPKYK, UTO OOYCIIOBIIEHO HEOOXOAMMOCTbIO
BK/IOUNTb B NCCNIefOBaHMe NauueHToB, nonyumswmx Kypc MT
no ogvHakoBomy npotokony (ana MNT B peanbHON KNMHUYe-
CKOW MpaKTUKe NPUMEHAIOTCA pasfinyHble cnuHTeTu4Yeckme MKC

OPUTMHAJIbHOE NCCNEAOBAHNE

B Pa3nNuHbIX 033X 1 PEXMMAX BBEAEHUA), a TaKKe CBA3aHO
C VHBA3MBHOCTbIO [MKEMMUYECKOrO KOHTPOMA C MOMOLLbIO
rnokomMeTpa. TakKe pesynbratbl NCCNefoBaHNUA MOryT ObiTb
NCKaXkeHbl BCNeACTBME 3HAUMTENIbHOMO NMpeobnafaHns B Bbl-
6opke nuL xeHckoro nona. ccneposanune HbA, B KatamHese
6bII0 OrPaHNYEHO OTCYTCTBMEM OGULMANBbHBIX PeKOMeHa-
LM NO PYTUHHOMY ONpefesieHnio JaHHOTo MoKasaTens y na-
LIMEHTOB C ayTOMMMYHHbIMM 1 ayTOBOCMANUTENIbHBIMA 3a60-
NeBaHNAMMU, a TaKXKe B CBA3N C M3MEHeHneM 06LLero aHanvsa
KPOBM, aCCOLIMNPOBAHHbIM C OCHOBHbIM 3a60s1eBaHMeEM.

HanpaBneHusa ganbHelwmnx ncciegoBaHui

C yyeToM MOMyYEHHbIX Pe3ynbTaToB U JINTEPaTYPHbIX
JaHHbIX AanbHeNwne MCCNefoBaHMA MIaHUPYITCA B Ha-
npas/ieHNV OLLEHKW TOro, Kakow BKJag B pa3BUTME Hapylue-
HWIA YrNeBOLHOIrO 06MeHa BHOCUT 06pa3 XU3HU NaLMEHTOB,
nonyuatowux N’KC gna neyeHns XpPOHMYECKUX ayTOUMMYH-
HbIX 1 ayTOBOCMaNMTENIbHbIX 3a6051eBaHUN.

3AKNIOYEHUE

MT ITKC y peten npusoguna K KpatkocpouHow MKC-nH-
LyLMpOBaHHOW rnnepraukeMun. MakcrmManbHble 3HauUeHMs
MMUKEMUN OTMEYANNCh Yepes 7 4 Mnocsie Kakgoro BBepe-
HuA TKC; nocne nosTopHbIx BBegeHun NKC nogbem rnmvke-
MUK Obll1 MEHEE BbIPAXKEH, YeM MOC/e NEPBOro BBEAEHMA.
CrnoHTaHHaA HopManuM3auua rMKeMUKM OTMeYanacb yepes
24 yaca nocrie BBeAEHNA METUNNPEOHN30/OHa.

Mo pe3ynbratam HabnoOAeHUsA NMaUMEHTOB Mbl He Bbisi-
BUNIM KaKMX-INOO OTCPOUEHHBIX HapPYLUEHWA YrIeBOLHOMO
obmeHa.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHnkn ¢puHaHcmpoBaHua. PaboTa BbINOMHEHa MO MHULMATUBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoH®nNuKT mnHTepecoB. ABTOpbl AEKNapupylOT OTCYTCTBME ABHbIX
N MOTeHUMaNbHbIX KOHGIVMKTOB MHTEPECOB, CBA3aHHbIX C CodepKaHneM
HacTosALWEN CTaTbM.

YuacTue aBTOpOB. Brite6ckasn A.B. — KoHUenuusa 1 fu3aiH uccneoBa-
HUA, NOJTlyYeHMe KaTaMHeCTNYECKUX JaHHbIX, aHa/Iu3 pe3ysnbTaToB, Hamnvca-
Hue cTatbu; MNoasonkosa B.A. — cyLieCcTBEHHbI BKNag B An3aiiH nccnemo-
BaHWA, MONTyYeHMe 1 aHaNu3 JaHHbIX NyJbC-Tepanuu, BHECEHME B PyKOMNMCb
CyLLeCTBEHHOW MPaBKK C LieSIblo MOBbILWEHUA HayYHOW LIEHHOCTU CTaTby.
Bce aBTOpbl 0f06pYM GUHaNbHYIO BEpCUIo CTaTbl nepep nybnukaumen,
BbIPa3unIn COrflacMe HeCTU OTBETCTBEHHOCTb 3a BCe acneKTbl paboTbl, Nog-
pa3ymeBaloLLyto Haasiexallee n3yyeHune 1 pelleHre BONpPOCOB, CBA3aHHbIX
C TOUHOCTbIO UK BOBPOCOBECTHOCTbIO NOOON YacTn PaboTbl.
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HOPMO®OCOATEMUYECKNI CEMEHDIA ONYXOJIEBbIN

KAJNIbLUNHO3: OMMCAHUE KITUHNYECKOIO CZTY4Y4AA CHASHAYEHUEM
TMNO®OCHOATEMUYECKOW TEPANUN

© A.B. Butebckasa', 0.B. TuxoHosunu'?3, A.A. Konogkunna*

Mepabli MTMY nm. .M. CeueHoBa MuH3gpaBa Poccumn (CeueHoBcknin YHuBepcuteT), MockBa, Poccus

2POCCUACKUIA HALMOHAMNbHDBIV UCCNEAO0BATENIbCKNIA MeAULUHCKUIA yHuBepcuTeT um. H.W. Muporosa, Mocksa, Poccus
3MeavKo-reHeTNYECKMIN HayuHbI LEHTP UM. akagemuKa H.M. BoukoBa, MockBa, Poccus

“HayMoHanbHbIN MegULMHCKIA NCCNeR0BaTENbCKUN LEHTP SHAOKPUHONOMMN UM. akageMunka U.N. Nlenosa, Mockea, Poccus

Hopmodocdatemmnuecknin cemeliHbiii onyxonesbiit kanbuuHo3 (HCOK) xapaKkTepm3ayeTca HanmumMem KOXHbIX KaJibLMHATOB
npu OTCYTCTBUMN MeTaboNIMUecKnx HapyLeHUin; MaHndecTMpyeT B MepBble rofbl X13HW; aCCOLMNPOBAH C MyTaLMAMM B reHe
SAMDS. B o6pa3oBaHu1M KanbLMHATOB BEAYLLYIO POJIb UrPALOT XPOHMYeCKan TpaBMaTu3auua 1 TpaH3uTopHas runepdocda-
TemuA.

Xupypruyeckoe neyeHrie No3BonsAeT N36aBNATLCA OT KanbLUHATOB, HO He NpefoTBpaLlaeT peUuranBbl U MOXKET NPUBOAUTL
K 0CnoxHeHuAM. MNprMeHAIoTCcA pa3nuyHble MeTofibl KOHCepBaTMBHOM Tepanun. CHukeHne ypoBHA docdaToB B KPOBM pac-
CMaTpMBAETCA Kak NepCcrnekTUBHbIA NaToreHeTUYEeCKNIA MeTof eYeHus.

B cTaTtbe npeacTaBneH KNuHmMyecknn cnyyan naumerTa ¢ HCOK, accoummnpoBaHHbIn C roMO3UTOTHbIM BapraHTom p.E1200K
B SAMD9. OcobeHHOCTbIO Hallero nauneHTa ABAAETCA Hannyie MHOXeCTBEHHbIX KalbLiIMHAaTOB He TOJIbKO B MecTax TpaB-
MaTu3auny (KOHEUYHOCTU), HO 1 B MecCTax YrpeBon Cbinu (N1uUo), a Takke 0CobeHHO aKTMBHOE NporpeccupoBaHrie 3abo-
neBaHuWA B Nepriof NonoBOro co3peBaHua. YMeHbLUeHe pa3mMmepoB KanbLHaTOB OTMeYeHo Ha doHe 1 rofa NOCTOAHHOM
runopocdaremmyeckon Tepanuu (rmgpokcus anioMmHma n cesenamep 800 mr). SbdeKTMBHOCTL NPOBOANMON Tepanuu
OncKyTabenbHa, orpaHMyeHa Kak Nnioxorn nepeHoCcMOoCTblo ceBenamepa naumeHToM, Tak U HeJOCTaTOUYHON NPUBEPKeH-
HOCTbIO K JIeUeHUI0.

J710 nepsoe B Poccun onuncarHne nauunerta ¢ HCOK, noaTBep»KaeHHbIM MONeKynAapHoO-reHeTu4Yeckn. TouHasa NocTaHOBKa
[rarHo3a no3Bosun/ia YyTOUYHUTb NaToreHeTUuYecKknii MexaHn3m obpa3oBaHUA KanbLMHATOB U NPefNoXKUTb BapuaHThl Te-
panuu.

KJIKOYEBbIE CJTOBA: Hopmogocghamemuyeckuli cemeliHbil 0nyxos1esbili KanbYuHO3; KaibYuHo3 Koxu; SAMDY; cesenamep.

NORMOPHOSPHATEMIC FAMILIAL TUMORAL CALCINOSIS: DESCRIPTION OF A CASEWITH
PHOSPHATE LOWERING THERAPY

© Alisa V. Vitebskaya', Yulia V. Tikhonovich'*3, Anna A. Kolodkina*

'Sechenov First Moscow State Medical University, Moscow, Russia

2Russian National Research Medical University named after N.I. Pirogov, Moscow, Russia
3Medical Genetic Research Center named after Academician N.P. Bochkov, Moscow, Russia
‘Endocrinology Research Center, Moscow, Russia

Normophosphatemic familial tumoral calcinosis (NFTC) is characterized by cutaneous calcifications with no metabolic dis-
orders; it manifests in the first years of life; associated with mutations in SAMD9 gene. Chronic trauma and transient hyper-
phosphatemia play a leading role in calcification formation.

Surgical treatment can remove calcifications, but it does not prevent recurrence and can cause complications. Various
conservative therapy is used. Lowering of blood phosphate levels is considered a promising pathogenetic treatment
method.

We present a clinical case of a patient with NFTC associated with the homozygous variant p.E1200K in SAMD9. A character-
istic feature of our patient is the presence of multiple calcifications not only in the areas of injury (limbs), but also in areas
of acne (face), as well as particularly active progression of the disease during puberty. A reduction in calcification size was
observed after one year of continuous hypophosphatemic therapy (aluminum hydroxide and sevelamer 800 mg). The effec-
tiveness of this therapy is debatable and limited by both poor patient tolerability of sevelamer and poor adherence.

This is the first description of a patient with molecularly confirmed NFTC in Russia. A precise diagnosis allowed us to clarify
the pathogenetic mechanism of calcification formation and propose treatment options.

KEYWORDS: normophosphatemic familial tumoral calcinosis; calcinosis cutis; SAMDY; sevelamer.
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CASE REPORT

AKTYAJIbHOCTb

JHOOKPWHOJON HEPELKO CTANIKMBAKTCA C OTNIOKEHUEM
coneli KanbLmsa B Pa3fIYHbIX OpraHax v TKaHsX y nauneHToB
C HapyLweHnAMY Kanbuun-pocdopHoro obmeHa. KanbLuHa-
Tbl KOXM MOTYT Takxe $opmMmnpoBaTbca Ha GOHe XpPOHMYe-
CKUX CMCTEMHbIX BOCMANUTENbHbIX 3a00NEBaHNI, @ TaKXe
npu page pefkmx reHeTUYeckrx natosiorvi, NPUBOOALLMNX
K retepoTonunyeckomn occnudukaumm [1].

Takue naumeHTbl, Kak MPaBWUIO, HaNPaBAATCA K IH-
[OKPUVHOMOTY AN BbIABAEHUS BO3MOXHbIX HapYLIEHUN
Kanbuun-pocpopHoro obmeHa 1 nogbopa natoreHeTU-
yeckon Tepanuu. OgHaKo BBUAY pefKon BCTpPeYaeMocCTn
M HeAoCTAaTOYHOW OCBeleHHOCTU NoAobHbIX 3abonesa-
HUI B NuUTepaType NpoLecc ANArHOCTUKM MOXKET 3aHu-
MaTb AnuTeNnibHOe BpemsA. Bo MHOrmx cnyvyasx TouHas
Ho3o0Mornyeckas Bepudrkauns HEBO3MOXHa 6e3 npume-
HEHVA MOJIEKYNIAPHO-TEHETUYECKUX METOAOB NCCNef0OBa-
HUS.

OMUCAHUE CNYYAA

AHaMHe3 XUsHun

Manburk oT d¢u3monornyeckn npoTeKkaBlen bepe-
MEHHOCTW, CPOYHbIX POAOB MyTEM KecapeBa CeYeHUA
u3-3a cnabocTn popoBol AesTenbHOCTU. [pu poxpeHuw:
Bec — 3200 r, anmHa — 51 cm, 3akpunuan cpa3sy. B Bo3pac-
Te 3 MeC B MeaguUMHCKON AOKyMeHTauun 3adrikcmpoBaHa
runepapruyeckas peakuusa Ha AK[C, notpebosaBluas ro-
cnutanusauuu. B 1 rog otmeueHa anneprmyeckas peakumsa
Ha MOJIOKO; Npu NpoBefeHnn 06CieoBaHNA BbisiBNIEHA MO-
NVIBaNeHTHaA anneprus.

Poct pogutenen: 178 cm (nana) n 165 cm (mama). Hacneg-
CTBEHHOCTb OTArOLLEHA MO CaXxapHOMY AnMabeTy 2 Tvna u Mo-
yekameHHoW 6onesHu. Y pogutenein nayMeHTa HapyLleHus
Kanbuun-pochopHoro obmeHa M KoCTHble fedopmavmu
He BbIABJIEHbI.

AHamHe3 3ab6oneBaHuA

B Bo3pacTe 1 roga Bnepsble 06paTuAV BHUMaHUE Ha 13-
MEHEeHNA KOXKM Ha KOHYMKaX ManbLeB pyK Nocsie TpaBMmbl,
npu obcnefoBaHNN 4MArHOCTUPOBAHDI ByJibrapHble 60po-
dasku. B 1 rog 3 mec Ha npaBol KMCTY BbiABNIEHO obpaso-
BaHve B 06/1acTV NepBOro nsACTHO-¢danaHroBoro CycTaga,
nposefeHo yaaneHve gpubpomel, codepxasweli Kanbyu-
Ham.

B 4 roga 7 mec nauuneHT obcnegosaH B HAWN peBmato-
noruu no noeogy GOPMUPYIOLLMXCA KOXKHbIX KaJbLIMHATOB.
[aHHbIX 33 peBMaTUYECKYyI0 NaTONOrMI0 He MONyYeHO; Npu
axoKapguorpaduy  3anofo3peHO  Hanmuve  KanblMHaTta
Ha HEKOPOHAPHOW CTBOPKE a0pTaNibHOro KnanaHa. buoncusa
OOHOrO 13 MOAKOXHbIX 0Opa3oBaHWi MOATBEpAWIa WH-
KarncynmpoBaHHOE OTNIOXKEHME Conen KanbLUus.

B 4 ropa 10 mec BnepBble rocnUTanM3npoBaH B AeT-
CKOe SHAOKPMHOIOrMyeckoe otaeneHme YHMBepCcuTeTCKon
[eTCKON KNUHu4Yeckom 6onbHMLbL. Mpr 0cMOTpe Macco-po-
CTOBbIe MOKa3aTenn COOTBETCTBOBaNM BO3pPacTy, TeNoC/o-
XKeHure nponopunoHanbHoe (Tabn. 1). 3HaUYMMbIX KOCTHbIX
Jedopmauuin He BbiABNEHO: GOpMa uepena oOKpyrias,
POAHMYKM M LWBbl 3aKpblTbl, NPOrHaTNA; rpygHaa KneTtka
C He3HauUUTeNbHOW BOPOHKOOOpa3Hom aedopmaument; Ko-
HEYHOCTU NPOMOPLUNOHaNbHbI, HE UCKPUBAEHDI, CaHaane-
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BMAHaA wWenb mMexgy 1 1 2 nanbLamuy HOT; MO3BOHOYHMK
6€e3 NaToNornYecknx UCKPUBIEHNA, PUTUAHOCTU HeT, 6e3-
60ne3HeHHbIN NpY nasbnayum; cyctaBbl — Gpopma He 13-
MEHEeHa, apTpasnruii, orpaHnyYeHnin gemxeHunsa HeT. Obpa-
Wwanu Ha cebs BHUMaHVe KalbyuHamel pasmepom 0o 1 cm
8 duamempe e o61acmu nokmeli, KosieHeli, nanbyes Hoz,
Ha Kpblsie Hoca cnpaada, 60poAaBKU Ha NasbLax HOT U PyK
(tabn. 1) (puc. 1A).

Mpun o6cnefoBaHUN UCKIOYEHDBI SHOOKPUHHBIE NMPUYK-
Hbl HapyleHWn Kanbuuii-dochopHoro obmeHa (tabn. 1).
KoHcynbTauuma pesmaTosora v nabopatopHble faHHble (peB-
MOMPOObI, UMMYHOJIOTMYECKEe MapKepbl) He NOATBEPAUIM
BOCMaNUTENbHOIO reHe3a KanbLMHO3a.

Mo maHHbIM Y3M opraHoB OPIOWHOM MOMOCTH, MOYEK,
WUTOBUAHON Xesie3bl, cepaua U MarMcTpanbHbIX COCYOB
3HAQUYMMbIX MATONIOTMYECKUX W3MEHEHUIN, BK/OYAs Kafb-
LUMHaTbI, He BbiAB/IEHO. PaHee 3anoAo3peHHbI KasbUuHaT
AopTasNbHOro KJanaHa He noateepaunca. PeHTreHorpadus
yepena, KUCTeN 1 NOSICHUYHO-KPECTLOBOro OTaeNa No3Bo-
HOYHMKA KanbLUMHATOB He BbisABWIa. KOCTHbIN BO3pacT OT-
ctaBan Ha 1 rop (cootBetrcTBOoBan 3,5 rona), B AanbHenwem
COOTBETCTBOBAJ NACMOPTHOMY.

YuntbiBaa nporpeccupyomin  Xxapaktep KanabLMWHO3a,
06cy>Kaanacb BO3MOXKHOCTb Tepanuu bucdocpoHaTamu, of-
HaKOo OT UX Ha3HAYeHMA Ha TOT MOMEHT PEeLLEHO OTKA3aTbCA.

Mpy nocnepyoWUX rocNMTanu3aumax C Lenblo novcka
KasfibLMHATOB BHYTPEHHUX OpraHoB obcnefoBaHne NpoBo-
ZWIOCb MO aHANOTUYHOMY MaHy.

B 5 neT 7 mec npn NOBTOPHOW rocnuTtanunsaynm BblAB-
NEHO yesesudeHue Kosuvyecmea u o6wvema NOOKOMHbIX
KanbyuHamoe, nosejieHue uUx HA Kucmsx; rokasaTenu
NabopaTopHOro 1 MHCTPYMEHTANIbHOIO 06cnenoBaHms 6e3
CyLLeCTBEHHON ANHAMKMKK (Tabn. 1).

B 7 net 1 mec oTMeueHO panbHewnwee Nporpeccupo-
BaHMe KaNbLMHO3a KOXW — KaJbyuHameol 8 obnacmu
mexganaHzo08bIx, NACMHO-hanaH208bIX, Nydesansacm-
HbIX cycmasos, o2paHuyuearoujue 0suxkeHus e npasol
Kucmu; 8 o6nacmu sloKkmeablX, KOJIeHHbIX Cycmasos,
oucmanvHbIX hanaHe 60bWUX NAbye8 HO2, HA 3a0Heli
nosepxHocmu weu, 8 no060po0doYHOli U oKoso2y6Hol
obnacmu.

B cpegHeM cermeHTe YalleUYHO-NIOXaHOYHOro annapara
NpaBoW NoYKM BbiABMEH KanbunHart (Tabs. 1). [No ocTanbHbIM
OpraHam 1 cuctemam — 6e3 OHAMUKMU.

B 8 net 1 mec npu o6cnegoBaHnm, No aaHHbIM Y3, co-
XPaHANUCb KanbLUMHATbI B MPaBOW MOYKe, BNepBble 3arnoao-
3peH KanbuMHaT 8 06/1acmu MOWOHKU cnpaea (1abn. 1).

B 9 net 1 mec npogonXkunca poct Konmyectsa u pas-
MepOoB NMOAKOXHbIX KanbunHaToB (puc. 2A, 3A, 4A); nog-
TBEP)KAEHO HanMuMe KanbLUWHATOB B MpPaBON MOYKe
N NpaBoi NOSIOBUHE MOLWOHKK (Tabn. 1). B cBA3M C Bbl-
ABNIEHNEM KOHKPEMEHTA MOUYKM PEKOMEHAOBAH MpueM
Kanus-HaTpus rmapounTpaTa, OgHaKo Tepanus He npo-
Boaunacb. C gaHHOro nepuopda MauMeHT CTan nepuopu-
YecKn obpallaTbCa 3a XMPYPrmyeckom NOMOLLbIO B CBA3M
C HarHoeHneMm KanbLMWHATOB B 00/1aCTX KOJNTIEHHbIX U JIOK-
TEBbIX CYCTaBOB.

B 10 net 1 mec Npy 0OCMOTpPE, MOMUMO MHOXKECTBA KaJlb-
LUMHATOB, OTMEUYEHO Hanunune A3BEHHbIX AePEKTOB KOXW
B 06M1acTV NpaBOro JIOKTEBOro CycTaBa; Mo AaHHbiM Y3U
COXPAHANMCb KanbUMHAaTbI B MPaBoi Novke 1 B 061acT Mo-
LWOHKM cnpaBa (Tabn. 1).
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Tabnuua 1. KnuHnko-nabopaTtopHble NoKasaTenm nauyeHTa 3a Becb nepuog HabnogeHus

Bospact 4r 5 ner 7 ner 8 ner 9 ner 10 ner 11 ner 12 ner 13 ner 14 ner 15 ner 16 ner 17 ner
p 10 mec 11 mec 1 mec 1mec 1mec 1 mec 2 mec 5 mec 3 mec 3 mec 4 mec
Poct, a (SDS) 104,6 1103 17,5 121,0 126,7 131,0 1328 138,5 143,5 155,0 163,4 165,0 167
' (-0,62) (-0,65) (-0,65) (-1,01) (-0,90) (-1,00) (-1,50) (-1,50) (-1,46) (-0,82) (-0,77) (-1,08) (-1,10)
15,7 174 19,5 21,1 229 251 249 29,5 313 38,0 474 49,0 50,4
Bec, kr, (SDS MIMT)
(-1,08) (-1,04) (-1,16) (-0,98) (-1,26) (-114) (-1,97) (-132) (-1,77) (-1,66) (-0,88) (-0,97) (-1,21)
HoC + + + + + + + + + + + +
ML, Wes + + + + + + + + + + +
_ |nokTH + + + + + + + + + + + +
% KiCT + + + + + + + + + + + +
_| S
E AOAMLbI + + + + + + +
el KoneHu + + + + + + + + + + + + +
2
= CTOMbI + + + + + + + + + + + +
NoYKm 23 Mm 23 mm 22 Mm
= < . % % 7*5mm; | 6*5mm; | 6%2mm; . . 3,5% 2 mm;
&3 |MOLLIOHKA 3*3Mm 74 mm 7*4 Mm 7*7T Mm - 29 73 9%4 Mm 43 mm 3,916 mm
cepaue +Hp? +p? e
Kanbuuii nonmsmp.,
MMONb/N 1M 1,38 123 131 1,22 1,23 1,35 13 1,26 1,34 117 1,25 1,23
(N1,03-1,35)
ﬁﬁfb"/:”p“' 1,80 1,60 177 _ ) 157 1,60 17 186 202 |120-2,13 | 162-1,82 1'371_61:6_
(HopMa 1o 803pacTy) (1,38-2,19) | (1,33-1,92) [ (1,33-1,92) (1,33-1,92) | (1,33-1,92) | (1,33-1,92) | (1,14-1,99) | (1,14-1,99) | (1,14-1,99) | (0,95-1,62) 095-162)
Eﬁ’:’”"a” bochamaza, | g, ) 548 ] 527 627 435 657 646 300 238 195 145
(HopMa no Bopacty) (156-369) (156-369) (156-369) | (141-460) | (141-460) | (141-560) | (141-560) | (141-560) | (89-365) | (89-365) | (89-365)
[Tapatropmo,
mons/n (N13-10) | 2P 4 2 038 09 66 28 30 53 35 18 197
25-0H-Butamun [,
wr/an (N>30) 28,9 8,8 18 24 33 42 51,8
Ea“:;:‘:'”nﬁ o | 015 013 0,24 0,12 0,18 034 0,18 ] ) ) ) 0,09 )
' (0,05-1,1) | (0,04-0,8) | (0,04-0,8) | (0,04—0,7) | (0,04-0,7) | (0,04-0,6) | (0,04-0,6) (0,04-0,6)
(Hopma no Bo3pacty)
S(,;choep/,:zﬁ::,:::nb 25 42 40 42 32 38 3,34 ) ) ) ) 18 ]
(HopMa no Bo3pacty) (1,2-80) | (1.2-50) | (1,2-36) | (12-3,6) | (1.2-36) | (08-32) | (08-32) (08-27)
Butamun i 1000 ME Kypcamu, HenocToAHHO 1000 ME* | 1000 ME® | 2500ME | 3000 ME | 3000 ME
= |Marusa
s rAAipoKa 1 cawe 1 cawe
= 1600 mr,
3 2paza 2paza
= | AnlomuHua ;
2 B CyTKM B CYTKN
& | Aok
g |525mr
=
- 800 mr 2136
(esenamep 3pasa no 800 mr
BCYyTK® | Beuepom
MNpymeyaHnA: ' — HepaBHOMEPHOE MOBbILIEHWE MIOTHOCTU KNarnaHa JIErOYHON apTepui He NMO3BONAET UCKITIOUUTb Hannume KanbLuHata; 2 — KonebaHua

docdopa Ha doHe nogbopa [o3bl ceBenamepa; > — yKazaHbl PEKOMEHOBaHHbIE 103bl, KOTOPbIE NALMEHT NPUHUMAN HeperynapHo.

B 11 net 2 mec BbisBIIEHbl NOOKOXKHbIE KAJIbUUHAMbI
8 npaseoli s200uy4Holl o6nacmu, a3BeHHble AedeKTbl Nocie
MX YaCTMYHOrO CamoMpPoOu3BONIbHOrO BCKpbiTUA. MMpu Y3
He OOHapy»eH HabaaBLWNINCA paHee KOHKPEMEHT NpaBon
MOYKY; B 0611aCTV MOLLIOHKM KasibLMHaT coXpaHseTtcs (Tabn. 1).

B 12 ner 5 mec B nepuog rocnuitanvsaumu, NOMMMO
€XerogHo MOBTOPSABLUErOCA YLTPA3BYKOBOIO U PEHTIEHO-
nornyeckoro o6cneoBaHUN C LeNiblo MOMCKA KasbLMHATOB,
npoeefeHbl MPT ronoBHOro mosra u ob6nactu runodusa,
a TakXKe roOpMOHANIbHOE MNCCNIefOBaHEe — MaTONOMMUYECKX
n3MeHeHun He BbiaBneHo (MOP — 1 127 ur/mn (N 95-460),
nponaktmH — 271 MKME/mn (N 45-375), TTT — 2,3 MmKME/mn

Mpo6nembl s3HAOKpUHONOrnK 2026;72(4):70-79

doi: https://doi.org/10.14341/probl13713

(N 0,5-6,0), c8T4 — 17,3, nmonb/n (N 10,3-24,5)). No aaHHbIM
Y3W, KanbunHAT B MOLLIOHKE — 6e3 CyLLeCTBEHHOWN AMHaMu-
Ku. Mocne BbisiBNeHNA BblpaxeHHoro feduunta 25-OH-BurTa-
MurHa [ (Tabn. 1) 6bina pekomeHAoBaHa Tepanusa npenapara-
MUy HaTMBHOro BuTamuHa [ 8 go3e 1000 ME, koTopyto nauueHT
nepuoanyecKku Nosnyyan B TeueHue cnegyowmx AByX ner.

B 13 ner 3 mec oTMeyeHO Hayano MOJSIOBOrO CO3peBa-
HUA — NPKY OCMOTPe COOTBETCTBYET CTaaun TaHHep 2, TecTu-
Kynbl no 10 mn. OTMeueHO yeesnuyeHue Yuc/1a KalbyyuHamos
Ha nuye (no6, weku, NoadbopoaoK, YLWHbIE PAKOBKHbI) —
B MeCTaXx, TUMUYHbIX A4J1A IoHOLLEeCKoro akHe. o gaHHbiM Y3,
B MOLLOHKe OOHapy»KeH elle oAvH KanbumHart (tabn. 1).
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PucyHok 1. KanbuunHaTbl Ha IokTe B 4 1 10 mec (npu nepBom obpalleHnn) (A); Ha NOKTe, Npeaneybe U TafoHHON NOBEPXHOCTU KUCTW B 14 neT
(mo HazHaueHuA rnnodochatemmueckon Tepanum) (b) n B 17 net (Ha doHe perynsipHoi runodocdatemuyeckoii Tepanun) (B).

B 14 net 3 mec KanbLMHATbl COXPAHANUCH B MPEXHEM
konuyectee (puc. 16, 2b); oTMeueHoO nporpeccnpoBaHue
nosioBoro cospeBaHua (TaHHep 3, TecTuKynbl 12-15 mn).
B 06nacTM MOLWIOHKM COXpaHsATCA ABa KanbuuvHaTa. lNpo-
BeeHa [JeHCUTOMETPUA MOACHUYHOrO OTAena MO3BOHOU-
HUKa — BblfIBJIEHA Bblpa)keHHasA ocTeoneHmsa (Z-score -2,4),
pEeKOMeHA0BaHO MPOAOIKUTL NPUeM npenapaToB BUTaMU-
Ha [l B NOCTOAHHOM peXMme nop KOHTPONEM MoKasaTend
25-OH-ButamunHa [.

P93yl1bTaTbl MoJieKy/iApHO-reHeTU4YeCcKoro nccienqoBaHusa
B Bo3pacte 6 netr npoBefeHO MOJIEKYNAPHO-TeHe-
Tnyeckoe uccnepoBaHue (naHenb Ampliseq_Rickets —
reHbl FGF23, PTHR1, CASR, SLC34A1, ATP6V1B1, SLC9A3RI,

SLC34A3, CYP24A1, ATP6V0OA4, GALNT3, ALPL, PHEX,
CYP27B1, LRP5, DMP1, VDR, KL, CYP2R1, ENPP1, CLCNS,
CLCNKB, SLC2A2, ob6uee nokpbitve 98,5%) — naTonoru-
YeCKM 3HAYMMbIX HapyLWeHUN HYKNeoTUAHON nocnefoBa-
TE/IbHOCTU He BbIABNIEHO.

Mo gaHHbIM CEeKBEHUPOBAHMA 3K30Ma NaumeHTa (B BO3-
pacte 14 neT), BbiiBIeHa roMO3UroTHaa myTauua p.E1200K
B reHe SAMD9 — BapuaHT HeonpeaeneHHOW KNUHUYECKON
3HauMMoCTn (MyTauum reHa SAMD9 onucaHbl Npyu HOPMO-
docdatemnueckom cememHOM OMyXOSIeBOM KasibLMHO3e);
B reHe GNAS B NHTpoHe 11 BbiAB/IEH reTepO3nroTHbIN Bapu-
aHT €.971-54C>A (BOMrHaHTHble MyTaumu reHa GNAS onu-
CaHbl NP NPOrpeccrpyioLlen reTepoTonuyeckon occrudu-
Kauun).
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PricyHOK 2. KanbLuHaTbl Ha TbiNIbHbIX MOBEPXHOCTAX KUCTEN 1 KONeHsX B 9 NeT (A); Ha TbiNIbHbIX MOBEPXHOCTAX KUCTEN A0 Ha3HaYeHNA
runodocdatemmyeckoi Tepanun B 14 net (b), Ha poHe HeperynapHoro nprema runopocdaremmyeckmx npenapatos B 16 net (B) u B 17 net Ha poHe
perynapHoi runodpocdatemmyeckoin Tepanum (I).

Y maTepu 1 0TLa NaLMeHTa NPpu CEKBEHMPOBAHUM 3K30Ma
B reHe SAMD9 (NM 017654.4) B 3Kk30He 3 BbISIBJIEH reTepO3U-
roTHbI BapuaHT ¢.3598G>A:p.E1200K. Y maTtepu naumeHTa
B reHe GNAS (NM 000516.7) B UHTPOHe 11 BbiAABNEH reTepo-
3MTrOTHBIN BapuaHT c.971-54C>A.

OnddepeHuymanbHbI AarHo3

MpoBeaeHHOE KNNHUKO-abopaTopHoe o00c/enoBaHne
B TEUEHVE BCEro nepuoga HabnogeHus no3BoANIO UCKII0-
unTb Hanboree pacnpPOCTPaHEeHHbIE MPUYMHbI KaNlbLiMHO3a —
HapyLeHus Kanbuuii-ochopHOro obmeHa 1 BTOPUYHBIN
KasbLMHO3 KOXW Ha (OHE XPOHMYECKVX BOCMANUTENbHbIX
3aboneBaHuii. [Jo nonyyeHns pe3ynsTaToB MONEKYNAPHO-Te-
HEeTUYECKOro NCCNeAOBaHMA ANArHO3 TPAKTOBANCA KaK Ugno-
NnaTUYeCKNin KanbLMHO3 KOXMU, a MOc/ie — Kak Hopmodocda-
TEMNYECKNIA CEMENHBIV OMyXOJeBbIN KanbLMHO3.

JleueHune

B 14 net 3 Mec C Lenbio CHMKeHMA YpoBHA docdopa na-
LMeHTY Oblnl pEKOMEHA0BaH NPUEM aNiOMUHUA TMAPOKCUAA,
Ha QpOHe Tepanumn KOTopbIM NMocsie BbIMMCKM U3 CTalMoHapa
OTMeueHo CHuXeHue ¢pocdopa go 1,2 mmonb/n, a B Aanb-
HelleM — BHOBb NoBbilweHue Ao 1,8 mmonb/n (Tabn. 1).

B 15 neT 4 mec Ha $oHe AanbHeNLEro NPorpeccupoBa-
HUA nonoBoro cospeaHusa (TaHHep 4) coxpaHsaeTca 6onb-
LLOE KONMNYECTBO KaJIbLIMHATOB, B TOM YMCJe Ha ile — B 06-
NACTAX, TAMMYHBIX ANA IOHOLECKOro akHe. MNpu npoBeageHnn
3X0Kapanorpadnyeckoro nccneqoBaHnsa BbliBIEHO HepaB-
HOMepHOe YMIOTHEHE KiarnaHa JIero4YHoON apTepuu, He no-
3BOJIAIOLLEE NCKITIOUYNUTDL HaNMUMe KanbLHaTa.

HecmoTpsa Ha pekoMeHOOBaHHbI NpueM anioOMUHNUA TW-
ApOoKCKAa, NPy NMOCTYM/IEHNW B CTalMOHap BbISB/IEH MOBbI-

LLEeHHbI ypoBeHb dpocdopa 1,74 MMONb/N, UTO OOBACHAETCA
HeperynapHbiM npuemom npenapata. C UeNiblo CHUKEHUS
YypOBHsA pochopa BpauebHOM KoMUCCHEN ObIIO MPUHATO pe-
LLUEHME O Tepanuy NpenapaTom runopochaTeMmnyeckoro aen-
CTBMA ceBenlamep B HauanbHou gose 400 mr 2 pasa B CyTKM.
B nepuop npebbiBaHUA B CTaLMOHAPE MO KOHTPOJIEM MOKa-
3atenen Kanbumin-pocpopHoro obmMeHa NpoBOAMIOCh NOCTe-
neHHoe yBennyeHne Jo3bl cesenamepa go 800 mr * 3 pasa
B CyTKW. Tepanus ceBelaMepom npekpaLleHa naurMeHTom ca-
MOCTOATESIbHO Yepe3 2 MmecsALa NOC/Ie BbINMMCKA N3 CTalMOHa-
ppa B CBA3M C >Kafiobamu Ha MblLLIEYHYO C1IAaboCTb.

B 16 neTt BCe paHee BbIABNIEHHbIE KaNbLMHATbl COXpa-
HATCcA (pnc. 2B, 3B, 4b-T). HecmoTpAa Ha HeperynsapHbIn
nprem npenapartos runodpocdateMmyeckoro AencTemA, oT-
MEUYEHO BI3yaJIbHOE YMEHbLUEHME Pa3MepPOB KaslbLMHATOB
Ha KUCTAX M pa3mepa KasbLMHATa B MOLLOHKE MO AaHHbIM
Y3W (1abn. 1). C yueTom *anob nauumeHTa peLeHo Kombu-
HUPOBaTb MPUEM TMAPOKCUAA aNOMUHUA YTPOM U AHEM
(no 1 cawwe) c BeuepHUM NprieMom cesenamepa 800 mr.

Ucxop n pesynbrathl nocnegyolero HabnogeHus

B 17 ner 3aduKcMpoBaHO 3HAUWTESIbHOE BU3yasib-
HOE YMEHbLUEHME KOMYecTBa M pPa3MepoB KasbLUHATOB
(pnc. 1B, 2I, 3B). B TeueHune roga He oTMevanocCb 3NM3040B
rHOMHOrO BOCMaNeHMA KanbLuHATOB. lMaumeHT cBA3an ynyu-
LIeHVe C perynspHbIM nprieMom Tepanuu. Npu obcnefoBaHm
OTMEUEHO CHIXeHMe YPOBHs $hochopa; COXPaHANMUCH KabLiv-
HaTbl B MOLLOHKE; 3XOKapAnorpaduyeckme nprusHakm BO3MOX-
HbIX MUKPOKasbLIMHATOB B CTPYKTYpax cepgua (tabn. 1). C ue-
Nbl0 JasibHENLIEro nofaBsieHnsi 06Pa3oBaHMs KanbLMHATOB
peKkomMeHZOoBaH Nprem ceBenamepa B fo3e 1o 3200 mr/cyT noa
KOHTpOJeM NoKasaTenei Kanbuuin-pocpopHoro oomeHa.
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PucyHok 3. PeHTreHorpammbl kuctein B 9 net (A) 1 16 neT (B); komnbloTepHasa Tomorpamma Kuctei B 17 net (B).

OBCYXXAEHUE

STtnonorunsa onyxosieBoro KajibLjulHo3a KoXu

MNepBoe onncaHne cemenHOro onyxosieBoro KaabLUnHO-
33 Nop Ha3BaHMEeM «KanbUUOULUMPOBAHHDLIA SHOOTENMNIA»
(endotheliome calcifié) oTHocuTca K 1898 .  NpUHaANEXUT
¢dpaHuy3ckum gepmatonioram Giard M.H. n Duret A. Mo3a-
Hee, B 1935 r., HemeuKkuin aepmatonor Tseutschlaender O.
NpoaHanu3npoBan CePU0 KINHUYECKNX CJyYyaeB 3TOrO
3ab0neBaHNA U Ha3Ban €ero «IMnoKanabLHOIPaHyNo-
maTo3» (lipocalcinogranulomatosis). B 1943 r. Inclan A.
C COaBT. ONMCanu KaibLUMHO3 B aMepPrKaHCKON nutepaTtype
N OTOENUIN 3TO BPOXKAEHHOE 3abosieBaHMe OT MOXOXKMX
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Mo KIUHUYECKUM MPOSBNEHNAM NPUOOPETEHHBIX COCTO-
AHUN, 3aKPenuB 3a HMM Ha3BaHWE «OMYyXOMeBbIN KanbLy-
HO3» [2].

B 1996 r. Smack D. ¢ coaBT. npoaHanu3MpoBanu onu-
caHuA 121 naymeHTa C KanbLMHO30M, BbIAENUB Cpefn HUX
MepBUYHBIA (MAMONATUYECKNIA) U BTOPUYHBIA (Ha ¢oHe
3abonieBaHNA, KOTOPOE MOIJIO CMPOBOLMPOBATL OT/IOXKE-
HuWe conen Kanbuwmsa). B 3aBucumoctn ot ypoBHa dpocdopa
B KPOBU MEePBUYHbIA KanbLMHO3 ObIN pa3geneH Ha ABa 3a-
6oneBaHna — runepoocdatemunueckuii ((COK) n Hopmo-
docdatemnuecknii cemenHbin KanbumHo3s (HCOK). bbino
npoaemMoHcTpmnpoBaHo, uto ana HCOK xapakTepHa mMaHu-
decTauua B nepBon aekage *xusHu (MaHudectaums NCOK
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PucyHok 4. PeHTreHorpammbl cton B 9 neT (A), koneHen B 16 net (b-T).

Mpo6nembl 3HAOKPUHONOrMN 2026;72(4):70-79 doi: https://doi.org/10.14341/probl13713 Problems of Endocrinology. 2026;72(4):70-79



CASE REPORT

BO3MOXHa BO BTOPOW AeKafe), 60/blUMHCTBO MaLUeHTOB
MPOXUBANO B TPOMUKax WaM cybTponuKax (nayueHTsl
¢ TCOK 6binn npenmyLlecTBEHHO adpPUKAHCKOro Mpouc-
XOX[eHus), 0ObIYHO OTCYTCTBOBA/ CEMENHbIV aHaMHe3 3a-
6onesaHua [3].

ICOK accouuunpoBaH ¢ myTaumamn B Tpex reHax: FGF23
(pakTOp pocta PprbpobnacToB 23, perynupyeT BbiBefeHME
docdopa c mouon), KL (aBnseTcs kopeuentopom ans FGF23)
n GALNT3 (kommpyeT rnmMkosunTpaHchepasy, OTBETCTBEH-
Hylo 3a rnukosunupoBaHue FGF23). Matonorua opgHoro
U3 HVX MOXET NPUBOAUTD K runepdpochatemn n sKTonuye-
CKOW Kanbuuoukaumm [2, 4.

HCOK xapakTtepusyetca OTCyTCTBMEM MeTabonnueckmnx
HapyLWeHNn 1 accoummpoBaH ¢ MyTaumamn B reHe SAMDS.
Ero pacnpocTpaHeHHOCTb 3HauuTeNnbHO HuXe, yem COK.
OnucaHbl eguHNYHble cembyn nauymneHToB ¢ HCOK cpean ne-
MEHCKNX eBpeEeB M pAf Crnopagnyecknx ciyyaes [5-7].

B 2006 r. Topaz O. c coaBT. Npy U3yyeHnn 8 NaunMeHToB
cHCOK n3 5 eBpencKknx cemein neMeHCKOro MPOUCXOXAEHNA
BbIAENNIN FOMO3UIOTHBIV MHTEpPBan B obnactn 7g21-g21.3.
B reHe SAMD?Y, pacnonoeHHOM Ha 3TOM Y4acTKe, Y NaLluneH-
ToB ¢ HCOK 6b1n BbIAIBNIEH rOMO3UTOTHBIN BapuaHT K1495E.
Kpome 3T1oro, npu obcnenoBarny 92 300poBbIX UL, B €B-
PelicKnX CeMbsX, UMMUTPUpPoBaBLLKX B M3pannb us iemena,
6b11 BbIfBNIEH 1 HOCUTENb JAHHOTO MATOreHHOro BapuaHTa
B reTepO3nroTHOM CoCToAHMM [5].

B 2008 r. Chefetz I. u coaBT. onucanu ABYx AN3UTOTHbBIX
6nm3Heuos ¢ HCOK, obycnoBneHHbIM KOMMayHA-reTepo3u-
rotHom myTaumenn SAMD9 (Kpome paHee onucaHHOro naTo-
reHHoro BapuaHTa K1495E, 6bin BbisiBnieH R344X) [6].

SAMDO (sterile alpha motif domain 9) — 310 unTonnas-
MaTnyeckmm 6enok, coctoAwmin ns 1589 aMMUHOKUCIOT,
SKCMPEeCCUPYIOWNACA BO BCEX TKaHAX, KpOME Mo3ra n Mmy-
CKynaTypbl nnoga. Ero akTUBHOCTb CHUXKEHa B Llenom page
Onyxosnen 1 accounmnpyeTca C yCuneHnem KnetouyHomn npo-
nudepaumm 1 nogaeneHvem anonTo3a. lNpegnonaraetcs,
yto SAMD9 yuacTByeT B perynaumm BOCMaNIeHNA B KOXe,
B YaCTHOCTU KOHTPONUPYET amnonTo3, WHAYLMPOBAHHbIN
dakTopom Hekpo3sa onyxonu anbda (PHO-a) [6].

MyTtauun B SAMD9 6biny onucaHbl Takxke npu page
OHKOJIOTMYECKMX 3ab60NeBaHUN U NEPBUYHBIX UMMYHOZE-
bUUUTHBIX cocToAHKAX. B UacTHOCTW, OHM MPUBOAAT K pas-
BuTnio MIRAGE-cuHgpoma (Myelodysplasia (muenogncnna-
3us), linfections (nHbekumm), Restriction of growth (nedexr
pocta), Adrenal hypoplasia (runonnasma Hagno4YeuyHVKOB),
Genital phenotypes (HapyweHue dopmMupoBaHus nona),
Enteropathy (sHTeponatus)) [8, 91.

Hawemy nauneHTy BbIMNOIHEHO CEKBEHWPOBAHUE 3K-
30Ma, NO pe3ynbTaTamM KOTOPOro BbIABIEH FOMO3UTOTHbIN
BapuaHT p.E1200K B SAMD9, Torga kak y oboux popgute-
nen 3TOT BapuaHT Ob6HapyXeH B reTepo3UroTHOM COCTO-
AHUN. Takas KoHUrypaumsa COOTBETCTBYeT ayTOCOMHO-
peueccMBHOMY TWMY HacllefoBaHMWA, XapakKTepHOMY AnA
SAMD9-accouunmnpoBaHHbix ¢opm HCOK, ogHaKo KOHKpeT-
HbI BapmaHT p.E1200K B gocTynHbix 6a3ax 1 ny6nmkaumax
He OMKMCaH KaK NaToreHHbIN 1 B HaCToALLee BpeMaA Knaccu-
buLmpyeTca Kak BapuaHT HeonpeaeneHHOro KIMHNYeCKo-
ro 3HauyeHua (VUS). YunTbiBas Bblpa)keHHYI0 KNUHNYECKYIO
KapTUHY C MHOMECTBEHHbIMW KanbUMHAaTaMU U PaHHUM
HayasnoM 3aboneBaHnA, COBOKYMHOCTb AaHHbIX NO3BONAET
paccmaTpmBaTb BbIABNEHHbIN BapuaHT SAMD9 Kak Bepo-
ATHYIO Fr€eHETNYECKY0 OCHOBY 3aboneBaHusA, XOTA OKOHYa-
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TefibHaA Banuauna ero NaToreHHOCTV TpebyeT HaKormse-
HUA JOMONHUTENbHBIX KIMHUYECKMX U GYHKLMOHANbHBIX
JaHHbIX.

Mommmo 3Toro, y naureHTa 6bin naeHTUULUPOBaH reTe-
PO3UFOTHBIN MHTPOHHbIN BapuaHT .97154C>A B reHe GNAS,
obHapy»eHHbI TakKe y MaTepu. MaTtoreHHble GNASMyTa-
LMK NpU NPOrpeccupyioLLeil reTepoTonmyeckon occnduka-
unn 1 gpyrnx GNAS-accoLMMpPOBaHHbIX CUHAPOMAxX OOblu-
HO 3aTparnBalT KOAUPYIOLME YYaCcTKM UM KaHOHUYeCKme
CnianccanTbl U NPUBOAAT K UHAKTUBMPYIOLMM N3MEHEHN-
Aam Gsa. OnmncaHun BapuaHTta c.97154C>A Kak naToreHHoro
B InTepaType HeT, a OTCyTCTBUE TMnNuYHbIX GNAS-accoumm-
POBaHHbIX GEHOTUMNYECKMX NPOABAEHUNA Y MaTepPX NO3BO-
nAeT pacueHnBaTb AAHHbIN BapuaHT Kak VUS ¢ BepoATHO
HU3KOW K/IMHWYECKOM 3HAaUYMMOCTbIO B KOHTEKCTE NpeaCcTaB-
NEHHOro crnyyas.

JleyeHmne onyxosieBoro KajibLiulHo3a KoXu

HCOK 06bI4HO KnvHMYeckn maHubecTrpyeT B nepsble
rogbl >ku3Hu. NosaBNEHUIO KaNbLMHATOB NpeLwecTBYeT pas-
BUTME BOCMANIUTENbHbBIX 3JIEMEHTOB (0ObIUHO BCleAcTBME
TpaBMaTM3aLuK), Ha MecTe KOTOpbIX ObICTPO obpa3sytoTcs
KanbundrLMpoBaHHbIE Y3eSIKK, KOTOpble MOryT U3bA3-
BIATbCA, MPUBOAA K dBaKyaLMn COOEPKMMOrO, BHELLIHE Ha-
nomuHatowero men [10].

K Haubonee TMNMYHbIM MecCTaM fOKanu3auuu Kanb-
LMHATOB OTHOCAT BEPXHIOI KOHEYHOCTb (Mneyo, NOKOTb)
1 6eapo. Takke OHM MOTYT pacnonaratbca B obnactu cnu-
HaNlbHbIX OTPOCTKOB, BOKPYI HVXe-YeNoCTHOro CycTaBa
1 MeNKMX CYCTaBOB KMUCTEN 1 CTOM, @ TaKXKe B MOAKONIEHHON
amke [2].

MpegnonaraeTcs, 4To B NaToreHe3e o6pa3oBaHUsA Kasb-
LUMHATOB BEAYLLYIO POJib UIPAET XPOHUYECKasa TpaBMaTun3a-
UK 1 TpaH3uTopHas runepdochatemus [4].

Tepanusa HCOK B 60nbluMHCTBE ClyyaeB paccMaTpuBa-
eTCcA C yyeToM OnbiTa fieyeHns 6onee pacnpoCTpaHeHHbIX
BapVaHTOB 3ab0eBaHNA — BTOPUYHOTO KasbLIMHO3a KOXU
npy peBmaTuueckmx 3abonesaHusax u FCOK. Xupypruue-
CKOe JieueHre MNo3BONsET M36aBNATbLCA OT KasbLUHATOB,
HO He npefoTBPalLaeT PEUVAUBbI M MOXET MPUBOAUTbL
K TaK/M OCJIOXKHEHWAM, KaK No3fHee 3axuBreHve, popmu-
poBaHue CBULLEN M KAapMaHOB, BTOPUYHOE UHOULMPOBA-
Hue [10, 11]. B KauecTBe anbTepHATUBHOIO MeTofa Npea-
naraetca mukpouronbyataa Tepanusa [12]. CywecTByet pag
ny6nmMKauuin, AeMOHCTPUPYIOLWNX YMEHbLUIEHNE BTOPUYHOTO
KafbUMHO3a KOXMW MNPV MECTHOM MPUMEHeHUW npenapa-
TOB HaTypanbHbix Macen [13], Tnocynbdata Hatpus [14, 15]
1 nupocynbduTa HaTpus [11] B cCOUETAHN C XUPYPIUYECKIM
yOaneHnem 1 3KCTPakoprnopanbHOW YAapHO-BOHOBOW Nn-
ToTpUncuen [16].

Mpu BTOPUYHOM KaJslbLIMHO3E KOXW Takxe obcykpaa-
eTCA Ha3HaueHue pasfINYHbIX MPOTMBOBOCMANNTENbHbBIX
npenapaToB, GJIOKAaTOPOB KanbLMEBbIX KaHANIOB, KOJIXM-
uuMHa, BapdaprHa, puTykcumaba, TodauntuHuba [1, 17].
Bbl10 NPOAEMOHCTPUPOBAHO, UTO MPUMEPHO Y MOJIOBUHDI
MaLueHTOB C BTOPMYHBIM KaNbLMHO30M Ha $OHe peBmaTu-
yecknx 3aboneBaHuin 3¢ GeKTMBHO HazHaYeHne bucpocoo-
HaToB [1, 18].

Ins neveHus INCOK B KauecTBe Hambonee nepcnekTus-
HbIX O0OCYX[AlTCA TepaneBTUYECKME METOAbl CHUXEHWA
ypoBHsa ¢ocdopa B KpoBu. C 3TON LiENbI0 BO3MOXHO Orpa-
HUYeHne noTpebneHns docdopa C NULEN U NMPUMEHEHME
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npenapaToB, CMOCOOCTBYIOLIMX CHUXEHMIO YPOBHA docdo-
pa — rMapoKcKaa antoMrHUs, ceBenamepa, KapooHaTa naH-
TaHa 1 auetanoamuga. CywecTByeT MHEHME, YTO TaKoe Je-
yeHue naToreHeTNYECKN 060CHOBAHO He ToNbKo npu MCOK,
Ho 1 npu HCOK [4].

B 2021 r. 6b11 oNy6MKOBaH KIMHUYECKWIA Cilyyali € Mno-
NOXXUTESIbHBIM OMbITOM MPUMEHEHUS CEBEflaMepa B [03e
400 mr B TeueHme 6 mecAaueB y 14-neTHero naumeHTa ¢ MHO-
KEeCTBEHHbIMM KanbLMHaTaMn B OOMacTU MOAMbILLEYHON
BMaavHbl, KoneHa v wen [19].

OCO6eHHOCTbIO HALIEro MauueHTa ABMAETCA Hanuuue
MHOECTBEHHbIX KaflbLiMHATOB He TOJIbKO B MeCTax TpaBMa-
TU3auum (KOHEYHOCTN), HO 1 B MeCTax YrpeBow Cbinu (M1uo),
a TaKkXke 0COHBEHHO aKTMBHOE MPOorpeccupoBaHue 3abonesa-
HUA B Mepuog NosioBOro CO3peBaHus.

Crapasncb He NPoOBOLMPOBaTb 06pa3oBaHMe HOBbIX Kaslb-
LUMHATOB, Mbl AJINTENIbHOE BpeMsA u3berany HasHauyeHus
npenapatoB BuTamumHa [l. Ha ¢oHe peduunTa ButamnHa [
1 NOCTOSIHHOW NoTepu Kanbuma u docdopa y Halero naum-
€HTa BbIABJIEHA BblPaXKeHHAs OCTEOMNEHMSA, XOTA B ONUCAHUN
KnuHuyecknx cnydyaes HCOK He coobuiaetca o passutuu
0CTEONopo3a y NauueHToB [5, 6], uTo TpebyeT JanbHenero
HabnogeHus.

MpepnoxeHHana B nybnukauum go3a cesenamepa 400 mr
B CyTKM [19] He no3Bonuna Hawemy nauMeHTy HOpmanms3o-
BaTb YpoBeHb ¢pochopa. [1ns ero CHMKEHWA B YCIIOBUAX CTa-
LuMoHapa TpeboBanncb CTaHJAPTHbIE [03bl, OObIYHO PEKo-
MeHAyemble B3POC/IbIM MaureHTam npu runepdocpatemmu
1,76-2,42 mmonb/n — no 800 mr 3 pasa/cyT [20].

YunTbiBasi yMeHbLIEHE PAa3MepPOB KasibLHATa MOLLIOH-
KU1 no gaHHbiM Y3U 1 BU3yanbHOe yMeHbLUeHWE KasbLUuHa-
TOB Ha KNCTAX, MOXHO CAieNaTh BbIBOJ, UTO aXe HeOoNbLLoe
CHWXeHue KoHueHTpauun ¢docdopa B KpoBWM MO3BONSAET
YMEeHbLNTb 06pa30BaHVie HOBbIX KalbLMHATOB.

SddeKkTMBHOCTL NPOBOANMON TEPANUM AUCKYTabesbHa,
OrpaHuYeHa Kak naoxow NepeHoCMMOCTbIO ceBeflamepa na-

KINUHUYECKII CINYYAN

LMEHTOM, TaK 1 HEJOCTaTOYHOW NPUBEPXKEHHOCTBIO K Jieve-
HMIO B TEYEHME MEPBOTO rofa Tepanuu.

Llenbio ganbHenwero HabnogeHna AAHHOro nalueHTa
ABnseTcA nogbop Tepanuu, KoTopasa Obl NO3BONUNA, He Mo-
BbILLAA PrYICKa OCTEONOpPO03a, YAep»K1BaTb ypoBeHb pocdopa
B paMKax pedepeHCHbIX 3HAYEHUN U YMEHbLUUTb Konuye-
CTBO U pa3mepbl KasbLIMHATOB.

3AKNIOYEHUE

OnNncaHHbIN KNMHUYECKNA ClyYya eMOHCTpUpYeT na-
LMeHTa C Ype3BblUaliHO pefKmm 3aboneBaHmMeM, HOPMOdoc-
baTeMnyecKnm cemenHbIM OMyXoneBbIM KasibLiMHO30M, 06y-
CNoBJIeHHbIM MyTaumaMu reHa SAMD9. 3To nepsoe B Poccum
onucaHve naymeHTa C JaHHbIM AMarHo30M, NMOATBEP>KAEH-
HbIM MONEeKyNAPHO-TeHeTnYecKn. ToyHaa MoCTaHOBKa Au-
arHo3a Mo3BOMWNA BbIABATb NMAaTOreHeTUYECKUN MeXaHU3M
06pa3oBaHVA KanbLMHATOB 1 NPeasIoK1Tb BapuaHTbl Tepa-
nmu.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHuA. PaboTa BbiMOHEHa MO MHMLUMATHBE
aBTOpPOB 6e3 npuvBneyYeHrs GUHAHCUPOBaHMS

KoH}nuKT nHTepecos. ABTOpbI fieKnapripyoT OTCYTCTBIE ABHbIX UMO-
TeHUMaNbHbIX KOHPNVKTOB MHTEPECOB, CBA3aHHbIX C COflepXaHneM HacTo-
SLeNn cTaTbl.

YyacTtue aBTOpOB. Bce aBTOpPbI 0A06pUNM GUHANBbHYIO BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasuan cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NH06OI YacTn
paboTbl.

Cornacue nauueHTa. MaumeHT 1 ero pogutenb AO6POBOSILHO NOAMM-
canu MHPOPMUPOBAHHOE CoracKe Ha NybnmKaLuuio nepcoHanbHoOM Meaw-
LMHCKON nHPopmaummn B obesnnyeHHon dopme B >KypHane «[pobnembl
SHAOKPWHONOMMY.
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KNWHUYECKUE PEKOMEHAALUU «BPOMAEHHbBIA TMNEPUHCYIUHU3M»
updates

© A.B. bonmacoBa'*, 3.A. AiHap’, NJ1. HukntnHa?, A.A. Konogkuna', C.I. MuxanuHa', B.A. Netepkosa', O.b. be3nenkunHa'

"HaumoHanbHbI MegULMHCKUIA NCCNefoBaTENbCKNA LEHTP SHAOKPMHONOM MU UM. akagemunka W.N. Nenosa, Mockea, Poccus
2HaumoHanbHbI MeAULMHCKNIA nccnefoBaTenbCckui LeHTp um. B.A. Anma3oBa, CaHkT-lNeTepbypr, Poccua

BpoxaeHHbI runepuHcynunHmuam (BI'M) — pepkoe reHeTnyeckn reteporeHHoe 3aboneBaHune, Xxapaktepusyolleecs Heafiek-
BaTHOW rnnepcekpeuuen NHCynHa 6eTa-KneTkamm NogXenyaoUuHoN xene3bl U NpeacTaBnstolee cobon Hanbonee yacTyio
NPUYUHY NEPCUCTUPYIOLMX FTMMNOTNNKEMUI Yy AeTell paHHero Bo3pacTta. YactoTta BIM B obuweln nonynAumMm coctaBnsaet ot
1:30 000 go 1:50 000 »kMBbIX HOBOPOXAEHHbIX. CBOEBpEMEHHasA AMarHOCTUKa U neveHue B umetoT pelatowlee 3Have-
HMe, NOCKOJbKY NMepcucTUpyoLme rmnornmkeMmmn CnocobHbl NPUBOAUTD K HEOOPATVMOMY MOBPEXKAEHWUIO LEeHTPanbHOM
HepBHON cucTembl. B 0630pe 0606LeHbl COBpeMeHHble npefcTaBneHna 06 sTnonormm 1 natoreHese BIU, npefctasneHa
aKTyanbHasa Knaccudumkauma Bl no gnvtenbHOCTM TeueHms, STONOMMW, rMcToNiornyeckor gopme 1 oTBeTy Ha Tepanuio
anasokcngom. MoapobHO ocBelLeH ANarHOCTUYECKUI anropuTM, BKIOYAIOLWMIA NPOBOKaLMOHHbIE MPoObl, MONeKynAapHo-Te-
HeTU4YeCcKoe nccnefoBaHne n BU3yanusmnpytoLme MetTofbl MCcrefoBaHna. PaccMoTpeHa 3TanHOCTb KOHCePBATUBHOIO Y MO-
Ka3aHuA K xupypruyeckomy nedeHmto. O630p 0CHOBaH Ha NMONOXKEHUAX aKTyanM3npPOBaHHbIX KNMHUYECKUX peKOMeHaaLui
W NpefHa3HayeH Ana NPakTUKYLWMX Bpayen — neamaTpoBs, SHLOKPUHONOIOB 1 HEOHATOOMOB, YHaCTBYIOWUX B BeAEeHUN
OeTeln C rMnornnKeMNYeCKUMM COCTOAHUAMM.

KJTIOYEBbIE CJI0BA: 8p0x0eHHbIU 2UnepuHCYIUHU3M; 2Uun02/IUKeMUs; OUA30KCUO; 2UNepUHCYTUHEeMUYeCKas 2UNOoIUKeMUs,; MOJIeKYIapHO-2e-
Hemuy4eckas 0UazHOCMUKA; NAHKPedam3KmMOoMUS.

CLINICAL PRACTICE GUIDELINES "CONGENITAL HYPERINSULINISM"
© Bolmasova A.V.™¥, Yanar E.A.', Nikitina I.L.2, Kolodkina A.A.!, Mikhalina S.D., Peterkova V.A.", Bezlepkina O.B.

'Endocrinology Research Centre, Moscow, Russia
2Almazov National Medical Research Centre, Saint Petersburg, Russia

Congenital hyperinsulinism (CHI) is a rare, genetically heterogeneous disorder characterized by inappropriate hypersecre-
tion of insulin by pancreatic beta cells and is the most common cause of persistent hypoglycemia in young children. The in-
cidence of CHI in the general population ranges from 1:30,000 to 1:50,000 live births. Timely diagnosis and treatment of CHI
are critical, as persistent hypoglycemia can lead to irreversible damage to the central nervous system. This review summa-
rizes current understanding of the etiology and pathogenesis of CHI and presents an up-to-date classification of CHI based
on duration, etiology, histological form, and response to diazoxide therapy. A detailed diagnostic algorithm is provided,
including provocative tests, molecular genetic testing, and imaging studies. The stages of conservative treatment and indi-
cations for surgical treatment are discussed. The review is based on updated clinical guidelines and is intended for practicing
physicians — pediatricians, endocrinologists, and neonatologists — who care for children with hypoglycemic conditions.

KEYWORDS: congenital hyperinsulinism; hypoglycemia; diazoxide; hyperinsulinemic hypoglycemia; genetic testing; pancreatectomy.

MONHbBIN TEKCT CTaTbU JOCTYNEH B 3/IeKTPOHHOW BEPCUV XKypHana Ha cante www.probl-endojournals.ru.
W' [The full text of the article is available in the electronic version of the journal on the website www.probl-endojournals.ru]

CMUCOK COKPALLEHUN ICl — recTauWoHHbI CaxapHblli anabeT
I'TO — ryaHo3uHTpudocdat

Al — ayTOCOMHO-AOMMWHAHTHbIN [P — prasokcna-pesncTeHTHbIN
AP — ayTOCOMHO-peLecCcBHbIN OY — anasokcna-4yyBCTBUTENbHbBIN
ATO® — apeHo3nHTpudocdhat MKKT — KenygoyHoO-KMILEYHbIV TPAKT
ALO — apeHo3uHgmdpocdaT 3BYP — 3agepikka BHyTpUYTPOOHOIo pa3sutms
AKTI — agpeHOKOPTMKOTPOMHbIN FOPMOH N®P-1 — uHcynuHononobHbIN dpakTop pocTa
B/B — BHYTpMBEHHO KT — komnbloTepHasa Tomorpadus
B/M — BHYTpMMbILLIEYHO JIAI — naktatgermpporeHasa
BI'M — BpOXKAeHHbIN rMnepuHCYINHN3M MKT1 — moHokap6okcunat TpaHcnopTep 1 Tuna
BINC — BpoXAeHHbIN NOPOK cepaua MPT — mMarHWTHO-pe30oHaHCHas Tomorpadus
I-1-® — rmoko3o-1-pocdar MODY (Maturity-Onset Diabetes of the Young) — guabet
I-6-® — rnoko30-6-pocdar 3penoro TMna y Monopbix
A0 — rnytamat-gerngporeHasa HTI — HapyLlueHne TonepaHTHOCTY K r0Ko3e
*ABTOp, OTBETCTBEHHbIN 3a Nepenuncky / Corresponding author. @ @@@
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M — naHKpeaTnyecknm nHAEKC

/K — nogKo>KHO

M3T — NO3UTPOHHO-3MUCCMOHHAA ToMorpadus
CJ1 — caxapHbiii guabet

¢BT4 — cBOOOAHDIN TUPOKCUH

CTI — coMaToTPOMHbI FOPMOH

TTI — TMPEeoTPOnHbIA FOPMOH

Y3 — ynbTpa3BykoBOe UccnefoBaHne

9XO-KI' — 3XO kapguorpadus

18F-OO®A — 18F-L-gurngpokcudeHmnnanaHmH

TEPMWHbI 1 ONPEQEJNIEHNA

[na3oKcmAa-yyBCTBUTENbHDbI BapuaHT BPOXK[AEH-
HOro rMnepuHCYINHN3Ma — 3TO BapUaHT, Korga Tepa-
nus Ana3oKCUAOM NO3BOAAET AOCTWNYb SYMNKEMUN Y Na-
UMeHTa

[nasoKcnp-pesncTeHTHbIl BapuaHT BPOXKAEHHOro
rMNepuHCYINHU3MA — BapuWaHT, KOrga Tepanus Anasok-
CUAOM B MAKCVMaJibHbIX JO3MPOBKAX B TEYEHUE Meprofa
He MeHee 6 OHEeW He NOo3BONAET JOCTUYb SYIIMKEMUN Y Ma-
UuneHTa

MpoTtenH-uHgyynpoBaHHaa d¢opma BPOXKAEHHOrO
runepuHCyInHM3Ma — 3170 popma 3aboneBaHus, Npu Ko-
TOPOW 3NM1304bl MMMOMIVKEMUM MPOBOLMPYIOTCA NPUEMOM
6enKoBon NULK

Ounsnyeckn-nHAyunpoBaHHaa ¢popma BPOXKAEHHOro
runepuHCyInHM3Ma — 310 popma 3aboneBaHus, nNpu Ko-
TOPOI 3NM30Abl TUMOMUKEMUN MPOBOUMpPYIOTCA dursnde-
CKUMW Harpy3kamu

QokanbHaa ¢opma BpPOXKAEHHOTO rUNEePUHCYNN-
HU3Ma — 3TO rucTosniornyeckasa ¢dopma sabonesaHus, npu
KOTOPOW HeafeKBaTHasA MOBbILWEHHAA CeKpeLus UHCYNMHa
OCYLLEeCTBNAETCSA 3a CYET OrPAHMUYEHHOrO YUYacTKa NoaKeny-
[IOYHOW Xene3bl, B TO BPEMA KaK OCTajibHas YacTb OpraHa
COXpaHAET HopMasbHYI0 GYHKLMIO

OnddysHaa dopma BpPOKAEHHOro ruNepuHCyNU-
HU3Ma — 3TO rucTosiornyeckasa ¢dopma 3abonesaHus, npu
KOTOPOW HeafleKBaTHasA MOBbILEHHAA CeKpeLus MHCYNMHa
ocylecTBnAeTcsa 6eTa-KneTkamu BCeN TKaHW MOMXenyaou-
HOW »Kene3bl

AtnnunuyHas ¢popma BpPOXKAEHHOro rMNEepPUHCYNNHN3-
Ma — 370 HedOKanbHasA ructoniormyeckas opma 3abone-
BaHMSA, NPU KOTOPOW HeafileKBaTHas MOBbILIEHHAn ceKpeLus
WHCY/IMHA OCYLLEeCTBNAETCA 3a cUeT GeTa-K/eTok, pacnoso-
»KEHHbIX XaOTUYHO CPeAU HOPMasbHbIX 6eTa-KNETOK Noge-
NYAOYHON XKene3bl

UMNPUHTUHI — TreHeTUYeCKUin GeHOMEH, NMpu KOTo-
pOM 3KCMpeccus onpefenéHHbIX reHOB OCYLleCcTBAAETCA
B 3aBMCMMOCTU OT TOTO, OT KaKOro poamuTensa yHacleqoBa-
Hbl annenu.

1. KPATKAA UHOOPMALINSA NO 3ABOJIEBAHUIO
NN COCTOAHUIO (FPYMME 3ABONIEBAHUI NN
COCTOAHUN)

1.1. OnpegeneHne 3a6oneBaHNA WU COCTOAHNSA

(rpynnbl 3a6oneBaHuii NN COCTOAHMI)

BpoxxgeHHbi runepuHcynuHusm (BIM’M) — sto rpynna
3ab0neBaHNli, NPU KOTOPbIX MMEET MeCTO HeafeKBaTHas
runepceKpeLns NHCyNHa 6eTa-KneTkaMu NogKenyfouHon
»enesbl, YTO NMPUBOAUT K Pa3BUTMIO runornnkemmm [1].
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1.2. dTnonorna n natoreHes sabonesaHna NN COCTOAHMNA

(rpynnbi 3a6oneBaHuii LN COCTOAHMIA)

Haunbonee uyacto nprunHon BIN aBnsaoTca natoreHHble
MyTaLMM FEeHOB, YYaCTBYIOLWMX B PEFYNALUN CEKPELUn WH-
CynuHa. B HacToAWwMI MOMEHT OnMMcaHo Takmx 14 reHos.
MoMMMO 3TOro, CyLIecTBYIOT CUHLAPOMAJIbHbIE MAaTONOMNN,
B CIMMTOMOKOMIIEKC KOTOPbIX MOXET BXOAUTb FMNepUHCY-
NUHeMnyeckue runornmkemun. OTAeNbHYIO Fpynny coCTas-
NAT TPAH3UTOPHbIE TUNEPUHCYIMHEMUYECKNE TUMOTTIKE-
MUN HOBOPOXIEHHbIX, Pa3BMBAOLLMECA KaK OCJIOKHEHUE
MepuHATaNbHOIO Mepuofa WM Kak CnedcTBUe 3adepKKu
BHYTPUYTPOOHOro pa3sutus [2]. TakKe onvcaHbl rmnepuiH-
CYNIIHEMUYECKME TUMOMMKEMIY NMOC/E Onepaunii Ha Xesy-
LOYHO-KULLEYHOM TpaKTe.

KoHKpeTHasi reHeTMyeckasa MyTauusa oOnpepensaer yHu-
KanbHbI NyTb pa3sutua BIM. Hnxke ykazaHbl OCHOBHbIe 3Be-
Hbfl, MPU NMOBPEXKAEHNM KOTOPbIX aKTUBMPYETCA NPoayKLUua
U1 AenCcTBUE NHCYNIVHA, UTO B JasibHeNLIEM NPUBOANT K M-
MOrNKEMUN.

M0KO303aBNCUMBIV MEXaHV3M CEKPeLr UHCYNIMHA ABNS-
€TCA CIOKHBIM MHOTOCTYMNEeHYaTbIM MPOLIECCOM, KOHTPOMMPY-
€MbIM Pa3fINYHbIML FTOPMOHANbHBIMU 1 GePMEHTAaTUBHBIMM
cuctemamu. B Hopme rnoko3a nytem ynpotueHHon auddysnm
MPOHUKAET B 6eTa-KNeTku, rae OHa NoABepraeTca nepBomy
3Tany rMKonu3a npv nomoLym bepmMeHTa MKOKKHa3sbl [3].
B pe3synbrate nepBoii peakumu dochopunrpoBaHus obpa-
3yeTCA aKTUBHbIV MeTabOoNNT IMIOKO3bl — [I0K030-6-dbocdaTt
(I-6-®). JNleMuuH Takxe ABNAETCA OQHWM W3 CTUMYNATOPOB
CeKpeLMN MHCYNUHA. [T110KO3a 1 NeNUVIH aKTUBUPYIOT BHYTPM-
KneTouHbli Lukn Kpebca, B pesynbTaTe KOTOPOro CUHTE3UPY-
eTca ageHo3vHTpudocdat (ATD). MosbiweHne yposHa ATD
1 yBenuueHue cootHoweHus ATO/apgeHosnHandocdat (ALD)
3anycKaeT Kackag peakuuin: nHrmbupyetca pabota ATO-3aBu-
cuMbIx K*-KaHanoB, mponcxogut genonspusaumsa MemopaHsbl
1 OTKPbITVE BOMNbTaxK3aBNCUMbIX Ca**-KaHanoB, NOBbILLIAETCA
KoHLeHTpauma Ca™ B KneTKe, 4To B CBOIO ouepesb CTUMYIIv-
pyeT 3K30LMTO3 MHCYNNHA (PUCYHOK 1).

Mpy CHWXEHMU YPOBHA [OKO3bl B KPOBM €€ BHYTpWU-
KNIETOUHbI MeTabo/IM3M CTAaHOBUTCA MEHEE WHTEHCUBHBIM,
NPUBOAA K CHUXKeHuto cooTHoweHna ATO/ALD. MNocnegHee
onocpepyet oTKpbITe ATD-3aBNCKMMbIX K*-KaHanoB 1 3aKpbl-
Tue BOJIbTaX3aBUCKMbIX Ca*™*-KaHanoB, TeM camMblM 6/10Knpys
CEKPELMIO MHCYNHA.

Haunbonee yacton npuumHon BI ABnAlTCA MHAKTUBU-
pytowme myTaumm B reHax KCNJ11 n ABCCS8, kogupytolime
AT®-3aBucumMble K*-kaHanbl [4, 5]. OnncaHbl Kak ayTOCOM-
HO-peLleCcCUBHbBIE, TaK 11 ayTOCOMHO-AOMUHAHTHbIE MyTaLuu
YKa3aHHbIX reHoB. Takum obpa3om, dopmMupyeTca cuTyauus,
NPy KOTOPOW BbllIeyKa3aHHbIe KaHaslbl OKa3blBalOTCA Hefe-
€crnocobHbIMU HE3aBMCUMO OT YPOBHSA rkemun. Kak cneg-
cTBrE, MembpaHa OeTa-KNeTkM HaxoguTcs B LEenonspu-
30BaHHOM COCTOSAIHWM, YTO BfieYeT 3a CoOOoU M3ObITOUHOE
noctynneHve Ca** B KNETKY 1 rMnepcekpeLmio UHCYNVHa.

Bropon Haubonee pacnpocTpaHeHHOW npuunHon Bl
ABNATCA aKTVBMPYIOLIME ayTOCOMHO-AOMUHAHTHbIE MyTa-
uun reHa GLUDI. NaHHbIn reH KogupyeT rnyTamatgermgpo-
reHasy, Kotopas Heobxofvma AniA NpeBpalLeHUs riyTamara
B anbda-KeTornyTapaT U aMmoHuiA. MNoBbiweHre anbda-KeTo-
rnyTapaTa npuBOAUT K yBennueHmio ATO 1 BbilLeonICaHHOMY
Kackagy peakuun. Y naumeHToB ¢ MyTaumen B reHe GLUDT ot-
MEUAIOTCA MMMOMIMKEMIM KaK HATOLLaK, Tak 1 Noc/e npruemMa
6enkoson nuwn. NocneaHee o6bACHAETCA TEM, UTO B OGO
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PUCyHOK 1. Perynaums cekpeumm MHcynmHa.

6eNIKOBOW NULLE eCTb aMVHOKMCIIOTA NIENLIMH, aKTUBUPYHOLLAA
rnyTamatgerngporeHasy [6].

Tak»e onucaHbl rpynnbl naumeHTos ¢ BIY, K BO3HMKHOBe-
HMIO KOTOpOro npusenu MyTaumn B reHax GCK, HADH, HNF4A,
HNF1A, SLC16A1, UCP2, HK1, PGM1, PMM2, CACNATD, FOXA2.
BaxHo oTMeTunTDb, UTo Bonee yem B 30% cryyaeB MoneKynap-
HO-reHeTnyecKun BapuaHT BIM yctaHoBuTb He yaaeTca [4, 5].
leHeTuyeckue BapuaHTbl Bl 1 nx OCHOBHble KNUHUYECKMe
XapaKTePUCTUKN NpUBEAEHbI B Tabnuue 1.

1.3. dnugemunonorua saboneBaHns AN COCTOAHNA

(rpynnbl 3a6oneBaHuii NN COCTOAHMI)

YacToTa BCTpeYaemocT B cocTaBnaer
1:30 000-1:50 000 *K1BbIX HOBOPOXAEHHbIX B 0bLien nomny-
nagum n 1:2500 B 3aKpbITbiX NOMNYAAUMAX C BbICOKAM MPO-
LUeHTOM 6nmM3KkopoacTBeHHbIX H6pakos [19]. B Poccumitckon
Depepaumm yacToTa BCTPEYAEMOCTM LAHHOTO 3ab0NeBaHuA
npumepHo cootBeTcTByeT 1:50 000 [19].

1.4. Oco6eHHOCTU KOANPOBaHUA 3aboneBaHnA Un
cocTosiHuA (rpynnbl 3a6oneBaHNii UAN COCTOSIHUIA)
no MexxgyHapogHou CTaTUCTUYECKON Knaccupukaumm
6onesHell n Npo6nem, CBA3aHHbIX CO 340POBbEM
E15 — HenmabeTtunueckasa runornmkeMmyeckan Koma
E16.1 — [dpyrue ¢opmbl runorinkemmni
E16.2 — [Mnornnkemmna HeyTOUHeHHasn
E16.8 — [lpyrue yTouHeHHble HapylleHNA BHyTpeHHeln ce-
Kpeuun nogKenyaoyHom »enesbl
E16.9 — HapylweHune BHYyTpeHHeln cekpeLuun noaxxenyaouy-
HOW »efie3bl HeyTOYHeHHoe
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1.5. Knaccupukauyma saboneBaHuA Uam COCTOAHNSA

(rpynnbl 3a6oneBaHuii)

BI'M sBnsaetca reteporeHHbIM 3aboneBaHMEM Kak 3TWO-
NOrMYeCKM, Tak U C TOUKM 3PEHNA KITMHMYECKOro TeuyeHun
1 pa3Hoobpa3zna mopdonornyeckmnx Gopm.

Knaccudumkauma BpoKgeHHOro runeprHcynHusma [1, 4,
15, 20].

1. Mo pnutenbHOCTN 3a6oneBaHnA:
- TpaH3uTOpHbIN BI'Y;
- nepcuctupytowmin BIr'y.
2. TuonornyecKkue BapuaHTbl:
- MoHoreHHble GOpMbI: MyTaLMN FTEHOB, YYaCTBYIOLLMX
B perynauun cekpeumn mnHcynuHa: KCNJ11, ABCCS,
GCK, GLUD1, HADH, HNF4A, HNF1A, SLC16A1, UCP2,
HK1, PGM1, PMM2, CACNA1D, FOXA2.
- CvHppomarnbHble popMmbl:
« cnHppom bekBnta-BngemaHa
+ cnHgpom Cotoca
+ cnHapom Kabykm
« cumHppom lepelwesckoro-TepHepa
«  BpOXAeHHble  pedeKTbl  MMUKO3UINPOBaHUSA
n gpyrume.

- Bropuunbin Bl BcneacTemne ocioXHeHUA BHYTpUY-
TPOOHOrO M NMEepPrHATaNbHOIO MEPUOAOB Pa3BUTKSA
(achukcna npu poxaeHnn, anabetuyeckas detona-
TUSA, Manblii BEC K CPOKY rectaLmm, BHyTPUyTPOOHbIN
cencuc).

3. Mo npoBoKaTopy runornuKemMumun:
- [MpotenH-nHayumnpoBaHHas dopma B
- QusnyecKu-mHAyLMpoBaHHaa popma BI'
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Tabnuua 1. leHeTnyeCcKne BapraHTbl MOHOTEHHbIX GopM BIU 1 nx KNnHNYeCKre XapakTepucTukn

MexaHu3m pa3Butus Tun
Jlokanu- TunNnYHble KNNHUYECKne
len benok/dpepment Ponb 6enka/pepmenTa rUNOrnuKeMuu Npu Hacnepo-
3auua XapaKTepucTuKu
HapyweHun GyHKuMU BaHuA
Jle610T B HeOHaTanbHOM BO3pacTe,
Ap 4aCTo MAKpPOCOMMA NPU POXKIEHMN,
ANA30KCMA-Pe3NCTEHTHOE
TeyeHue [7,8]
JedekTHble ATO-3aBuCMMble
N [le6toT B HeOHaTaNbHOM BO3paCTe,
KeNJT1 Kir6.2 K*-kaHanbl ocTatTca
- Oopmuposanme ATO- 4acTo MAKPOCOMMA NPU POXJEHUM,
11p15.1 . B 3aKPbITOM COCTOAHNM Al
ABCCS SURT 3aBUCMMbIX K*-kaHanos yallle MA30KCUA-UyBCTBUTENbHOE
WIN He NpeficTaBNeHbl
TeyeHue [9]
Ha MeMbpaHe KneTku
(OokanbHble dopmbl, febioT
B HEOHaTaNbHOM BO3pacTe, 4acTo
Mmnpun-
MaKpPOCOMISA NP POKAEHNUMN,
TUHT
ANA30KCMA-Pe3NCTEHTHOE
TeyeHue [10]
[Jle6ioT B nepBblii Fof U3HH,
CHwxaeTca uHrnbupylolee
TUNOMNKEMUIN KaK HATOLL|AK,
Bnnanmne IO .
Katanuaupyet peakuuio TaK M Nocsie 6enKoBOI Harpy3Ky,
InyTama eBpaLleHIs MyTamara a [, nosbiuaerca 0XET 0! OBbILLEH ypoBe
nyTamar- n LieHIs ryTamar MO3ET ObITb MOBbILLEH Hb
Gwpr  |10g33 |V pesp y BHYTPHKTETOUHAA A »
JernporeHasa B anba-KeTornyTapar amMMmuaKa KpoBy, ANa3oKcua-
. KoHueHTpauua ATD 3a cuet
11 AMMOHMIA UyBCTBUTESbHOE TEUEHMe.
yuacTuA a-KeTornyTaparta
MoxeT 6bITb FeHepann30BaHHas
B UKne Kpebca
anunencua [11]
Knunuka BapuabenbHa:
0T aCUMNTOMATUYECKOI
runornukemmn ¢ 14 reueHnem
KaTanusupyer peakumio CHUeHMe Nopora MuKemun 1o TARKenbiX runornmkemiui ¢ [IP
GCK 7p13 [MioKOKNHa3a dochopunupoBaHus MIOKo3bI | 418 MIoKo303aBucuMoro | Al TEUEHUEM.
B [MI0K030-6-docdat MYTY CEKPELINIA UHCYNNHA Y PfiAa NaLMEHTOB OTMEYAETCH
COXPAHHOCTb HEPBHOIA
CMCTEMbI, HECMOTPSA Ha TAXECTb
runornukemuii [11]
[Jle61oT B nepBblii o Xu3Hu,
Katanusupyet peakuuto
MPOTEKAET C KETO30M (MOBbILLEHO
3-TApOKa- Mpe0BpasOBaHiA 3-TapoKC- CHuxaeTca uHrnbupytoLLee cozepxanue 3-ruapokcbyTupata
HADH 4925 AuunKoA- aumunkoA B 3-keto-aumunkoA Py AP P P yTip
BnusHue Ha [[1] B KPOBU 1 B MOYE), TUMOFNKEMMN
JeruaporeHasa B npoliecce -okucne-Hus
MOTYT pa3BMBaTbCA B OTBET
KUPHBIX KUCNOT
Ha 6enkoyto nuwy, 14 Teyenue [11]
[Jle61oT B HeOHaTanbHOM nepuoae,
TPaH3UTOPHbIE FUNOFMKEMIK
MaKTop TpaHCKpUNLUM, B HEOHATaJIbHOM BO3pacTe
. Heo0X0MM Ha 3Tanax 11 NONHBIM Pa3peLLeHnem
HykneapHbiii
dakro 3MOPUO-HaNbHOTO Pa3BUTUA K LUKONIbHOMY BO3paCTY,
KT
HNF4A 20q13.12 P BHYTPEHHMX OPraHoB, [lo KoHLa He 13yyeH All [I4 Teuenne. Takke BO3MOMXHbI
renaTounToB
Sanba WUrpaeT posib B TPAHC-NopTe MaKpOCOMUA NPU POKIEHNM,

[TII0KO3bl, MUKONIN3€e U MUTO-
XOHAPUAJIbHOM meTabonusme

HapyLueHIe GYHKLMM NeYeHu

1 noyeK. Y B3pOCNIbIX NaLMeHTOB
moryT otmeyatbea I, HTM u CJ1
Tuna MODY [12]
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KINMMHWYECKME PEKOMEHAALINNA

MpodonxeHue mabauysi 1

Mexanusm pa3sutua Tun
Nokanu- TunuyHble KNMHNYECKNe
len benok/¢pepment Ponb 6enka/¢pepmenta TUNOFAUKEMUK NpH Hacnepo-
3ayua XapaKTepucTuKu
HapyLeHun GyHKLMM BaHuA
[Jle61oT B HeOHaTanbHOM nepuoae,
. (akTop TpaHcKpunLmy,
HykneapHbiii BO3MOXHO pa3peLLeHue
dakTo Heobxoi Ha Sranax BI'M K wkonbHomy Bo3pacT
HNF1A 1292431 P 3MOpHOHaNbHOro pa3BuTUA [lo KoHLa He 13yyeH Al y Bopacry,
renaTouuToB OKETyOUHOT KETesbi [JY Teuenme. Y B3poCnibIX NaLueHToB
1anbda oue 4 moryT otmeyatbea IC, HTT u CJL
1 NeyeHn
Tuna MODY [12]
Mpu runepakcnpeccun
Pe T TDaHC10DT AaKTaTa NaKTaTAeraporeHasbl
TYNMPYET TPAHCMOPT NAKTaT y
YIUPYETTP P 1 MKT1 Bo Bpema Tunornukemum nocne Guanyeckoii
MoHokap6okcunar | n nupyBata yepe3 membpay ; y
SLC16AT | 1p13.2 du3nueckoii Harpy3Kkun Al aHa3po6HoIi Harpy3ku, oTCyTCTBUE
TpaHcnopTep 1T1una | 6eTa-KneTku, yuacTeymLux
MOBbILLAETCA NUPYBaT, rNOTAMKeMMN Ha GOHe ronofaHNa
B umKne Kpebca y
NPUBOAALLMIA K yBENNUYEHUIO
npoayKuum ATO
TpaHcnopTupyeT NPOTOHbI
1 pocdat uepes MUTOXOHAPK-
doco P p 36bITOUHOE [Jle61oT B nepBble 6 MeCALEB XM3HU,
HecBA3aHHbliA anbHylo MeMBpaHy B oBen doco 0BaHue OrKeMmA Ha GOHe ronogaHNA
HHbIN WINPOBaHN rUNOrNnKeMmuA Ha GoHe ronoaaHm
UCP2 11q13.4 Ha OKcanat u Manar, panup All
NpoTenH 2 Tna TNI0K03bl U TUNEpNPOAYKLNA 1 NOC/Ie NPUEMa rIoK03bl, ONMCAHO
yeM OrpaHNuMBAET OKUCNEHNE ;
BHYTPUKNeTOuHoii ATO Kak J14, Tak u [IP Teuenne [13]
TNI0K03bl B NOMb3Y XKUPHBIX
Kucnor
B Hopme He 3kcnpeccupyetca
B} CHueHue nopora ruKemui
B NOZeNyL0UHON Xene3e, [le6toT Ha NePBOM rofy KU3HY,
HK1 10g22.1 | lekcoknHaza 1 JNA [I0K0303aBUCUMOT0 All
dochopunupyet rnoko3y Y Teuenue [14]
MyTV CeKpeLun MHCYNnHa
B[-6-0
YBennuuBaetca
BHYTPUKNETOUHAA
KOHLEHTPaLINA Kanbuua KeTotuueckan runornukemua
Katanusupyet obpatumyto
1 CHWKAETCA Nopor Ans HaTOLLaK, TUMOKETOTYeCKas
M30dpepmeHT poc peakuionepexoa -6-0 10K0303aBUCUMOTO OrNINKEMUA B OTBET Ha Harpy3
MEHT $oc- 0K ncumor TUNOIMNKEMUA B OTBET HA Harpy3K
PaM1 1p31.3 P B [-1-0, npepotBpaLyas AP . PY3Ky
dorntokomyTasbl CMHTE3a UHCYNNHA. TNOKO30MA, ONUCAHDI PaCLLENMHbI
FAUKONN3 (pacnag rioKo3bl
OTHoCUTCA 1 K BonesHAM Heba, H3KOPOCNIOCTb, HapyLLeHKe
¢ Bbigenenuem ATO)
HaKOMNeHUA FUKoreHa DYHKLMM neyeru, muonatua [15]
(14 Tvn) n K HapyLweHnAM
FAMKO3UNNPOBaHNA
[Jle6toT runornukemun Ha 1 ropy
*n3nm, 14 Teuenne.
UM 16p13.2 DochomanHo- 06ecneunsaet npowecch Hapywienue AP C0YETAETCH C NOMMKICTO30M NOYeK
MyTa3za 2 FAMKO3UANPOBaHNA FAMKO3UNMPOBaHUA benkoB 1 neyet. Hekoropble MyTaLu
BbI3bIBAIOT BPOXAEHHOE HapyLLEHNe
TMKo3unpoBaHna 1a ana [16]
Anbda-1
[Jle6ioT B HeOHaTanbHOM nepuoge,
cybbeamHmua
SonbTa PervIALAA YDOBHS YBenuunBaetca [I4 Teyenne. Bo3amoxHo Hanuume
NbTaX- rynAaum H ;
CACNA 1D | 3p21.1 4 P BHYTPUKNETOYHaA Al MOPOKOB CEPALIA, JIErOUHOI
3aBUCUMOTO BHYTPUKJIETOUHOTO KaNbLinA
(3**-Kanana KOHLIEHTpaLMA Kanbuus rnepTeH3IN, CIEeNoTbl, NEPBUYHOIO
runepanbaocTepolnsma [17]
L- Tuna
y (akTop TpaHcKpUnLmMy,
HykneapHbiii CoyeTaHue C rUMONMTYUTapU3MOM,
HeobXxoAuUM Ha 3Tanax
FOXA2 20p11.21 | pakTop [lo KoHLa He 13yyeH Al CTUrMami AncaMOpUoreHesa.
3MOpPUOHaNbHOTO pasBuTUA
renaTouuTos 3B 14 Teuenue [18]

BHYTPEHHUX OPraHoB
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4. Mo oTBeTy Ha Tepanuio 4NasoKCUAOM:
- lmasokcnp-uyBCTBUTENIbHOE TEYEHUE
- lmasokcrp-pesncTeHTHOE TeUeHue
5. Mo rucronornyeckou ¢popme:
- OndodysHaa popma BI'
- QokanbHasa ¢popma BI'
- AtynnyHasa popma BI'n

1.6. KnnHnyeckasa KapTuHa 3a6oneBaHnA UM COCTOAHUA

(rpynnbl 3a6oneBaHuii NN COCTOAHMIA)

Kak npasuno, B[V maHndecTMpyeT B nepsble gHW vam
Hegenm XnU3HN 1 NPOABNAETCA TAXKENbIMU, NEPCUCTUPYIOLLN-
MW FMNOMNKEMUAMU, /1A KYMMPOBaHKA KOTOPbIX TpebyeTtcs
BHYTpUBEHHasA (B/B) MHY3MA pacTBOpa AEKCTPO3bI** B Kpaii-
He BbICOKMX fo3ax. OfHaKo, BCTpevaloTcs 1 bonee nerkue
¢dopmbl € No3gHNM AeboToM (BMIOTb A0 TPEXJIETHErO BO3-
pacTa) u MAarkum TeyeHnem. Kak npaswuno, npu BI'M runornu-
Kemun HabioaloTCA HAaTOLWaK, XOTA NMPY HEKOTOPbIX popmax
rMNepcekpeLMs UHCYIMHa MOXET OblTb MHAYLMPOBAHa npw-
emom nuwm. HoBopoxaeHHble ¢ BIW 3auvactyio poxgatoTca
KPYMNHbIMW [N CBOEro recTalMoHHOro Bospacrta [10, 21, 22].

KnnHuueckne npoasneHns runornnkemun Hecreuuduny-
Hbl 1 JenATCA Ha agpeHeprmyeckme unm HemporanKoneHu-
yeckme. K nepBbIM OTHOCKTCA MNAKCMBOCTb, Pa3gpaXntenb-
HOCTb, MOBbILWEHHAA NOTIMBOCTb. HelpornukoneHmyeckme
CUMNTOMbI MPOABAATCA CHUXEHMEM KOHLEHTPaLUn BHU-
MaHwus, cnabocTbio, OTKA30M OT efibl, COHJIVBOCTbIO, HapyLue-
HYem co3HaHuA. bonee uem B NoNOBKHE ciyyaeB B gebioTe
3aboneBaHuA B[V nposasnaeTca cynoporamu y geTen, Takxe
Yy HOBOPOX[EHHbIX eTell OTMEYAETCA HapyLLEHME fbIXxaHNA
BMAOTb A0 anHo3. CTOUT OTMETUTb, YTO Y NMALNEHTOB TaKXe
MOXET OTMeuaTbCA XopoLlee CamoyyBCTBME U HOPMasbHas
AaKTUBHOCTb Ha GOHe runornukeMun. JaHHbli deHoMeH cBA-
3bIBAIOT C aganTaunern opraHm3mMa K nepcucTmpytoLen runo-
rMKeMmm.

XapakTepHble uepTbl ULA 1 CONYTCTBYIOLME 3a60eBa-
HUA OTMEYAIOTCA Y NaLUEHTOB C CUHAPOMaNbHbIMU Gpopma-
MU 3aboneBaHus.

CuHgpom BbekBuTta-BugemaHna: makpocomus, remuru-
nepnsasusi, Makporioccus, nyroyHas rpbbka, omdanove-
ne, «kHaCeUYKr» Ha MOYKax yLIei, pa3BUTNE IMOPLOHASIbHBIX
onyxonen [23, 67].

Cungpom Kabyku: sucmopdua nvua no tuny macku Ka-
OYKU, CHKEHVE VHTENIEKTA, CKENETHbIE aHOMANK, MOPOKU
cepaeyvHO-COCYyAnCTOn cnuctemsl [24, 25].

Cungpom CoToca: aHOMasbHble YepTbl NUua (ANMHHOe
BbITAHYTOE NMLO, 60MbLWON 106, MaNEHbKUIA 3a0CTPEHHDIN
nogbopoaoK), YCKOpeHUe pocta (rMraHTvM3Mm), HapyLleHus
bopmunpoBaHUsa cKeneTa, yMCTBEHHAsA OTCTanoCTb [26].

CuHgpom LlepelwieBckoro-TepHepa ¢ KonbLueBOW
X-XPOMOCOMOW: HN3KOPOCNIOCTb, FMNEProHagoTPOMHbIN -
NOroHaau3Mm, MOPOKM CEPAEUYHO-COCYANCTON CUCTEMDI [27].

BpoxaeHHble fepeKTbl MUKO3NANPOBaHUA: NONNOP-
raHHble HapylleHus, nepepacnpegeneHne NoaKOXHO-KK-
POBOW KJIETYATKU C >KMPOBbLIMU OT/IOKEHUSAMM B 0bnactu
nagoHen u cton [28].

Mepcuctupyiowye runornmkeMmmn NpUBOZAT K Heobpa-
TUMbIM NOBPEXAEHNAM KNETOK rOSIOBHOrO MO3ra. Y naumeH-
TOB MOTYT HabNoAATbCA CriefyoLme OCNIOKHEHNA: 3aePX-
Ka MCUXOMOTOPHOrO M PEeYEeBOro Pa3BUTUA, SMUMENCUS,
HapyLleHus 3peHus, bopmrpoBaHme cuHgpoma LM, Hapy-
LweHua rnoTtanusa [4, 29].
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2. ANATHOCTUKA 3ABOJIEBAHUA U COCTOAHUNA
(rPynNnbl 3ABOJIEBAHU NN COCTOAHUIA),
MEAVWUNHCKUE MOKA3AHMA N NPOTUBONOKA3AHUA
K NMPUMEHEHWUIO METOAOB AUATHOCTUKU

CBOeBpeMEeHHas AnarHocTrka 3aboneBaHus No3BonAeT
CHU3UTb PUCKWN Pa3BUTUA HEBPOJIOMMYECKMX OCITOXKHEHWNI
BI'M. OcHOBHbIM KpuTepmem MNOCTaHOBKWM AmarHosa BI'U
ABNAETCA Hanuuve He3adaBNeHHOrO YPOBHA WHCYNMHA
(MHcynuH B KpoBu 6onee 1,25 MkKME/mn, C-nentug 6onee
0,5 Hr/mn) Ha PpoHe runokeToTUYECKon (3-rmapoKcndyTU-
paT B KpOBU MeHee 1,8 Mmonb/n) rmnornkemumn (rnokKosa
B KpOBU MeHee 2,8 mmonb/n) [30-32]. YacTbiMn 3aTpyaHe-
HUAMWN B MOCTAaHOBKE [MarHo3a siBNAKTCA Hecneuuduu-
HOCTb K/IMHWYECKOW KapTWHbI FMMOrNKeMUM, NepBuYHas
MoCTaHOBKa AMarHosa anunencun Ha ¢poHe cypopor 6e3
KOHTPONA MUKEMUW, a TaKXKe HeobXOoAMMOCTb OLEHKU
YPOBHSA MHCYNIMHA UCKTIOYUTENBHO Ha GOHE FTMMOFUKEMUN
1 6e3 yueTa pedepeHCHbIX 3HaUeHUn nabopaTopuu.

2.1. XKano6bl 1 aHamHe3

. PekomeHpyetca: c6op aHamHe3a y MaLMEHTOB
C KNUHMYECKUMM NposABAeHnAMM runornukemum [19, 30, 32]

XapakTtepHble xanobbl npu BI:

«  CYOOpOXHbI cvHApoM (PpoKanbHble/reHepan3oBaH-

Hble cygoporu);

+  MbILIEYHAA rMNOTOHMA (B HEOHATaNIbHOM NEPUOAE);
+  MOTepA CO3HaAHUA, yTHETEHUE CO3HAHUS, IeTaprus;
+ HapyleHWA AblXaHWA: anHo3, 6pagnnHo3 (XxapaKkTepHO

[N HeOHaTa/IbHOroO Nepuoaa)

+  MOBbILIEHHbIN aNMNeTUT, NPOrpPeccpyoLLee yBesinyeHne

Macchl Tena;

« y [HeTel CTapwero BO3pacTa BO3MOXHbl MPUCTYMbI
arpeccuu 1 HeageKBaTHOro NOBeAEH A NPU rofIoAaHNN.

Mpwu cbope aHamHe3a He0OXOANMO YTOUHUTD:

+  MepvHaTanbHbIA aHaMHe3 (Hanuume acpuKCrm, BHYTpUY-

TPOGHOW NHbEKUNN);

+  0COOEHHOCTU TeueHUsi bepeMeHHOCTU (Hanuume y maTe-
pu anabeTta 6epeMeHHbIX);

«  aHTpPOMOMeTpPMYECKME NoKa3aTeNn Npu PoXaeHUn

«  Hanuuue 6nM3KNX POACTBEHHUKOB, CTPAAAIOLWMX TUMNOr-
NIMKEMNYECKUM CYHAPOMOM, AaHHble O PaHHEN MNageH-
YeCKOW CMepTHOCTY B POAY;

«  Hanuuue 6nM1M3KOPOACTBEHHOIO 6paKa;

« BO3PacCT MNPOABNIEHUS MEPBbIX CUMMNTOMOB TFMMOMNKe-

Muun.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNbCTB — 5)

. PekomeHpayeTcsa: nogcyet NoTpebHOCTA B MIII0KO3e
(komnneKkc nccnefoBaHni NPy NPOBeAeHNN TPAHCPY3NOH-
HO-UHQY3NOHHON Tepanuu) y NauueHToB C KIUHUYECKMMU
NPOABMEHUAMN TUMOIMMKEMMN Ha GOHE UHPY3MOHHON Te-
panun pacTBopamm rnoko3bl [19, 30-34]

OOHVM U3 OONONHUTENbHBIX KPUTEPUEB AMArHOCTMKMU
Bl aBnaeTcA BblcOKasa CKOPOCTb YTWUAM3AUMWN [NIOKO3bl
(>8 Mr/Kr/MUH) Ons nopnep»aHUsa HOPMANIbHOTO YPOBHS
rOKO3bl KpoBWU (>3,5 mmonb/n).

[lns nopcyeTa NCnosb3yloTcA CTaHAapTHble GopMysbl:

IMtoko3a (Mr/Kkr/mvH) B/B = (% pacTBopa roKo3bl X M/Kr/cyT)
/144
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[mioko3a (Mr/Kkr/muH) B/B = (% pacTBopa rMioKo3bl X Mi/4)
/6,0 X Kr

YpoBeHb y6epgutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

2.2. ®usukanbHoe ob6cnegoBaHne
° PekomeHpayeTcs: npoBognTb GprsuKanbHoe obcne-
[l0BaHVie BCEM MALMEHTAM C KIMHUYECKUMY NMPOABIIEHNAMMN
runornnkemum [19,30-34]
Mpun ocMoTpe HeobXxoANUMO 06PaTUTb BHUMaHME Ha:
«  CTArMbl ANCOMOpPUOreHesa (XapakTepHbl Ans CUHAPO-
ManbHbIX dopm BIN);
+  [aHHble aHTPOMOMETPUM (MOXKET BbISBNATHCA MAaKPOCO-
MUA, MUKpouedanus);
+  MCMXOMOTOPHOE Pa3BUTUe pebeHKa (BO3MOXHa 3aiePKa);
+  COCTOSIHME CEeTYaTKM U AUCKA 3PUTENIBHOIO HepBa (cne-
noTa ABAAETCA OQHUM U3 OC/IOKHEHUN TAXKESION HeOHa-
TaJIbHOW FMNOMNIMKEMMNM);
+  HanuMuue BPOXIEHHbIX MOPOKOB CepALa, MOPOKOB NoYekK
(xapaKTepHO ANns cMHAPOManbHbIX popm BI'N)
YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

2.3.JlabopaTopHble AuarHocTuYecKne nccriefoBaHns

. PekomeHpgyeTca: npoBefieHne perynapHbIX nccne-
OOBAHMNIN YPOBHSA MI0OKO3bl B KPOBU KaxAble 2—-3 yaca nepeg
eflofl y NaUNeHTOB C KIMHNYECKUMUN NPU3HaKamMm rmnoriu-
kemun [19, 30-34]

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

. PekomeHpayloTca: perynsapHble  MCCNefoBaHUA
YPOBHA [MIOKO3bl B KPOBM, KOTOPble MOryT MPOBOAUTLCA
C MCNOJIb30BaHMEM MOPTATMBHOIO [IIOKOMETPa MU MeTo-
IOM HenpepbIBHOrO MOHMTOPUPOBaHMA. OueHMBaTb TakuM
06pa3om rmukeMuyeckuii Npodusb PeKOMeHAYeTCs B Teue-
HUe Kak MUHUMYM 1-3 cyTOK [66].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

Kommenmapuu: [lpu MOHUMOpPUH2e YypOBHSA 2/TI0KO3bl
B8AXXHO BbIACHUMb, K020d U KAK 4ACMO y nayueHma pas-

KINMMHWYECKME PEKOMEHAALINNA

8UBAIOMCA 2UNO2JIUKEMUU: NPOUCXO0UmM Jiu 3MO HAmo-
Wak uau nocse eobl, yMmo4YHUMb NOCJ1e Kakol nuwju 3mo
npoucxodum yauje, yepe3 Kakoe spems nocse eodbl, ecmo
JlU 308UCUMOCMb MeXOy 2UnO2JIUKeMUAMU U ¢pusuyeckol
Hazpy3kou [33, 34]. [IpumeHeHue cucmem HenpepbIBHO20
MOHUMOPUH2a 2JTI0KO3bl UMeom C80U 02paHU4YeHuUs 8 nep-
8ble MecsAUbl XU3HU U MO2ym 6biMb UCNO/b308AHbI MOJIbKO
8 Kadyecmeae 00NOJIHUMEIbHO20 KOHMPOJIA, HO HE OUA2HO-
CMUKuU.

e PekomeHpyeTcA: nMOATBEPXKAEHME  [MArHO3a
BPOXKAEHHOTO MMMNEePUHCYINHM3MA TOMNbKO No nabopaTop-
HbIM KpUTEpUsIM (He paHee 3 CYTOK XM3HU, 3TO MUHUMU3N-
PYeT NIOXHble pe3ynbTaTbl, KOTOPble MOTFYT ObiTb CBsi3aHbI
C nepuofom apanTauuu). [na AMArHOCTMKM 06A3aTeNibHO
Ha/Mure OCHOBHOTO KpuTepusi (ypOBEHb WHCYNMHA, YPO-
BeHb C-nenTuaa U ypoBeHb FIOKO3bl) U OAHOTO Unu 6onee
13 4 nononHuTeNbHbIX Kputepmes [19, 31-35].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KpuTepyn nocTaHOBKM pAuarHosa
Csl He paHee 3 CYTOK XUN3Hu) (Tabn. 2).

e  PekomeHpyeTcA: npoBefeHMe MPOBOKALMOHHbIX
npo6 ecnv nccnegoBaHUs He ObLIM MpoBefdeHbl Ha GoHe
CMOHTaHHOW runornukemumn [30-34]

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

(oueHuBaloT-

lMposokayuoHHble Npobbi

° PekomeHpyeTca: npoBefeHne AMarHOCTUYECKOW
npobbl ¢ ronogaHvem (nccnegoBaHMe rIOKO3bl KPOBY, UC-
cnefoBaHMe WHCYNMHa KpoBM, uccnepgoBaHue C-nentuga
KPOBMW, UCCIef0BaHMe KETOHOB B KPOBM UM B MOYE B KOHLE
rofIOQHOrO0 MPOMEXYTKa WM MO AOCTVXKEHWMW TUMOTNKe-
MUU U/ unu KetoHemnmn 6onee 1,8 mmonb/n) [30-35].

Mpoba c ronogaHvem ABNAETCA «30/0TbIM CTaHAAPTOM»
nna guarHoctukim BIN.

[pOfOMKMUTENBHOCTb FOIOAHOIO NPOMEXYTKa 3aBUCUT
OT BO3pacTa 1 Beca pebeHKa. B HacToAWMI A MOMEHT He Cy-
LecTByeT CTaHAAPTU3NPOBAHHbIX MPOTOKONOB AAaHHOMO M-
arHOCTNYeCKoro Tecta y geten. PekomeH[oBaHO MCNoONb30-
BaTb Criefyolie BpeMeHHbIE MPOMEXYTKM:
- peTtm B Bo3pacTte ot 3 gHen o 30 gHen C BeCOM MeHee

3 Kr: 2,5-3 vaca;

Tabnuua 2. Kptepumn NocTaHOBKM AnarHo3a (OLeHVBaloTCA He paHee 3 CyTOK XKU3HMK)

OCHOBHOI1 KpUTEpUIl ANArHOCTUKN
(Ha doHe rnornnkemmm meHee 2,8 MMonb/n)

YpoBeHb UHCYNNHa
YposeHb C-nentuga

6onee 1,25 mkEa/mn 6onee 0,5 Hr/mn
(= 6onee 0,17 Hmonb/n)

[ononHutenbHble Kputepun

1. KeToHoBble Tena (3-rugpokcnbytnpart) Ha GoHe
rmnornnkemmn (meHee 2,8 mmonb/n)

meHee 1,8 mmonb/n

2. CKOpOCTb yTUnn3saumm roKo3bl AnAa nogaepKaHuaA
Syrnnkemmin

60nee 8 Mr/Kr/M1H ANA HOBOPOXAEHHbIX
60nee 3 Mr/Kr/MnH gnAa geTen ctape 1 roga

3. Peakuwusa Ha BBefeHue #rnokaroHa** (B nose 0,05 mr/kr,
HO He 6onee 1 Mr — BHYTPVBEHHO, BHYTPUMbILLEYHO,
NOAKOXHO, OQHOKPaTHO)

nogbem FnKemMmmn Ha =1,7 MMOJb/N OT UCXOZHOTO YPOBHH

4. CHWXeHHbI ypoBeHb CBOOOAHbBIX XUPHbIX KUCIOT
nnasmbl KpOBU

MeHee 1,7 mmonb/n
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- [#etn B Bo3pacTe oT 3 gHen go 30 aHen c Becom bonee

3 Kr: 3,5-4 vaca;

- peTtu B Bo3pacTe 1-3 mec.: 6 4acos;

- JeTtu B Bo3pacTe 3-12 mec.: 8 4acos;

- petu B BO3pacTte 1-2 net: 12 yacos;

- [JeTu B BO3pacTe OT 2 fieT 1 cTapue: 18 yacos.

B xoze npobbl fOMmKEH MPOBOAUTLCA MOHUTOPWHI Ca-
MOUYBCTBUSA 1 YPOBHS [I0OKO3bl B KPOBM BCEM MaLMeHTaMm,
TaK>Ke XeslaTesIeH KOHTPOJIb KETOHEMUM. Y HOBOPOXAEHHbIX
C NOTPeBHOCTbID BO BHYTPUBEHHOW UHQY3UU AEKTPO3bI**
KOHTPOJIb YPOBHA MMMKEMUM Heobxoanm Kaxgable 30 MUH,
y AeTein 6onee cTapluero BO3pacta ypPOBEHb MOKO3bl MOX-
HO M3MepATb Kaxgble 60 MUHYT. KOHTPONb KETOHeEMUN Crle-
ZyeT NPOBOAWTL HE peXKe OHOro pa3a B 6 Yacos.

Mpoba npekpalyaetca:

- npu mukemmn meHee 3,0 Mmornb/n, nn6o
- KeToHemuu bonee 1,5 mmonb/n, nnbo
- BbIPaXX€HHOM YXYALIEHUY COCTOAHUM pebeHKa.

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

Kommenmapuu: [Mpoba ¢ 20100aHuem OO/KHA NPOBO-
OUMbCA MOJILKO 8 YC/I08UAX CMAYUOHAPA, NOO HAbto0eHUeM
K8anu@uyupOBAHHO20 MEOUYUHCKO20 NepCoOHAsd, MOJIbKO
npu Hanuyuu 8eHo3Hozo docmyna. Ecnu pebeHok nosyyaem
UHGy3UIo 0eKcmpo3bl**, pe3ko Npekpawams ee He peKoMeHoy-
emcs: He06x00UMO NJIagHOe CHUXeHUE CKOpoCmu nocmynato-
wezo pacmeopa (Ha 2—-5 msn/4 kaxoeie 15 MuH). ¥ Ho8opox0eH-
HbIX € BIU 2unoanukemus Moxem paseumesca cmpemumesibHo,
C MUHUMAJ/TbHBIMU KITUHUYECKUMU NPOABJIEHUAMU, y4Umsleas
3mo neped nposedeHueM nNPobbl HEO6XOOUMO NO020MOBUMb
10% pacmeop dekcmpo3bi** 0715 60/1I0CHO20 88e0eHUs, d MAK-
XKe #2/1l0KazoH**, 8gedeHUEe KOMOop0o20 Moxem bbimb HeobXo-
OUMbIM NPU NoMepe 8eHO3Ho20 docmynd.

. PekomeHpayeTcsa: nposegeHne npobbl c #rnoka-
roHoM** (uccnefoBaHMe rNIOKO3bl KPOBU NOCHEe BBeAEHUA
#rniokaroHa**) Kak [OOMNOMHUTENbHLIA MNOATBEPXAAOLNIA
METOA AVArHOCTUKU B KOHUe npobbl ¢ ronofgaHvem. Mauu-
€HTY MOAKOXHO W BHYTPVMBEHHO BBOAMTCA #rNOKaroH**
B no3se 0,05 mr/kr (He 6onee 1 mr). iccnegoBaHue rnioKo3bl
B KpoBwu oueHnBaeTca Yepes 5, 10, 15 1 30 muH. NoBbiweHne
YPOBHA rnukeMmumn 6onee yem Ha 1,7 MMonb/n cBMAETENb-
CTBYET B NOsb3y AnarHo3a BN [30-35].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM OKa3aTeNbCTB — 5)

KommeHnmapuu: Mocne npobel ¢ #2n0KkazoHoM** yepe3
60-90 MuHym y nayueHmog Moxem ommeyamscsa peba-
yHO-2uno2/luKeMus. B caydae ebipaxeHHo020 Hapacmadus
KemoHOo8bIX meJ1 Ha (hoHe 2uno2/iukemMuu, 88e0eHuUe #2/110Kd-
20Ha** Helye1ecoobpasHo.

. PekomeHpayeTca: nposefeHvie Npobbl C Harpys-
Ko 6enkom (MccrnefoBaHMe TOKO3bl KPOBYW, UCCNefoBa-
HMe UHCYNNHA KPOBWU, nccnegosaHue C-nentraa KPoBm no-
cne npriema 6enKkoBON NKLWM) NaumeHTam C NoJo3peHneM
Ha NOCTNPaHANANbHYIO TMMOMVKEMUIO MO AaHHbIM aHaMHe-
3a[19, 30-34].

MpoBepeHne npobbl xenatenbHO nocne 3-6 Yacos ro-
NIOQHOrO MPOMEXYTKa (eciM ecTb TakaA BO3MOXHOCTb).
Pacuet 6enkoBon cmecu 1 1 6enka Ha 1 Kr Beca, faeTcsa ne-
popanbHO. YpOBEHb KaNUANSPHON FIUKEMUUN UCCedyeTcs
[0 Hayana npo6bl, a 3atem Yepes 30, 60, 90 1 120 MUH. B 3Tnx
e TouKax NpoBoANTCA 3a60p BEHO3HOW KPOBM ANs onpeae-
NEHVA YPOBHEN MHCYNMHa, C-nenTuaa v roKo3bl.
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Mpoba ocTaHaBNMBaeTCA MNpPWU TUMOMIUKEMUN MeHee
3,0 mmonb/n nnu yepes 120 MUHYT.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: Mepei npedocmopoxHocmu makue
)Ke, KK U npu nposedeHuu npobel ¢ 20/100aHuem. Y demeti
€ npomeuH3asucumeim BIYI npu nposedeHuu 0aHHO20 me-
cma mMo2ym paseugamecsa KpalHe msxesible 2uno2uKkemMud,
mpebyroujue HenpepbiBHO20 BHYMPUBEHHO20 B8BEOeHUs
0ekcmpo3sbi** [19, 30-34].

e  PekomeHpyeTcAa: npoBefeHWe Npobbl C Harpys-
KOW FNOKO30M (nccnefoBaHme rKo3bl KPOBW Nocsie npu-
emMa pacTBopa AeKCTPO3bl**) mauneHTam C MOfO3peHuem
Ha NOCTNPaHAManbHYO FMMOMIVKEMUIO MO AaHHbIM aHAMHe-
3a [30-35].

MpoBeaeHue npobbl xenaTenbHO nocie 3-6 Yacos ro-
NOJHOrO MPOMEXyTKa (ecnm ecTb TakadA BO3MOXKHOCTb).
Pacuet pactBopa geKkcTpo3sbl** nponssoantca no Gopmyne
1,75 r Ha 1 Kr Beca, aetca nepopasnbHO. YPOBEHb rnKemnm
nccneayloT B HavanbHbI MOMEHT, a 3aTem yepes 30, 60, 90,
120, 150 1 180 MuH.

Mpoba ocTaHaBNMBaeTCA MNpPWU TUMOMIUKEMUN MeHee
3,0 mmonb/n unn yepes 180 MUHYT, NOCNe Yero uccnegyoT
YPOBHW MMIMKEMUU U MHCYJIMHA B BEHO3HOW KPOBWU.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: Mepbl npedocmopoxHocmu makue e,
KaK u npu npogedeHuu npobwl ¢ 20/100aHUEM.

. PekomeHpyetca: ana guddepeHumanbHom auva-
rHoctukn BI'M v gpyrnx coCcToAaHMi, CONPOBOKAAILWNXCA
TUMNONNKEMUAMU WCCNIelOBaHNE [OMOMHUTENbHBIX Mapa-
meTpoB (Tabn. 3) [19, 30-32]:

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNbCTB — 5)

KommeHmapuu: B Hopme y pebeHka Ha (hoHe CHUXeHUS 2/1u-
Kemuu UHCynuH u C-nenmud He 0OJIXHbl ONpedesAMbCA 8 Kpo-
8U, d KEMOHOBbIe MeJsia 0O/IKHbI A0eK8AMHO Hapacmame, Ymo
ompaxadem HOPMAsIbHYIO PU3UOI02UI CUCMEM 2/TIOKOHeo2eHe-
3a u 2nukozeHonu3a. lpu BIY Ha ¢hoHe 2uno2nukemuu UHCYIUH
umeem onpedesniseMvle 3HayeHus (m.e. 6onee 1,25 MKEO/mn),
kak u C-nenmud (6osee 0.5 He/mn), xoms pOpMabHO MOXem
He npesbiuidms pegepeHcHble 3HayeHus nabopamopuu. lla-
pasnneneHoe ucciedogaHue ypogHs C-nenmudd Heo6xo0umo
0715 UCKJTIOYeHUA AMpo2eHHOU 2unoziukemuu. B ciydae pesko
NOBLIWEHHO20 YPOBHA UHCY/IUHA U HEONPEeOesisemMo20 YpOsHs
C-nenmuda MOXHO npeodnosIoKUMb AMPO2eHHoe B88edeHue
UHCY/IUHA, a Ucc/ie008aHuUe yposHs IeKapCmeeHHbIX npenapa-
moe 8 Kposu MemoOoM MAHOeMHOU Mdcc-cnekmpomempuu
(onpedeneHue cybcmaryuti 2uno2iukeMu4eckux npenapamos)
nomozaem UCK/II04amb NPUMeEHEHUE NEPOPAsTbHbIX CAXAPOCHU-
Xarouwux npenapamos. [lokazamesiu KOpmu30/1a y NnayueHmos
¢ BIM yacmo mo2ym 6b6imb OMHOCUMENIbHO HEBLICOKUMU (Me-
Hee 250 HMOJ1b/11), YMO He O0JIXKHO PAcyeHUB8aMbCS KAk Haono-
YeyHuKosas HedocmamouyHocmo [19].

Jna ucknoyeHus Opyaux 803MOXHbIX NPUYUH 2UNO2JTUKe-
mut (8 mom yucse HapyuleHue 06MeHa 2/1UK02eHd) NoJIe3HO
uccedo8aHue ce0600HO20 U C8A3AHHO20 bUTUPYOUHA 8 KPO-
8u, wesnoyHoul ¢pocchamasel.

e  PekomeHpyeTcA: MpoBeAeHME MOJIEKYNAPHO-Te-
HeTMYeCKoro nccnegoBaHus Bcem naumneHtam ¢ BI', 3a unc-
K/loUeHneM feTell C ABHbIMU KIVHUYECKUMY MPU3HaKamu
TPaH3MTOPHOIO TeueHns 3aboneBaHUs (Masnblli BEC K CPOKY
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KINMMHWYECKME PEKOMEHAALINNA

Ta6nuua 3. iccnepoBaHus, Heobxoanmble ana anddepeHumanbHOM gnarHocTnkm BI'y

Marepuan
ANA nccnepoBaHuA

Mapametp

BeHo3HasA KpoBb

+ MccnepoBaHvie ypoBHA KanvA B KPOBW, UCCNIEA0BaHNE YPOBHA HAaTPUA KPOBU

+ MccnepoBaHve ypoBHA anaHMHaMMHOTPaHchepasbl, acnapTaTaMmHoTpaHchepasbl,
XonectepuHa, obuero 6enka B KpoBu

+ WccnepoBaHme ypoBHA KOPTU30s1a, COMATPOMHOMO rOPMOHa, MHCYNIMHOMOAO06HOIO
pocToBoro ¢aktopa-1, TTl, cBo60[HOro TMPOKCUHA B KPOBU

KanunnapHasa KpoBb

+ VccnepoBaHvie ypoBHA MOJIOYHOW KMCNOTbI B KPOBM (nakTaTa)

+ WccnegosaHne ammmnaka B KpoBu*
KomnnekcHoe onpegeneHne KOHUEHTPaLum Ha aMMHOKNCIOTbI Y auMIKapHUTKHBI B KPOBU
MeTOAOM TaHAEMHOM Macc-cnekTpomeTpumn®

Moua

« KomnnekcHoe onpeneneHne cogepxaHmAa opraHN4YeCKnX KNG0T B Mo4ye MeTOOAOM
TaHAeMHOVI MacCC-CneKTpomMmeTpun

* — aHaNIM3 MOXET ObITb B3AT KaK 13 BEHO3HON, TaK U U3 KanuniapHoOn KpoBu

rectauymm, achukcuma B pogax v gp). PekomeHgosaHo mccrne-
[OBaHMe reHOB OTBETCTBEHHbIX 3a pa3sutme BIMM (KCNJTT,
ABCC8, GLUDT v pp.), KpOMe 3TOro, BO3MOXXHO WCMOJb30-
BaHMe creunduuecknx NGS-naHenen reHoB, OTBETCTBEH-
HbIX 3a pa3sutve BIU wn/wnu nonHoe cekBeHMpoOBaHMe
3K3oma) [19, 34].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

Kommenmapuu: Bsibop mMemoOuku 2eHemu4ecko2o uc-
c/1e008aHUA 3d8UCUM OM B03MOXHOCMel nabopamopuu. WH-
mepnpemayus pe3yibmamos 2eHemu4ecko20 06c/1e008aHuUA
00/IKHA NPOBOOUMCA 8pPAYOM-2eHEMUKOM U/U/iu 8paqyom -
0emcKUM SHOOKPUHOJI020M C y4emom ecex ocobeHHocmel 3d-
6os1egaHus (mun Hace008aHUSA, KIIUHUYECKAs KAPMUHQ, Hy8-
CcmeumesibHOCMb K mepanuu u 0p). Xapakmep HAc1e008aHus
mMymayudi 8 2eHax ATQ-3agucuMbIx Kasauesblx KaHAn08 onpede-
J1sem mopgosnozudeckyio opmy 3abonesarus. Llenecoobpas-
HO Npo800UMb OOHOMOMEHMHbIU 3a60p KPoBU KAK y pebeHKa,
mak u o6oux pooumereti 0515 danbHeliwel sepugukayuu. Om-
cymcmeue Mymayui He uckouydem ouazHosa BIU [1,4]. lpu
Ha/IU4uU XapakmepHsIx cmuzm OUCIMOPUOeHE3d, 2080PAUJUX
8 NOJIL3Y MO20 UJIU UHO20 CUHOPOMA/IbHO20 8dpuaHma B, He-
06X00UMbI KOHCY/IbMAyUus 2eHEMUKA U MOJIEKYISAPHO-2eHemu-
yeckoe uccedosaHue coomeemcmaytouje2o 2eHa [ 1, 4, 28, 34].

2.4. IHcTpyMmeHTanbHble AuarHocTnyeckne nccnegoBaHns

e  PeKkomeHpyeTcA npoBefeHME WHCTPYMEHTasb-
HbIX MeTOAOB wuccnefoBaHus ana aunddepeHUnanbLHON
anarHoctkm dokanbHom n anudodysHon dopm BIN. Mosw-
TPOHHO-3MUCCKOHHasA Tomorpadua ¢ 18F-L ¢pToprugpox-
cndeHnnanaHuHom (18F-AOMA) aenaeTca eaAMHCTBEHHbIM
METOAOM AWArHOCTUKW, MO3BONALMM BU3Yann3nMpoBaTh
ouar runepcekpeuny UHCYINHA Y AeTell C NOATBEpPXKAeH-
Hbim Bl [34, 36-40]. [lJaHHOe wnccnepoBaHWe MPOBOAAT
Y NaLUVeHTOB C AMA30KCUA-PE3NCTEHTHBIM TeueHneM 3abo-
nesaHuA. MNpumenenne M3T ¢ 18F-JODA BO3MOXHO TONbKO
ana guddpepeHumnanbHoOn AUarHOCTUKK GpoKanbHOM 1 and-
¢by3Hom popm (uyBcTBUTENbHOCTL M3T € 18F-AODA cocTas-
nsaet ot 88 0o 94%, a cneunduuHocTs — 100%) [34, 36-40].
B cnyuae noateepxaeHns ¢okanbHoli popmbl B Bo3mox-
HO MpOoBefieHNe pe3eKLUn yyacTKa rmnepcekpeLmn NHCynm-
Ha C COXpaHeHWeM HOpMasibHO GYHKLMOHMPYIOLWEN TKaHW
nogxenygouHon xenesbl. Mpu gudpdysHon dopme 3abone-
BaHMSA PELIAETCA BONPOC NGO O NPOJOIKEHUN MeMKaMeH-
TO3HOW Tepanuu npernapartamvi BTOPOW U TPeTben NnHUN,
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nn6o 0 HeobXxoAMMOCTM NPOBEAEHUs CyOTOTaNIbHON pe3ek-
Lu1mn nogkenyfoyHom xenesbl € yganeHmem go 95-98% tka-
Hu [34, 36-40].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCTB — 4)

KommeHmaput 1: [lpu nodzomoske nayueHmos K uc-
C1e008aHUIO C/1€Dyem omMeHUMb Mepanuto UHCYy/IUHoCcma-
muyeckumu npenapamamu (0Uasokcuo, #okmpeomuo**,
2/II0KA20H**) Kak MUHUMYM 3a 48 uacos do 13T ¢ 18F-/JOQA.
[ModdepxaHue sy2niukeMuu ocywecmssafemca ¢ NOMOU,bIO
8HympuseHHoU UH@y3uU pacmeopa oekcmpo3sbl**, Yiccnedo-
8aHue Nnpogooumcs nod mMedukameHmMo3Hou cedayuel. Pe-
2ucmpayus 0arHsix N3T npogodumca Ha cepuu 8pemMeHHbIX
uHmepsasnos. [ 06vekmusHoOU OyeHKU UCNo/Ib3yom NoKa-
3amesnb naHkpeamuyeckozo uHoekca ([1M), umo npedcmas-
sisem cobol omHowleHue CMaHoapmMu3upo8aHHbixX yposHel
HakonneHusa 18F-[JOMA & pasHbix omoesiax nodxesy0o4Hol
JKesie3bl, d MAKxe 8U3yasibHYH0 OUEHKY, NOTYHEeHHYIO 8 peXUMe
3D-pekoHcmpyKyuu.

YHmepnpemauusa pesynemamoas: 8 cjiyyae [ meHee 1,3
u 8u3yasnbHo pasHomepHom 3axeame 18F-JJODA 6onee ge-
posmHo Hanuyue ouggy3Hol opmel 3abonesarus; npu M
6onee 1,5 u 8U3yasIbHOM JIOKASILHOM NOBLIWEHUU 3ax8ama
18F-JO®A 6onee geposmHo Hanu4yue GokanbHOU opmbl
BIW. lpu MU 8 duanasore 1,3-1,5 3axeam 18F-[JOQA cnedy-
em pacyeHusame, Kak coomsemcmayoujuli He (okanbHoU,
8epoAMHo, amunu4Hou gopme.

3axgam uzomona 18F-JO®A 6ema-knemkamu npu oug-
¢py3HOU popme B 6ydem npakmuyecku udeHmMu4eH mako-
oMy y 300p08020 pebeHKa.

Kommenmaput 2: CoenacHo cmamee 13, n.5.6 ®ede-
panbHo20 3akoHa N961-O3 om 12.04.2010 «O6 obpaweHuu
JlekapcmeeHHbIx cpedcma» 20Cy0apcmeeHHOU pecucmpayuu
He nodsnexam paduogap-mayesmuydeckue jekdpcmeeHHble
npendapamel, U320MoeJieHHble HENOCPeOCMBEeHHO 8 MEOUYUH-
CKUX Op2aHU3ayusx 8 NopaoKe, yCMAHOB/IEHHOM YNOJIHOMO-
YeHHbIM ¢heOepasibHbIM OP2AHOM UCNOIHUMEIbHOU 8/1acmul.

e He pekomeHgyeTca npoBefieHNe Takmx MeTOL0B
nccnepgoBaHma Kak Y3U, MPT, KT ¢ KOHTpacTUpPOBaHMEM,
M3T c #dnynesokcurnioko3on [18F], Tak Kak OHM He NO3BO-
nsAT nposectn AnddepeHLManbHyO ANArHOCTUKY MeEX-
oy anddysHon n pokanbHom dopmamm 3abonesaHusa [32,
36-40].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCTB — 4)
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2.5. WHble gnarHocTuyeckmne nccriegoBaHns

e  PeKomeHAyeTcA: BbIMONHEHME CPOYHOrO WMHTPA-
OMnepaLMoHHOro MaTosI0r0AaHAaTOMMYECKOr0 1CCIefoBaHNA
TKaHWU MOZXKENyAOUYHON enie3bl BCEM MaumMeHTam C nog-
TBepxAaeHHbIM BI'M B cnyyae nposBegeHnsa onepatuBHOroO
BMELLATENIbCTBA.

WHTepnpeTauna pesynstatoBs: auddysHas popma ycTa-
HaB/MBaEeTCA MPW HAMYUM OTHOCUTENIBHO PaBHOMEPHOIO
pacnpegeneHna oCTPOBKOB JlaHrepraHca, Hanmunm rmraHT-
ckux sgep B 10% 6eTa-KNeTok SHOOKPUHHBIX OCTPOBKOB
1 yBENIMYEHHOTO 06beMa LuTonasmbl 6eTa-knetok [41]. Oo-
KanbHas ¢opMa 3aboneBaHNA YCTaHABNVBAETCA NPU Hanw-
unn ouara CIUSHUS OCTPOBKOB JlaHrepraHca ¢ HebonblUUMm
KOJIMYeCTBOM OeTa-KNeToK C FMraHTCKUMK sigpamMmu 1 OTHO-
CUTENIbHO HOPMaJbHON MOPHONOrMUYECKON KAPTUHOWN TKaHU
NoJKeNyAoUHOM xene3bl BHe ¢okyca [42, 43].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fO0Ka3aTeNbCTB — 4)

Kommenmaputi 1: Memoouka nposedeHus CpOYHO20 UH-
mpaonepayuoHHO20 NAMOJI020AHAMOMUYECK020 UCC/1e00-
8AHUA: MKAHb NOOXesy0o4HOU xese3bl, 83AMYIo U3 N0003pu-
meJibHbIX 8 OMHOWeHUU NAamoJio2uu (hOKyCco8 U Ha 2paHuyax
peseyupyeMbix yudcmKo8, OKpawlugarom 2emMamoKCcUIUHOM
U 303UHOM U OUeHUBarom ee Mopgosioaudeckue xapakmepu-
Ccmuku. B3asucumocmu om nosydeHHbIx pe3ysibmamos o6vem
pe3eKyuu Moxem paclupamscs, ¢ noemopeHuem 3abopad no-
2PAHUYHBIX C pe3eyupyemMbiMu 06pa3yo8 MKaHu, 00 0ocmuxxe-
HUA 2paHuybl 300po8oli MKAHU NooXxesy004HOU xere3bl.

KommeHnmaputi 2: [JaHHoe uccriedo8dHue mKaHu nooxe-
Jly0o4HOU Xese3bl 00/1KHO NPOBOOUMbCA ONbIMHBIM Cneyua-
Jaucmom.

. PekomeHpAyeTcs: BbINO/IHEHNE MMCTONIONMYECKOTro
uccnepgoBaHus GUONCUMHOIO MaTepuana TKaHu MopKesny-
JOYHOMN »Kene3bl BCeM MaumeHTaM C noaTeepxaeHHbiM Bl
B C/lyyae NMpoBefeHNsA OMepaTUBHOIO BMellaTesnbCTBa [19,
41-43].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

WHTepnpeTauna pe3ynbTaToB TMCTONOMMYECKOro UC-
cnepoBaHua: OuéddysHaa dopma ycTaHaBnMBaeTcAa npu
HaNMuMM OTHOCUTESIbBHO PABHOMEPHOrO pacrnpeaeneHus
OCTPOBKOB JlaHrepraHca, Hanuuuu rmraHTckux agep B 10%
6eTa-KNeTok SHAOKPUHHBIX OCTPOBKOB 1 YBEJIMYEHHOTO
o6bema unTonsiasmbl 6eta-knetok [41]. @oKkanbHana ¢popma
3ab0neBaHNA yCTaHaBAUBAETCA MPW HaMYMK ovyara Ciaus-
HUA OCTPOBKOB JlaHrepraHca ¢ HeGONbWVM KOIMYECTBOM
6eTa-KeToK C MMraHTCKMM AAPaMU U OTHOCUTESIbHO HOpP-
MasibHOW MOPhONIOrMyecKol KapTUHOW TKaHU NOMXKeNyaoy-
HoW >kene3bl BHe pokyca [42, 43]. B cnyyae HeCOOTBETCTBUSA
rMCTONIOrMYECKOM KapTUHBI ABYM BbllLEHa3BaHHbIM hopMam
OVArHocTMpyeTca aTunuyHas ¢popma.

KommeHmapuu: Memoouka nposedeHus 2ucmosiozuye-
CK020 uccne0osaHus buonculiHozo Mamepuasaa MKaHu noo-
XKesyO04YHOU Kesie3bl: MKAaHb N0OXesny0o4HOU xese3bl OKpa-
wiusam 2eMamoKCu/IUHOM U 303UHOM, d MAkKXe nposoodam
UMMYHO02UCMOXUMUYECKOe Ucc/1e0o8aHue no KpalHel mepe
¢ 1 u3 cnedyrowux aHmumest: uHcynuH, Isl1, Nkx2.2, xpomoepa-
HUH A unu dogphamuHosele peyenmopsl 120 muna. lpu 3mom
2UCMOosI02U4eCcKOMy UCC/Ie008aHUI0 NO0Bep2aom 8cio pese-
YUPOBAHHYIO MKAHb NOOXes1y0oqHOU Xesne3vbl, d UMMYHO2U-
CMOXUMUYECKOMY — MOJIbKO y4dCmKU, nodo3pumeribHble
8 OMHOWeHUU HAJIUYUA NAMOJI02UHeCKUX U3MeHeHUU.
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lucmonoauydeckoe uccnedogaHue buonculiHo2o mamepu-
as1a MKaHu nooxesany004HoU esie3bl 00/IKHO NPo8ooUMbCA
onbIMHbIM cneyuanucmom. [lpu omcymcmeuu namosiozuye-
CKUX U3MeHeHUU 8 pe3eyupoB8aHHOU MKAHU NOOXeay004HOU
JKenesbl 8 Co4eMaHuu ¢ peyuougom y 60/1bHO20 CUMNMOMO8
8POXOEHHO20 2UNepUHCYIUHU3MA NOKA3dHO nposedeHue No-
emopHou M3T-KT ¢ 18F-[JODA 0na ucknoyeHus Hanuyus ¢o-
KYyCO8 8POXO0EeHH020 2UNepUHCYIUHU3MA, Komopsie He Obiiu
yoaseHsl 80 8peMs xupypaudeckol onepayuu.

3. IEYEHUE, BKNNIOYAA MEAUKAMEHTO3HYIO
MWHEMEAOUKAMEHTO3HYIO TEPANWU, AUETOTEPANNIO,
OBE3BOJINBAHUE, MEAULUUNHCKUE NOKA3AHUA

M nNPOTMBONOKA3AHUA K MTPUMEHEHUIO METOAOB
JIEMEHNA

OcHoBHas 3aaava neveHnsa Bl 3aKkniouaeTcs B goCTUXe-
HUWM CTONKOW SYrNnKemMny Ha GoHe HOPMAJIbHOTO peXxuma
nuTaHnsa. CTOUT OTMETUTb, YTO Nofo6HOro 3ddeKkTa yaaeTtca
LOOUTBLCA OTHIOAb He BCErAa, U B TaKMX CJTyYasiX BO3MOXHbI
AVeToNornyeckne MaHunynaumy, Takue Kak UCMNonb30Ba-
HMe oboralleHHbIX YrneBofamMu CMecel, npucoeavHeHne
K MuLie KYKypy3HOro Kpaxmarsa, a B HEKOTOpbIX CUTyaLmaAx
N racTpoCTOMUA A BO3MOXHOCTW HEMPEPbIBHOMO KOpMJie-
HUSA B HOUHbIe Yacbl [15, 19, 22, 30, 32, 33, 35].

YuutbiBaa ocobeHHOCTb BIW, npu KoTopom runornuvke-
MWK HOCAT FMMOKETOTUYECKUI XapaKTep, noboe, aaxe 6ec-
CMMMTOMHOE CHIUPKEHME YPOBHA Caxapa KpOBW B AETCKOM
BO3pacTe, MOXKET MNPUBOANUTb K TAMENbIM HEBPOSIOrMYECKM
ocnoxHeHuam [19, 29]. Mpw HabnogeHun geten ¢ BIN, peko-
MEHJ0BaHO NOAAEPKUBATb YPOBEHDb MMKEMWM B AMana3oHe
3,9-5,6 MMOJIb/N HE3ABUCUMO OT BPEMEHU Nprema nuwm [34].

3.1. HeoTtnoxxHaa nomoLub Npu rMnepUHCYINHeMNYecKon

rmnornnkemMmun

° PekomeHpyeTcA: C Lenbio HEOT/IOKHON NOMOLN
B CJ/lyyae rmnepuHCYIMHEMUYECKON TMMNOMTIMKEMUN:

- Ecnu pebeHOK B CO3HaHWM M MOXET NMUTb N eCcTb —
10% #pacTBOp AeKCTPO3bI** (5-15 M) 3aTeM HAaKOPMUTb,
HanaauTb ApobHoe nutaHue [30, 32, 66].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

- [pwn coxpaHeHWU TMNOrNKeMIM UK e pebeHok 6e3
CO3HaHuA:

. PekomeHayeTcA: Npy HanMuMm BEHO3HOrO [JO-
CTyna BHYTPMBEHHOE BBeAeHMe pacTBOpa QHeKCTPo3bl**
10% 1 mn/Kr 6050CHO (MeaneHHO B TeueHne 3 MUH), 3aTem
HanaguTb BHYTPMBEHHOE KarnesbHOe BBeAeHVe pacTBopa
JekcTposbl** 10% mn3 pacyeTa 3 Mi/Kr/yac, yBenmunBaTb CKo-
POCTb /UK KOHLEHTPaLUIo pacTBOPa MH0KO3bl NO YPOBHIO
rnmkemun [30-34, 66].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

. PekomeHayeTcA: Npu OTCYTCTBUU BEHO3HOrO [O-
cTyna — BBegeHue rnokaroHa** 0,1 mr/kr (Makcumym 1 mr)
NOAKOXHO UM BHYTPUMbILeYHO [30-34, 66].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

KommeHnmapuu: npv BBeAeHWM MIOKaroHa** Moxet otme-
uaTbca pebayHa-runornvkemus. Kak npaBuno oHa pa3sBuBaeTcs
uepes 60-120 MuH Nocie NHbeKuuK. Heobxoaum yyalleHHbIN
KOHTPOJb MNKEMUM NOCSIe BBEAEHMWA MoKaroHa** [19, 30-34].
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3.2. UHdy3moHHaA TepanuA pacTBOPOM AEKCTPO3bI**

. PekomeHpayeTca: Npy Hanuunn nepcucTmpyiowen
rMNOrNMKeMUN HayaTb HeMnpepbiBHOE BHYTPMBEHHOE BBe-
JeHune gekcTpo3bl**. B Hauane pekomeHZoBaHO NPUMEHATb
nekcTpo3y** 10% u BBOAUTb €e CO CKOPOCTbIo 3 MJ1/Kr/Jac.
KoppeKuna ckopocTy U KOHLEeHTpaLunn BBOANMOroO pacTBo-
pa JOMmKHa NPOBOAUTCA MO YPOBHIO rMmKemun. KOHTposb
MIVKEMWM HeOoOXOAMMO MPOBOAUTb HE PEXE, YEM Kaxzible
3 vaca (nepeg kopmneHuamun). LleneBble 3HAYeHUA rnKe-
mun 3,9-5,6 mmonb/n [32].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

Kommenmapuu: Cnedyem yyumsigame, ymo npu BIY
CKOPOCMb ymusu3ayuu 2/110K03bl Moxem docmuzame Kpad-
He 8bICOKUX 3HayeHul (15-20 me/ke/MuH), 0719 docmuXeHuUs
Jy2nuKeMuu Moxem NoHadobumecs 8bICOKOKOHUEHMpUpO-
8aHHbIU pacmeop dekcmpo3bi** (20% u 6onee). B ciyuae ecnu
KOHUeHmpauus pacmsopa cocmassnsiem 6onee 12,5% — pe-
KOMeHO08aHA NOCMAHOBKA UeHMpPasibHO20 8eHO3HO20 Kame-

Ta6nuua 4. JlekapcTBeHHble NpenapaTbl, UCNoNib3yemMble Ans Tepanuu Br'

KINMMHWYECKME PEKOMEHAALINNA

mepa. BAXHO! O6vem uHgy3uoHHOU mepanuu pacmsopamu
dekcmpo3bl** u KOHUeHMpayus npenapamos onpedesisemcs
UCKJTIOYUMesIbHO NO YPOBHIO 2iukeMuu. Llenesvie nokazame-
JU enukemuu npu BIM 3,9-5,6 mmone/n [32, 44].

3.3. MegukameHTo3Han Tepanusa BIr'

. PekomeHpayeTca: 1CMonNb30BaTh NpenapaTom nep-
BOW NMHUN — Aunasokcud. detsam, nosyyvaowym 6onbluon
06bem nHbY3UM AeKcTpo3bl** (6onee 200 Mn/Kr/cyT), Haum-
HaTb NeveHuve cnegyeT C npenapaTos #oKTpeoTnga**s ctap-
TOBOM f03e 5-10 MKI/Kr/cyT, MakcumanbHO 20 MKr/Kr/cyT,
pa3genuB CYyTOUHYIO J03Y Ha 4 MOAKOXHbIX BBEAEHWA U/ Ui
c rmokaroHa** [30, 32, 35, 45].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb [OCTOBEPHOCTU fOKa3aTenbCTB — 5)

OcHOBHble npenapaTbl, UCNOMb3yeMble ANA NeyvYeHUus
BI'M npuegeHbl B Tabnuue 4. Bo3aMoXKHO MCNonb3oBaHue
KOMOMHauMin npenapaToB Npu OTCYTCTBUM MPOTUBOMOKA-
3aHUN.

Mpenapar, popma | Cnoco6 npuema MexaHuzm
P B::ﬂy’(i)a P KpaTH(I: py ! Jlo3a neficrana Mo6ounbie 3pdekTbl | [poTUBONOKa3aHuA KommeHnTapuu
Yacro: runepTpuxos,
3a/1ePKKa KUAKOCTH
(oTeKm), ancnencus,
aHopekcua
v 5-20 mr/kr/cyt PenKo: runepypukemus, bonbuuoit o6bem
Mnasoknp MepopanbHo Aronuct 303uHOQUINS, UHGY3MOHHOI Tepanuu
Kancynbl 25 mr, 14 y ";Ely"'sHTOB ATO-3aBucu- neiikoneHus (>200 mn/kr/cyr), 1 MAKmA Tepaniu
—4pa3a B cyTkH | O — + '
100 mr p y AP Mbix K*-KaHanoB | rynotonms, ketoaumpos, | MHAMBUAYanbHaA
y TpomGouuToneHnyeckas | HEMEPEHOCUMOCTD
nypnypa, ocTpas
NeroyHas runepreHsua
(yawwe y mnagieHLeB co
3BYP u BI(Q)
Kak HeoTnoxHas
0,1 mr/kr AxTusupyet
s, Daiou | oo | s e
B/M anm n /K’ 1mr) W MioKoHeorenes | PE0Y
Tniokaron** Passopurca
Nnodunusar ana B 5% pacTBOpe rI0K03bl
MPUrOTOBNEHMA unm Ha pu3nonornyeckom
pacTBopa and Yacro: TowHoTa, pBoTa. pacTBope.
whvekuni (1r) | Bounes/s 1-5 mKr/Kr/uac
L] PegKko: Murpupyowas Henb3a cvelwnsatb
putema C NapeHTepanbHbIM
nutaHuem. Heobxogum
LOMONHUTENbHbIif
BEHO3HbIIl 4OCTYN
[Tpu ncnonb3oBaHun
BbICOKMX 403 B TeueHue
fpynna ATX ) AHOpeKCUA, TOLLHOTA, ANUTESNbHOTO
KTUBaLyA BpeMeHU BO3MOXHO
ComatocTaTuH pBOTa, METEOPU3M,
1 ero ananory H01C /k 3-4 peuenTopoB [napes, Xonenutuas, noaB/ieHne cekpeuun
K>—! (pa3a CTapTOBaﬂ 1032 K COMaToCTaTHy nojaBMeHue ceKpewyyt KOHTPUHCYNAPHBIX
B CYTKM (KaXzble .
#OKTpeoTup** : )é by A 510 mKr/ir/oyT, 5 mnﬁa, CIT, TTF, AKTT, [I0KaroKa, | 3a6onesanis TOPMOHOB, uTo ycyrybnaer
~ " | nHrmbupyet TeueHue runorMKeMuy.
Pactaop Ans ' MaKCMManbHO pye 3aj1iepkKa pocTa. KENYOUHO-KULLEUHOTO | b cHUE TUMOTINKE
BHYTPUBEHHOTO MocToAHHas 10 nocTynnexue TpaKTa BHyTpUBEHHOE BBEZEHME
1 NOAAKOXHOTO NOAKOXHaA 20 mir/kr/cyT (a**Bknerky, | QYeHbpemko — aHasoroB COMATOCTaTMHA
BBE/EHNA UHOY3MA CHUXaeT 0CTPbIN HEKPOTUYECKUN (Tpynna ATX
100 MKr/mn; aKTUBHOCTb SHTEpOKONUT ComatocTaTuH
50 mKr/mn; auetunxonuHos | (Y HOBOPOXKZEHHbIX 1 ero aHanorv HO1()
500 mKr/mn cundexunamm XKT) He peKoMeHz0BaHo
B CBA3N C BbICOKAMN
PUCKaMI OCTIOXKHEHNI
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Kputepnem 3¢¢deKTMBHOCTU KOHCEPBATMBHOIO Jieve-
HUA ABNAETCA BO3MOXHOCTb JOCTVXEHWUA CTOMKOW Syrnu-
kemuu (>3,5-4 Mmonb/n) Ha ¢oHe OTMEHbI BHYTPUBEHHOTO
BBeAEHUA [eKCTPOo3bl** 1 rnokaroHa**. [lomnonHuTenbHbIM
KpuTepriem sAIBASETCA CMOCOOHOCTb pebeHKa BblAepKUBaTb
MOOXEHHBIN ANA ero Bo3pacta/Beca MUHVIMasbHbIN 6e30-
NacHbIN rONOAHBIV NPOMEXYTOK. MPOBeAeHN e.

. PekomeHpayeTca: NnpoBefeHNne KOHTPOJIbHOW Npo-
6bl C rofiofjaHNeMm (UccnegoBaHUe MIIOKO3bl KPOBY, MCCIIe-
[l0BaHVe MHCYMNMHA KPOBU, uccneposaHue C-nentuga Kposu
Mo [AOCTVXKEHWVM HOPMATMBHOIO FOJIOAHOIO MPOMEXYTKa
WY NpY PasBUTUN TUNOFANKemMun) Ha doHe Tepanuu. Mpu
HaNMMuMM  MeAUKaMEHTO3HOW KOMMEHCALuMM OTMeyaeTcs
afleKBaTHOE HapacTaHVe YPOBHS KETOHOBbBIX TeJ 1 MofaBsie-
HMe CeKpeLunn MHCYNMHa Ha poHe NPOANEHHOIO FOI0LHOMO
npomexyTKa [4, 19, 30, 32, 35].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

3.3.1. KoHcepeamugHaa mepanus nepeou JIUHUU
Juasokcuod
e  PeKomeHpyeTcA 1CNONb30BaTb NpenapaT AMa3oK-

Cui Kak npenapaT nepBou JIMHMU Tepanun BPOXAEHHOro

runepuHcynuHusma [30-34]. CraptoBasa fJo3a cocTaBnder

5 mr/Kr/cyT ana petert C HOPManbHOW UM KPYMHOWM Maccomn

Tena npv poXKAeHUN 1 3 Mr/Kr/cyT gna mnageHues C ABNEHW-

AMU 3aflePXKKN BHYTPUYTPOOHOTo pa3sutus. MprmeHsaeTcs

nepopanbHO 2-4 pa3a B CYTKM B paBHbIX go3ax. [Juasokcng

UMeeT KyMynATUBHbIN 3ddekT. OueHnBaTb 3PpPeKTMBHOCTb

npenapata CTOUT He paHee YeM yepes 3 JHA OT Hauyana ero

npuema. B cnyuvae otcytctBus 3ddekTa, [03a MOXKET ObiTb

MOCTEMNEeHHO MOBbILIEHa, MaKCUManbHO [0 20 Mr/Kr/cyT.

KoHcTaTupoBaTbh pPE3NCTEHTHOCTb K AMA30KCUAY MOXKHO

B C/lyyae OoTCyTcTBUA 3ddeKTa OT MaKCMMalbHbIX Tepanes-

TUYECKMX [O3 N HE paHee yem yepes 6 AHen OT Havana ne-

yeHus. dbdeKTMBHaAA TepaneBTUYeCcKasa go3a noabrpaerca

WHAMBYAYaNbHO U B cpefHem cocTasnseT 6-10 mr/Kr/cyT

B TEUEHUe MepBbiX 3 NeT XnU3HW. Y feTen 6onee cTapLiero

BO3pacTa [j03a He 3aBUCKT OT BECA U COCTABJIAET B CPEHEM

100-150 mr/cyT.

OCHOBHbIMK NMOGOYHBbIMK 3ddeKTammn OT Tepanun aua-
30KCKa ABNAIOTCA:

» 3apep)KKa XUAKOCTU B OPraHn3Me, B CBA3N C 3TUM BCEM
nauveHTam MoKa3aHO MPEBEHTUBHOE Ha3HAuYeHue auy-
peTnkoB. B cnyyae 6onbwnx 06bemoB nHoy3un (bonee
200 mn/Kr/cyT), uenecoobpasHo o Hayana Tepanuu gua-
30KCUZOM, 06aBUTL B MHAY3UIO MOKAroH**, UTo NO3BO-
JINT CHU3NUTb 06bEM BBOAUMOTO PacTBOpPA AEKCTPO3bI**
1 n36exaTtb OTEKOB.

» [ucnencus, aHOPEKCUs, CPbIrMBaHUsi, PBOTbl. [JaHHble
nobouHble 3¢deKTbl HOCAT [0303aBMCUMbBIA XapaKTep
1 B HEKOTOPbIX CJlyyasnx ObIBaloT TPAH3UTOPHbIMU. B cny-
yae BblpaXkeHHoU aucdarny 1 0TKasa oT efbl, Lienecoo-
6pa3HO MHMLUNPOBaTb 30HAOBOE KOPMJIEHNE.

» OcTpas neroyHas runepTeH3na — pedkoe U rposHoe
OCNIOXKHeHMe. Yalle onucaHo y NaLUMEeHTOB C Hannunem
BINC n 3BYP. Noka3aHo npoBegeHune IXO-KI Bcem getam
[0 Havyana Tepanun 1 yepes 3-5 gHen nocne nHuymnaunum
neyenua. B cnyvyae aBneHun octpon nerovyHom runep-
TEH31M ANa30KCUA AOMKEH ObITb OTMEHEH.

» [nneptpuxo3. JaHHbIli No60UHbIN 3ddeKT peannsyeTca
B TeueHue nep.bix 6-12 mecAueB OT Havana Tepanuu.
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NmeeT fo303aBucUMbI U 06paTMbI XapakTep. [ua-
30KCW, He BNMAET Ha CeKpeuuio aHAPOreHoB, MOTOMY
ABJIEHUA TUMEPTPMX03a He TPeOyIoT JOMONHUTENIbHOIO
ropmoHasibHoro obcnegoBaHus. Mpu NprMeHeHUn y ae-

Tel (0cobeHHO aeBoYEK) NOAPOCTKOBOrO BO3pPacTa, siB-

NEHUSA TUNEPTPMIX03a MOTYT BbI3bIBaTb MNCUXOSIOTMYECKue

TPYLHOCTM 1 MPVBOAUTD K CHVXKEHWIO KOMMTAEHTHOCTN.
» Tunepypukemua. Yawe BCTpeyaeTca y nauneHToB CTap-

Wwero Bo3pacTa. B HekoTopbIx cnyyasax MoxeT noTpebo-

BaTb OTMEHbI Tepanuu.

» TpomboumToneHuyeckas nypnypa. Bctpevaetca kpaiiHe
penko. TpebyeT oTMeHbl npenapata. [ocne Hopmanu-
3aUUM YPOBHA TPOMOOLINTOB, MOXET ObiTb PAaCCMOTPEH
BOMPOC O MOBTOPHOW MOMbITKE Tepanuyi AMa3oKCUAoM
CO CMEHOW NPOV3BOANTENA.

» JleiikoneHus. Bctpeuaetca pegko. Hocut cybknuHuve-
CKMI xapaKTep. He TpebyeT cneyuduueckoro Habnoge-
HUSA.

» [vnepraukemus u Ketoauugos. Moryt otmeuyaTtbcs npu
nepeno3npoBke. Kpome TOro, faHHble ABEHWA MOTYT
6bITb cnpoBourpoBaHbl OPBU nnn nHon unHdekuuen
y NaLMUEHTOB, NMONyYaLUX afieKBATHYIO 103y AUA30KCU-
fa. fetam c BIM noka3aH 6ornee yacTblil KOHTPOJIb [to-
KO3bl U KETOHOB B KPOBM/MOYe Ha GOHe NHPEKLMOHHBIX
3aboneBaHnii. B ciiyyae ABMEHWUA 3HAUMMOWN rUNEpPrIu-
Kemumn (bonee 8 HaTowak 1 6onee 10 nocne egbl) U/Mnm
KeT03a, Ana3oKcug crielyetT OTMEHUTb Ha Nepurop NHobek-
uum [19, 32, 35, 45-50].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCcTB — 4)

KommeHnmapuu: [MpodonxumensHocme JjedyeHus 3d-
sucum om ¢opmel 3abonesaHus. B caydyae, ecnu ecme
OCHOBAHUA npeonosideame MpPAH3UMOPHOe meydeHue
(nayueHmel ¢ MAabLIM 8€COM K CPOKY 2ecmayuu, CUHOpOM
bekeuma-BudemaHa u 0p), 4yepes 3-6-12 Mmecaues 803MOX-
Ha npobHas ommeHa feyeHus (cM. pasoden «JJuHamuyeckoe
HabnwoeHue»).

B kayecmee Ouypemuka 8 csiy4de 3A0epXKu XuoKkocmu
npednoYmumesibHO nNpuUMeHeHUe npenapamos #2uopox-
siopmuasuda, 0Kasblearowezo nomeHyupyruwee delicmsue
Ha 0uasoKcuo, Ha nepuod UHGY3UOHHOU mepanuu u 8 cy4yae
Hanuyusa CUHOPOMA 3a0epXKU XudKkocmu y nayueHmos 6e3
uHgy3uoHHoU mepanuu.

3.3.2. KoHcepsamuegHaa mepanus emopodu JIUHUU.

ComamocmamuH u e2o aHasoau

o  PexkomeHpgyetca: Tepanua npenapatamy #OKTpe-
oTMaa** B cnyyae oTcyTCTBUA dddPeKTa OT AUazoKcuaa unm
ero HenepeHocumocTu. #OKTpeoTna** y naumeHTos ¢ BIU
Ha3HayaeTcs B CTapTOBOW Jo3e 3 MKI/Kr/CyT. B Buae gpob-
HbIX MOAKOXHbIX NHBbEKLNI Ka)<able 6 YacoB UK B BUAE He-
NPepbIBHON NOAKOXKHOW NHOY31M (C NPUMEHEHEM NHCYNN-
HoBoW nomnbl). Mpu oTcyTcTBMM 3ddeKTa 03a MOXKET ObITb
nocTeneHHo yBenmyeHa. MakcnmanbHasa TepaneBTUYeCcKas
fo3a coctaBnset 20 mkr/kr/cyT. [19, 30, 32, 51].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

e  PexkomeHgyeTcAa: npu npuMeHeHUU #OKTpeoTu-
Ja** ero HenpepbIBHOE MOAKOXHOE BBeAEHME, YTO NO3BO-
nAeT fobUTbCA CTOMKOM KOHLEHTPaUUK NpenapaTa B KPOBK
YU MUHVMU3MPOBaTb BapMabesibHOCTb MIMKEMUN B TeueHne
OHA [19,32,56].
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YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

° PekomeHpayeTcs: y nauvieHToB ¢ auddysHon dop-
MO 1 Hannumm xopoluero 3¢ deKTa oT #oKTpeoTnga** nepe-
BOA Ha Tepanuio comatocTatuHom (Mpynna ATX ComaTocTa-
TWUH 1 ero aHanorn HO1CB) NPONOHIMPOBAHHOIO AeNCTBUA
(B TOM uncne npenapatbl #/laHpeoTna** B cTapToBON f03€
30-35 mr 1 pa3 B 28 gHeln 4YTO CyWweCTBEHHO MOBbIWAET Ka-
YeCTBO »KN3HU 6onbHbIX [19, 32, 52, 57].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

Cpeaun nobouHbix 3¢pdeKkToB Hanbonee 4Yacto BCTpeya-
loTCA:

1. Aucnencusn, guapes, cteaTtopesn, KOANKM.

. PekomeHpayeTcsa: Ha3HaueHWe Tepanum depmeHT-
HbIMW MpenapaTamu B BO3PaCcTHbIX 4O3MPOBKAX AeTsAM CTap-
we 3 neT no nHCTpyKumm [19, 32, 58].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

2. XenuekameHHaa 6GonesHb, Gonee xapakTepHa A
nauveHToB CTapluero Bo3pacTa (y AeTei nepBoro roga
XKIM3HU BCTPEYaeTCs KpaviHe peako).

. PekomeHpayeTcs: NpoBefieHe KOHTPOJbHbIX Yib-
TPa3BYKOBbIX MCCIefOBaHUA OpPraHoOB OPIOLIHOWM MONOCTY
(komnnekcHoe) 1 pa3 B 12 mecaues [19, 32, 54].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 3)

3. OcTpblit HEKPOTUYECKUI SHTEPOKONNT, peaKoe n da-
TaJIbHOE OCNIOXKHEeHUe. ONMCaHO TONbKO Y AeTel NepBbiX
AHEN 1 Hegenb *un3Hu #OKTpeoTNa** NpoTnBONOKasaH
JAETAM C ABNEHUEM HEKPOTUYECKUI sHTepoKkonuT (HIK)
B aHamHe3e [53, 55].

4. CHMKeHue TeMNoOB PocCTa, nopasneHune cekpeuvu CTI.
. PekomeHpayeTca: perynfapHoe r3MepeHue pocTa,

onpegeseHne UHCynuHonopo6Horo dakTopa pocTta 1 B Kpo-

BY NPW AINTENBHOM NPUMeHeHN #oKTpeoTuga** [54].
YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 3)

5. MmnoTnpokcnHemumaA. B pegkux ciyvyasax MOXeT OoTme-
YyaTbCA NPU NPUMEHEHUMN BbICOKUX A03 (15-20 MKr/Kr)
#okTpeotnga** [19, 32, 54].

. PekomeHpyeTcs: npoBefeHME  KOHTPOJIbHOMO
onpepneneHns ypoBHsa TMpeoTponHoro ropmoHa (TTT) B Kpo-
BV 1 OmnpefeneHne ypoBHa cBob6ogHoOro tupokcrHa (CT4)
B CbIBOPOTKE KPOBM B AnHamuKe [19, 52, 54, 56, 571.

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

KommeHmaputi: ona #okmpeomuda** xapakmepHa ma-
Xxugunakcus. B 6onbwiuHCcmMee c/iyyaes 8 cmapme mepanuu
ommeqaemcs nosvllleHue Ypo8Hs 2/IUKeMuUuU, 0OHAKO, 8 me-
yeHue 1-3 OHell nompebHOCMb 8 UHY3UOHHOU Mepanuu Mo-
XKem 80306HO8UMbCH.

3.4. Xupyprunuyeckoe neyeHue BIr'v

. PekomeHayeTca: MpoBefeHre XUPYPruyeckoro
nevyeHns npu ¢oKanbHbIX GopMax B 06beme YaCTUYHON pe-
3eKUMA NOXKENYAOUYHOM Xese3bl C yaaneHnemM naTonornye-
ckoro dpokyca [19, 32, 58-60].

YpoBeHb y6epgutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fO0Ka3aTeNbCTB — 4)

KommeHmapuli: 8 ucxooe onepayuu — nosiHAs pemuccus
Bry.
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e  PekomeHpyeTcA: MpPOBEAEHUE XUPYPrUYECKOro
neyenus npv auddysHbix bapMakopesnCTEHTHbIX popmax
B 06beme cybTOTanbHOWM NaHKpeaTakToMmm (95-98%) Mpu
Anddy3HBIX POpPMax BO3MOXKHO NPOBELEHME YaCTUUYHOM pe-
3ekuumn (70-80%), KoTopas He NO3BONAET OOUTLCA MOSTHOrO
BbI3JOPOBEHUS, OAHAKO, B MOC/IE0NePaLMIOHHOM nepuoge
MOXeT 6bITb KOHTPONUpYyeMa NpenapaTamm, CHUXKaoLWUMM
ceKkpeuuo MHCYNuHa (amnasokcng, #okTtpeotup** B pgo3ax
YKa3aHHbIX NPV Tepanuu BPOXAEHHOIO TMMNEPUHCYTUHU3-
Ma (cMm. Bbiwe)). O6bem onepaTMBHOrO BMELLATENbCTBA NPW
anooysHon dopme [omKeH 06CyKAaTbCA KoNnermanbHO
B KaXk[IOM KOHKpeTHOM cnyyae [19, 32, 58-60].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCcTB — 4)

Kommenmapuu: Vicxod onepayuu — 8 nepsbie 200bl NO-
CJle oNnepamugHo20 seqeHus syzauxkemusa (50-60%), eunoe-
nukemuu (30-40%), caxapHviti ouabem (10-20%); npu omoa-
JleHHbIX HabsoeHUsx 6onee 10 nem — caxdpHeili duabem
00 95%, 3K30KpUHHAA HedocmamoyHocmeo [32, 58-60.]

BbinosniHeHuUe onepayuli 803MOXHO KAaK 1anapomomuye-
CKUM, mak u iandpockonuydeckum oocmynom [61]. Onepayus
00/1HA NPOBOOUMCA ONbIMHbLIM XUPYp20OM. B x00e onepayuu
NoKasaHo nposedeHUe CPOYHO20 UHMPAONEPAayUOHHO20
Nnamosi020aHAMoOMUYeCcKo20 UCC/1e008aHUS 019 OONOJIHU-
mesibHoU 8epugukayuu Mopgosiozudeckoli hopmbl U OUeHKU
PAaoUKaIbLHOCMU XUPYp2UHYeCKo20 JiedeHUs npu oKasibHoU
popme.

0606weHHbIl anzopumm OUd2HOCMUKU U JleYyeHUs nd-
YUeHMOo8 C BPOXOEHHbIM 2UNepUHCY/IUHUIMOM C y4emom
K/TUHUYeCKUX U 2eHemuyecKux ocobeHHocmel npedcmassieH
HA pucyHke 2.

4. MEOULMHCKASA PEABUIUTALUA U CAHATOPHO-
KYPOPTHOE JIEYEHUE, MEAULIMHCKUE MOKA3AHUSA
W MPOTUBOMOKA3AHUA K NPUMEHEHUWIO METOAI0OB
MEAULMUHCKOW PEABUIUTALUM, B TOM YUCIIE
OCHOBAHHbIX HA UCNOIb30BAHUM NPUPOJHBIX
NEYEBHBIX ®AKTOPOB

. PekomeHpyetca: HabnogeHne Bpaya-HEBPOJIOra,
Bpava-odpTanbmosiora U MEAULMHCKOTO Jiororneaa Bcem ge-
TAM € B[U (yumTbiBas BbICOKME PUCKM HEBPOJSIOTNYECKUX OC-
NOXXHEHWN Y NaLWEHTOB C HeOHaTaNlbHOW FMMepUHCYNNHe-
Muyeckor runornukemmeit). O6bem 1 NPOJOIKUTENBHOCTb
peabunMTaLMOHHbBIX MePOMNPUATMIA ONpeaensaioTca cTene-
Hblo runornukemmnyeckoro nospexaeHua LLHC n onpepens-
0TCA Bpayom-HeBponorom [19, 32, 62, 63].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

5.MPOOUNAKTUKA N AUCNAHCEPHOE HABJIIOAEHMUE,
MEAVWUNHCKMUE MOKA3AHMA N NPOTUBONOKA3AHUA
K NMPUMEHEHWUIO METOAOB MPOOUNIAKTUKHN

. PekomeHpyetca: perynspHoe ob6cniefoBaHue
getenn ¢ BIM c uenbto oueHKM KomneHcaumm 3aboneBaHus
1 3¢ dEKTMBHOCTM MPOBOANMOrO fiedeHns. MHormm nccne-
JoBaTtenAMu 6bly10 OTMEYEHO, UTo TeueHue BI'M c Bospactom
CTaHOBUTCA Gonee MAMKMM, @ B HEKOTOPbIX Ciy4yasx, BO3-
MOXHa [aXke NoJsiHaa pemuccus. ITo, B NepByto ovepeb Ka-
caeTca AeTeln C TPaH3UTOPHbIMK BapuaHTamu (NocnencTeumA
neprHaTanbHON acouKcmm, cMHapoManbHble dopmbl BIA).
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00YCNOBIEHHbI
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cTpeccom dopma dopma
CrvHapoMarnbHble
Y (reTepo3UroTHbIN (reTepo3UroTHbIN
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\

¢dakTop?
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nog»kenyao4yHom
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BapuaHT)
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ABCC8 u KCNJT11
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GCK, HK1, INSR
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\/

A A A
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. MNepeBopg Cy6ToTanbHan
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Ha naHpeoTua MaHKpeaTIKTOMUA

rMNoranKemMmnm Harpyskm
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ABCC8 uKCNJ11
(reTepo3uUroTHbIN

BapWaHT)
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0Co6eHHOCTEN.
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Takmm naumeHTaM BO3MOXHa OTMEHa Tepanuu B TeyeHue
nepsbix 3—12 MecAueB xn3Hu [2, 19, 30, 64].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JJOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

JuncnaHcepHoe HabnogeHwe peteil ¢ TPAH3UTOPHBIMY
mArkumn dopmamun BI'M (nocnepcteus 3BYP, nepuHaTtanb-
HOW achrKCMm, CUHAPOMAasIbHble GOPMbI):

. PekomeHpayeTcAa npoBefeHve criegylowmnx Mepo-
NPUATUIA:

1. OcMOTp-KOHCYynbTauusa

He pexe, yem:

- [Npuem (ocmoTp-KOHCYNbTaLMA) Bpaya - AETCKOro SH-
JokpuHonora — 1 pa3 B 3 mecAua.

- [Npuem (ocmoTp-KOHCYNbTaLmA) Bpaya-HeBponora —
1 pa3 B 3 mecaua.

- [puem (ocmoTp-KOHCYNbTaUMA) Bpaya-negmnatpa —
1 pa3 B 3 mecaua.

- MMpurem (ocMOTp-KOHCYNbTaLmaA) Bpava-ohTanbmMosio-
ra-1 pas B 6 mecsLes.

2. Jla6bopaTtopHbie o6cnegoBaHuA:

- WccnepoBaHume rnioko3bl KPOBY Kaxkable 3 yaca B Te-
yeHue 2-3 gHen Ha poHe Tepanum — 1 pa3 B 3 me-
cAua.

- [MMpoBepeHne npobbl ¢ ronogaHvem (MccnegoBaHue
rMIOKO3bl KPOBM, MCCNefOBaHUE WHCYNMHA KPOBWY,
unccnepgoBaHme C-nenTuga KpoBW, uUCCegoBaHue
3-rmapoKkcm 6yTmpaTa B KpPOBUW, MPU [AOCTUXKEHMWU
HOPMATUBHOIO FOJIOAHOTO MPOMEXYTKA U Ha poHe
rMnornMkeMnn) Ha poHe Tepanum — He pexe Yem
1 pa3 B 6 Mec.[19, 30, 32, 65].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JJOCTOBEPHOCTMN AOKa3aTenbCTB — 5)

. PekomeHpyeTcA NpobHaA OTMeHa Tepanum fMa3okK-
CUAOM NPU CTONKOM OTCYTCTBUM FTMMOTMNKEMUA I MUHUMAb-
HOIl TepaneBTUYECKON A03e Npenaparta (MeHee 3 Mr/Kr/cyT).

Yepes 3-4 gHA nocnie NofHoW OTMeHbI pebeHKy NpoBo-
anTca npoba c ronogaHuem (MCCnegoBaHUE rOKO3bl KPOBY,
nccnefoBaHne NHCYNMHA KPOBU, nccnegoBaHue C-nentnga
KPOBW, UCCrieloBaHne YPOBHA KETOHOBbIX TeN B KPOBU Mpwn
OOCTVIXXEHWY FOJIOAHOTO MPOMEXYTKA MO BO3pacTy pebeHKa
U Ha GoHe rMNornnKemMnm).

Mpu OTCYTCTBMM AaHHbIX 3@ TMNEPUHCYINHK3M, Heob-
XOAUMOCTY B AajibHENLeM feyeHn Takux NaumeHToB HeT
[19, 30, 32, 64].

YpoBeHb y6epgutenbHocTn pekomeHpauuin C (ypo-
BeHb JJOCTOBEPHOCTMN AOKa3aTenbCTB — 5)

JuncnaHcepHoe HabnofgeHre aeTen ¢ NepcucTUpyoLm-
MU papmaKko-uyBCTBUTENbHBIMK dopmamu BIU:

. PekomeHAyeTcss KOMMJIEKCHOE 06CnefoBaHue
C KpaTHOCTbIO He pexke yueM 1 pa3 B 3 MecALa Ha epBOM rogy
KM3HWY, 3aTeM He pexe yem 1 pa3s B 6 mecALeB o 3-X eT, 3a-
Tem (B Cnyyae KOMMeHcauuun) — He pexe, yem 1 pas B rog
B cnepytoulem obbveme [19, 32, 651:

1. OcMOTp-KOHCYNbTauna Bpayeil cneynanncros):

- [Npuem (ocmoTp-KOHCYNbTaLmA) Bpaya - AETCKOro SH-
IOKPUHONOTra;

- [Npuem (ocMOTp-KOHCYNbTaUMA) Bpaya-HEBPONOra;

- [Npuem (ocmoTp-KOHCYNbTaUKWA) Bpaya-negmaTpa;

- MMpurem (ocMOTp-KOHCYNbTaumaA) Bpava-ohpTanbmMosio-
ra c opranbMoCKonuer;

- [Mpuem (ocMOTp-KOHCYNbTaLMA) MEAULUHCKOrO JIOro-
nepa.

Bpauen  cneuvanucToB
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2. JlabopaTopHblie 06cneqoBaHNA NA NaLNEeHTOB, No-
nyyvalwmx anasoKkcua;

- WNccnepoBaHume rmioko3bl KPOBY Kaxkable 3 yaca B Te-
YyeHue 2-3 fHel Ha poHe Tepanuu.

- KoHTponbHas npoba c ronogaHuem (uccnegoBaHue
TMIOKO3bl KPOBW, UCCIEAOBaHUE MWHCYNIMHA KPOBMU,
uccnegoBaHue C-nentvga KpPoBU MpW OOCTUXEHWU
HOPMATMBHOIO FOJSIOAHONO MPOMEXYTKA U Ha GpoHe
TMNOANKEMAN, UCCIIeJOBaHNE YPOBHSA KETOHOBBIX
Ten B KPoBW) Ha poHe Tepanum.

- O6wui (KNMHUYECKNI) aHANU3 KPOBU Pa3BEPHYTHIN.

- OnpepeneHne ypoBHelN Kanud, HaTpuAa, MOYEBOW
KUCIIOTbI B KPOBU.

2.1. JlabopaTopHble ob6cnepgoBaHnA AnA nauu-
€HTOB, NosyvYawlWmux Tepanui npenaparTa-

My 13 rpynnbl COMaTocTaTUH U ero aHanoru

(Tpynna ATX ComatocTaTUH M €ro aHanoru

HO1CB)

- WccnepoBaHne rnoKO3bl  KPOBU  KaxAble
3 yaca B TeueHue 2-3 gHel Ha GOHe Tepanuu.

- KoHTponbHas npoba c ronogaHvem (uccnego-
BaHMeE [JI0KO3bl KPOBM, NCCNIelOBAHNE UHCY-
NMHa KpoBw, nccnegosaHvie C-nentnga Kposu
npyv SOCTVMXKEHWUM HOPMATUBHOMO FOSIOLHOMO
NpoMeXyTKa Unn Ha GpoHe rmnornuKkemuu, nc-
CnefjoBaHNe YPOBHA KETOHOBBIX TeJl B KPOBM)
Ha ¢oHe Tepanuu.

- O6wui (KNMHNYECKU) aHann3 KPOBM pa3Bep-
HYTbIN.

- OnpepgeneHrie YpoBHEW afiaHMHAMUHOTPAHC-
¢depasbl, acnapTatammHOCTpaHchepasbl, 06-
wero 6GunupybuHa, wenouHom ¢ocdatasbl
B KPOBW.

- WccnepoBaHne TpeoTpomnvHa B KPOBW, UC-
cnepoBaHMe cBOGOAHOIO TMPOKCKHA B KPOBY,
uccnegoBaHUe YPOBHA WHCYIMHOMOZOOHOMO
¢dakTopa pocTa 1 B KPOBM.

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: Koppekuus 003 npenapamos OO/IKHA
6bImb 8 nepayio ouepedb OCHOBAHA HA NOKA3AMesIsX 2JiuKe-
Muu u pesynemamax 06cs1e008aHus, a He 6bimb UCK/TIOHU-
meJibHO pacdemHod.

B nybepmamHom nepuode Moxem ommedamscs 0eKOM-
neHcayus 3a60/1e8aHUA, CHUXeHUe KOMNIaeHMHOCmu npu-
emMda npenapamos, ymo mpebyem 6osee 8HUMAMebHO20
o06cnedosaHus Oemed, a 8 HEKOMOPbIX CJTy4dsax NpUssIeYeHUs
ncuxosoauyeckol No0OepXKKU.

3. UHcTpymeHTanbHble o6cnepoBaHuaA:
- YNbTPa3BYKOBOE WCC/IeJOBaHNE OPraHoB OPIOLWHON
nonocTn (KomnnekcHoe) (AnA nauveHToB, NosyYato-
WX Tepanuio npenapatamm u3 rpynnsl ComatocTa-
TUH U ero aHanoru (Mpynna ATX ComaTocTaTviH 1 ero
aHanorn HO1CB.)

- MPT ronosHoro mo3sra (no pekomeHgaL M HeBPOJIO-
ra n/vinu optanbmonora)

- Dxokappauorpadusa (maymeHTam, Nonyyarlmm Tepa-
nyo Ana3oKcmaom, He pexe 1 pasa B rog)

- DnekTtposHuedanorpadus (Mo pekomeHZauUuMn He-
BpoJiora).

YpoBeHb y6egutenbHocTn pekomeHgauuin C (ypo-

BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)
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JucnaHcepHoe Habro0eHUe demeli nocsie
cybmomaneHou naHkpeamskmomuu [32, 68, 69]:
. PekomeHpayeTtca: ob6cnefoBaHMe C KpPaTHOCTbIO
He pexe ueM 1 pa3 B 3 MecALa Ha MePBOM roly *KM3HU, 3aTeM
He pexe yem 1 pa3 B 6 mecALeB Ao 3-x JieT, 3aTem (B csiyyae
KOMMeHcaLmm) — He pexe yem 1 pa3 B rog, B CyiefiytoLlem
obbeme:
1. OcMOTp-KOHCYNnbTauusa Bpaueil cneynanancros
- [Npuem (ocmoTp-KOHCYNbTaLMA) Bpaya - AETCKOro SH-
LOKpUHOMora
- [puem (ocmMOTp-KOHCYNbTaLMA) Bpayva-racTposHTe-
ponora
- [Npuem (ocmoTp-KoHCYNbTaUKWA) Bpaya-negmaTpa
2. JlaGopaTtopHble 06cnefoBaHUA — KOMMJIEKCHOE
obcnenoBaHme Ha npegmeT PasBUTUSA WHCYNMH3aBU-
CUMOFO CaxapHoro puabeta (uccnepoBaHUeE YPOBHSA
rMOKO3bl B KPOBW, UCCNIeAOBaHNE YPOBHA MNKUPOBaH-
HOrO remornobrHa B KPOBWY, MIOKO30TONIEPAHTHBIN TECT)
N OLIEHK/ IK3OKPUHHOM GYHKLMN NOAXKENYAOUYHOM Ke-
nesbl (konponoruyeckoe mnccnefoBaHue, onpeaeneHne
aKTMBHOCTU NMaHKpeaTU4eCcKom snactasbl-1 B Kane).
YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JJOCTOBEPHOCTMN fOKa3aTeNnbCTB — 4)

6. OPTAHU3ALINA OKA3AHUA MEAULIMHCKOMN
nomoLuu

MokasaHuAa AnAa rocnutTannsayun B MefULNHCKYIO
opraHusauumio:
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1) BnepBble BbIIBNIEHHAsA rMNOriuKemMus y pebeHka ¢ ue-
Nbl0 NpoBefeHna 06CNefoBaHUA U YTOUYHEHUs Aua-
rHosa.

2) runornvkemusa y naumeHToB ¢ BI'M, conpoBoxpatoLan-
cA cypgoporamu/noTepen CO3HaHUA OnA KynvpoBaHUA
OCTPOro COCTOAHUA 1 Noabopa/KoppeKL M Tepanuu.

3) npoBefeHne XxMpypruyeckoro neyenus Br.

4) nnaHoBasa rocnuTanusayma nauneHTos ¢ BI'M gna npose-
[EHVA KOHTPOJIbHBIX NPO6 C Lienblo KOppeKLmM NPoBo-
OVIMOTO NneyeHuns.
lNMokasaHMA K BbINWCKe MauyieHTa U3 MepuLUHCKON

opraHusauymm

1) Hanuume KIMHWKO-NABOPATOPHON MeLMKAMEHTO3HOW
KOMMeHcaLmm no pesysbratam o6cieloBaHmA.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢duHaHcmpoBaHmA. PaboTa BbIMONHEHA B paMKax TeMbl
roczafaHva «MepcoHndnLMpoBaHHas KOMMIEKCHasa Tepanua 3aAepKkin
poCTa 11 MOJIOBOrO PasBUTWA Y AeTeil C BPOXAEHHbIMU OpdaHHbIMU SHAO-
KprHonatnammu», Homep 126022417900-6

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C NMy6nvKaLumen Ha-
cToALWEN CTaTbM.

YyacTtue aBTOpOB. BCe aBTOpb 0A06pUNM GUHaNbHYIO BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasun coriacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NH06OI YacTh
paboTbl.
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FTOPMOH POCTA U ®EPTUJIbHOCTb: MOJIEKYJIAPHbIE MEXAHWU3MbI N OMNbIT

AABIOBAHTHOW TEPANMUU B PENPOAYKTONOINN

HAYYHbI OB30P

updates

© H.H. Bonesopas'? M.B. BopoHuosa'?, [1.10. HesonbHukos?**, O.P. TpuropsaH', C.10. BopoTtHrKkosa', PK. Munxees'

"HaumoHanbHbI MegULMHCKUIA NCCNefoBaTENbCKNA LEHTP SHAOKPMHONOM MU UM. akagemunka W.N. Nenosa, Mockea, Poccus
2MoCKOBCKUIA 06/1aCTHOW HAayYHO-UCCefoBaTENbCKUI KNUHNYECKM MHCTUTYT um. M.O. Bnagummnpckoro, Mocksa, Poccus
3MOCKOBCKUI rocyiapCTBEHHDBIN yH1BepcuTeT um. M.B. JlTomoHocoBa, MockBa, Poccus

lfopmoH pocTta (TP) n nHcynnHonogo6bHbin daktop pocta-1 (UOP-1) ABnAlTCA OQHMMU U3 Ba)XHEWLIUX FOPMOHOB He
TONbKO B PErynALMmn NoCTHaTaIbHOro POCTa U Pa3BUTUA, CTaPEHNA Y NPOJOIKUTENBHOCTU XU3HWU, HO 1 PENPOAYKTUBHOM
OYHKUMM Y XKeHWKWH. B KnnHuyecko npaktuke P WMpoOKo NprMeHAeTcA B KauyecTBe afbloBaHTHOro npenapata Agns
YAYULIEHVA Pa3NYHbIX KIUHUYECKUX WUCXOAO0B MPW WCMONb30BaHUN BCMOMOraTeNibHbIX PEenpPOAYKTUBHbBIX TEXHONOIMIA
(BPT) c uenbto yBennueHmAA KoNM4ecTsa nosyyaeMblix OOLUTOB/3MOPMOHOB, YNyYLLEHMWA NX Ka4yeCTBa, MOBbILEHNA YacToTbl
H6epeMeHHOCTEl U yCnelHbIX POAO0B B 06LLel NonynAumMn U cpeai NauneHTok ¢ geduuymtom I'P. 3a nocnepHune Tpu gecatu-
netna ponb P, NOP-1 B perynaumm }xeHCKon penpoiyKTUBHON GyHKLMM NpuBeKaeT Bce 60sbLuee BHMMaHNe 1 CTaHOBUTCA
npeamMeTom UCCNeA0BaHUN KaK B SHAOKPWUHOJOIW, Tak U B PENPOAYyKTONOrm.

KJTIOYEBbIE CJIOBA: comamomponHeit; 20pMoH pocma; UDP-1; scnomozamesnbHble penpodyKmusHble mexHoI02uu; pepmusibHocme; bec-

niooue; bepeMeHHOCMb.

GROWTH HORMONE AND FERTILITY: MOLECULAR MECHANISMS AND EXPERIENCE OF

ADJUVANT THERAPY IN REPRODUCTOLOGY

© Natalya N. Volevodz'? Mariya V. Vorontsova'?, Dmitrii Yu. Nevolnikov**, Olga R. Grigoryan', Svetlana Yu. Vorotnikova',

Robert K. Mikheev'

'Endocrinology Research Centre, Moscow, Russia

2Moscow Regional Research and Clinical Institute named after M.F. Vladimirsky, Moscow, Russia

3M. V. Lomonosov Moscow State University, Moscow, Russia

Growth hormone (GH) and insulin-like growth factor-1 (IGF-1) are pivotal hormones regulating not only postnatal growth,
development, aging, and longevity but also female reproductive function. In clinical practice, GH is widely utilized as an ad-
juvant therapy to enhance various clinical outcomes in assisted reproductive technology (ART). It is aimed at increasing the
yield and quality of oocytes and embryos, as well as improving pregnancy and live birth rates both in the general population
and among patients with GH deficiency. Over the past three decades, the roles of GH and IGF-1 in regulating female repro-
duction have garnered increasing attention, becoming a major focus of research in both endocrinology and reproductive

medicine.
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BBEJEHUE

Jlokyc reHa ropmoHa pocta (IP) yenoseka (GH) pacno-
NIOXKeH Ha ASUHHOM nnede 17-n xpomocombl (17q22-24)
N npeacTaBnsieT cobon Knactep MPOTSKEHHOCTbIO OKOJIO
50 TbicAY nap Hykneotuaos. OH BKOYaEeT NATb FEeHOB: FNMNo-
¢dmzapHbIn [P (GH1/GH-N), nnaueHTapHbIn BapuaHT P (GH2/
GH-V), XopnoHn4yeckme coMaTtoMammoTponuHbl 1 n 2 (CSHT,
CSH2), a Tak»e NCceBAOreH XOpPUOHNYECKOro COMaTOMaMMO-
TponuHa (CSH-L) [1].

CornacHo CcoBpeMeHHbIM AaHHbIM, JIOKalbHO npoay-
umpyembii P 1 accoummpoBaHHble C HUM CUTHasnbHble
KacKagbl UTPaIOT KIIIOYEBYIO POJib B perynauun GyHKuum
AVNYHNKOB MeKkonuTalowmx. Tak, HokayT peuentopa [P

(pl'P) (reH GHR) y mbiwen NPUBOANUT K BblpaXKeHHOMY CHU-
XeHuno GepTUAbHOCTY, YTO KOPPENpPYyeT C KIIMHNYECKOW
KapTVMHOW Y XeHWuH ¢ geduyutom P [2]. B BeTepuHap-
HOW NpaKThKe npumeHeHune 3Kk3oreHHoro P B npoToko-
nax MHAYKUMN OBYNALUN U OCEMEHEHNA [OCTOBEPHO MO-
BbILIAET YaCTOTY HaCTyMnJieHA 6epeMeHHOCTN y KPYMHOTO
poratoro ckota [3].

Mmybokoe NoHMMaHVe NaTTEPHOB IKCMPECCUU, MOSEKY-
NAPHbIX MEXaHN3MOB U CUTHasbHbIX NyTen cuctembl [P/plP
B ANYHMKAX YesIoBeKa KPUTUYECKM BaXKHO JJ1sl pa3paboTku
TapreTHbIX ANarHOCTUYECKMX U TepaneBTUYECKNX CTpaTernmn.
B yacTHOCTM, ONTMMM3aLMA CXeM 3aMeCTUTENIbHOW Tepanuun
[P moxeT cTaTb NepCcnekTMBHbIM MOAXOAOM B MPeofoNeHN N
6ecnnoana n KOPPEKLUMY OBYIATOPHBIX HAPYLLUEHWIA.
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OKCNPECCMA TOPMOHA POCTA B rMnO®U3E
N BHE ElFoO

lmnodwusapHbin TP (rTP) skcnpeccnpyetcs, Kak cnegyet
U3 Ha3BaHWA, NPEMMYLLECTBEHHO B NepefHel Jone runo-
¢u3a. Ero cuHTE3 aKTUBUPYETCA MPU CBA3bIBAHUW Crew-
ndnyeckoro 6Genka-akTMBaTOpa C MNPOMOTOPHbIMM (UuC-
AKTUBHbIMW) NocnefoBaTenbHOCTAMY reHa GHT [4]. JaHHbIn
TPAHCKPUMUMOHHBIA $aKToOp, W3BECTHbI Kak Pit-1 (nnu
POU1F1), otHocuTcA K cemencTtsy POU-gomeHOB 1 noKanu-
3yeTca B sifgpax COMAToTPOdOB, NaKTOTPOdOB 1 TUPEOTPO-
¢os [4]. Pit-1 urpaet onpegensioLLyto posb B audpdepeHun-
POBKE 3TUX KNETOUHBIX IMHUI, obecneurBas HOPMasbHbIN
MopdoreHes rmnodusa n agexkBaTHyto cekpeuuio Py mne-
KonuTatowwmx [5]. KnuHnyeckaa 3HaUMMOCTb STOr0 MexaHu3-
Ma NOATBEPKAAeTCA TeM, YTo MyTauum reHos Pit-1 n GHI1
aCcCoOUMMPOBaHbI C TSXKeNbIM GOpMamMin 3aaepPXKKu dpusnye-
CKOro pa3BuTuA y geten [6].

ComaToTpodbl runodusa ciy>kaT OCHOBHbIM UCTOUYHU-
KoM cucTemHoro 'P: nocnie runodusskToMmm nnm gectTpyk-
LUK KeNie3bl YPOBEHb FTOPMOHA B CbIBOPOTKE KPOBW CTAHO-
BUTCA MpPaKTUYeCKn Heonpepensaembim [7]. Tem He MeHee
sKkcnpeccns TP Takxke 3aduKCUpoOBaHa B pAde BHErunno-
¢dur3apHbIX NOKaLMIA, BKOUYas HEPBHYIO, UMMYHHYIO, cep-
[1eYHO-COCYAUCTYIO U PENPOAYKTUBHYIO CUCTEMBI, @ TaKXKe
KOCTHYIO 1 MbIleYyHyo TKaHu [8]. B gaHHbIX IoKycax fio-
KanibHO CMHTe3mpyembln [P BbiCTynaeT B ponv ayTOKPUH-
HOMO WU MAPAKPVHHOIO PerynATopa, KOHTPONMpysA MNpo-
nudepauuio, andpepeHUNPOBKY 1M MeTabonmn3M KIeToK.
MpumeyvaTenbHO, UTO Takas NoKanbHaa perynauma NHULK-
MpYeTCa B OHTOreHese elle 10 OKOHYaTeIbHoro GopmMmumpo-
BaHuA runooursa [8].

OKCNPECCMA TOPMOHA POCTA B ANYHUKAX

TpaHCKPUNTbI BCEX NATU FEHOB KNlacTepa ropMoHa pocTa
(GH1, GH2, CSH1, CSH2 u CSHL1) BbiaBNAKOTCA B ANYHUKAX
XEHLUUH KaK B PeNpOAYyKTUBHbIV Nepuot, Tak 1 B NOCTMe-
Honay3e [9]. MPHK 1 6enkoBble npogykTtbl [P nokannsosa-
Hbl B OOLTaX, KNeTKax CTPOMbI 1 rpaHynesbl [10]. YuacTtue
rfP B perynsunMy KnueBbIX OBapualibHbIX MPOLECCOB,
B YacTHOCTW GONNMKyNnoreHesa, CBMAETENIbCTBYET B MOJb-
3y ayTOKPUHHOTO 1 MAapakpMHHOIO MeXaHM3MOB AeNCTBUSA
ropmoHa [11].

Pe3ynbTaTbl COBPEMEHHbIX WCCNIeJOBAHWI, BbIMOJIHEH-
HbIX C MPUMMEHEHMEM WMMMYHO(IYOPOMETPUUECKOTO aHa-
N33, NOATBEPXKAAIT Hannume 6enKoBbIX MPOAYKTOB FEeHOB
GH1, CSHT u CSH2 (cootBeTcTBEHHO, TP, mnaueHTapHbIN
naktoreH Tuna A (hPL-A/TJIT A) 1 nnaueHTapHbIA NaKToreH
Tuna B (hPL-B/MNJT B)) B 3KCTpaKTax TKaHEN ANYHMKOB He3a-
BMCUMO OT PEeNpOAYKTUBHOIO CTaTyca XeHLWuHbI. [pumeuya-
TeJIbHO, YTO KOHLEeHTpauus 6enka rl'P octaetca ctabunbHoOM
B pas/fiMyHble 3Tarnbl PENPOAYKTMBHOIO CTapeHus, B TO Bpe-
M$ KaK YPOBHW GeNKOB CeMeNCTBa MilaLeHTapHbIX JIAaKTore-
HOB CYLLLIeCTBEHHO CHMXAlOTCA B MOCTMeHonays3e [9].

PELENMTOPbl FTOPMOHA POCTA B ANYHUKAX
WccnegoBaHmA Ha XXMBOTHbIX MOAEenaAX (KPbiCbl, CBUHbY,
KPYMHbIN poraTbifi CKOT) NPOAEMOHCTPUPOBaNN 3KCnpec-

Cuto pelenTopa ropmoHa pocTa (pl'P) B ooumTax 1 KneTkax
rpaHynesbl npeaHTpanbHbix Gonnnkynos [12]. Y yenoseka
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6enok pl'P n ero MPHK-TpaHckpunTtbl naeHTUMLMPOBaH®I
B OoUMTaX, KNeTKax rpaHynesbl 1 CTPOME ANYHUKOB Kak
B aHTeHaTa/lbHOM Nepuoge, Tak 1y B3POCSIbIX XeHLwuH [10].
Kpome Toro, akcnpeccusa plP 3adukcrmpoBaHa B KieTKax
XKeNToro Tena y pasfnyHbiX BUAOB MIIEKOMUTAIOWMNX, BKIIO-
Yyasl 4yesioBeKa, YTO CBUAETENbCTBYET O 3HAYMMOW PONM
COMaTOTPOMHOW CUCTEMbI B PETYNALNN TIOTENHOBOWN GYHK-
uuwu [6].

BJIMAHUE TOPMOHA POCTA HA ANYMHUKN U MATKY

[P cnocobcTByeT MOBbIWEHWIO GEPTUABHOCTY, OKa3bl-
BasA NPsMOEe BO3[eNCTBME Ha AVYHMKM 1 MaTKy [13]. O6na-
JaA aHTUOKCMAAHTHbIMW cBoWCTBaMu, P MuHMmnsnpyet
MOBPEXAEHME TKaHel (B TOM UMCTe MOCe XUPYPrnyecKunx
BMeLUaTeNbCTB), ynyywaa obuwee ¢yHKUMOHaNbHOE CO-
CTOoAHNE ANYHMKOB. JloKanbHO cuHTe3npyembin P cnoco-
6eH CBA3bIBAaTbCA C COOTBETCTBYIOLWMUM peuentopom (plP)
B JHJOMIa3MaTnyeckom petukynyme. Obpasyowminca Kom-
nnekc P/plP nHuuyunpyet pekpytupoBaHue n aytodocdo-
pvnnpoBaHue KuHasbl JAK2 Ha yuTtonnasmatnyeckom fJo-
MeHe peuenTopa [14]. B panbHenwem komnnekc plP/JAK2
nHgyuupyet docpopunnposaHune 6enkoB cemerictea STAT
(STAT5a, STAT5b, STAT1 1 STAT3), KOTOpblE TPAHCIIOLMPYIOT-
cA B AP0, MoANGULMPYS SKCMPECCUIO TEHOB 1 KJIETOUHYIO
AKTUBHOCTb, BK/OYas npouecchl nponudepavmm [15].

Mpwn B3ammopgencteun roHagotponunHoB (OCT wn JIIN)
co crneunduyecknumm peventopamm (pOCI n pJir) akTnem-
pyetca curHanbHbi nyTb LAM®/npoTenHknHasa A, 3any-
cKalwWmn Knoyesble GONNKYNAPHbIE NPOLIECChl: CTEPOU-
poreHes, nponudepauuio n auddepeHUNpPoBKy KneTok [16].
WccnepoBaHus Ha KynbType KNeTOK rpaHynesbl KpbiC NoKa-
3anu, uto P noteHumpyet OCI-uHAgyLMpoBaHHyio audde-
peHUMPOBKY 3a cueT nosbliweHna skcnpeccun pOCT [17].
CuHeprunyHoe pencteue P n OCr-3asncumoro LAM®-cur-
HaJ/IMHra NPUBOAUT K YBENIMUYEHUIO SKCMPECCUUN PELIENTOPOB
JIT n ycnneHnio cmHTesa nporectepoHa [18]. Y XKeHwmH ctap-
Wero penpofyKTUBHOIO BO3PAcTa U MaLMEHTOK C HU3KUM
OBapuanbHbIM Pe3epBOM B NMporpaMmmMax 3CTpakopnopanb-
Horo onnogoTBopeHus (9KO) BkntoveHue P B NpoToKonbl
CTUMYNALUN COMPOBOXAAETCA MOBbLILLEHMEM 3KCMPEeCccmm
pJIT, pOCT n pl'P B Knetkax rpaHynesbl [19]. Takum obpasom,
P cnocobeH NoBbIWaTh YyBCTBUTENbHOCTb KJIETOK FpaHyre-
3bl K TOHaOTPONUHAM, MOAYNINPYA CTEPOULOTreHES 1 Pa3BU-
Tne donnukynos [20].

HakonneHHble gaHHble nogTBepxKaatT ponb [P Kak of-
HOFO M3 KIIUEBLIX PEryasToOpoB cTepougoreHesa, ¢on-
NNKYNOreHe3a, CO3PeBaHUsl OOLMTOB, YacCTOTbl OBYNALUU
1 GYHKLMOHANbHOWM aKTMBHOCTM »enToro Tena [13]. Hecmo-
TPS Ha TO, UTO FOHAAOTPONUHbBI r’MNodr3a OCTalTCA JOMUHN-
PYOLMMU peryasTopaMm OBapraNbHOIO CTepoUAOreHesa,
nccnegoBaHus in vitro BeMOHCTPUPYIOT CNocobHoCTb P mo-
OynupoBaTb NPOAYKLUMIO 3CTPaamnona u nporectepoHa [21].
B yacTHOCTK, B KNeTKax rpaHyniesbl KPpYnHOro poratoro cko-
Ta 1 JIIOTEMHU3MPOBAHHbIX KJIeTKax rpaHynesbl yenoseka [P
NOTEHLMPYET CUHTE3 3TUX CTEPONIHbIX FOPMOHOB [13].

Odoektol P Ha cTepouporeHes UMEIOT MEXBULO-
Bble Pa3fINumMA 1 3aBUCAT OT FMCTONIOTMYECKOWN CTPYKTYpbI
ANYHKKA. Tak, y cBuHel TP ctumynupyet 6asanbHyio npo-
OYKLMIO MPOrecTepoHa B »KEJITOM Tesie, He OKa3blBas BNU-
AHWA Ha pa3suBaowmecs donnukynbl. MNpu 3tom P ycu-
NVBAET NEeNTUH-UHAYLUPOBAHHBIN CUHTE3 MporecTepoHa
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donnukynom B nepuoge nepexopa B >kentoe Teno. B knetkax
rpaHynesbl Kpbic [P aktusnpyet OCl-3aBucMMbIN CTepongo-
reHes, He BNMAA Ha ero 6a3asnbHblil ypoBeHb. Kpome Toro,
ycTaHoBfeHo, 4yto [P cnocobeH cTMMynMpoBaTb CUHTE3 aH-
OpOCTePOHa 1 APYrUX aHAPOrEeHOB B KNeTKaX TEKU KPbIC BHE
3aBucumocTu ot npogykumm MOP-1 n uAMO-curHanuxra [6].

JKCrepuMeHTasbHble AaHHble Ha MOAENAX XUBOTHbIX
noaTBep)KAaloT NponmdbepaTMBHOE U aHTUAMONTOTMYECKOE
pgewncteue TP Ha oBapuranbHble GONAVKYMbl. YCTaHOBIEHO,
4TO BBeAeHMe dK3oreHHoro P cnocobcTByeT yBenuyeHmio
pa3mepoB 1 KonuuyecTsa GpOJUIMKYIOB, a Takxe obLeln mac-
cbl AnYHMKOB [11]. Ha paHHMX cTagmax ¢onnmkynoreHesa
aKTUBALMA NMPUMOPAMANbHbIX GOMIMKYN0B U UX MOCHeay-
lowan TpaHchopmaums B NpeaHTpasibHble CTPYKTYPbl Npo-
TeKaloT He3aBNCMMO OT FOHAJOTPOMMHOB U PErynnpyoTca
NoKanbHbIMU GpakToOpaMu PocTa MO ayTOKPUHHOMY M napa-
KPUHHOMY MexaHu3mam [22]. TP, ¢ 605bLIOi BEPOATHOCTbIO,
BbICTYMaeT OAHMM U3 Ba)KHbIX YYaCTHMKOB 3TOro npouec-
ca. NpoaeMOHCTPMPOBaHO, YTO HOKayTUpoBaHue reHa plP
(Ghr) y mMblwen NpuBOANT K HAKOMIEHWIO NPUMOPAMATbHbIX
donnukynos Ha GpoHe CHMXKeHUs nyna nocnegyowmnx Gopm
C Pa3BUTMEM UX UHTEHCUBHOW aTpe3nn [23, 38]. Y XKUBOTHbIX
¢ peduuntom P HabnoJaeTcs CHUXKEHME YacTOTbl OBYNA-
LUMIA, UMNAAHTALUIA U YNCNEeHHOCTM nomomcTBa [23]. Mpn
3TOM Tepanua 3K3oreHHbIM [P BoccTaHaBnvBaeT nonynAaumio
pa3suBarWnxcA GONNIUKYNIOB Y Pa3fINUHbIX BUOOB MJIEKO-
NUTaIOLWMX C COMATOTPOMHOWN HE[OCTAaTOYHOCTbIO [24].

Ponb P n ero curHanuHra coxpaHAeTcAa M Ha NO3QHUX
3Tanax pa3BuTvA GONNMKYNnoB. B yacTHOCTM, HeuyBCTBU-
TeNbHOCTb TKaHeln K [P (Bcnepcteue pedekta unm otcyT-
cTBMA peuentopa plP) accounmnpoBaHa ¢ NOAHOM OCTAHOB-
KOW ceneKkuun n pasBuTUsA JOMUHAHTHOTO GOSUKYNA, UTO
6b1J10 NPOAEMOHCTPVPOBAHO HA MOAENAX KPYMHOro poraTo-
ro ckora [25].

Ocobbi HTepec npeacTaBnaeT BusHue P Ha KauecTBO
OOLMTOB. JKCMEePUMEHTasIbHble flaHHbIe MOATBEPXKAAOT, UTO
no6asneHue P in vitro yckopsaeT npouecchbl AfepHOro co-
3peBaHnA Yy PasnyYHbIX BUAOB MiekonuTatowmx [6]. MNoka-
3aHO, UTO [JaHHbIN 3dEKT peanusyeTca Yepes CTUMYALMIO
nyTem akTMBaLUW 3KCMAHCUWM KNETOK Kymynioca (Mapkep
KauecTBa OOLMTa) U Cynpeccuio 3KCNpeccumn KOHHEeKCMHA
43 (0CHOBHOrO 6efiKa LieneBblX KOHTAaKTOB) 3a cYeT UHTMbN-
pOBaHMA anonTo3a N CHKEHUA CUHTe3a. [ToMMMo BAnAHMA
Ha AfgepHbln annapat, [P cnocobctByeT LuTONNasmatuve-
CKOMY CO3peBaHUIo, Tak ero fobaBieHue in vitro 3HauMo
ynyuJlaeT KOpPTUKanbHOEe pacnpefeneHne opraHenn B 00-
LMTax nowagen n Kopos [6].

PerynatopHasa ponb P Takxe nposasnaetca B Mogyns-
LMW KONIMYECTBa BbICBOOOXKAAEMbIX OOLMTOB Y MOSINOBYNS-
TOPHbIX BUAOB. ¥ TPAHCTEHHbIX MbILWel C rmnepaKcrnpeccmen
P HabnopaeTca yBenMyeHne 4acToTbl OBYNALMIA 1 YNCTIEH-
HOCTM MPUMNJIOAQ, B TO BPEMA KaK Y »KMBOTHbIX C HOKayTOM
peuentopa plP (Mytauua GHR-/-, umutupylowasa CUHAPOM
JNapoHa) HabniogaeTca CHUXKEHUE PasfiMYHbIX NMapamMeTpoB
bepTnnbHOCTY, BKNOUAA 3afiepKy NMOIOBOrO CO3peBaHNs,
napajoKcasibHOe 3amepJieHHOoe ucToleHna GoNnmnKynsap-
HOro pesepBa 3a CYeT 3aMeAasieHUsA pocTa NPUMOpPAnanb-
HbIX QOJUIMKYNOB 1 YMEHbLUEHWE YMNCIIEHHOCTY MOTOMCTBA,
He CBA3aHHOE C HeraTBHbIM Ha MMMaHTauuio unu ¢op-
MUpOBaHWe nnaueHTbl [26, 40, 41]. MpumeyatenbHo, YTO
HaHHbIN cy6depTunbHbIN GEeHOTUN ABAAETCA YaCTUYHO 006-
paTMmbIM Npu cuctemHom BeegeHmm VIOP-1, uto cBngeTtenn-
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cTBYeT 0 MeanatopHon ponu MOP-1 B HenocpeacTBEHHOM
perynsuumn donnmkynoreHesa [23].

Kpome Toro, npumeHeHue P B npoTtokonax cyneposyns-
Lun y oBeL, NO3BOJNIAET yBEIMUYUTb BbIXOZ 00LUTOB [27], a co-
yeTaHHoe ucnonb3oBaHue P n OCI y gaHHOro Buaa noBbi-
WAeT YNCNEHHOCTb MPUrOAHBbIX AJ1sl MepeHoca SMOPUOHOB
3a CYET CHWKEeHMA JONMN HEOMNOAOTBOPEHHbIX ANLIEKNETOK
U pereHepaTuBHbIX 3MOprOHOB [28]. CxogHbI 3bdeKT Ha-
6n1101aeTCs U y CaMOK MOJOAbIX CBUHEN, eXXeHEBHOE BBee-
Hue [P noBblwaeT YacToTy OBYNAUMN, OQHAKO ANUTeNbHasA
Tepanus (6onee 9 oHen) NPUBOANT K CyNpeccun nociegyio-
LLiero NosoBoro yukna [29].

MNMockonbKy peuenTopbl K [P akcnpeccnpytoTca B nioten-
HOBbIX KNeTKax MHOMMX MAEKONUTAOWMNX, AaHHbIN FTOPMOH
BbICTYMAET BaXKHbIM PErynATOPOM GYHKLUN XKEeNTOro Tena,
OKasbiBad nponudepaTvBHOE U aHTMANONTOTUYeCKoe
gencteue [21]. TP ctumynupyet nponudepauuio nioteun-
HU3MPOBaHHbIX KNETOK rpaHysnesbl YeNoBeKa U NHIMbumpy-
eT anonTo3 B entom Tene ceuHen [30]. HanpoTtus, y mbl-
wen ¢ HokayToMm reHa pIP (Ghr) HabnofaeTca noBbiweHme
WHTEHCMBHOCTU amnonTo3a B aHTpasbHbIX (onnKynax
U yMeHbLUeHue nx obuero nyna [26]. OgHako 3amecTuTenb-
Haa TepanuA 3K30reHHbiM [P no3sonaetr Hopmanu3oBaTb
FMCTONIOMMYECKY KapTUHY AWYHMKOB, a MpuU BBeAeHWNr
ropmMoHa HabntofgaeTca akTMBaLMA MOKOALMUXCA NPUMOp-
OVanbHbIX GONINKYNOB 1 BOCCTAHOBNIEHNE YMCIIEHHOCTY
aHTpanbHbiX ponnukynos [43].

MoppepxmBatowee BnvaHve P Ha yHKUMOHaNbHYO
AKTUBHOCTb XENTOro Tejla MOXeT ObITb ONOCPEfOBAHO CTU-
MynALMen CHTe3a NPOorecTepPoHa, KOTOPbI cam Mno cebe fAB-
NAETCA MOLLHBbIM aHTanonNToTMyecknm paktopom [31]. Kpo-
Me TOrO, Ha PaHHUX CTaauaX GOPMUPOBAHNA XKENTOro Tena
y KpynHoro poratoro ckota I'P in vitro, coBmecTHO ¢ gpyru-
MW PErynaTopHbIMM MNenTUAaMKM, UHAYLUPYET CeKpeumto
npocTtarnaHanHa F2a, uto Ha gaHHOM 3Tane crocobcTeyeT
NPOAYKLUN NPOrecTepoHa 1 NoALEPKAHNIO XKM3HECNOCOo0-
HOCTW NIOTEMHOBOW TKaHu [32].

CUHEPTUCT P — UDP-1

HakonneHHble gaHHble CBUAETENIbCTBYIOT O COUETaHHOM
pevicteum TP n UOP-1, koTopble cnocobcTByoT AnddepeH-
LUMPOBKe KJIETOK TEKM W rpaHynesbl B JIOTEVHOBbIE KIET-
Ku [33]. MoneKynsipHbIll MexaHn3m peanvsauum 3¢dpeKToB
rfP BknioyaeT ero B3ammogencteme c plP, yto nHMUMNpy-
eT peKkpyTnpoBaHue n ¢ochopunpoBaHme KrHasbl JAK2
Ha uMTonnasmMaTMyeckom gomeHe peuentopa [15]. AKTnBu-
poBaHHbIN kommiekc plP/JAK2 obecneurBaet pochopunu-
poBaHMe TPaHCKpUNUMoHHoro ¢aktopa STAT5b, kKoTopbi
nHayumpyet skcnpeccuio VIOP-1 B renatoumtax [15, 16].
AHanoOrnyHbIA BHYTPUKNETOUHbINA CUrHanbHbIA NyTb [P/plP
OTBETCTBEHEH 3a JIoKasnbHyto npogykumio NOP-1 B KneTkax
rpaHynesbl (MPOAEMOHCTPUPOBAHO Ha MoAeNnax Kpbic) [34].
HecmoTps Ha pa3Hoobpa3sue Hukenexalymx kackagos OCT
n JII, coBpeMeHHble 1UCCnefoBaHUA NOATBEPXKAAT Hau-
ure BbIPAXKEHHOTO CUHepruama mexgay nytamu OCI/r
n F'P/NOP-1 [33].

Pe3ynbTaThl McCnefgoBaHWA HA XMBOTHbIX  MOZENAX
U B KIIMHNYECKOWN MpPAKTUKe yKa3blBalOT Ha TO, YTO Hapady
c P DP-1 TaKkxe BbICTyNaeT perynatopom CTepomaoreHesa,
KnetouHon nponudepaumm n donnukynoreHesa [33]. Ycra-
HOBJIEHO, YTO KOHLeHTpauum [P u MOP-1 B ponnukynspHon
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XIKOCTM JOCTOBEPHO Bbile B GONMKYNaX, COpepKaLlimx
ooLUUTbl C HOPMarnbHOWM Mopdonormein, Yuto NoaTBepKaaeT
Koppenauuio ypoBHe AaHHbIX GAaKTOPOB C KAUeCTBOM XKeH-
ckux ramet [35]. MOP-1 TakxKe CcnocobCcTBYeT CO3peEBaHMIO
ooumnTOB in vitro, Tak go6asnexve VOP-1 B KynbTypanbHyto
cpefly He3pesnbiX OOUMTOB MOBbIWAET MPOLEHT CO3peBa-
HUA 1 ynydlwaeT MopdodyHKUMOHaMNbHbIE UX XapaKTepu-
cTuKu [36]. TapreTHaa geneuus reHa Igfl y mbiwei NnpuBo-
ONT K pa3sBUTUI0O GpeHOTUMNa KapiukoBOCTM M Gecnnoauns
N XapaKTepusyeTcsa rny6oKUM HapyLleHnem oBynAumm (Kak
CMOHTAHHOW, TaK U MHAYLUPOBAHHOW FOHaAOTPOMMHaMK),
HaKoMjeHneM nyna NPUMOPZAMANbHbIX U NepBUYHbIX $Hon-
NMKYNOB Ha GOHe OTCYTCTBUSA aHTPasIbHbIX [42].

FTOPMOH POCTA N KAYECTBO OOLIMUTOB YEJIOBEKA

MNpu npoBegeHumn nporpamm KO ot 10 go 60% nony-
UEeHHbIX OOLIMTOB WUMEIOT pasfiyHble Mopdonormyeckre
aHomanuu. K HUM OTHOCATCA HapyleHue GopMbl rameTbl,
Hannune anddysHbIX LUMTOMMA3MaTUUYECKUX BaKyosen, rpa-
HYNAPHOCTb OOMNa3mbl, pedpakTepHble Tesbla, paclu-
peHre NepuBUTENIMHOBOrO MPOCTPAHCTBA, MPUCYTCTBME
[eTpuTa, a TakxKe yBennyeHne obbema unu dparmeHTaums
nepBOro NonsipHoro Tesbua [44]. 3Tn gedekTbl MOryT ObiTb
0b6ycnoBneHbl Kak BHYTPeHHUMK $akTopamy (BO3pacT na-
LUNEHTKW, reHeTUYeCKNe HapyLeHUs), Tak U BHELIHMY BO3-
aencteusaMM (0CO6eHHOCTY NUTAHKA, MPOTOKONbI MHAYKLUN
OBYNALUNN, YCIIOBUA KYNbTUBAPOBAHMA).

YcTtaHoBnEeHO, UTo ypoBHU P 1 IOP-1 B CbiBOPOTKE KPO-
BV MONIOXUTENBHO KOPPENUpPYT ¢ MOP$OdYHKLMOHANb-
HbIMU XapaKTepucTrKamu GONNMKYNOB, 3penocTbio OoLNn-
TOB M KOHLEHTpaLuuen CTeponaHbIX ropMOHOB [45]. AHanun3
donnukynsapHoi xugkoctu (OXK) naymeHToK B Umknax KO
BbIAABUJI MPAMYIO CBA3b MeXAy cofepxaHuem [P u vacto-
TOW MOJNyYeHMA OOUMTOB, AABLUMX HAyaslo XU3HecCrnocob-
HbIM 3MO6pUOHam Ana nepeHoca [46]. CxogHbIM 06pa3om
koHUeHTpauma UOP-1 B OXK nonoxntenbHO Koppenupyet
C KOJINYeCTBOM 3penbix ooumtos [45]. PesynbTtaThl npo-
CNEeKTUBHbIX MWAOTHbIX WCCIeQOBaHUN MNOATBEPXKAAIOT,
uto ypoBHU P n UOP-1 B donnnkynapHom Xnakoctu go-
CTOBEPHO BbIlle B rpynmnax ¢ HopManbHol Mopdonorunen
oouunTOB (COOTBETCTBEHHO, 1 C 6osblUelr YacTOTON OMnMo-
[OTBOPEHNA) MO CPAaBHEHMIO C rpynnamu, rae 6onee 50%
rameT UmeloT aHomanum [47].

OTHOCKTENbHO KayecTBa 3MOPMOHOB [AaHHble NMTepa-
TYpbl OCTAIOTCA AUCKYCCUOHHBbIMK: B psge paboT BbicOKMe
KoHuUeHTpauun P B OXK accounmpoBanmcb C NOBbILEHHOMN
CKOPOCTbIO ApobneHns, oNTUManbHO Mopdonornen n Bol-
COKUM UMMAHTaLUUOHHbIM MOTEHLMANoOM 3MOPUOHOB, Of-
Hako B APYrnx UCCNefoBaHUAX CTaTUCTUYECKM 3HAYMMOW
CBA3WN He BbiABIEHO. TeM He MeHee PaHAOMM3MPOBaHHbIE
KOHTpONMpyemble NCCNIefoBaHNA C MPUMEHEHEM NPOTOKO-
JIOB Ha OCHOBe aroHUcToB HPI" geMoHCTpMpPYIOT, YTO agblo-
BaHTHaA Tepanua [P yBennuneaeT obLiee 4ymcno nonyyeH-
HbIX U 3peNibIX OOLMTOB, YacTOTY OMIOAOTBOPEHMS, a TaKXKe
KONIMYECTBO NepeHeCceHHbIX N KPUOKOHCEPBUPOBAHHbIX M-
6proHoB [48]. MoKa3aHo, YTo BKoueHne P B NpOTOKOSbI
CTUMYNALNN NOTEHUMPYET OTBET ANYHMKOB Ha rOHafoTPO-
nuHbl [49]. Kpome Toro, pobaeneHue NOP-1 B cpegy ana co-
3peBaHUA OOLMTOB in vitro cNocoBCTBYET yBENMYEHWIO JONN
3penblX raMeT U CHUXEHMIO YacTOTbl X MOPHOSIOrMuecKmx
nedekTtoB [36].
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KNNHNYECKOE NPUMEHEHUE TOPMOHA POCTA
nNPU XXEHCKOM BECNZIOAUU

Pe3ym>'ra'rb| Y }KeHLUNH C HeaAOoCTaTOYHbIM OTBETOM

ANYHUKOB Ha fleyeHune

KnuHnyeckne faHHble NOATBEP)KAAIOT, YTO KOHLIEHTpa-
una MOP-1 B ®XK nonoutenbHO KOppenupyeT C YACIOM pa-
CcTywmx GponnmKynoB U oTpuLlaTesibHO — C CyMMapHOW Jo-
301 1 NPOJOIIKNUTENbHOCTbIO TOHAAOTPOMHOM CTUMYALMM
AnyHKKoB [50], a Bbicokue ypoBHM [P B OXK accoummpoBaHbl
c 6onee 3pHEKTUBHBIM OMIOAOTBOPEHNEM, KaueCTBOM SM-
6GprioreHesa, a TakXe MOBbIWEHHOW YacTOTOW MMMaHTa-
UMK 1 HacTynneHnsa 6epemeHHocTu [46]. HecmoTps Ha 310,
B pAfe NCCNefOBaHMUIN He ObINOo BbIAIBIIEHO 3HAYMMOTO Yiyuy-
LWEeHMA KIMHUYECKNX UCXOA0B Npu BKoveHnn P B obwwme
npotokonbl KO [6]. B cBA3M C 3TUM AanbHENLWWIA HayYHbI
NMONCK COCPeaoTOYNNCA Ha NpumeHeHn P ncknoumTenbHo
y NaLMEHTOK C «6eHbIM» OBapuasibHbIM OTBETOM. XOTS KC-
nepriMeHTanbHble MOAENUN EMOHCTPUPYIOT ABHblE NpenMy-
wectBa P B perynauum dbonnukynoreHesa, KIMHMYecKas
3HAYMMOCTb €ro aAbIOBAHTHOIO NCMOJIb30BAHUA B NPOrpam-
max BPT gna onpepgeneHHbIX rpynn nauMeHTOB OCTaeTcA
npeameTom ANCKYCCUI M3-3a CYLeCTBEHHOW reTeporeHHo-
CTU KPUTEPMEB BKIIOYEHNWA B CYLLECTBYIOLMX NCCNeA0BaHN-
Ax [6]. DpdeKkTMBHOCTb NprMeHeHus P y naumeHToK ¢ «bes-
HbIM» OTBETOM Oblfla MPOaHANU3NPOBAHA B HECKOJbKUX
MeTaaHanmsax (Tabn. 1).

HecmoTpa Ha nonyyeHHble faHHble, BIUAHME afiblOBaHT-
Hown Tepanun [P Ha YacTOTy XNBOPOKAEHUA Y AAHHOW Ka-
Teropuy naumMeHToK OCTaeTcA HeonpeaeneHHbIM BBAY Bbl-
COKOW BapuabenbHOCTU AO03UPOBOK 1 PEXMMOB BBEAEHUS
npenaparta B NpOaHaNN3NPOBaHHbIX UCCNefoBaHMAX. [na
OKOHuaTenbHoro onpepeneHna ponu P B nporpammax KO
y MaUMEeHTOK CO CHVXXEHHbIM OBapuasibHbIM pPe3epBOM He-
06X0AUMO MpOBeAeHUE AaNbHENIUMX KPYMHOMACLWITabHbIX
BbICOKOKauecTBeHHbIx PKI.

Pe3ym>'ra'rb| Y KeHLNH C HU3KNM Ka4eCTBOM OOLIMTOB

WY HapyLleHeM pa3B1TNA SM6PNOHOB

Hu3koe KauecTBO OOLMTOB U NOCNeayoLee HapyLLeHe
3MbpuoreHesa ABMATCA OCHOBHLIMU MPUYMHAMKU Heyaauy
nporpamm 3KO nnu nepeHocoB amMOpP1OHOB. JTa Npobiema
aKTyasibHa 1 A4 NauneHTOK C HOPMasbHbIM OBaprasibHbIM
OTBETOM, TaK KaK CyLLeCTBYeT TeCHasA B3aMMOCBA3b MeXAay
MOPGOPYHKLMOHANIbHBIMM  XapaKTEPUCTUKAMU  0OLTOB/
SMOPUOHOB 1 YACTOTOW HacTynneHus bepemeHHocTH [57].
WccnepoBaHna nokasbiBatoT, uto P cnocobeH ynyywatb Mu-
TOXOHAPWANbHYIO GYHKLMIO, @ TaKKe AfepHOe 1 LUTOoMas-
MaTU4eCcKoe COo3peBaHMe OOUMTOB Y MaLMEHTOK CTapLiero
pPenpoayKTUBHOIO BO3pacTa U KEeHLWWH ¢ «befHbIM» OTBe-
TOM, UTO onpeaensAeT NoTeHUMan BKaoYeHna P B NpoToko-
Nbl CTUMYNALUK C LENbIO YBENNYEHUASA YNCTa 3peSibiIX 00LUU-
TOB M MOBbILIEHWA KauecTBa NOyYeHHbIX SMOPUOHOB [51].

B nccneposanum Li et al., BknouaBwiem 158 naumeHToK
C HeypauHbiMu nonbiTkamy DKO B aHamHese n3-3a OTCyT-
CTBMA SMOPWOHOB BbLICOKOrO KauyecTBa, MpumeHeHune [P
B Ao3e 3 ME/cyTKun nprBeno K fOCTOBEPHOMY yBENNYEHMIO
KONMYecTBa MOJTyYEHHbIX OOLUMTOB U APOGALMXCA SMOpK-
OHOB. 3TO, B CBOI ouepeab, obecneunsio bonee BbICOKME
rMoKasaTefiv UMMAaHTauuy, KIMHUYECKOn OepemeHHOCTU
N XnBopoxaeHus. MNprmeyaTtenbHO, UTO KNETKM KyMysoca
B rpynne P xapakTepun3oBanvcb 605ee BbICOKMM YUCIIOM
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Ta6bnuua 1. CBoaHas Tabnvua MetaaHann3os no 3¢pdekTneHocTU [P B nporpammax BPT

HAYYHbI OB30P

Fop ny6nukaunn
MeTaaHanusa

CraTyc naymMeHToK

Matepuanbi
nccnepoBaHuns
(konnuectBo PKU
1 NaLNeHTOoK)

Pesynbrar

Duffy J.M. n coasr,,
2021

«bepHbIN» oTBET

15 PKW/1290 uen.

MpuyMeHeHNe ropmMoHa PocTa Y NaLMEHTOK

¢ «6beHbIM» OTBETOM AVUYHMNKOB NPUBOANUT

K JOCTOBEPHOMY YBENTMUYEHWIO YacTOTbl
XKMBOPOXAEHUA U KIIMHNYECKO 6epeMeHHOCTM

Zhang Y. n coasr,
2020 [55].

«bepgHbI» oTBET

46 PKW (pa3Hble
abloBaHTbI)

I'P noka3an BbICOKYI0 3GPEeKTUBHOCTb

MO CPABHEHMIO C APYrIMU aAbIOBaHTHBIMM
npenapaTtamu B yBeJIMYEHNN KONMYeCTBa
NOJTyYEHHbIX OOLUTOB 11 SMOPVIOHOB Y NaLMEHTOK
¢ «6efjHbIM» OTBETOM ANYHMKOB

Cozzolino M. n
coaBr,, 2020

«bepgHbIN» OTBET

12 PKIN/1139 yen.

MNoaTBep»KAeHO 3HaUMMOe MOBbILWEHME YacToThbl
YKUBOPOXKAEHNSA 1N KITMHUYECKON GEPEMEHHOCTY
Y NaUMEHTOK C «6eHbIM» OTBETOM ANYHUKOB
npuv ncnonb3osaHum NP

Li X.L. n coasBrT.,
2017 [53]

«bepgHbIN» oTBET

11 PKIN/1083 uen.

YcTaHOBNEHO 3HauMMOe yBennyeHmne obLyero
yrcna NoslyYeHHbIX OOLUTOB.

3HaunTeNbHOE NOBbIWEHNE YAaCTOTbl KIMHNYECKON
6epeMeHHOCTU 1 XKUBOPOXKAEHUA

Yu X. u coasr,,
2015 [54].

«beaHbIN» oTBET

12 PKIN/984 uen.

BkntoueHune P B NpOTOKOMbI CTUMYAALNN
CnocobCcTBYET MNOBbILEHWNIO CbIBOPOTOYHOTO
YPOBHA 3CTpaguona (B AeHb BBeeHMA
Tpurrepa XI'4), ysenmuyeHuto umcsia ooymTos

Ha ctagun MIl, KonnyectBa sMOPNOHOB C ABYMA
MPOHYKJieycamu 1 obuiero yncna smo6proHoB
AnA nepeHoca

Jeve Y.B. n coaBrT,,

YBenimueHvie BepOATHOCTY XXNUBOPOXKAEHNA

2014 «beaHbIN» oTBET 10 PKW/724 yen. 60see yem B 2 pasa Y NaLMEHTOK CO CHMXKEHHbIM
OBapuanbHbIM pe3epBoOM
[lns naymeHToK ¢ «6eiHbIM» OTBETOM
3adMKCMpPOBaH POCT YaCTOTbl HACTYMNJIEHUA
Duffy J.M. n coasr,, g ¢ P P y
2010 «begHbIN» oTBET 10 PKI/448 yen. 6epeMeHHOCTY 1 NOKa3aTesiA >KUBOPOXKAEHUS.
Mpv HOpManbHOM OTBETE OTMEYEHO MOJTHOE
oTcyTcTBUE 3ddeKTa OT fobaBneHus P
I'P npu3HaH 3dPeKTUBHbBIM AOMNONHEHVEM
Kyrou D. n coasr, . P b A
200 [52] «begHbIN» OTBET 22 PKW/- K CTUMYNALMN NPUN CPaBHEHUN HECKOSIbKINX
CcTpaTernn agbioBaHTHOM Tepanun
MNpumeHeHwne P NpMBHOCKT CTaTUCTUYECKN
Kolibianakis E.M. . 3HauMMOe NpenMyLLecTBO Mo YacToTe
«beaHbIn» oTBET 6 PKIN/169 uen. P yul

1 coaBT., 2009 [51]

KUBoOpOXAeEHNA Yy XXEeHLWWH CO CHUXEHHDbIM
OTBETOM ANYHUNKOB

Harper K.M. n coasr,,
2003 [56]

CmeluaHHasa rpynna

6 PKIN/141 uen.

MpumeHeHwne P 3HaunTeNbHO CoKpalLaeT obLyto
LO31POBKY rOHaIOTPOMNMHOB, HEOBXOAMMbIX

ANnA CTUMYNALMM ANYHMKOB. OTCYTCTBUE NONb3bl
ANA NauneHTOB C HOPMasibHbIM OBapuanbHbIM
OTBETOM, TeHJEHLMA K MOMb3e npu «beHOM»
oTBeTe
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Konum mmntoxoHapuanbHon [JHK no cpaBHEHUIO C KOHTPO-
neM, UYTO YKasblBaeT Ha MOTeHUUanbHOe MONOXUTeIbHOe
BnvAHve P Ha sHepreTMyeckun ctaTyc OoOLMTOB U NX NOTEH-
uuan K ganbHerwemy passutuio [58]. Cuctematnyeckui ob-
30p Duffy et al. nogTBep«aaeT gaHHble BbIBOAbI, YKa3biBas,
yTO agbloBaHTHaA TepanusA [P noTeHUMpyeT OTBET ANYHMKOB
Ha CTUMYNALMIO, YBENINYMBAET BbIXOA OOLMTOB U SMOPUO-
HOB, CNOCOBCTBYA POCTY YACTOTbI HACTYNIEHNA 6epeMeHHO-
CTU 1 XKnBopoOXAaeHNs [49].

BE3OMACHOCTb U MOTEHUWAJIbHbIE PUCKIU
NMPUMEHEHUWA TP B NPOTOKOJIAX BPT

B HacToAwee BpemAa KpaTKOCpoOuHoe npumeHeHue [P
B nporpammMax BPT xapaktepusytotca 6naronpusTHbIM Npo-
¢dunem 6e30MacHOCTU 1 He BbI3bIBAET CEPbE3HbIX OMACEHMN
B K/IMHNYECKOM NpakTuke. TeM He MeHee MCMNofib30BaHue
[P moTeHUManbHO COMPAMXEHO C pUCKaMU MPU aKTUBHbIX
OHKOJIOTMYECKMX MpoLeccax N psae MeTabonmuyecknx Ha-
pYLeHU, TakuX Kak caxapHbln auabet [59]. YcTaHoBMEHO,
YTO MPUMEHEHME COMATOTPOMUHA MOXET WHAYLMPOBaTb
3HauMMble MeTabonMyeckme U3MeHeHus, BKIoYas pa3Bu-
TUE UHCYNIMHOPE3NCTEHTHOCTU, HapYLLIEHNE TONIePaHTHOCTU
K FNI0KO3e, ANCIUMMAEMUIO U aKTMBALMIO PEHMH-aHTNOTEH-
31HOBOW cucTembl [59].

B TO e Bpems cuctematuyeckuin o63op van Bunderen
et al. npogeMoHcTpupoBan, UTo ANuUTeNibHas 3aMeCcTUTESb-
HaA TepanuA P oka3biBaeT NPOTEKTUBHOE AENCTBUE, CHU-
XaA pUCK NepesioMmoB, cepaevyHO-COCYANCTbIX OCIOXKHEHUN
W VHCYNbTa, He MOBbIWAA NPX 3TOM PUCK Pa3BUTKA 3/10Ka-
YyecTBEHHbIX HOBOOOpasoBaHmi [60]. HecmoTpa Ha ume-
lolwreca faHHble 0 6e30MacHOCTM, KINHWULMCTAM criefyeT
YUUTbIBaTb MOTEHUManbHble No6oUHble 3ddEKTbI YU NPOBO-
OVTb BCECTOPOHHIOW UHAMBUAYANbHYIO OLEHKY COCTOAHUA
NaumveHTKN Npu BbIGope JO3NPOBKA U CXEMbI MPUMEHEHUSA
[P B ymknax BPT.

3AK/NIOYEHUE
ApbloBaHTHaA Tepanua [P npumeHAeTcAa B nporpammax

BPT Ha npoTaxeHuun Tpex gecatunetnn. llommmo cekpeumn
B nepepHen gone runodusa, P n ero ¢yHKUMOHaNbHBIN pe-
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LienTop 3KCMPEeCCPYOTCA HEMOCPEACTBEHHO B TKAHAX KEH-
CKOW penpofyKTUBHOW CUCTEMbI, BKITOUAA ANYHUKUN 1 MATKY.
[laHHbIEe 3KCMEepPUMEHTANIbHBIX U KIMHUYECKUX UCCNenoBa-
HUI CBUAETENbCTBYIOT O TOM, UTo P 1 UOP-1 nrpatot PpyH-
JAaMEHTaJIbHYI0 POJib B PETYALUN KIOUEBbIX OBapUaNbHbIX
MPOLIeCCOB: AKTUBALMU MPUMOPAUASNIbHBIX  ONNKYIIOB,
donnukynoreHese, ctTepongoreHese, CO3PeBaHUN OOLUTOB
1 obecrneyeHnm yCnoBuUiA Anst UMIMIAHTALNK.

KoHueHTpauun TP 1 NOP-1 B ponnukynsapHom xng-
KOCTV TMONOXMTENIbHO KOppenupytoT ¢ MopdodyHKLM-
OHANbHLIMM  XapPaKTEPUCTMKAMM  OOLUTOB, KauyecTBOM
3MOPUOHOB U CKOPOCTbID MX ApobneHns. KnuHnueckas
npaKkTUKa NoATBEpPKAAET, UTo BKItoueHue [P B NpoToKOsbI
CTUMYNALUMN aCCOLMUPOBAHO C YNyYLIeHUEM penpopyk-
TUBHbIX MCXOMOB: YBEJIMYEHMEM UMUCIIA 3PENbIX OOLUTOB,
MOBbILEHVEM YaCTOTbl OMIOAOTBOPEHUS, VMMMIAaHTaLWK,
HaCTyNNeHNA KIMHNYECKON 6EPEMEHHOCTY U XKNBOPOXAe-
HuA. Hanbonee BblpaxkeHHbIN TepaneBTMYecknin 3ddekT
HabniogaeTca B rpynne NauMeHTOK ¢ «0efHbIM» OBapuab-
HbiM oTBeTOM. OfHaKO CyllecTByiOLIAs FeTEPOreHHOCTb
JaHHbIX, 0bYyC/IOBNeHHasA MeTOLOMOrMYEeCKUMI Pa3inuym-
AMU U OrpaHMUYEeHHbIM 06beMOM BbIOOPOK B page pabor,
npenaTcTByeT GOPMMPOBAHUIO eAUHBIX KIUHUYECKUX pe-
KOMeHAauuMn o OnTUMaNbHOMY PEXMMY Y [O3MPOBaHUIO
IP. na okoHuyaTenbHom Bepudukaunm sdpdektnsHocTn P
B nporpammax BPT Heobxogumo npoBedeHve mMacwTab-
HbIX PAHOOMU3NPOBAHHBIX KIMHUYECKUX WUCCNEfOBaHUN
C XeCTKUM METOLO0MIOTMYECKUM KOHTPOJEM.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcnposBaHua. CTaTba NOAroToB/IEHa B PaMKax Bbl-
NONHEeHNA roCyAapcTBEHHOro 3agaHma Mwunsgpasa Poccum NeHUOKTP
126022417900-6.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIVKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

YyacTue aBTOpOB. Bce aBTOpPbI 0A06pUNN GUHANBbHYIO BEPCUIO CTaTb
nepep nybnvkauyuen, Bbipasuan cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NH06OI YacTh
paboTbl.
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OHAOKPUHHDbIE ACMNMEKTbI CTAPEHUA YEJTOBEKA

© PK. Munxees', O.P. TpuropsH', E.B. LLlepemeTbesa’, P.B. PoxxmeaHos', H.H. Bonesoa3'? E.H. AHapeeBa', I'A. MenbHMYeHKO'

"HaumoHanbHbIN MegULMHCKUIA NCCNefoBaTENbCKNUI LEHTP SHAOKPMHONOr M uM. akag. .M. legoBa, Mockea, Poccua
2MoCKOBCKUIA 06/1aCTHOW HAayYHO-UCCIe0BaTENbCKUI KNUHNYECKM UHCTUTYT um. M.O. Bnagummnpckoro, Mocksa, Poccus
3Poccminckun yHusepcmteT meauumHbl, MockBa, Poccua

CrapeHrie — MHOrodaKTOPHbIA NPoLecc, 3anporpaMMUPOBaHHBIN Ha FEHETUYECKOM 1 3MNFeHeTUYEeCKOM YPOBHSAX, 3aTpa-
rMBaloLLMIA BCE OpraHbl 1 CUCTeMbl. Ha cOBpeMeHHOM 3Tane CTapeHve ABNAETCA KpaiHe aKkTyanbHO Npobiiemol He TONbKO
B Hay4YHOM, HO 1 B coLManbHo-gemorpadurueckom nnaHe. HecMoTpsa Ha To, UTO CBA3b 6UOIOrMYECKOro CTapeHna C Hakonne-
HMeM HapyLUeHWU SHAOKPUHHON perynaumnm oueBnaHa, npoBefieHHble 3a nocnegHue 150 neT uccnefoBaHus, B NomMckKax no-
TEHLMaNbHOro SHAOKPUHHOIO «3INKCUPa JONTONeTUA», ABAAANCL METOAONOrMYECKN HEOAHOPOAHBIMU N CNOPaaNYEeCcKUMU,
a UX pe3ynbTaTbl — NPOTNBOPEYNBbLIMY, B3aMMOUCKIIIOUAOWMMK U Aaxe obecKyparkmsatowmumu. NapagokcanbHO, HO B NMo-
cnegHue rogbl cbopmMmmupoBanacb NO3MLMA TPAKTOBaTb U3MEHEHWA SHAOKPVHHOW perynaummn B CTapluem Bo3pacTe He ToJb-
KO KaK yracaHue, HO 1 Kak «aflanTal/oHHasA nepecTporikay, LUenb KOTOPOW — JOCTMXKEHME «OBaronofyyHoro cTapeHuns».
B naHHOM 0630pe NpeacTaBieHbl COBPEMEHHbIE JaHHbIe MO 0COOEHHOCTAM SHAOKPUHHOIO YracaHuA GYHKLUN LWATOBULHOW
»ene3bl, COMaTOTPOMHOW (comMaTonaysa) 1 NponakTMHNpoayLmMpyioLen (rmnonponakTuHemms) GyHKUMN runodumsa, Hagno-
YeYHUKOB (rMnepKopTULM3M 1 agpeHomnay3a), MyXCcKol (aHAponay3a) 1 »keHCKo (MeHonay3a, rmnepaHiporeHns) nonoBom
CUCTEMDBI.

KJTIOYEBbIE CJIOBA: cmapeHue; MeHoNay3d; 2unepaHopozeHus; aHoponay3a; adpeHondy3d; CoMamondy3d; 2unonposiakmuHeMus.

THE UNBEARABLE VERSATILITY OF ENDOCRINE AGING

© Robert K. Mikheev', Olga R. Grigoryan', Ekaterina V. Sheremetyeva’', Roman V. Rozhivanov', Natalya N. Volevodz'?,
Elena N. Andreeva'3, Galina A. Melnichenko'

'Endocrinology Research Centre, Moscow, Russia
2Moscow Regional Research and Clinical Institute, Moscow, Russia
3Russian University of Medicine, Moscow, Russia

Ageing is multifactorial, genetically and epigenetically programmed biological process. Nowadays ageing is acknowledged
as extremely actual scientifical, social and demographical problem. Despite the evidence of interactions between ageing
and accumulation of endocrine disruptions, the last 150 years of variegated searches for potential endocrine “elixir of lon-
gevity” brought contradictive, mutually exclusive and even discouraging results. Fortunately, the discovery of referent lab-
oratory intervals of hormonal blood levels among elderly people improved the overall situation. Traditional treatment of
endocrine hormonal deficiency with replacement therapy does not lead to rejuvenation but to potential damage. That's
why it is more accepted to interpret hormonal changes among elderly people not only as aging but specific adaptation for
“successful ageing”. The present review contains modern datas about endocrine ageing of thyroid gland, adrenal glands (hy-
percorticism, adrenopause), pituitary gland (somatopause, hypoprolactinemia), male (andropause) and female (menopause,
hyperandrogenism) hypogonadism.

KEYWORDS: ageing; menopause; hyperandrogenism; andropause; adrenopause; somatopause; hypoprolactinemia.

BBEJEHUE

OcBO€eHMe KIMHUYECKON CMELMANbHOCTU «IHLOKPUHO-
norusi» NogpasyMeBaeT OBNafileHNe HaBbIKOM MPaBUIbHOW
WHTepnpeTaunmn pe3ynbTaToB 1abopaTopHbIX 1 Grioxmmuye-
CKMNX aHann30B OPraHoB SHAOKPUHHOWN CUCTEMBI B KOMIJIEK-
ce C TONMYECKMMUN AaHHBIMU U KITMHUYECKON KapTuHoi. Oa-
HOW M3 Hambonee PacnpPOCTPaHEHHbIX BPauebHbIX OLWNOOK
ABNAETCA NpefB3ATas OLEeHKa YPOBHA FOPMOHasbHbIX Map-
KépoB 6e3 yueTa BO3PaACTHbIX OCOOEHHOCTEN, YTO OMacHO
C TOUKM 3PEHA CHUKEHWA KauecTBa 1 MPOAOIKUTENBHOCTU

XKMU3HU y NOXunbix ntogen B mupe. CornacHo nHbopmaumoH-
Homy 6tonneteHio BO3 ot 01.10.2025 r., UnCneHHOCTb Hace-
neHna 3emnu B Bo3pacTe 60 net v ctapLue K 2050 r. yasounTca
1 coctaBuT B utore 2,1 mnpg yenosek. Oxngaertcs, uTo 3a ne-
pvopg ¢ 2020 no 2050 r. YNCNEHHOCTb HaceneHnaA B BO3pacTe
80 neT n cTapLue BbIpacTeT NPaAKTUYECKU BTPOE N OCTUTHET
426 MrnH yenosek [1, 2].

QOyHKUMOHMPOBaHME »Kene3 BHYTPEHHeN cekpeuuun
B nepuofe yracaHuUA MMeeT CBOM OT/IMYUTESIbHbIE YepTbl
M OCOBEHHOCTU Yy KaXXJOro OTAe/IbHO B3ATOrO WHAMBU-
Jyyma cTapuero Bo3pacta. ObwymMm natoreHeTUYeCcKUmu
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REVIEW

MeXaHM3MaMK, NeXawyMy B OCHOBE Pa3BUTUA [aHHOrO
npouecca, AasnawTca [2]: 1) nporpeccupyiollee CHUXeHMe
yncna ropMOHMPOAYLMPYIOLWMX KNETOK (NpUMep: CHUXKeHMe
BbIPAabOTKM TECTOCTEPOHA 3a CUET MOCTENEHHOIO CHXKEHMA
uncna KneTok Jlengmra y My>umH); 2) aHoOManuu LMpKagHbIx
PUTMOB 1 yBenMyeHne/yMeHbLLeHe CYTOYHOM aMnmnTyabl
ceKkpeLv ropMOHOB (yBenuyeHne CyTOUYHOM CEKpeLm Kop-
TU30Ma 3a CYeT BeuyepHen dpakumn); 3) aHOManMM CUrHa-
NIVHra B pe3ysnbTaTe NOBPEeXAeHNA peLenTopoB 1 HapyLle-
HUA paboTbl nocpeaHWKOB (HapyweHus B PI3K/AKT/mTOR,
MHcynnH/UOP-1 curHanbHom nyTwn) [3, 4]. Tak, Hanpumep,
BO3pacT-06ycnoBiieHHOe CHUXeHue cekpeumu P (ropmoHa
pOCTa) KNUHULUCT MOXET MOHMMATb NoA pa3HbIMU pakypca-
MW: C OQHOW CTOPOHbI — KaK NPeanKTop OXUPEHNA, caxap-
Horo gua6eTa 2 Tina (C2) n capkoneHuu [5] 1 nokasaHvem
K MHUUMaLMM Tepanum ropMoHOM poCTa, C APYron — Kak
CBOEOOPa3sHbI «<MMMYHUTET» OT MOTEHUMAJbHBIX 3/10Kaye-
CTBEHHbIX HOBOOOPA30BaHN [6].

LMTOBUOHASA XKENE3A

Mo paHHbIM MccnefoBaHWi, onybnmMKoBaHHbIX Monzani
et al. (1996) [7], unpkagHble putmbl cekpeummn TTT otTnu-
yaloTcAa CTabuNbHOCTBIO BMIOTb A0 FNyOOKOW CTapocTy.
B 1980-e 1 1990-e roabl ObINM MHMLMMPOBaHbI MOMbITKN 3KC-
NMepuUMeHTaNIbHO 0O6HAPYXUTb TAabopaToOpHble NPeanKTOPSI
«CTapeHunsa» WNToBuaHoON xenesbl. B 1991 r. no pesynbra-
Tam oueHKM ypoBHA TTT B pamkax Mpobbl C CUHTETUYECKN
aHanoromMm TUPEOTPOMNUH-PUIM3UHT TOPMOHA MeXay rpyn-
namum ¢ 11 (2 My>XUMH 1 9 XKeHLUH) 340POBbIMM NaLUeH-
Tamu noxunoro (81-94 net) Bo3pacta 1 11 (2 My>KunH 1 9
YKEHLLUMH) NMauMeHTOB aHaNoOrMYHOro Bo3pacrta ¢ 6onesHblo
Anburenmepa [8] He ObINIO BLIABIEHO KaKUX-NMMOO CTaTu-
CTUYECKM 3HaUMMBbIX pasnnumin Ha 20 (p=0,71), 30 (p=0,26),
45 mwuHyTax (p=0,28) wnccnepoBaHmAa. B nepmop c 1988
no 1994 rr. no ntoram 3 3Tana HaunoHanbHoOro o6¢cnenoBa-
HUA cocTosHMA 300poBba 1 nuTaHus (National Health and
Nutrition Examination Survey, NHANES Iil) [9] B CLUA 6bino
O06HapYXeHOo, UTo Y NNl C OTCYTCTBUEM 3aboneBaHUN Wu-
TOBUZHOW Xene3bl 1 BbIPabOTKM ayTOaHTUTEN B aHaMHe3e,
[OCTAaTOYHbIM MOTPe6NeHNeM ioga U NPUEMOM MOTEHUU-
anbHbIX GAPMAKONOrMYEeCKUX AU3PaNTOpPoOB ypoBeHb TTT
MMeeT TeHAEHUMIO K MPOrpecCcuBHOMY POCTY, MapansiefibHO
BO3pacTy, COOTBETCTBEHHO 1TabOPATOPHOI KapTUHE CYOKN-
HUYECKOro rmnoTnpeosa Ha GpoHe HE3HAUUTENBHOIO POCTa
YPOBHA CBT4 1 CHWXXeHUsi YpoBHA ¢BT3. BaprabenbHocTb
MefaHHbIX U 97,5-nepueHTuNbHbIX 3HaueHun TTT cocTaBu-
na B rpynne yyactHukoB 20-29 net ot 1,26 go 3,56 mEa/n,
B rpynne 80+ net — ot 1,90 go 7,49 mEp/n. Pe3ynbtupyio-
Wee JENCTBUE KOMOMHALMUN CHUXEHNUA YYBCTBUTENBHOCTU
TMpeoTpodoB runodusa K nepundepruyeckmum ropmMoHam
LMTOBUAHOW »enesbl, CH/XEeHMEe YyBCTBUTENbHOCTU LWMTO-
BUOHOW »ene3bl K HU3KoaKTMBHOMY TTT, a TakXe CHUXKeHue
JeiogupoBaHus T4 B T3 co3faeT y KIMHULMUCTOB cobnasH
K MOBasibHOMY Ha3HaYeHMI0 3aMeCTUTENbHON Tepanum 1eBo-
TUPOKCUHOM HATPUA NOXWIbIM MauMeHTam. Takasa TaKTuKa
onacHa € TOYKM 3peHuA MOBbILEHMA CepAeYHO-COCYANCTbIX
PUCKOB Yy MOTEHLUMaNIbHO CKOMMPOMETUPOBAHHBIX B OTHO-
LWeHNN XPOHNYECKNX 3aboneBaHUn NauneHToB 1 obycnas-
NMBaeT HEOOXOAMMOCTb NMPUHSITAA OJ1A MOXWUIIbIX NALMEHTOB
COOCTBEHHBIX pedepeHCHbIX NabopaTopHbIX MHTEPBANOB
TTI. CornacHoO KAVHUYECKUM PeKOMEHZALUAM aMepUuKaH-
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CKOW Tupeomgonornyeckon accoumauum ot 2014 r. (ATA,
American Thyroid Association) Ha3HaueHVe Takoro poga Te-
panun NOXWbiM NaLyMeHTam JOKHO NPOBOANTLCA CTPOrO
C YyYeTOM PUCKOB MONUMparmasuv, KOMoporgHoOCTU, <Ku-
HNYECKNX MAaCOK» MPOABAEHWI TMNOTUPEeO3a 1 NpY YCIOBUN
TUTPOBAHMA C MUHUMAJIbHO BO3MOXHOW 0301 HayanbHOM
Jo3on u3 pacueta 0,3-0,4 mkr/kr/cyT [10].

TMNEPKOPTULMN3M

OfHUM U3 MOTEHLMANbHbIX SHAOKPUHHBIX repoCTiMY-
nupyiowmx ¢akTopoB ABNAETCA aKTUBALUSA rMNoTanaMo-ru-
nodusapHoO-HaanNoyeyHNKOBON ocu. B ocHoBe [aHHOro
npouecca NexnT bonee paHHee BPeMsA AOCTUXKEHUA MUKA
CeKpeunn KOPTN30/1a, a TaKXKe MOBLILLEHNE BEYEPHETO KOP-
TW30/1a CO CMeLleHneM Ha 1-2 yaca Hasag Mo CPaBHEHUIO
C naumeHTamm monogoro Bo3pacta [11]. Mo gaHHbIM MeTa-
aHanusa 45 Kpocc-CEKUMOHHbIX uccnegoBaHuin (n=1200)
y MaumMeHTOB MOXMJIOrO BO3pacTa oTMeyvanacb H6onee Bbl-
coKas BblpabOTKa KOPTM30/1a B OTBET HA GU3MONIOTMYECKYIO
1 GpapMaKonormyeckyto CTUMynAumio (CTpecchl, TecT C WH-
CYJIMHOBOW TMMNOMMUKEMUEN, BBEAEHME MPENAPATOB KOPTU-
KonnbepuHa, agpPeHOKOPTUKOTPOMHOIO rOPMOHa, aHTaro-
HUCTOB OMMOAHBIX PELIENTOPOB), @ TaKXKe Ha NnoJdasnsoLme
TECTbl C AeKCaMeTa3oHOM W npefHun3onoHoM [12]. Kpome
TOro, no AaHHbIM Ennis GE et al. (2017), noBbilweHre ypoBHs
CYTOUHOW KOPTM30/yPUU TECHO aCCOLMUPOBANOCh C PUCKOM
pa3Butus 6onesHn Anburenmepa [13]. Mo pesynsratam MHO-
roneTtHero (2002-2019 rr.) uccnepoBaHmA C NPUMEHEHNEM
M3T ¢ dnopTayumnmpom ('®F) u MnuTTcOyprckum coegnHeH -
em B ("'C) y nocTmeHonay3asibHbIX NMauueHTOK Obina o6Ha-
py>KeHa npsAmasi 3aBUCMOCTb MEXIY YPOBHEM KOpPTU30Ja
B cbiBOpOTKe B 08:00 yTpa m BblpaXXeHHOCTbIO OTIOKEHNA
6eTa- 1 Tay-aMuIoVAa B PasfIMYHbIX 30HAX KOPbl FOSIOBHOMO
Mo3ra (no Z-KpuTepuio): Kope 3afHeln YacTu NOACHOW N3BU-
nuHbl (0,116 SD+0,038, p=0,003), Kope yrnybneHuns Bepx-
Heln BUcoyHom 6opo3gbl (0,050 SD+0,022, p=0,024), nob-
HO-NnaTepasibHO-peTpocneHanbHon Kope (0,075 SD+0,020,
p=<0,001) ronoBHoro mo3ra [14]. B 10 e Bpems 6onee HK3-
Kaf CyTOuHasd ceKkpeLus KOpPTU30/ia B MOXWJIOM BO3pacTe
accoummpoBanacb ¢ 60sbllelt NPOAOKNTENIbHOCTbIO CHA,
60r1ee HU3KNUM PUCKOM PasBUTKA capkoneHun n CO2 [15].

AQPEHOMNAY3A

CunTaetca, 4To XapakTep CeKpeuun Taknx Hagnoueuy-
HUKOBbIX aHAporeHoB, Kak AMA n OIA-C HeogHOKpaTHO
MeHAeTCcA B nepuope OHToreHesa. [locne poxpeHua ue-
noseka ypoBeHb AIMA n AMA-C, ctpemuTenbHO nagaet
B MepBble AHM XU3HN U OCTAaeTCA CHUXKEHHbIM NMPUMEPHO
[O 6-8 neT Xu3HW, Korga 3a CYeT CO3peBaHUA CeTyaTon
30Hbl KOPbI HAAMOYEUYHUKOB (Y IeBOYEK, KaK MPaBUo, paHb-
e, YeM y MafbuyMKOB) NPOABNAIOTCA Takmne NpeasapAwoLme
MosoBOE CO3peBaHVE CUMMTOMbI, KaK: JlobkoBoe U nog-
MbILLEYHOE OBOJIOCEHUE, MOBbIWEHNE CeKpeLMn MOTOBbIX
W CanbHbIX Xené3. HecmoTpAa Ha TO, YTO B MOAPOCTKOBOM
BO3pacTe y MajibuMKOB OCHOBHAA [ONA aHOAPOreHHOW ce-
Kpeunmn NpuxoauTca Ha KneTkun Jlemaura, Kak y ManbynKos,
TaK 1y geBouek, yposeHb AMA n AINA-C meaneHHo JocTu-
raeT CBOEro nvka K TpeTben AeKafe »K13Hu, C nocsieayowmnm
NPOrpeccMBHbIM CHUXKeHNEM Ha 3-5% B rog [16]. B uTore,
K 50 rogam XunsHu ypoBeHb CeKpeLuu HaanoUYeUYHUKOBbIX
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aHgporeHoB pocturaet 40%, K BOCbMOW-AEBATON AeKafe
XKn3HN — 10-20% OT NMKOBOro ypPOBHA cekpeunn. Hecmo-
TPA Ha TO, YTO CEKPeLUA KOPTU30a He NoQYMHEHA K TaKo-
ro pofa 3aKOHOMEPHOCTW, AAHHbIN NMPOLEeCcC Mo aHanorum
C MEHOMAy30M Y KEeHLUH 1 aHAPONay30M y My>KUNH Mony-
unn Ha3BaHUe «afgpeHonay3sar. B koHue 1990-x rr. 6binv Bbl-
OBUHYTbI TEOPUK, PpacCMaTpUBaloLLMe B KauecTBe TPUIrepoBs
CHWXKeHNA BblpaboTkn AMDA n AIA-C CHUXKEHME aKTUBHO-
¢t 17,20-nmna3bl [17], aTpoduio ceTyaTom 30HbI KOpbl HAaAMNOo-
yeyHukos [18], cHmxkeHne NOP-1 n UOP-3 [19, 22].

bnarogapa pesynbratam MyNbTUCEKLMOHHOIMO MHOFO-
NeTHEero 3NUAEMMUONIONMYECKOrO amMepuKaHckoro «Mccne-
[I0BaHVA 3[0POBbA >KEHLMH MO BCel cTpaHe» (Study of
Women's Health Across the Nation, SWAN)» B nocnegHue
roabl HameuyaeTcA TeHAEeHUMUA K nepecMoTpy paHee cCJio-
XKMBLUMXCA B3rNAQ0B Ha agpeHonaysy [20]. bbino BbifABNEHO,
uTO Yy GONBLUMHCTBA XeHLWWH (85% mnccnefoBaHHbIX) HECMO-
TP Ha obllee BO3PACT-3aBUCMMOE CHUXeHUe BbIpaboT-
K/ aHOPOreHOB, BblpaboTKa HaAMoO4YeUYHUKOBOW pakuuii
OI3A-C aHpgporeHoB pocsia B TeueHre HebosbLIOro Nepuro-
[a OT paHHeln nepumMeHonay3bl 4O paHHen NOCTMEeHOMNay3bl
He3aBUCMMO OT MPOAYKUMN 3CTPOreHOB AWYHMKAMM, YTO
NoATBEPAUIOCH Y XKEHLLMH KaK C XUPYPrmyeckon meHomnay-
301, TaK N C UHTAKTHbIMU ANYHUKamMK [21].

Ousnonornueckasa ponb AMA n AMNA-C Kak npekypco-
pOB CMHTE3a aHAPOreHOB 1 SCTPOreHOB BKYMe C MPOTEKTUB-
HbIMY 3 dEKTaMU B OTHOLLEHUN PUCKOB CaxapHoro Anabeta
2 TUMA, OCTEONOPO3a N OXKMPEHMSA Y TABOPATOPHbIX XKUBOT-
HbIX cdopMupoBanu npegybexaeHre o JaHHbIX FOPMOHAX,
Kak MHOroo6eLamnwmx «3ankcupoB beccmeptua» Homo
Sapiens [23]. OgHOM M3 OCHOBHbIX MuweHen AIDA asns-
eTca AfgepHbId peuenTtop 3ctporeHa B (ERB). Cneaytowen
no cune Bo3g4encTena muweHbio MDA aBnAeTca peuentop
aHgporeHa (AR). MDA obnapaeT cpoactBoM K AR, KoTopoe
B [1Ba-TPW pasza Hmxe, yem K ERP. MDA ceasbiBaeTcs ¢ ERa
C KOHCTaHTOWN paBHOBecHOro cBsa3biBaHuA (Kis), paBHOMN
1,1 MkM, n ¢ ERP ¢ Kis, paBHo 0,5 MKM, C nperMyLyecTBeH-
HbIM aroHUcTUYeckum fenctemem Ha ERB n EC50, paBHbIM
npumepHo 200 HM. bnarogapA BHYTPUKPWUHHOW peryns-
uum [M3A cnocobeH OKa3biBaTb YHMKANbHOE BO3JENCTBME,
a VIMEHHO MOBbILLATb YPOBEHb aHAPOreHOB, €C/IN OH CHUXKEH
10 HOPMbl U He MpeBbIAET Heobxoanmoro ypoBHsa [23].
KonnuectBo 0630pOB OTHOCUTENBHO Tepanuu MpPOoropmo-
HOM BO3pPacT-aCCoOLMMPOBAHHbBIX NATOIOMNIN HEBENUKO, Of-
HO3HauHbIX BbIBOJOB HeT [46, 47]. HenssecTHO, ynyuyliatot
nn pobaskn ¢ [IFTA KOrHUTMBHbIE CMOCOOHOCTN Y MOXMIbIX
MKEHLWWMH. M3 15 cTaTen, OTOGPAHHbIX AN MONHOTEKCTOBOIO
aHanmM3a, 4YeTblpe COOTBETCTBOBANM KPUTEPUAM BKIOYe-
HuA. Bo Bcex uccnegosaHuax [AFA BBogunca B Buge nepo-
pasnibHOW CyTOUYHOW [03bl 50 Mr, 1 BCe OHY Obln ABOWHBIMU
cnenbiMuy. YiyJlleHne KOTHUTUBHBIX GYHKUMIA NPy JIeUEHN
OTA no cpaBHeHuo ¢ rpynnoi nnauebo He Habnoganocb
HW B OQHOM pYrom ucciegoBaHum [48].

Ha paHHbIn MOMeHT npumeHeHue OIMDA Kak nekap-
CTBEHHOrO CpeAcTBa pa3peLlleHo BarnHanbHo. B Kauectee
MHTPaBarvHaNbHOro cpeacTsa MnpacTepoH Obil 3aperu-
cTtpupoBaH FDA (2016), EMA (2017) n MnHucTtepcTsa 34pa-
BooxpaHeHua KaHagbl (2019). KnuHunyeckue wucnbiTaHUA
nogteepannu 3¢dpektuBHocTb [AISA npu exefHEBHOM
MHTpaBarnHanbHom BBegeHumn 0,50% (6,5 mr) ana neyeHus
BY/IbBOBarvHanbHou aTpodun 1 gucnapeyHuu. bonee Toro,
pencteme [OIDA He pacnpoCTpaHAeTCA Ha SHAOMETPUN;
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HAYYHbI OB30P

OH [eNCTBYeT TOJIbKO BO Bfaranuiye, a ypoBeHb MOJo-
BbIX CTEPOV0B B CbIBOPOTKE KPOBM OCTAETCA B Npefenax
6UONOrMYECKN HMU3KOro AMarna3oHa HOPMbl Ans MOCTMe-
HOMay3bl, YTO WCKJIOYaeT CcTuMynsaumio 1 6e3 Toro atpo-
¢durpoBaHHOro 3HHOMETPUA. MexaHn3Mbl MOSIOKUTENIbHO-
ro sosgenctena AMDA Ha aTpoduio Cnm3ncTon 060nouKku
[0 CX MOP HeN3BECTHbI [24, 25].

AHAPOMNAY3A UTUNOMPOJIAKTUHEMUA

Bo3pacT-00ycnoBneHHOe CHMXKEHME AKTUBHOCTU TUMO-
Tanamo-rMnopu3apHO-rOHaAHONW OCU Y MYXKUMH MPOUCXO-
[T C NOCTENEHHO YBENNUYMBAIOLLENCS CKOPOCTLIO: B NEpros
24-26 net — 0,85%/ropn, ¢ 36 go 70 netr — 1,6%/rog, nocne
70 net — 1,6%/rop [2]. OcHoBOMonaralWMMn MeXaHU3Ma-
MM JAHHOTIO NMpoLecca ABNAETCA CHUXKEHME YMCNa aKTUBHbIX
KneTok Jlengunra B Anukax (OKCMZaTUBHbIN CTPEeCC, HapyLue-
HWe TPAHCMOopPTa XONIeCTePUHA B MUTOXOHAPUAX), CHUXKEHME
nynbcaTopHoro Beibpoca JIIN n OCI no mexaHU3My oTpuLa-
TeflbHOW OOpaTHOW CBA3WN U ycunieHne nepudepryeckon
KOHBEPCUN aHAPOreHOB B 3CTPOreHbl B XUPOBOW TKAHWU
BCNeACTBUE HANMMUUA KOMOPOUAHOCTK (oxunpeHue, Al, nH-
CYyNUHOpe3nCcTeHTHOCTb, C[12) [26].

B coBpemeHHOWN HayyHOW nuTepaTtype, K COXaneHuto,
OTMEYaAEeTCA OYEeHb MHOIO MPOTVMBOPEYNIA B TEPMUHONOT -
YeCckoM onmncaHun geduumnta TECTOCTEPOHA Y MY>KUuH. Tep-
MUWH «MYXXCKOWM r'MNOroHagn3mM» UCMosb3yeTcs B PyKOBOA-
CTBaX MO SHAOKPUHONOrMN DHOOKPUHHOTO obuiecTBa (ES)
1 ABCTPaNMNCKOro sSHAOKPUHHoro obwectea (AUS) [49-51].
lpu 3ToM B pyKOBOACTBax NO ypONOruuM u cekcyasnbHOM
MeauurHe TakuxX accoumauun, Kak MexgyHapogHoe 06-
LWecTBO CeKcyanbHoW meauuuHbl (ISSM), BputaHckoe 06-
WeCcTBO CceKcyanbHOW MeauuuHbl (BSSM), AmMepurkaHcKas
yponorunyeckasa accoumauus (AUA), Kak npaBuio, ynotpe-
6nseTcA MNOHSATUE «CUHAPOM AeduumnTa TECTOCTEPOHAY,
KOTOPbIV MO CYTU ABNAETCA CUMHOHWMOM MYXCKOFO Fvmno-
roHagmsma [28, 49, 52-54]. B MKB10 CMHOHMMOM runoro-
Hapu3Ma ansetcs anardos E29.1 — MmnodyHKuma snyek.
Mpwu 31om TepmuHbl <KADAM» — androgen deficiency adult
men, «<PADAM» — partial androgen deficiency adult men,
KMY>KCKOWN KIMMAaKC» U «aHApomnay3a» ABMAITCA yCTapes-
WUMUK, U MO CYTW HEBEPHBIMU, TaK KaK He OTpa<aloT naTo-
reHes rurnoroHagn3Ma, a nocfiegHne aBa TepmMrHa BoobLe
npoTmBopeyaTt bronornyeckom cytn sienexus. Ewe 6onee
CTapbiM TEPMUHOM SIBNIAETCA €BHYXOMUAM3M, KOTOPbIN Ya-
CTUYHO OTpaKkaeT BMONOrMYecKylo CyTb ABJIEHMA B Cllyya-
AX Pa3BUTKA TMNOroHagM3Ma Ao Wi BO BPEMSs MoJIOBOro
Pa3BUTKSA, HO 13-3a HEFATUBHOTO BOCNPUATUA NaLUNUeHTaMun
B COBPEMEHHOWN MeAnLUMHEe 3TOT TEPMUH HE UCMOJIb3YeTCs.
Hanbonee BepHOe onpegeneHme My»CKOro runoroHaams-
Ma 3TO: KITMHNYECKNI 1 BUOXUMMNYECKUI CUHAPOM, CBSI3aH-
HbIl C HM3KMM YPOBHEM TECTOCTEPOHA, OOYCIOBJIEHHbBIM
CHUKEHMEM 3HAOKPMHHON dyHKUMK AnYKa. Taknum obpa-
30M, Hambonee ONTMMASNIbHO CUMTaTb TUMNOroOHaAM3MOM
TOJIbKO CUTYauuu, Npu KOTOPbIX YPOBEHb TECTOCTEPOHA
CHUXKAETCA HMXKe HOPMAJbHbIX 3HAuyeHui (Mo COBPEeMEH-
HbIM JaHHbIM — HKXe 12 HMOMb/N) BCIeACTBUE MOBPEX-
[EeHUA UEHTPANbHbIX UK nepudepruyecknx 3BeHbeB u-
notanamo-runodusapHo-roHagHon ocu (TTO) wnm unx
couetaHua. Ecnn HapyweHa pyHKUMA Aanuek 6e3 HapyLie-
HWUA rMnoTanamo-runodmsapHoOn GyHKLUK, TO TaKOW FUMo-
roHagM3m SIBASIETCA MEPBUYHBIM U TMNEPTroHALOTPOMHbIM
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(M36bITOYHAA CTUMYNVPYIOLWAA CeKpeLna FoHajoTponu-
HOB HOPMaJibHO GYHKLMOHUPYIOWUM rMnodr3omM B OTBET
Ha CHWXeHMe MPOoAyKUMM TecToCcTepoHa fAnykom). Ecnu
HapylleHa runoTtanamo-runodusapHaa GyHkuus 6e3 Ha-
pyweHna GyHKUNM ANYEK, TO TaKOW FMMOrOHaAM3M ABAS-
€TCA TMNOrOHAZOTPOMHbBIM 1 BTOPUYHBIM UM TPETUYHBIM
B 3aBUCMMOCTU OT UCXOLHOIO MopaXkeHus runodusa nnm
runoTasamyca COOTBETCTBEHHO (CHVXXeHWe npopyKuuu
TECTOCTEPOHA ANYKOM KaK pe3ysibTaT CHMKEHUA CTUMYTK-
pytowiero BnuaHUs rmnodursa). Ecnm HapyLeHbl Kak rmno-
Tanamo-runopusapHaa QGyHKUUs, Tak U OYHKUUA AnYek,
TO TakoW rMMoroHagmsm fABNAeTCA CcmellaHHbiM. Haunbo-
nee TUMWYHBIM MPVMMEPOM CMELLaHHOrO TMMNOroHagu3Ma
ABMSAETCA TOT TUN TMMOrOHaAN3Ma, KOTOPbIV Pa3BUBaAETCSA
Mo Mepe CTapeHMsA MYXUMHbI, €0 TaKXe Ha3blBalOT «BO3-
PacTHOW aHAPOreHHbIN AedUUNT», UTO MEHEE TOYHO, U
«BO3PACTHOWN r'MNOroHaAN3M», YUTO ABNAETCS BePHbIM. U Ha-
KOHeL|, YeTBepTblM BapvaHTOM TMMOroHagu3Ma ABAAETCA
TOT, KOTOPbIN CBAA3aH C HAPYLIEHMAMY MEXaHU3MOB OTpULLa-
TeNbHON O06PaTHON CBA3W B CUCTEME «TUMoTanaMyc-rnmno-
¢bur3-roHagbl» 1 pa3BMBaLWMIACA Ha OHe MeTabonmueckmx
HapyLUEHWIA, TAKUX KaK OXUPEHWE U HapyLUeHWNe YyrneBos-
Horo obmeHa. OTo npegnonaraeT GYHKLUMOHANbHbIN XapakK-
Tep rMnoroHagM3ma u ero noTeHUMasnbHylo 06paTUMOCTb
npu yCTpaHeHUN COMYTCTBYIOLUX HeraTMBHbIX GaKTOPOB
B OT/INYME OT MEePBMYHOrO (rMMNepProHafoTPOMNHOro), BTO-
pPVYHOro (rMNOroHagOTPOMHOrO) WAN CMELAHHOro Tu-
MoOB rMNOroHaAu3Ma, KOTopble SABNAIOTCA OpraHMYecKmmu
N HeobpaTumbiMn [55-56]. PasgeneHue runoroHagnsma
Ha OpraHuYeckun n ¢GyHKLMOHANbHbIA UMEEeT MpakTuye-
CKWI CMbIC/: OPFraHNYECKNIA TUMOrOHaAN3M TpebyeT Neve-
HUS C MOMOLLbIO aHAPOTreHHOW Tepanuu, a QyHKLMOHaNb-
HbI TMMOrOHAAN3M JOJIKEH JIeUNTbHCA B MEPBYIO ouepesb
nyTem YCTPaHEHWA WM YNyYlWeHWA acCOLMUPOBAHHbIX
C HAM MeTabonunuecknx HapyeHun [57-58].

PasnnyuHble paboTbl NOCNefHUX AeCATUNETUN ONUChHI-
BAlOT HaNMuMe Yy YYACTHMKOB TMMNOTETUYECKOro ABaxnAbl
NnoATBEPXKAEHHOro NabopaTopHOro peHoMeHa, KnmHunye-
CK/e NPOosBJIEHNA KOTOPOrO OCTATCA 0 CMX MNOP HEU3Y-
YeHHbIMU — runonponakTuHemun. C Uenbo yBENMYEHNA
[OCTOBEPHOCTM aHaNN30B U3 YMCA YYACTHUKOB MCKJIIO-
Yanucb MauMeHTbl C 3aboNeBaHUAMU FMNOTaNaMo-Tmmno-
¢dm3apHOM obnacTn B aHaMHe3e, ypoBHeM obuiero npo-
NaKTUHA CbiBOPOTKM =35 Hr/mn (700 mMEgp/n), npnemom
AHTUNCUXOTUKOB, CENIEKTUBHbBIX MHIMOUTOPOB ObBpaTHO-
ro 3axsaTa CEpOTOHWHa, aroHWCTOB AodammHa. Marte-
MaTMYeCKN paccuymTaHHasa BepoATHOCTb CL2 y My»KuuH
C YPOBHEM 006lLLero NposiakTUHa CbIBOPOTKU B npenenax
pedepeHcHoro uHtepsana 5-34,9 Hr/mn (100-698 mEn/n)
cocTasnana 6,3%, Npy ypoBHE CbIBOPOTOYHOrO Nponak-
TVMHa B npomexyTke 3-4,9 Hr/mn (60-98 mEa/n) — 9,3%,
OP (95% 1N 1,59 (0,93-2,71), B npomexxyTKe 0,3-2,9 Hr/mn
(6-58 mEp/n) — 22,7%, OP 5,45 (95% OWN 1,78-16,62). MNpn
3TOM flabopaTopHas rMNoNpPoNIakTUHEMUS He acCOLUNPO-
BaJlacb C MOBbILIEHNEM PUCKA PA3BUTUA OHKOJIOTNYECKMX,
cepAeyvYHO-COCYANCTbIX 3ab0neBaHnin, fENPECCUMBHBIX pac-
CTPONCTB U 06LLe cMepTHOCTU. Takmm 06pa3om, B nccrne-
foBaHun EMAS B KauecTBe YCNOBHOW «OTPE3HOM TOUKMN»
KMMHWYECKN 3HAUMMOro pucka pa3sutusa CL2 y MyKUuH
eBpONencKkor nonynsaunn Obio NPEeanoXeHo cunTaTb
YPOBEHb CbIBOPOTOYHOTO MPONIAKTUHA 3 HI/MA U HUXe
(64 mEa/n n Huxke) [29].
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NEPUOA MEHOMAY3AJIbHOIO NEPEXOAA
N ®U3NONOIMMYECKUIA CABUT B CTOPOHY
OTHOCUTEJIbHOTO NPEOBJIAAAHNA AHOPOFEHOB

PenpofyKTVBHBIN MEpPVof Yy KEHLMWHbI CMeHseTca ne-
pYOAOM MEHOMAY3aNbHOrO nepexofa (T.H. nepumeHonay-
3a/ibHbIM MEepPrOAOM), 33 KOTOPbIM CrlielyloT MeHomnays3a u,
Janee — nOCTMeHoNay3a (paHHAA M MO3[HAA) COrnacHo
cucteme STRAW+10. TepMuH «meHonay3a» (B mep. € nat.
“mens” — mMecAYHble 1 “pausa’ — npekpaLleHne, OCTaHOBKA)
3auacTylo TPaKTyeTCA NULb Kak 3cTporeHaepuLmT-o0yCcnos-
NeHHoe NpeKpaLleHre MEHCTPYaLWiA 1 yTpaTa PENPOaYKTVB-
HoW GYHKLMN Y >KeHLMHbI. [TocTMeHoNay3a xapakTepu3yeTca
«BbIKJIOYEHNEMY QYHKLMU SUYHUKOB 1 Pa3BUTMEM AeduLim-
Ta 3CTPOreHOoB. B cpefHeM CHMXaeTcA ypoBeHb 3CTPOreHOB
nocne HacTynieHusa MmeHonaysbl Ha 67%, [ocnepytouee
CHUXXEHWe YPOBHA 3CTPOreHOB, HacTynaeT yepes 6-8 et no-
cne HacTynneHusa meHonaysbl (ewe Ha 18%) [31]. CHxeHne
OCHOBHOTO MEHCKOro CTepoma acCoLMMpoBaHO C MOBbILLE-
HVYEM prCKa PasBUTUS BO3PACT-acCOLMUPOBAHHBLIX 3aborne-
BaHMI: nwemndyeckon bonesHn cepaua (MbC), uepebposa-
ckynapHown 6onesnu (LIBB), C[12, octeonoposa n t.a. [31].

B pe3ynbTaTte, BBMAY HEOOCTAaTOYHOCTU MOJIOBbIX »KEH-
CKMX FOPMOHOB, MO MEXaHM3My 06paTHON CBA3U GpopmMmpy-
eTca nabopatopHas KapTUHa rMNeproHagoTPOMNHOro rumno-
roHagusma [32]. PaHHMIA MeHONay3anbHbIN Nepexog — 3TO
perynsipHblil LMK C HaIMurem cTabusibHbIX KosiebaHui ero
NPOJOMKUTENBHOCTY (=7 fHeN), B COYETaHNN CO CreayoLm-
MM OCOBEHHOCTAMM:

*  HUM3KN ypoBeHb AMI;
+ KonebaHusa ypoBHs 3cTporeHos 1 OCT;
+  CHWXKeHUs YpOBHA UHIMOVHa B 1 nporectepoHa.

Mo3gHUn MmeHonay3anbHbIA Nepexof — 3TO yxe bonee
rpybble HapyLleHWAa MeHCTPyaslbHOro uukna (ameHopes
>60 gHen), a Takxe:

*  HUM3KN ypoBeHb AMI;

«  OCI 225 ME/n;

«  peduruuT 3CTpOoreHa u NPorecTePoHa;

+  CHWXXeHUe YpoBHsA UHrmbrHos A u B [40].

Mepuog paHHero MmeHomnay3asbHOro nepexofa xapakre-
puU3yeTca yBENMUYEHNEM YaCcTOTbl aHOBYNIATOPHbIX LMKIIOB,
aTpesven GoONNMKYNoB WAn UX nepcucTeHunen, dopmu-
pOBaHMEM HEMOJSTHOLIEHHOTO »KENTOro Tesla, YTo NPUBOAUT
K MOCTEMEHHOMY CHVXEHMIO KOHLEHTPALUMY NporecTepoHa
[40]. B nepuop paHHero meHonaysajbHOro nepexofa Ha-
6niopatoTca konebaHua yposHa OCI. bonee BbicoKne ypoB-
H1 OCT MHMUUUPYIOT GONNMKYIIOreHe3 O Perpeccui xern-
TOrO TeNla, YTO MPUBOAUT K YKOPOUEHUo GONNMKYNApHO
¢da3bl. MNMockonbKy KonmuyectBO GOMIVKYNOB MPOAOSIKAET
YMEHbLIATbCA, MOXET HacTynuTb 3afilepXKa, npexnae uyem
NoABUTCA CriefyoWwnin pearupyowmin ponnvkyn. Jaxe npu
Hanmumn 3agepxek GONNUKyN BbiAENSAET BbICOKAN YPOBEHD
3CTpagvona. HecmoTps Ha HapyweHua GonnnKynoreHesa,
KonebaHus YpOBHA 3CTpaAmona CTaHOBATCA BCe 6osiee Bbl-
pakeHHbiMK [41-44] (puc. 1).

B wnccnegosaHmax SWAN, Penn Ovarian Aging Study
U OpYyrnx He3aBUCMMO MOKAa3aHO, YTO CPEAHU YPOBEHb
3CTPafVONaA Y KEHLMH B PaHHEN nepumeHonayse aHano-
TMUYEH YPOBHIO Y XKEHLUVH PEeNpPOAYKTMBHOIO Bo3pacTa Uin
Bbile. TV KonebaHus ypOBHEN 3CTPOreHOB OMUCHIBAKOTCA
KaK «rOpMOHaJIbHble aMepUKaHCKUE TOPKU» WU «rOpPMO-
HaNbHbIN Xaoc» [41-44].
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PucyHok 1. YpoBHu OCI B pa3ninyHble Nepriofbl XU3HW XEHLLMHbI.

lNocTMeHOMay3a He XxapaKTepusyeTcA OKOHYaTeNlbHbIM
3aTyxaHVeM NMPOAYKLUMY SCTPOreHOB B OPraHN3Me XKeHLLUH.
B paHHOM nepuoge CUHTE3 3CTPOreHOB MPOAOKAETCS,
HO B 3HAUMTENbHO 6Osee HN3KMX KOHLEHTPALMSAX, YeM B pe-
NPOAYKTUBHOM Mepuoge, 1 C ApYriM COOTHOLEeHUeM dpak-
yun. CMHTE3 3CTPOreHOB NPOUCXOAWUT B OCHOBHOM 3a CYeT
npeBpaLleHnsa aHAPOCTEHAMOHa B 3CTPOH (B 6osnbluen
CTeneHu; ypoBeHb MPOAYKUUU B cpefHeM 42 MKI/CyTKy,
LUUPKYIUPYIOLWUIA YPOBEHDb B CbIBOPOTKE 35 Nr/mi) 1 Tecto-
CTepoHa B 3CTpaanon (YpoBeHb LIMPKYIMPYHOLLEro 3CTPaau-

4.0 j’

25 T

ona B cpegHem <20 nr/mn) nop BO3AeNCTBMEM apoMaTasbl.
B oTnnume oT GbICTPOro CHWXEHWA YpPOBHeN 3cTpagnona
N NpOrecTepoHa, ypOBeHb LMPKYINPYIOLLEro TeCTOCTePOHa
CHUXKaeTca H6onee NnaBHO, BCNEACTBYE NMOCTENEHHOMO CHU-
KEHNA CeKpeunn Kak HagnoyeyHnkKaMu, Tak 1 ANYHUKaAMWN.
KoHUeHTpauua TecTocTepoHa B CbIBOPOTKE KPOBU JOCTUra-
€T N1Ka B KOHLe Neprnoja nosioBOro CO3peBaHuns, nocsie yero
COXpaHsaeTCcA Ha CTabUIbHOM YPOBHe BMOTb 0 80-neTHEro
Bo3pacTa. [1py 3TOM ypoBeHb TeCTOCTepOHa OCTaeTCA B npe-
Jenax pedepeHcHbIX 3HaueHui (puc. 2) [45].

’]‘ ’]‘ ’]‘ TectocTepoH

o

o

PI/ICyHOK 2. YpoBeHb TeCTOCTEPOHA B 3aBUCMMOCTI OT BO3PacCTa »KEHLLUMHbI.

KoHueHTpauusa cteponaHbiX METa6ONNTOB B CbIBOPOTKE KPOBU »EHLUUH B 3aBUCUMOCTM OT Bo3pacTta oT 0,02 fo 76,3 net, n=1176. CNiOWHbIMW TUHUAMUA

0603HaYeHbl MeiraHbl, @ MyHKTUPHbIMU — 2,5, 16, 84 1 97,5 NnpoueHTUNA (UTo COOTBETCTBYET +1 1 +2 CTaHAAPTHbIM OTKIIOHEHKAM (SD) COOTBETCTBEHHO).

Cepble NMYHKTUPHbIE NIMHUM MOKa3blBaloT NpeAesibl 06HapyXeHus. 3HaueHus, npesbiwatowme +2 SD, 0603HaueHbl 3HaKoM 1. YpoBEeHb NporectepoHa B Cbl-

BOPOTKe KpOBY 96 »eHLUVH B Bo3pacTe 13 neT 6bi1 M3MepeH B AnanasoHe oT 2,7 Ao 80 HMonb/n. AHanvs Ha CTepouaHble TOPMOHBI MPOAOMKanca 52 roga.

KoHueHTpauuu, KoTopble He NoafaBanvcb onpeaeneHnto unm 6oy Huke LOD, 6biin 3aMeHeHbl Ha cOOTBeTCTBYloWMe 3HadeHns LODs/2. **PacueTHoe
cBobogHoe BpemaA T (FT), n=1119 [45].
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MeHonay3anbHaa ropmoHoTtepanua (MIT) nossonser
3DEKTUBHO KynUpOBaTb CUMMTOMbI KJIMMaKTepUUYeCKo-
ro CMHOPOMA, a TaKXe OTCPOYWTb Pa3BUTUE OTAANEHHbIX
nocneacteuin geduuymta actporeHos. lNpu Bbibope Tepa-
nuyn cobnoAaloTCA MPUHLUUMBI COBPEMEHHOW KOHLIEMLMU
nepcoHanu3aumm MeHoMay3anbHOW rOPMOHasIbHOWN Tepa-
nun. Hauano cuctemoii MI'T HeobxogMMO paccmaTpuBaThb
Yy XeHWMnH B Bo3pacTe meHee 60 neT u C AANTENbHOCTbIO
noctmeHonay3sbl MeHee 10 net. OnTmanbHOe Bpemsa And
ctapta MI[T — nepuog nepu- N paHHen NOCTMEHOMay3bl.
OTCyTCTBYIOT BO3pacTHble OrpaHWYeHNA NPU HasHauyeHuu
JIOKaNbHOW Tepanumn 3CTporeHamm (3CTPMONoM) CUMNTOMOB
F'YMC. TepaneBTryecKan Lefib 3aK/Il0OYAETCA B UCMOMb30Ba-
HUN Hanbonee noaxogdAwen MUHUMANIbHOWN 3bbEKTBHOM
po3bl MI'T B cooTBeTCTBUN C Lenamn neveHuda. WHgmengy-
anu3auma MIT (Bbibop [03bl, IeKapCTBEHHON GpopMbl npe-
napara, ero cocTaBa, pexuma ncnonb3oBaHNsA) NPOBOAUTCA
C yYeToM BO3pacTa NauMeHTKM, CTagun penpoayKT1BHOIO
CTapeHus, TMHEKONOrMYECKX 3a60eBaHUM, KOMOPOULHbIX
COCTOAIHWI, MPeANOUYTEHUN XKEHLWMHDI [33].

B 2025 r. 6bi1a ony6nmkoBaHa O6beHEHHasA No3nUKA
POCCUNCKUX SKCNEPTOB MO BOMPOCY KANHUYECKOrO 3Hauye-
HUA TMNepPaHAPOreHNm Y XKEHLWNH B PaHHEN NocTMeHonay-
3e [34], koTopasa nogyepKHy”na, YTo:

1) Ha ¢oHe geduumTa NporecTepoHa B Nepuod MeHonay-
3a/IbHOMO NMepexofa 1 ObICTPbIX TEMIMOB CHUMXEHNA YPOB-
Hel 3CTPOreHOB B Neprog paHHer NoCTMeHonaysbl, Npu
NPOAOKAIOLLENCSA BbIPAbOTKE aHAPOreHOB B AMYHUKAX
1 HafiINnoYeYHUKax npoucxoant popmmpoBaHme Gr3nono-
rMUYecKoro CABUra B CTOPOHY OTHOCUTESIbHOTO npeobina-
JaHNA aHOPOreHOB B paHHeN nocTtMeHonayse. [Npu 3tom
abCoNIOTHbIE 3HAYEHUA TECTOCTEPOHA COOTBETCTBYIOT pe-
bepeHCHbIM AN CTagum PenpoayKTUBHOIO CTapeHus;

2) ¢usmonornyecknii CABUr B CTOPOHY OTHOCWUTENbHOrO
npeobnafaHna aHOPOreHOB B MOCTMEHOMay3e accouum-
poBaH C yBe/IMYeHMEM MOCNeYLWEro pucka pasBUTUA
MeTaboNYECKNX 11 CEPAEUHO-COCYANCTbIX 3a60neBaHM;

3) Heobxogumo yunTbiBaTh GakT dbopmmMpoBaHUa PGrsmno-
NIOTMYEeCKOro cABura B CTOPOHY OTHOCUTENIbHOrO npe-
obnagaHna aHAPOreHOB B PaHHel MNOCTMEHOMNay3e npu
onpefeneHUn TaKTUKU BeAeHMA naumeHTok. Hannuue
B apCeHasie NPaKTUKYIOLWKMX Bpayen cTpaTernm, no3Boss-
loLLel MONOXKNTENIbHO BNUATbL Ha 3BeHbA NaToreHesa Me-
Tabonnueckmx M CcepaevyHo-cocyancTbix 3aboneBaHui,
MOXET OKa3aTb CyL|eCTBEHHOE MOJIOKUTEIbHOE BAUA-
HUe Ha COCTOAHNME 300POBbA XKEHLUUH B NOCTMEHOMay3e.
C 1992 r. no HacToAlee BpemMA NPOBOANTCA KPYMHOe

MeXAyHapoAaHOe 3NuMAeMMOoJIormyeckoe wuccnegoBaHue

World Health Initiative (WHI), gonrocpouHbiMn 3apa-

YaMy KOTOPOro ABMAKTCA M3yyeHWe MOTEeHUMaNbHOro

BnuAHUA MIT Ha pUCKM coMaTnyecKkon 3abonieBaeMocTu

N Ha OXMAAeMylo MNPOAOMKUTENbHOCTb XU3HU. W3Ha-

YyanbHO B uccnegoBaHue 6bInU BKIoYeHbl 161 808 »eH-

WMH B Bo3pacTe 50-79 net pasnnMYHON pacoBou (eB-

poneouabl, adppoamepriKaHKW, a3naTkY, OKeaHoWU.bl)

NPVHAANEXHOCTU C Pa3/IMYHBIM YPOBHEM 06pa3oBaHuA

n poxopoB. CornacHoO NoOCnegHeMy €eXerogHomy oTye-

Ty oT 15 deBpana 2025 r. B pamkax nccnefoBaHus npo-

JoJKalT Habnogatbca 42 630 nNauneHTOK B BoO3pacTe

75+ ner, n3 KOTOpbIX: B BO3pacte 75-79 net — 1566 uen.

(3,7%); 80-84 netr — 13064 yen. (30,6%); 85-89 ner

14 780 uen. (34,7%); 90-94 net — 9098 uen. (21,3%);
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95-108 net — 4122 yen. (9,7%). MonyyeHHble pe3ynbTaThl
ABNATCS MHOrOO6€eWaWNMN C TOUKN 3PEHNA NMOUCKOB
repornpoTeKTUBHbIX MexaHu3mMoB BanAHMA MIT n ganb-
HeWwero NPoABMXEeHNA AAHHOro BMAa Tepanuu ans 6o-
nee WNPOKNX BbIBOPOK NaumeHToK [35].

COMATOIAY3A

B cBA3M ¢ BO3pacTHbIM OCnabneHmem MynbCaLVOHHbIX
BbIOPOCOB U CHVPKEHUSI CYTOUHOW amMnanTyhbl BblpaboTKU
CTT y noXunbIx NaLueHToB HabofaeTcsa MeeHHOe CHUXKe-
Hue BblpaboTkn NOP-1. O6wwenssecTHo, uto ocb CTI/U®P-1
OTBeYaeT 3a nofjepxaHue MpoLeccoB penapauuv U npo-
nudepaunn Knetok (0COGEHHO XPSALEBOW U KOCTHOW TKa-
HW), QHTUOKCUAAHTHOW Y MUTOXOHAPUANbHON 3aWnTbl MNna-
CTUYHOCTM TOJIOBHOTO MO3ra M COXPaHEHMI0 KOTHUTUBHbIX
byHKuWi [36, 37]. B TO e BpemMsaA no pesysibTatam U3yyeHus
440 000 yyaCTHUKOB 6bINIO YCTAHOBNEHO, UTO KakK CHVIXEH-
HbIll, TaK M MOBbIWEHHbIN ypoBeHb NDP-1 (no cpaBHeHMIO
C BO3pPaCTHbIMM HOPMaMM) acCoLMMPOBaH C MOBbILIEHNEM
purcKa cepgeyHo-CoCyauCTon cMepTHOCTK, AemeHuun, CO2,
OCTEONOPOTNYECKUX COOBLITUIA U CMEPTHOCTM OT OHKOJIO-
rmueckux 3abonesanuini no tuny U-obpasHon kpusown [38].
Y maumneHTOB B KOropte 63-74 net npv NOHWKEHUWN YPOB-
HA VIOP-1 no cpaBHeHUIO C nauyueHTamu rpynnbl 37-50 net
C aHaNnorMyHol nabopaTopHON KAapTUHON PUCK CMEPTHOCTM,
aemeHunn, C02 n octeonopo3sa 6611 Ha 20, 50, 10, 6% cooT-
BETCTBEHHO. B TO »ke BpemsA NoBbIWEHHbIA YpoBeHb VOP-1
y NaUMeHTOoB B KoropTte 63-74 neT NpMBOAMI K NOBbILIEHNIO
pUCKa pa3BUTUA AEMEHLNN, CEPAEUYHO-COCYANCTbIX 3abone-
BaHuI 1 C[12 Ha 25, 18, 10% cooTBeTCTBEHHO [2, 38].

MpepnpuHAaTbie B 1990 I. NOMNbITKA Ha3HavyeHWA npena-
paToB ropMoHa pocTa B go3e 30 Mr/Kr 3 pa3a B Hefenio nog-
KOXHO y My>K4/H B Bo3pacTe 61-81 neT ¢ ypoBHem NDOP-1
B HVKHEN TpeTn pedepeHCHOro BO3PacTHOrO AManasoHa
Cnoco6CTBOBANO B MepBble MecsALbl Tepanuu NoMrUMo yBe-
nuyeHva yposHA VOP-1, yBennueHnio Tolen maccobl Tena
B cpepgHem Ha 8,8%, ysennyeHnio MIK B noACHWYHOM OT-
Jene No3BOHOYHMKA Ha 1,6% C NocneayoWmm CHUXEHNEM
10 UICXOAHbIX 3HaUeHu 6 mecaues [39].

B cBA3M C OTCyTCTBMEM OAHO3HAYHbIX AAHHbIX 3a BAMA-
HMe aKTUBHOCTM COMATOTPOMHOWN OCU Ha TeUEHME CTapeHuUs,
HaNM4YMEM LUMPOKOro crneKkTpa nobouHbix 3ddeKkToB (Kap-
NanbHbIA TYHHENbHbIA CUHAPOM, TMHEKOMACTUNA, TMneprim-
Kemusa, OTeKkn) OT Tepanuu npenapatamyM ropmMoHa pocCTa,
a TakXe OTCYTCTBME 3aperncTpupoBaHHbix B PO npenapa-
ToB NOP-1 ons npoBefeHna 6e30nacHoOl reponpoTeKTUB-
HOWM Tepanuu npenapatamm ropmoHa pocta, MOP-1 n nx
KOMOMHaLMen He NpefCTaBNAETCA BO3MOXHbIM.

3AKNIOYEHUE

Ha coBpemeHHOM 3Tane n B Gnvxalilwen nepcnekTmse
3afia4ya No ropmoHanbHOMY YMpPaBEHWIO CTapeHnemM OCTa-
€TCA ManooCyLwecTBMMOM. BaXKHbIM Warom K pelleHuio gaH-
HOW 3afiaun Morsio Obl CTaTb onpedeneHne nabopaTopHbIX
pedepeHCHbIX UHTEPBANIOB B Pa3fINYHbIX «MOAKOropTax» na-
LMeHTOB cTapLiero Bo3pacta (61-70, 71-80, 81-90, 91-100,
100+ neT) Ha OCHOBaHWV Pe3ynbTaToB PaLMOHaNbHO OpraHu-
30BaHHbIX MYJIETUKOrOPTHbIX MEXAYHAPOAHbIX SNNAEMMONO-
rMyecKnx NccrefoBaHnm C CO34aHVEM 1 NOAOEPKKON repOH-
TOJIOMMYECKMX PErMCTPOB B MacluTabax HapogoHaceneHus.
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AOMNONHUTEJIbHAA UHOOPMALMA KoHGnuKT nHTepecoB. ABTOpbI [eKNapupyloT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
UcTouHnkn $uHaHcMpoBaHuA. VccnefoBaHve NPOBOAWTCA B pam- HacToALen cTaTbu.

Kax rocyfapCTBEHHOro 3apaHus: «M3yuyeHue ¢yHAAMEHTaNbHbIX Mexa- YyacTtue aBTOpOB. BCe aBTOpPbI 0A06pUNM GUHANBbHYIO BEPCUIO CTaTb

HU3MOB osapmaanoﬁ rmnepaHgporeHnn, onTMMunsauma KOMIMJ1IeKCHOM

AVNArHOCTMKM N NepCcoHannsauna nevyeHna anAa CHUXXeHuAa KapnmomeTa6o—

NINYECKNX PUCKOB 11 aKTUBHOTO AOJITONETUA», PErMCTPALIMOHHbBIA HOMEp
126022417901-3.

nepep nybnvkauuen, Bbipasuan cornacme HeCTM OTBETCTBEHHOCTb 3a BCe

acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne

BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTh

paboTbl.
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