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AHANN3 [AHHDBIX 102 NALMEHTOB U3 43 CEMEN B NONYNALUN POCCUACKON
OEAEPALIAN

CUHAPOM MHOMECTBEHHbIX SHAOKPUHHbIX HEOMJIA3UN 1 TUNA: .

© PX. CanumxaHoB*, A.K. EpemkuHa, X.B. barnposa, K. Melipambek, C.B. Monos, H.I. MokpblweBsa

HaunoHanbHbIN MegMLUMHCKUIA NCCNefoBaTeNbCKUN LEHTP SHAOKPUHONOrMM M. akagemmka .U, Jeposa, Mockea, Poccus

OBOCHOBAHMUE. CriHapOM MHOKeCTBEHHbIX SHAOKPUHHBIX Heonnasui 1 Tuna (MoH-1) — pegkoe ayToCOMHO-AOMUHAHT-
Hoe 3aboneBaHue, 06yCIOBNEHHOE NHAKTUBUPYIOLWMMU MyTaumamn B reHe MENT. MOH-1 xapakTepu3yeTcs BbICOKOW neHe-
TPAHTHOCTbIO; K «KNAacCUYECKON Tprage» NPOABAEHUN CUHAPOMA OTHOCATCA NepBUYHbIN rmnepnapatmpeos (MNIMIT), Henpo-
3HAOKPUHHbIe Heonnasuu (HOH) xenygouHo-kuweyHoro Tpakta (KKT) n ageHombl runodmsa. inarHos yctaHaBnmBaeTca Ha
OCHOBaHWW KNMHUYECKUX, CEMEHbIX Y FeHETUYECKUX KpuUTepues, oiHako GeHoTnnmyeckas BaprabenbHOCTb 1 OTCYTCTBUE
YeTKOWN reHoTUN-GeHOTUNNYECKON KOPPEeNALUN 3aTPYAHAT PaHHIO AMarHoCTUKY 3aboneBaHus.

LIESIb. OxapakTepun3oBaTb KIMHUKO-3NMAEMUONOrNYecKkme, nabopaTopHO-NMHCTPYMEHTalNbHbIE U FeHeTnYecKne ocobeHHo-
cTn cemeinHbix opm M3IH-1 B Poccminckun Gepepavmn.

MATEPUAJIbl U METOAbI. Ha 6a3e OI'bY «<HMWL] sHgoKprHonormm nm. akagemrika U.M. Negosa» Munsgpasa Poccum npose-
[IeHO OfiHOLIEHTPOBOE OJHOMOMEHTHOE uccnefosaHue (102 nauueHTa ¢ reHeTuyeckn sepudurumnposaHHbim M3H-1 u3 43 ce-
meln) 3a neprog 2015-2025 rr. NMauueHTbl Obiny pasgeneHsl 3 rpynnbl B 3aBUCMOCTY OT Bo3pacTa MaHudectaumu MIMT —
B 60NbLUMHCTBE CNyyaeB «NepBOro» KOMMNoHeHTa 3aboneBaHuaA: <18 net, 19-40 neT 1 >40 net. Kpome TOro, BCe NaLmeHTbl 6binn
CrpynnypoBaHbl B 3aBUCMMOCTU OT TUMa 1 TIoKanu3aumm myTtauum B reHe MENT. lNpoBeaeH CpaBHUTENbHbIV aHanun3 He3aBuUcn-
MbIX FPYMMN 1 NOArpynM MO OCHOBHbIM NOKa3aTenam Kanbumin-¢pochopHOro obmeHa, xapakTeprucTmkam NposABIEHU, TeYeHNIo
1 ncxofam xupyprudeckoro nedenus MIMIT, npoaHanu3nposaHa reHoTUN-GeHoTUNMYeckan koppenauua MoH-1.
PE3YJIbTATbI. lpynnbl naumeHToB ¢ MOH-1 66111 CONOCTaBMMbI MO OCHOBHBIM XapaKTePUCTUKaM (Mo, NePBbI KOMMOHEHT,
Apyrve nposABfeHnsa cuHapoma; p>0,05), oiHaKo BbIABNEHbI 3HaYMMble pa3nmuna B Bo3pacte MaHudecTaumm HIH (p<0,001)
W TeHAeHUMA ana ageHom runodumsa (p=0,003). MNpu aHanu3e reHeTUYECKNX JaHHbIX Mbl OGHAPYXUNK accoumaLmio Mexay
MyTauuein B 10-m 3k30He reHa MENT 1 prckom pa3sutua ageHoM runodusa (OP=7,7; p=0,006), B TO BpemaA Kak TN MyTaLmm
HuKak He onpegensan ¢eHoTnn M3H-1. Mpynnbl He pa3nnyanmcb N0 MHOXECTBEHHOMY XapaKTepy MOpaXeHna OKOJOLWKNTOo-
BMAHbIX xene3 (OLWXK), xupypruueckum ncxogam MNITIT, a Takke rMCTONOrMYECKMM XapaKTepuctmkam obpasosaHuii OLLK
(p>0,05).

3AKJTIOYEHUE. AHanun3 cemelHbix opm MIH-1 B poccuiickorn nonynauumn NoaTeepana BbICOKYIO KIIMHUYECKYIO reTepo-
reHHOCTb CMHAPOMA, BKNOYasA accoumanmio Mmytaumii B 10-m sk3oHe reHa MENT € NoBbILEHHbIM PUCKOM afieHOM runodusa.
Y nayuneHToB ¢ MaHndecTaumen MNITIT B Gonee monogom Bo3pacte oTMevanocb 6onee paHHee passute HIH XKKT n ageHom
runodwmsa. Pe3ynbratbl UCCNeaoBaHUA NOATBEPXKAAIOT HEOOXOANMOCTb PaHHEro FeHeTUYECKOro CKPUHWUHIA 1 MHAUBUAYanb-
HOro MOHUTOPWHra NauneHToB ¢ MOH-1, a TakXe UX poACTBEHHNKOB.

KJTKOYEBDIE C/IOBA: cUHOpOM MHOXeCma8eHHbIX SHOOKPUHHbBIX Heonsiazul 1 muna; nep8uyHblli 2unepnapamupeos; 2eHomun-gpeHomunuye-
CKas Koppenayus; Helipo3HOOKPUHHbIE HEoN1a3uu.

MULTIPLE ENDOCRINE NEOPLASIA SYNDROME TYPE 1: ANALYSIS OF DATA FROM
102 PATIENTS FROM 43 FAMILIES IN THE POPULATION OF THE RUSSIAN FEDERATION

© Rustam K. Salimkhanov*, Anna K. Eremkina, Hanum V. Bagirova, Kamila Meirambek, Sergey V. Popov,
Natalia G. Mokrysheva

Endocrinology Research Centre, Moscow, Russia

BACKGROUND: Multiple endocrine neoplasia syndrome type 1 (MEN-1) is a rare, autosomal dominant disorder resulting
from inactivating mutations in the MENT gene. It demonstrates high penetrance, with the "classic triad" of manifestations
comprising primary hyperparathyroidism (PHPT), gastrointestinal neuroendocrine neoplasms (NEN), and pituitary adeno-
mas. Diagnosis relies on clinical, familial, and genetic criteria. However, significant phenotypic variability and the lack of
a clear genotype-phenotype correlation complicate early diagnosis.

AIM: To investigate the clinical-epidemiological, laboratory-instrumental, and genetic characteristics of familial MEN-1 in
the Russian population.

MATERIALS AND METHODS: We conducted a single-center, single-stage study (2015-2025) at the Endocrinology Research
Centre enrolling 102 genetically confirmed MEN-1 patients from 43 families. Participants were stratified by age at PHPT onset
(<18 years, 19-40 years, and >40 years) and MENT mutation type/location. We compared groups using calcium-phosphorus
metabolism parameters, disease progression patterns, PHPT surgical outcomes, and genotype-phenotype correlations.
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RESULTS: Cohort baseline characteristics (sex, manifestations) were comparable (p>0,05), but we observed significant dif-
ferences in NEN onset age (p<0,001) and a trend toward higher pituitary adenoma prevalence (p=0,003). Exon 10 mutation
were associated with a 7,7-fold increased pituitary adenoma risk (OR=7,7; p=0,006), though mutation type did not predict
broader phenotype. Groups did not differ in multiglandular involvement, surgical outcomes, or histopathology (p>0,05).
CONCLUSION: MEN-1 exhibits marked clinical heterogeneity in the Russian population, with exon 10 mutations significantly
increasing pituitary adenoma risk. Early-onset PHPT predicts earlier NEN and pituitary adenoma development. These find-
ings support proactive genetic screening and risk-stratified monitoring for MEN-1 families.

KEYWORDS: multiple endocrine neoplasia syndrome type 1; primary hyperparathyroidism; genotype-phenotypic correlation; neuroendocrine

neoplasia.

OBOCHOBAHUE

C/HOPOM MHOXECTBEHHbIX SHAOKPWHHBIX Heomnnasum
1 Tmna (M3H-1, OMIM #131100), Tak»ke N3BECTHbIN KaK CUH-
apom BepHepa, npepctaBnfeTr cobon pepgkoe ayToCcoM-
HO-JOMVHaAHTHO Hacnegyemoe 3aboneBaHue (pacnpocTpa-
HeHHoCcTb  3-20/100 000 yenoBek), xapakTepusytoLleeca
aKTMBaUMen pasnn4YHbIX NyTen TYMOpOreHesa B OpraHax
SHIOOKPWHHOWN 1 apyrux cuctemM. MOH-1 obycnoBneH MHak-
TUBMpPYOWUMN MyTaumamn B reHe MENT, nokanmsytowemca
Ha xpomocome 11q13 1 KogupytoLiem 6e10K MeHVH — pery-
NATOP KNETOYHOro umkna u anonto3a [1]. CuHgpom xapakTe-
pU3yeTcA BbICOKOW MEeHETPaAHTHOCTbIO (8o 95% K 50 rogam),
OTCYTCTBMEM SBHbIX TeHOTUN-GEHOTUMUYECKUX KOoppens-
uun [2, 3]. OcHoBHble KOMMOHeHTbl MOH-1 BKAOYaOT nep-
BUYHbIA runepnapatnpeo3 (MIMT), HeNpPO3HAOKPUHHbIE
HoBOObpa3oBaHua (HOH) >kenygouyHO-KMILEYHOro TpaKTa
(PKKT) n runodumsa [4]. CornacHo eBponenckum KINnMHNYeCKUm
pekomeHaauuam, gnarHos «M3H-1» yctaHaBnMBaeTcA Ha oc-
HOBaHUU CNeayLWNX KPUTEPUEB: KITMHUYECKOTO — ABa UN
6onee M3H-1-accoymmnpoBaHHbIX 06pa30BaHNI U3 «KNaCCU-
YeCcKoW Tpuagbl»; CEMENHOro0 — OAVH N3 KOMMOHEHTOB CUH-
apoma 1 Hannume myTtauuun B reHe MENT y poacTBeHHMKa
nepBoW IMHNN POACTBA; FEHETUYECKOTO — NOATBEPXKAEHHAasA
VHaKTMBMPYIOLLAA reTepo3nroTHasa Mytauma B reHe MENT [1].

DeHoTMNUUecKana BapuabesbHOCTb CUHAPOMA Cylle-
CTBEHHO 3aTPYAHAET ero PaHHIo ANArHOCTUKY M MPOrHO-
3MpoBaHue TeueHnA. CKPUHWHT POACTBEHHWKOB BHYTPU
cemeit ¢ MOH-1 Heobxogum Ans paHHEro pacrno3HaBaHUA
M OMHAMMYECKOro KOHTponsa 3aboneBaHusA. CoBpeMeHHble
METObl MOJIEKYNIAPHO-TEHETUYECKNX UCCIefoBaHW Mo-
3BOJIAIIOT He TONIbKO BeprudULMPOBaTb AMArHo3, HO 1 OCYy-
LEeCTBUTb NPeAUKTUBHOE TECTUPOBAHME YIIEHOB CEMbMU, UTO
B CBOIO oyepenb 61aronprATHO CKa3blBAaeTCA Ha MPOrHo3e
1 KauecTBe X13HW nauneHTos [5].

MprmepHO y 5-25% naumeHTOB C KINHNYECKMMIN NPOSAB-
neHnamm M3H-1 no pesynbTaTam reHeTMYeckoro TecTupo-
BaHWA OTCYTCTBYeT MyTauua B reHe MENT — Takue cnyvan
KnaccnduumpyoTcs Kak «peHokonum» cuHapoma [6]. Kpome
Toro, M3H-1-nogobHbili deHOTN MOXKET ObITb 0OyCOBNEH
MyTauusaMn B Apyrux reHax, Hanpumep, CDKN1B, CDKN2B
unn CDKN2C [7]. B otnnume ot M3H-1, y nauneHTOB C MyTa-
uueni B reHe CDKNTB Huxe puck HOH nogxenynouHom xe-
nesbl, YTO CTano AOMNOSIHUTENIbHbIM OCHOBaHWEM ANA Bblje-
JieHuA oTtgenbHon Ho3onorun — M3H-4 [7].

HacTosiwee nccnegoBaHne npeactaBnseT cobon nep-
BbIl KPYMHbIN aHanm3 cemenHbix cnyyaeB MOH-1 B Poccui-
ckon Oepepauun (PO). Mbl cpOKyCMpOBanmch Ha KnvHMYe-
CKUMX, NabopaToOPHO-NHCTPYMEHTAJIbHbIX XapaKTepucTuKax
NaLVeHTOB, a TaKXe 3SMNUAEMUONIOTMYECKUX WU TeHeTnye-
CKMX acrneKkTax cmHapoma. lNoHnmaHue naTTepHOB TeUeHUA
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M3H-1 no3BonuT yny4ylwnTb cTpaTermm HabnogeHua n ceo-
€BPeMeHHOro BMeLaTeNnbCTBa y NaLMeHTOB U UX 6AN3KUX.

LIENTb UCCNEJOBAHUA

OxapakTepn30BaTh KINHNKO-INUAEMUONOTNYECKIE, Na-
60paTOPHO-UHCTPYMEHTaJIbHbIE U FeHETUYECKUE OCOBEHHO-
cTn cemenHbix popm MIH-1 B PO.

MATEPUAJIbl U METOAbI

CornacHo noctaBneHHon uenu, B nepuog ¢ 01.10.2015
no 01.01.2025 rr. Ha 6a3e Ha 6a3e OIbY «<HMWLL sHaokpu-
Honornu um. akagemmka .V, Neposa» MuH3gpasa Poccun
(manee — HMWL sHOoKpuHONorum) 661510 NPOBEAEHO Of-
HOLIEHTPOBOE OfHOMOMEHTHOE MCcCnefoBaHne. B pamkax
pabotbl 102 nauueHTam ObUIO BbIMOSIHEHO FeHEeTUYeCcKoe
nccnegoBaHue (npeumywectseHHo — B HMUL sHpokpw-
Honornm), Mo pesynbTaTam KOTOporo BepuoUuLMpoBaHa
myTauma B reHe MENT. AHann3 TapreTHON reHeTuyecKkon
MaHeny, BKIOYaLWeEN Kogupylowme obnact 378 reHos,
CBAA3aHHbIX C SHAOKpUHoNatTuAmK (B Tom uncne MENT, RET,
CDKN1B, CASR, CDC73), npoBegaeH 12,7% nauneHtam (n=13);
cekBeHnpoBaHue no CaHrepy — 81,4% (n=83), y 5,9% (n=6)
MHPOPMaLMA O MeToAe TeHEeTMUYECKOro WCCefoBaHnsA
He 6bina goctynHa. MaccuBHoe napasnnenbHoe CeKBEHNPO-
BaHWe nposoamnocb Ha mnatdopme lllumina NextSeq 550
(Ilumina, CLUA); cekBeHmpoBaHve no C3Hrepy ocyliecT-
BNANOCb C WUCNOMb30BaHWEM FEHETUYECKOrO aHanm3aTtopa
AB3500 (Thermo Fisher Scientific, CLLIA). OcHoBaHuaAMN AnA
Ha3HauYeHUA FreHeTUYEeCKOro nccneaoBaHns ABAANNCL Nog-
TBepxaeHHbIn MITIT y naumeHToB monoxe 40 net n/nnu
coueTaHue AByX U 6osiee KOMMOHEHTOB crHAapoma M3IH-1
n/vnn peungme/nepcucteHuma MITIT nocne xupypruyecko-
ro fieYeHuns N/ nu Hannume KPOBHbIX POACTBEHHUKOB C CUH-
apomom M3H-1. Bce naumeHTbl, BKIIOYEHHbIEe B NpeLCTaB-
NEHHOE KCCNeioBaHMe, NPoxXoauan nnbo ambynaTopHoe,
nmbo CTaumMoHapHoe obcnegoBaHne U nedyeHne B HMUL
SHAOKPWHOJIOMY, OJHAKO Yy 4acTu 06CNefoBaHMA Ha MO-
MeHT MaHndecTaunm 3aboneBaHnA MO ObiTb BbIMOJTHEHDI
B OPYrUX MeQULUHCKUX yUYpPeXAeHNAX, a B KapTy BHeECEHbI
NUWb X pe3ynbTaTbl. Bce maumeHTbl MMEnn OTAroLWeHHbIN
no M3H-1 cemelHbIN aHamHe3 (T.e., KaK MUHVMMYM, OOQHOTO
KPOBHOrO pPOACTBEHHVKA C MNOATBEP)KAEHHON MyTaumen
B reHe MENT). NMepunoa akTBHOIo HabnogeHWA 3a NnauneH-
Tamm coctasun 1-10 net, y 19,4% (n=20) nauneHTOB faHHbIX
3a MaHudecTauuo ntoboro 13 kKomnoHeHToB M3H-1 nonyue-
HO He ObIfIo B CBA3U C HEJOCTYMHOCTbIO Pe3y/bTaToB KOM-
NAEKCHOrO CKPUHUHTA.

Mpwn aHanuse uctopun 6Gone3HVW MALMEHTOB YUUTbI-
BaNMCb Cnegylowme napameTpbl: NoKasaTenn KanbLuumi-
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dochopHoro obmeHa (koHueHTpaumm MTI, kKanbuua (Ca)
o6L1ero, MOHU3NPOBAHHOTO ”  aNbOYMUH-CKOPPEKTUPO-
BaHHOrO (paccuutaH no ¢dopmyne: anbOyMUH-CKOPPEKTH-
poBaHHbI Ca (Mmonb/n) = Ca obwmin (Mmonb/n) + 0,02 X
[40 — anbbymuH (r/n)]), anbbymuHa, pochopa Kposu; Kpe-
aTVHMH C PacyeToM CKOPOCTU KNyGOUKOBOW GunbTpaLmu
(p. CKO) (CKO paccuuntbiBanacb no dopmyne CKD-EPI gns
nauveHToB 18 neT u ctapue, no ¢opmyne LLisapua — mnaga-
we 18 neT); CyTOUHAA KanbLMypusa Ha MOMEHT MaHudecTa-
uum 3aboneBaHnA [o NPOBeAeHNsA NEePBOro XMpPypPrmyecko-
ro neuvexuna (x/o) MMITIT); pe3ynbTaTbl METOAOB TOMNYECKOWN
anarHoctuky MITIT (ynbTpa3BykoBoe mccnegoBaHue (Y34),
cunHturpadusa (P Tc-TexHeTpun) OLLXK c OOIKT-KT, mynbtu-
cnupanbHas KoMnbloTepHasa Tomorpadus (MCKT) opraHos
LIen 1N BEPXHEro CPefoCTeHNA C KOHTPACTHbIM YCUEHMEM
(K/y) B pa3nnuHbIX KOMOUHALKMAX); HaIUMe BMUCLEpasbHbIX
N KOCTHbIX ocnoxkHeHun MNIMIT, gpyron M3H-1-accouymmpo-
BaHHOWN 3HAOKPWHHOW naTtonornn. HuskosHepreTnyeckue
nepenombl KPYMHbIX KOCTeN ckeneTa (nneuesblx, befpeH-
HbIX, MO3BOHKOB I'PYAHOr0 M MOACHNYHOIO OTAENOB MO3BO-
HOYHVKA) AMArHOCTUPOBANINCb HA OCHOBAHWMW Pe3y/bTaToB
peHTreHorpadunm; oueHKa MUHEpPanbHOW MIOTHOCTM KOCT-
Hol TKaHu (MIIK) npoBogmnacb ¢ MOMOLLbIO ABYyX3Hepre-
TUYECKOWN pPeHTreHOBCKoM AeHcuTomeTpum (DXA) B nosc-
HUYHOM oOTAesie MO3BOHOYHMKA, MPOKCUMANIbHOM OThene
6efpeHHON N AMUCTAaNbHOM OTAENE NIyYeBOW KOCTel. 3Haue-
HuA MK nHTepnpetupoBanmcb N0 T-KPUTEPUIO Y MYXKYMH
ctapuwe 50 neT, XXeHWWH B MeHonayse, No Z-Kputepuio —
y ocTasibHbIX. OCNOXHEHNsA CO CTOPOHbI Noyek (HedpoKanb-
UMHO3 n/unu HedbpoNnTMa3) ycTaHaBAUBANKCh MO AAHHbIM
¥Y3U nn6o MCKT nouek, a Takxe no yposHto pCK®. Spo3us-
Ho-A3BeHHaA natonorua XKT oLeHnBanacb No pesynbraTam
330daroracTpofyofeHOCKONUN. YUnTbIBasINCb UCXOAbl XM-
PYPruyeckoro neYeHus — pemmnccus/peumnans/nepcrucTeH-
uua. AnarHoctuka H3H KT npoBogmnack no pesynbratam
MCKT c K/y nnu marHUTHO-pe3oHaHCcHoM Tomorpadum (MPT)
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OpraHoB GPIOLWHON MONOCTM 1 3abPIOLNMHHOIO NPOCTPaH-
CTBa C K/y, ageHoMbl runodusa — no pesynbratam MPT ro-
NOBHOTO MO3ra C K/y.

CTaTMCTNYECKNiA aHann3 NPOBOAMICA C MOMOLLbIO MaKe-
Ta NpuKnagHbix nporpamm Statistica v. 13.3 (TIBCO Software
Inc., CLLUA). CpaBHWTENbHBINA aHann3 Tpex He3aBUCKMMbIX UC-
cnefyembixX rpynn no KOmM4yeCTBeHHbIM NpU3Hakam npoBse-
JeH c nomouwpblo KpuTtepua Kpackena-Yonnuca c ganbHemn-
wmmM post-hoc aHanM3om B Cllyyae HaMuma CTaTUCTUYECKU
3HauYMMbIX pa3nnumin. CpaBHUTENbHbIM aHaNN3 ABYX He3aBU-
CMMbIX TPYMM MO KOMUYECTBEHHbIM MPU3HaKaMm npoBefeH
C nomMoubio KpuTepua MaHHa-YutHu. CpaBHeHMe He3aBu-
CMMbIX TPYMM MO KayeCTBEHHbIM MpPM3HaKam MpPoBOAWM
C NOMOLLbI ABYXCTOPOHHEro TouyHoro Kputepua Ouwepa.
YpoBeHb 3HAaUMMOCTM (pP) NpU NPOBepKe CTaTUCTUYECKMX
rmnoTes npuHmMmManca pasHbiMm 0,05. [Ina Koppekunn Kputu-
YeCKOoro ypoBHSA 3HAUYMMOCTU NMPY MHOMXECTBEHHbIX CPaBHe-
HUAX NPUMeHAnacb nonpaska boHpepporu (p ), nocne vero
3HaYeHVs P B AManasoHe mMexay paccumtaHHbiv p, u 0,05
NHTEPNPETNPOBANNCHL KaK CTaTUCTMUeCKana TeHaeHumA. Vc-
CnepoBaHUA C ydacTveM fogen Obiiv paccMOTPeEHbI U 0f0-
6peHbl KomuteToM no 3Tuke (MpoTtokosn N2 8 ot 24.06.2015 ).
MncbmeHHOe WHPOPMUMPOBAHHOE COrfacMe Ha ydacTue
B OAHHOM MWCCNefoBaHMM OblIO NPefoCTaBieHO BCEMU
yYacTHUKaMU.

Pabota BbIMOSIHEHA C WCMONb30BAHMEM MaTepuasioB
YHMKanbHON HayyHoW ycTaHOBKM «Konnekuma 6uonoru-
Yyeckoro maTtepuvana nauveHTOB C SHAOKPWUHHbIMU naTo-
nornammn» OIbY «HMUWL, sHOOKpUHONOrMM nM. akagemMuka
WN.N. Depoa» Munsgpasa Poccmn (Mocksa, Poccus).

PE3YJIbTATDI
XapakTepucTnka y4acTHUKOB NCCe0BaHNA

B nccnepoBaHme Bownn 102 nauveHTa u3 43 cemen
(13 21 pernoHa PO, puc. 1) c BepndrLMpoBaHHON MyTaLuen

PucyHok 1. Pacnpefienenve cemeii nauneHTtos ¢ MOH-1 B 3aBucMmocTtu ot pernioHos PO.
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Ta6nuua 1. CpaBHUTENbHDIN aHaNM3 OCHOBHbIX KOMMOHeHTOB M3H-1 y nauneHTOB B 3aBUCMMOCTU OT Bo3pacTa MaHuectaumm MIMT

<18 ner, 19-40 ner, >40 ner,
Mokasatennb: n Me [Q1;Q3]/n n Me [Q1;Q3]/n n Me [Q1;Q3]/n p-value*
(%) (%) (%)
My>KunHbl 5 (50,0%) 14 (34,1%) 6 (27,3%)
10 41 22 p'=0,4770
KeHwmHbl 5 (50,0%) 27 (65,9%) 16 (72,7%)
MepBbit KomnoHeHT MOH-1 npu maHngectauun (MIMT, HOH, ageHoma runodusa)
nroT 8 (80,0%) 20 (48,8%) 15 (68,2%)
H3H XKT 10 0 (0,0%) 41 10 (24,4%) 22 6 (27,3%) p'=0,0640
ApeHoma runodusa 2 (20,0%) 11 (26,8%) 1 (4,5%)

'Kputepuin ®prmeHa-XonToHa
*nonpaeka bondepponu p,=0,05/50=0,0010

B reHe MEN1, my>KuunHbl/XeHwWwuHbl = 1/1,4. MOH-1 maHnde-
ctmposan ¢ MIMT — B 52,4% (n=43), HOH XKT — B 19,5%
(n=16), ageHombl runoduza — B 18,3% (n=15) cnyyvaes,
6eCcCMNTOMHOE HOCMTENbCTBO MyTauun B reHe MENT nog-
TBepKaeHo Y 9,8% (n=8) nayneHToB. Cpean NaLmMeHTOB C A0-
CTYnHbIMK AaHHbIMU TITMT 6bI1 gnarHocTMpoBaH y 86,9%
(n=73/84), ageHombl runoduza — y 51,9% (n=42/81), H3H
KKT —y 76,8% (n=63/82), HOH tTumyca — y 2,4% (n=2/82),
obpa3oBaHuA HagmnoyeuyHnkoB — y 19,5% (n=16/82), BbI-
cokoandPpepeHUNPOBAHHBIN PaK WNTOBUAHON Kenesbl —
y 3,6% (n=3/83).

YKasaHHble naumeHTbl ObiMu pasgeneHbl Ha 3 rpynnbl
B 3aBMICMMOCTM OT BO3pacTa MaHudectauun MIMT, B 60nb-
LUMHCTBE CllyYaeB — MepBOro KOMMOHEeHTa 3aboneBaHus,
<18 net, 19-40 net n >40 net. Bo3pact «40 net» BblOpaH
C yueToMm yTBepXAeHHbIX B PO pekomeHZaLMIN MO CKPUHUWH-
ry HacnegacteeHHbix ¢opm MITIT y naumeHToB MonoXxe yKa-
3aHHOro Bo3pacTta. CpaBHUTENbHbIE XapPaKTEPUCTUKM OC-
HOBHbIX KOMMNOHeHTOB M2OH-1 npeactasneHbl B Tabnuue 1.

MauneHTbl BO BCeX rpymnnax 6b111 CONOCTaBUMbI MO MOy,
nepBomy KomnoHeHTy M3H-1, a Takxke no uactote [ITIT,
H3H XKT, apeHom runodusza (p>0,0500 ana Bcex).

Mbl npoBenu CpaBHUTESIbHBIN aHANW3 rPynmn NaLMeHTOB
¢ M3H-1 no nokasatensam Kanbuunii-GochopHOro obmeHa,
a TakXe Hanuumo/oTcyTcTBUIO ocnoxkHeHui MIMT (Bucue-
panbHbIX: CHMKEHME OGUIBTPALMOHHON GYHKUMK MOYEK,
CTPYKTYpHas NaTosiorus noyek = HedpoKanbLHO3/Hedpo-
NNTNA3, SPO3MBHO-A3BEHHAA MaTONOrUs BEPXHUX OTAENOB
MKKT; KOCTHbIX: OCTEONnopOo3, HU3KOSHEpPreTnyeckne KOom-
NPEeCCMOHHbIE NMEPESIOMbl MO3BOHOYHMKA U BHEMO3BOHOU-
Hble nepesiombl) (Tabn. 2).

B 3aBucrmocTn oT Bo3pacTta maHudectauyuu MIMT y na-
yneHToB ¢ M3H-1 HaMM NPOAEMOHCTPUPOBAHbI PasNNyma
Ha ypOBHe CTaTUCTUYECKON TEHAEHLUN MO KOHLUEHTpaLmu
MTT (p=0,023) n pocdopa (p=0,033) KpoBM, NPU STOM rpyn-
Mbl OCTaBaNINCb CONMOCTaBUMbIMY MO KaJibLieMnK, CyTOUYHON
Kanbumypum n koHueHTtpaumm 25(0OH)ButammHa D Kposwm
(p>0,05 gnsa Bcex). Cpeamn NaUMeHTOB HapylueHne unbTpa-
unoHHon dyHKUUM nouek (pCKO meHee 60 mn/mnH/1,73 m?)
dukcnposanock B 7,3% (n=3) ciiyyaes, CTPYKTYpHasa nato-
norua noyek — B 63,9% (n=39), U3 KOTOPbIX HeGpPONUTHA3
coctaBun 94,9% (n=37), HedpoKanbunHos — 3,3% (n=2).
OcTeonopo3s 6bii ANMarHOCTMPOBaH MOYTY Y MOJIOBUHbI Ma-
LUMeHToB — 44,6% (n=23), HN3KO3HepreTnyeckne nepeno-
Mbl: T€N1 MO3BOHKOB — Y 25% (n=4), BHENO3BOHOUHbIE Nnepe-
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NOMbI KpYnHbIX KocTern — Y 1,5% (n=1). Op0o3uBHO-A3BEHHanA
natonorna BepxHux otgenos MKT BcTpevanacb B 50%
JOCTYMHbIX HabmogeHwin (n=18). Mbl BbIABUAN pa3nuums
B rpynnax Ha ypoBHe CTaTUCTUYECKOWN TeHAEHUMN B 3aBU-
CMMOCTM OT HanuuumA ocTteonoposa (p=0,019). Mo gpyrum
napametpam (yHKUMOHaNbHasA U CTPYKTYpHasa naTosnorus
noyek; MapKepbl KOCTHOrO PEMOAENMNPOBAHUA: LeIoYHas
¢docdaTasza, octeokanbuuH, C-KOHLEBOW TenonenTug Kos-
nareHa | TMna; HN3KO3HepreTUYeCcKne NO3BOHOUYHbIE 1 BHe-
NMO3BOHOYHbIE NepesioMbl KpynHbIX KocTter; MINK B noacHnu-
HOM OTAene NO3BOHOYHYKa (L, ), 6enpeHHon (Femur Neck,
Total Hip) n nyuesoi (Radius 33%, Radius Total) kocTeit; 3po-
3MBHO-A3BEHHasA natosiorna BepxHux otaenos XKKT) rpynnbi
6binmn conoctaBumsbl (p>0,05 ans Bcex).

DKTOonMpoBaHHble OLWMX Habnoganuce Bcero B 4,3%
cnyyaeB (n=3), Npu 3TOM MHOXXECTBEHHOE MopaXeHne
OUWX, BepudpuuMpOBaHHOE TMCTONIOTUYECKUM WCCNeano-
BaHMeMm, otmeyeHo y 83,3% (n=50) naumeHtoB c MIMIT.
PacnpeneneHune no mopdonoruyeckomy Tuny obpaso-
BaHun OLLXK okasanocb cnegyowmm: ageHoma — 53,7%
(n=29), runepnnasna — 24,0% (n=13), atTunuyeckas ony-
xonb — 1,9% (n=1), kKapunHoma — 3,7% (n=2), coueTa-
Hue ageHombl 1 runepnnasmm — 13,0% (n=7), ageHoOMbl
1 atunuyeckom onyxonun — 3,7% (n=2). bonbwmHcTBY Na-
LMeHTOB xupypruyeckoe neyenue MIMT 6bi10 NpoBefeHo
B 06beme cyb6TOTanbHOW napatupeongdktomun — 37,3%
(n=22), ToTanbHoOM napatupeongsktomumn — 22,0% (n=13),
yhaneHna ofHoOro nnu asyx obpasosaHuin OLLXK — 22,0%
(n=13) 1 18,6% (n=11) cooTBeTCTBEHHO. TpaHCMNAHTaLKA
OLLX B npeanneybe nprumMmeHanach B 13,1% (n=8) cnyuaes.
B nocneonepauyMoHHOM nepuoge XPOHUYECKUN rmnona-
patupeos (MmnollT) pa3ssunca y 10,2% nauymeHToB (n=6).
PacnpepeneHve no mcxogam MepBOro XUPYpPruyeckoro
neyerua MIMT: pemuccna — 58,3% (n=35), peumgne —
23,3% (n=14), nepcncteHuyma — 18,4% (n=11). MoBTopHaA
NnapaTMpeonaIKTOMNA Ha MOMEHT aHanu3a AaHHbIX Gbina
BbinosiHeHa 30,9% (n=17) naymneHTam.

Mexgy rpynnamy He 6bIno BbIABIEHO CTaTUCTUYECKU
3HAYMMbIX Pa3NNUYUIA NO YacTOTe SKTOMMUPOBAHHbLIX N MHO-
»KecTBeHHbIX o6pa3oBaHuin OLLXK, a Takke 1x ructonoruye-
ckomy Tuny (p>0,05 ana Bcex). icxoabl nepBoro xmpypruye-
ckoro neveHus MITIT Takxke 66K naeHTUYHbIMK (p>0,05).

Hamu 6b1n1 BbINONHEH CPAaBHUTENbHBIN aHany3 rpymnn na-
umeHToB ¢ M3H-1 no xapakTeprcTrkam ageHom runodusa
(tabn. 3).
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Ta6nuua 2. CpaBHUTENbHDIN aHany3 nokasaTenei KanbLuin-¢ocPpopHOro obmMeHa 1 YacToTbl BUCLIEPanbHbIX M KOCTHBIX OCIIOXKHEHMWI Y NaLneHToB
¢ M3H-1 B 3aBMCMOCTI OT Bo3pacTa MaHudectauuu MIMT

<18 ner, 19-40 ner, >40 ner,
Mokasatennb: n Me [Q1;Q3]/n n Me [Q1;Q3]/n n Me [Q1;Q3]/n p-value*
(%) (%) (%)
Mepsbin BM3UT NayueHTa (Nnepen xupypruyeckum nedveHvem MrMT)
144,0 162,0 205,25 -
T, /M 101 o570 | 32 | me227,00 | 20 | 1150,95;333,05) | P00229
1,37 1,495 1,49 L
Ca noHm3up., Mmosnb/n 6 [1.33:1,42] 22 [1.330; 1,580] 10 [1.38:1,55] p’=0,2178
2,56 2,638 2,826 -
Ca ckop., MMonb/n 3 [2,55: 2.80] 18 [2,586; 2,980] 13 [2,680; 2,970] p?*=0,1250
0,98 0,80 0,80 o
P amone/n 7 [0,88; 1,08] 25 [0,64; 0,92] 16 (075001 | P=00330
5,58 8,19 10,21 -
Ca cyT. MOUn, MMONb/CYT. 5 4,35 7,02] 21 [7.10:10,53] 13 [9.27:11,19] p?=0,0907
23,2 24,55 21,085 -
25(0OH)BuTtamuH D, Hr/mn 3 [13.3; 29,8] 22 [16,00; 33,90] 10 [13,530; 25,200] p*=0,4592
OcnoxHeHua MIMT (nepep Xxupypruyecknm nevyeHmem)
103,0 108,0 92,0
2 ’ ’ ! 2__
pCK®, mn/MnH/1,73 m 5 80,0; 118,0] 21 [95,0: 111,0] 15 [73,0; 105,0] p*=0,1375
CTpyKTypHasA naTtonorns novek 9 3(33,3%) 32 24 (75,0%) 20 12 (60,0%) p'=0,0760
Octeonopos 8 1(12,5%) 29 11 (37,9%) 19 13 (68,4%) p'=0,0190
BHeno3BoOHOUHbIE 9 0 (0,0%) 35 0 (0,0%) 21 1(4,8%) p'=0,4620
HW3KO3HEepreTMyecKune nepenombi
KomnpeccroHHble nepenombl ) . 7 1(14,3%) 9 3(33,3%) 0'=0,5850
Ten no3BOHKOB (Rg)
PO3NBHO-A3BEHHAA NaTonoMMA | 0 (0,0%) 21 10 (47,6%) 14 8 (57,1%) p'=0,7330

KKT

'Kputepuin OprmeHa-XonToHa
2Kputepuii Kpackena-Yonnuca
*nonpaska boHdepporu p,=0,05/50=0,0010

Ta6nuua 3. CpaBHUTENbHbIN aHaNM3 XapaKTepuCTUK ageHoM runodursa y naymeHTos ¢ M3H-1 B 3aBUCMMOCTM OT Bo3pacTta maHudectauum NIMT

<18 ner, 19-40 ner, >40 ner,
MNokasartennb: n Me[Q1;Q3]/n n Me [Q1;Q3]/n n Me [Q1;Q3]/n p-value*
(%) (%) (%)
ApeHoma runodusa 10 4 (40,0%) 40 26 (65,0%) 22 11 (50,0%) p'=0,2670
Bo3pacT anarHoCTUKmn ageHombl 13,0 33,5 50,0 -
runodwusa, net 3 [10,0; 22,0] 26 [24,0; 40,0] 10 [41,0: 56,0] p?=0,0030
AKpomeranus 0 (0,0%) 1(6,7%) 1 (25,0%)
bonesHb MueHKo-KywwnHra 1 (50,0%) 0 (0,0%) 0(0,0%)
2 15 4 p'=0,5560
MponakTnHoma 1 (50,0%) 12 (80,0%) 3 (75,0%)
ComaTonponakTMHoMa 0 (0,0%) 2(13,3%) 0 (0,0%)
MwukpoageHoma runogusa 3 (75,0%) 18 (75,0%) 8 (72,7%)
4 24 11 p'=1,0000
MakpoaneHoma runousa 1(25,0%) 6 (25,0%) 3(27,3%)

'kKputepnin ®pumeHa-XonToHa
2kputepuii Kpackena-Yonnuca
*nonpaska boHpepporu p,=0,05/50=0,0010
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[pynnbl Ha ypOBHe CTaTUCTUYECKOW TEeHAEHUUU pasnu-
Yanucb MO BO3PaCTy BO3HWKHOBEHUA afeHoM runodusa
(p=0,003). Mpw 3TOM COOTHOLLUEHME FTOPMOHANIbHO-aKTUBHbIX
N -HEaKTUBHbIX ageHOM runodusa, TUMbl FOPMOHAJIbHOW
aKTVMBHOCTU afleHOM runodusa oCTaBainMCb UAEHTUYHBIMU
(p>0,05 pna Bcex). 9,5% (n=4/42) nauneHTOB NepeHecnn
XVpypruyeckoe neuveHve (TpaHCHas3anbHaA TpaHccheHou-
JanbHasA aleHOMIKTOMKA), B TPEX CJTyyasax No NoBogy pesu-
CTEHTHbIX K aroHncTamM fo$aMMHOBBIX PELENTOPOB NPOoakK-
TWHOM U B OQHOM B CBA3M C COMATOMPONAKTUHOMON.

Wccnepgyemble rpynnbl CTaTUCTUYECKM 3HAYMMO pasnu-
Yanucb Mo BO3pacTy Bo3HMKHoBeHMA HIH MKT (p<0,001),
COOTHOLLEHNE FOPMOHANIbHO-aKTUBHbIX 1 -HeaKTUBHbIX HOH
PKKT, a Tak»ke X MHOXeCTBEHHbIN XapakTep 6binm conocTa-
BMMbI (p>0,05 ans Bcex, Tabn.4). Cpean ropMoHanbHO-aKTUB-
Hbix HOH npeobnagann nHcynmHombl — 20,6% (n=13/63),
pexe BCTpeYanucb raCTpuHombl — 3,2% (n=2/63), y ogHo-
ro M3 nauMeHTOB OMMCaHa WHCYNVH- U NaHKpeaTUyecKni
nonunentug-npoayuupyowaa HIH — 1,6% (n=1/63). Xu-
pypruuyeckoe neuyeHne no nosogy HIH XKT 6bino npose-

OPUTMHAJIbHOE NCCNEAOBAHNE

JeHo 45% naumeHtam (n=28/62), aHanorm comaTtocTaTmHo-
BbIX peLenTopoB ANTENbHOro AencTeuAa nonyyanu 11,6%
(n=7/60), puHamunuyeckoe HabnoaeHne 6e3 Tepanmm Npume-
HANocb y 40% (n=24/60), B OCTaNbHbIX Clly4asax NCMNONb30Ba-
nacb KOMOMHALUUS Pa3fINUHbIX METOZIOB JIeUeHUS.

Mpwn cpaBHEHUM rpynn Hamun BbIIBIEHa CTaTUCTMYeCKan
TEHAEHUMA MO YacToTe pa3BUTUS 0Opa3oBaHWIA Hagnoveu-
HMKoOB (p=0,021), HO He Mo BO3pacTy Ux MaHudpecTauuu
(p>0,05). Bcero y ogHoro nauueHTa 6b110 fMarHoCTMpPOBaHO
KopTuson-npogyuupyioliee obpasoBaHMe HaAMOUYEYHMK],
5,8% (n=1/17), BaHHbIX 3a Apyrve TUMbl CEKPeLnmn He nony-
yeHo (Tabn. 5).

Ha cnepytowem stane pabotbl Obian NpoaHann3vMpoBa-
JIN OCHOBHbIE XapaKTepPUCTMKM MyTauuii B 06cnegoBaHHOM
rpynne. boNbWWHCTBO U3 HUX 3aTparvMBany pasfnyHble K-
30HbI (2-10) reHa MENT (97,7%, n=42) n Tonbko 2,3% (n=1)
WHTPOH 8. PacnpepeneHve mytauun B 3aBUCUMOCTU OT 3a-
TparMBaemoro 3K30Ha NpefCcTaBieHo Ha puUcyHKe 2. Hanbo-
Jiee 4yacTo U3MeHeHusa Kacanucb 2, 9 n 10 a3k3oHa. Hanbonee
YyacTblMU TUNamu MyTaumii reHa MENT 6biin: MncceHc —

Tabnuua 4. CpaBHuTenbHbI aHann3 HIH XKKT y nayuenTos ¢ MOH-1 B 3aBUcMOCTU OT Bo3pacTa MaHundecTauum MIMT

<18 nerT, 19-40 nerT, >40 nerT,
Moka3aTenb: n Me [Q1; Q3]/n n Me [Q1; Q3]/n n Me [Q1;Q3]/n | p-value* Post-HOC
(%) (%) (%)
lopmoHanbHo-
HeaKTuBHble HOH 10 6 (60,0%) 40 28 (70,0%) 22 18 (81,8%) p'=0,3780
KKT
lacTpvHoma 10 0 (0,0%) 40 2 (5,0%) 22 0 (0,0%) p'=0,6560
WHcynnHoma 10 0(0,0%) 40 10 (25,0%) 22 3(13,6%) p'=0,1950
Bospact p.,,=0,0018
18,5 35,0 50,0 - V2~
AnarHoctnkm H3H, 6 [18,0: 19,0] 35 [28,0; 39,0] 21 [43,0; 58,0] p*=0,0001 P, =0,0001
ner p,;= 0,0025
m;g*ecme””"'e 6 3 (50,0%) 34 | 26(765%) | 21 | 19(905%) | p'=0,0900
Xupypruyeckoe o 0 0 1—
neuerme H3H 6 0 (0,0%) 35 20 (57,1%) 21 8 (38,1%) p'=0,0220
XpomorpaHuH A, 24 1,5 3,2 -
HMONb/N > [0,9; 2,9] 29 [1,0;4,8] 18 [1,4;6,7] p*=04571
45,0 48,1 87,85 5
factpur, nr/mn > n9,7;57.8] | 22 | 4597 | '° | [5060;173,00 | P=00460
'Kputepuin OprmeHa-XonToHa
2kpuTepuii Kpackena-Yonnuca
*nonpaeka boHdepponu p =0,05/50=0,0010
Ta6nuua 5. XapakteprcTuky 06pa3oBaHnii HAANOYEYHUKOB Y NauveHToB ¢ MOH-1 B 3aBucMmocTn oT Bo3pacTta MaHudbectaumm MIMT
<18 ner, 19-40 ner, >40 ner,
MNokasarennb: n Me[Q1;Q3]/n Me [Q1;Q3]/n n Me [Q1;Q3]/n p-value*
(%) (%) (%)
O6pa3oBaHMe HagMoYeyHMKa 10 0 (0,0%) 40 7 (17,5%) 22 9 (40,9%) p'=0,0210
Bo3pacT gnarHoctukm ) 35,0 51,0 -
00pa3oBaHVA HAAMOYEYHUKA, NIeT 0 [28,0; 42,0] 10 [47,0; 59,0] p*=1,0000

'Kputepun OprmeHa-XonToHa
2kputepuii Kpackena-Yonnuca
*nonpaska boHpepporu p,=0,05/50=0,0010
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PucyHok 2. Pacnpegienenvie MyTauui B reHe MENT B 3aBUCUMOCTY OT BOBJIEYEHHOTO 3K30Ha CPeAU NaLueHToB ¢ cemelriHon ¢opmoit MIH-1.
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14%

23%
16%

B [Jeneunn-nHcepunn

M [eneuun 6e3 caBura pamKm CUMTbIBAHUA

I [eneuun B 30He caiTa cnnacuHra

[ MHcepuun co caBUrom pamKiy CUUTbIBAHMSA
[Jynavkauum co CABUroM pamKuy CUMTbIBAHUA
[Nleneuyn co cABUrom paMKm CUMTbIBAHUA
HoHceHc

MwucceHc

PucyHok 3. PacnpepeneHue Tunos myTauuin B reHe MENT cpean naumneHToB ¢ cemenHomn popmon MIH-1.

25,6% (n=11), HoHceHC — 23,3% (n=10), pynaukauuu
CO CABMIOM paMKu cuutbiBaHuA — 13,9% (n=6), neneunn
CO CABUIOM paMKu cumTbiBaHUA — 16,2% (n=7) (puc. 3).

MayuneHTb! 6bIIM pa3geneHbl Ha 9 rpynn B 3aBUCMOCTHA
OT BOBJIEYEHHOTO 3K30Ha. Mbl He OBHaPYXWUNN HUKaKMX
3HaUYUMbIX pa3nnuun B eHoTune (Bo3pact MaHmbecTaLmm,
PUCK Pa3BUTUA OCHOBHbIX KOMMOHEHTOB 3aboneBaHus,
MHOXECTBEHHbIN XapakTtep obpasosaHui O n H3H
KKT, peumpus/nepcucteHuma MIMT nocne nepsoro xu-
pypruyeckoro neyeHus) nauneHtos M3H-1 B 3aBucnmocTn
OT TWMa MyTaumm (MUCCEHC, Aeneunn 6e3 caBUra pamku
CUMTBIBAHMA VS. HOHCEHC, MHCepUUK, fynamKaumm n gene-
LUUKU CO CABUTOM PaMKU CUUTbIBaHUSA, feneuny B 0651actu
caiiTa cnnamcunra) (p>0,05 ana Bcex). Tem He meHee 6Gbina
BbiIBNieHa CTaTUCTUYECKana TeHOEHUMUA MEXAY HanuMumem
mMyTaumn B 10 ak3oHe reHa MENT n puckom pa3sutusa age-
Hombl runodusa (p=0,009, kKputepuin GprmaHa-XoNnToHa),
TEHAEHLUUA COXpaHWnacb Mocie nonpasku boHpeppoHu
(p, € yuetom nonpasku boHpeppoHn=0,05/9=0,006). OT-
HocuTenbHbI prck (OP) pa3Butua apgeHombl runodusa
y Hocutenen mytaumm B 10 3k3oHe reHa MENT coctaBun
7,7. BHYTpuy Kaxko ceMbl Habnoganacb BblCOKasa Bapua-
6enbHOCTb KOMMOHeHTOB M3H-1.

OBCYXAEHUE

BonbwuHcTBO cnyyaes M3H-1 knaccuduumpytotca
Kak cemenHble (8o 90%) 1 AnarHOCTUPYIOTCA y nul, nme-
IOWMX, KaK MUHUMYM, OQHOFO POACTBEHHMKA NepBON Nu-
HUU C OJHUM 1 6oNlee OCHOBHbIMW KOMMOHEHTamMu1 3a60-
neBaHMA U/MNM [OKa3aHHOW repMMHATUBHON MyTauumen
B reHe MENT. Y octaBwmxca 10% nauymeHToB myTauusA
B reHe MENT BO3HUMKaeT de novo 6e3 OTArolWeHHOro Ha-
cnefcTBeHHOro aHamHesa [8]. KnioueBoe 3HauyeHune ans
BbIAABNeHUs cemelHblx dopm M3IH-1 nmeeT paHHAs aua-
rHOCTUKA NMpobaHAoB (MHAEKCHBIX ClyyaeB) C nocrepny-
lownmMm ob6cnegoBaHNEM POACTBEHHMKOB. OTCpouyeHHas
noctaHoBKa AuarHo3a MOH-1 accoummnpoBaHa ¢ XygLwmm
nporHo3om. Tak, B HefjaBHEM UCC/IefOBaHUN MeAnaHHOe
BpemMsa MexAay NnocTtaHoBKOW AmarHosza M3H-1 y nHpekc-
HbIX MaLNEHTOB M NPOBELEHNEM FEHETMYECKOrO nccneno-
BaHMA y UJIEHOB UX CeMbU CcOCTaBuNo 3,5 roga, B TeueHue
KoTopbIX Y 20% nauneHTOB pa3BMIOCb MeTacTaTuyeckoe
nopaxeHune scnegcteue HIOH XMKKT [9]. MpossneHna MIH-
1 mMoryT HabnopaTbCA C NepBbIX NET XU3HU, MOITOMY re-
HeTUYeckoe TeCTUpPOBaHMe Y 6eCCYMMTOMHbIX NaLMeHTOB
onpaBAaHo C geTckoro Bo3pacta [10].

MNpo6nembl s3HAOKpPUHONOrMK 2026;72(1):13-22

doi: https://doi.org/10.14341/probl13642

Problems of Endocrinology. 2026;72(1):13-22



20 | MNpo6nembl 3HAOKPMHONOrMM / Problems of Endocrinology

M3H-1 — ayTOCOMHO-AOMVHAHTHO HacneayeMbI CUH-
OPOM, B HalleM WCCNefoBaHMM HE3HAUYUTENbHO Mnpeobna-
Janun naumeHTbl XeHckoro nona (58,3 npotue 41,7%), uto
Habniopganocb 1 Npy aHanuse apyrux nonynaumin (OpaH-
uma, Hupgepnangol, Utanua wn Anonua) [11-14]. B npaktu-
yeckn nonoBuHe cnyvaes (52,4%) M3H-1 manndectmnpo-
gan c IIMT, mbl nogTBEPAUAN AaHHbIE, NONYYEHHblE paHee
B AnoHun [11] n Utanum, gpyrme KOMMNOHEHTbI CMHAPOMA
BcTpeyvanucb pexe (HOH — B 19,5% cnyyaes, ageHoma ru-
nodursa — B 18,3%). Cpegn HIH XKKT B poccuiickon nonyns-
UUKN CyLLeCTBEHHO Yalle AMAarHOCTUPOBANIUCb FOPMOHasb-
HO-HeaKTNBHble — 64,6%; Kak 1 Npu aHannse 6a3 AaHHbIX
naymeHToB ¢ M3H-1 13 AnoHum, CLLUA n cTpaH 3anagHomn
EBponbl, Hanbonee pacnpPoCTPaHEHHbIM TUMOM TOPMO-
HanbHO-aKkTMBHbIX HOH »KKT 6binun nHcynuHombl — 20,6%,
pexe BCTpeyanucb ractpmHombl — 3,2%, gpyrom Tun rop-
MOHaNbHOM aKTMBHOCTM (MHCYNUH- M MaHKpeaTU4yecKun
nonunentua-npogyuupytowaa HOH) Habnioganca Bcero
y ogHoro (1,6%) nauyuneHTa. B PO 13 ropMoHanbHO-aKTUBHbIX
afgeHoMm runodusa yaue 66U AUarHoCTUPOBAHbI MPOakK-
TUHOMbI — 39% nauneHTOB, NPEBbILLAA CPEAHIO pacnpo-
CTpaHeHHOCTb B Mupe (16-30%) [13, 15]. B o6cnenoBaHHoOM
nonynauun npu MaHudectauumm MIMT B monogom Bo3pacTe
CTaTUCTUYECKN 3HAUMMO paHblle pasBmBanucb HOH XKKT
(p<0,001) 1 Ha ypoBHe TeHAeHLMU — afeHoMa runodusa
(p=0,003). MonyueHHble pe3ynbTaTbl MOXHO OOBACHNUTL aK-
TUBHbIM CKPUHUHIOM ApPYrMX KOMNoHeHToB M3OH-1 y naum-
€HTOB NOC/IE BbISIBJIEHNA OJHOIO U3 HUX.

K HacToswemy BpemeHu upeHTUGMUMPOBAHO 6Gonee
1500 repMMHATMBHBLIX U COMATUYECKUX MyTauuen B reHe
MENT [16, 17]. BbiaiBNeHHble HaMW BapWaHTbl 3aTparmBanu
BCe Koampytowme 3Kk30Hbl reHa MENT (2-10), a TakXe WH-
TPoH 8. Kak 1 npu aHanu3e gpyrux 6a3 gaHHbIX NaLMeHTOB
¢ M3H-1 myTauum npenmyLeCcTBEHHO JIOKann30oBanucb
B 2, 9 1 10 3K30HaX, UTO MOXET ObITb OOBSACHEHO KX NPO-
nopuroHasbHO 6onbLyM pasmepom [18-21]. B To e Bpems
noTeHUManbHOe BOBMEYEHME [APYrMX 3SK30HOB/UHTPOHOB
onpenensieT HeobXoAMMOCTb MPUMEHEHMA MOJTHOTO CEeKBe-
HUpoBaHuUA reHa MENT B gnarHocTuke 3abonesaHusa. Han-
6onee yacTbiMM TUNamMy MyTauuy 6bin: UHCepuMK/gene-
uuu/gynavkaumm co CABUIOM PaMKu cumTbiBaHUA (34,7%),
MUCCEHC (25,6%), HOHCeHC (23,3%), uTO B LleNIoM cornacyeT-
CA C pe3ynbTaTaMu, ony6SIMKOBaHHbIMY B MUPE Ha APYrmx
nonynauuax [19]. B o6cnegoBaHHON NONynAUUN KpyrHble
neneuuu, 3atparueaiwolme 6onee yem 1 3k30H reHa MENT,
BbISIB/IEHbI HE OblNN.

Mbl He BbIABUIN CTAaTUCTUYECKM 3HAYMMbBIX KOpPenAaunin
MeXZy TUnom MmyTauuu B reHe MENT n Bo3pactom maHude-
CTaLun, PUCKOM Pa3BUTUS OCHOBHbIX KOMMOHEHTOB 3abone-
BaHWA, MHOXECTBEHHbIM XapakTepom obpaszoaHuii OLLXK
n H3H XKT, peungusom/nepcucteHyueii MIMT nocne nep-
BOrO XMPYPrmyeckoro neyeHus.

PaHee onwucbiBanacb cBA3b Mexpgy 6onee BbICOKON Ya-
ctoton H3H MKT y naumneHToB ¢ HOHCEHC-MyTaLUMAMM B reHe
MENT (72,46%) B cpaBHeHUN C MUcceHc (54,32%, p=0,022)
M MyTauusMM CO CABUIOM paMKuM cumTbiBaHuA (51,85%,
p=0,004) [17], ogHaKO aBTOPbl NMPMW3HAIOT, YTO pe3yfbTaThl
MOIIM HOCUTb CNTyYalHbIA XapakTep U3-3a 0COGEHHOCTEN
rpynnbl. Ha nprumepe ¢paHLy3ckoli nonynsuumn nauneHToB
¢ M3H-1 npopemoHCTpMpoOBaHa accoumauma mexpy Tu-
nom myTtaumm B reHe MENT n paHHein maHudecTaumelt psga
KOMMOHEHTOB 3aboneBaHuA. Tak, KpynHble MepecTpounKu
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OPUTMHAJIbHOE NCCNEAOBAHNE

(BapuwaHTbl, MprBOAALLME K CABUTY PaMKX CUUTbIBaHMA, 3a-
TparvBatowme CanT CrylaicuMHra Ui HOHCEHC) CNOCOBCTBO-
Banu passutuio MIMT n ageHombl runodusa, Ho He HOH
KT B 60nee monopom Bo3pacte [19]. Y naumneHToB ¢ Bapu-
aHTamu reHa MEN1, ykopauuBawowumn 6enok, 1, Kak cnep-
CTBUE, CyLIECTBEHHO HApYLLIALWUMY ero GyHKLMI, MepBbIN
KOMMOHEeHT MOH-1 BO3HMKan paHblle, NPy 3TOM BO3pacT
[AMNArHOCTMKMN KaXk[AOro W3 «KacCMUeCKuX» MpPOABeHUI
He pa3snuuanca [19]. CornacHo aHanu3y QGrOPEeHTUIACKON
6a3bl AaHHbIX naumeHToB ¢ MOH-1, HOH KT BcTpevanncb
CTaTUCTUYECKN Yalle Y MauueHToB C MyTauusaMM CO CABU-
rOM PaMKWU CUMTbIBAHUA B CPAaBHEHUWN C MUCCEHC-MyTaLusA-
Mun (68,09% npoTuB 43,24%, p=0,022), B TO ke BpeMs acco-
uMaunii Mexay HOHCEHC- U MUCCEHC-MyTaumAMK He Obino
(66,67% npotuB 43,24%, p=0,103), UTO MOXeT yKa3blBaTb
Ha Cny4YalHylo CTaTUCTMYECKYIO B3anMOCBA3b [21].

Hawe nccnepgosaHue, Kak u 605bWNHCTBO Aapyrux [21],
noaTBepKAaeT OTCYTCTBME [OCTOBEPHON CBA3WN MeXay
TMnom myTauuu B reHe MENT, ee nokanusauuen ¢ ocobeH-
HOCTAMU KIMHMYECKMX nposasneHun M3H-1. AHanus Knu-
HUYecKnx GpeHoTUMNoB naumneHToB ¢ M3H-1 u3 43-x cemen
MoOKa3as BbICOKYI0 BaprabesibHOCTb NPOosiBeHU 3abonesa-
HWA, B TOM YnNCIe Cpeau YIeHOB KaxXAoW CeEMbU MPY HAaNNYnm
MAEHTUYHON MyTaumu. VIHTepecHo, 4To Mnpocnexusanacb
CTaTUCTNYECKaA TeHAeHUuA mexay myTtauven B 10 3K30He
reHa MENT v pa3BuT/EM y MaUMEHTOB afeHOM runodusa,
PUCK 6b11 Bbllle B 7,7 pasa Bbllle, Yem Npu MyTauuax B Apy-
MMX YacTAX reHa. YTOYHeHVe 3HaUYMMOCTH BbISIBIEHHbIX OCO-
6eHHOCTelN CTaHeT BO3MOXHbIM MOCJie NpoBefeHns 6onee
KPYMHbIX NCCNefOBaHUN, BKIOYAIOLWMX Pa3fiMyHble Nonyns-
uun nagyneHtos ¢ MoH-1.

B HacToALlee Bpems oTMeuvaeTcs nepexop K 6onee paH-
Hemy 06CnefoBaHUI0 POACTBEHHWKOB WHAEKCHbIX Mauu-
eHToB ¢ M3H-1, uTo ABnAeTcA cneacTBMeM AOCTYMHOCTU
reHeTMYEeCKOro MCCNefoBaHWs, MOBbIWEHNA WMHGOPMUPO-
BAHHOCTU MALMEHTOB O 3ab60NIeBaHUN, @ TaKKE COBEpPLUEH-
CTBOBaHUA METOAOB AMAarHOCTUYECKOrO CKPUHMHIA KOMMO-
HEHTOB CUHAPOMa.

Orpaqueuvm nccnepoBaHmA

BBuay pasnumuyHoOro obbema XMpPypruyeckoro JieueHus,
BO3MOXHa MOTrPELIHOCTb B aHanM3e 4acToTbl BO3HUKHO-
BEHVSA MOC/IEONEPALMOHHONO rMrnonapatupeosa 1 peuu-
ansa/nepcucteHuyun TITIT. Kpome TOro, orpaHuyeHnem
npencTaBieHHOro UCCNIeA0BaHUsA ABNSAETCA HeJOCTYNMHOCTb
Y 4aCTV NaLUEHTOB AAHHBIX MO HEKOTOPbIM aHANIN3UPYEMbIM
napameTpaMm, a Takke npoBefieHVe nabopaTopHbIx u/mnm
WHCTPYMEHTAJIbHbIX NCCNIeOBAHNI B APYIUX MeAULIMHCKUX
LieHTpax.

3AKNIOYEHUE

AHanus cemeliHbix dopm M3IH-1 B nonynauyumn PO nop-
TBEPAUI BbICOKYIO KIIMHUYECKYIO reTePOreHHOCTb CUHAPO-
Ma, BK/oYas BaprabenbHOCTb BO3pacTa MaHudecTaumm
U CNeKTpa KOMMNOHeHTOB 3aboneBaHuA. Mbl BbISsBUIU acco-
yuaumio mexgy mytaumen B 10 sk3oHe reHa MENT n noBbl-
LUEHHbIM PUCKOM Pa3BUTKA ageHom runodusa (OP=7,7), npn
3TOM APYrrX 3HAUNMbIX KOPPENALNA MeXIy TUMOM MyTaLum
1 deHoTUNMYeckumn ocobeHHocTamu M3IH-1 He Habnoga-
nocb. MaumeHnTbl ¢ MaHndecTaumen MIMT B Moiogom BO3-
pacTe IeMOHCTpUpPOBanu 6onee paHHee pa3suTre HIH XKKT
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1 apeHom runodusa. PesynbraTbl ccnefoBaHna NoguepKu-
BalOT HEOOXOAMMOCTb PAHHEro reHeTMYEeCKOro CKPUHMHIa
W HAVBYAYaNlbHOTO MOHMTOPWHIA NauneHToB ¢ MOH-1 1 nx
POACTBEHHUKOB C LIefbl0 CBOEBPEMEHHOIO BbISIBJIEHUS 3a-
6onesaHuA.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHukn puHaHcmpoBaHua. VccnefoBaHne BbINMOSIHEHO 3a cyeT
cpepncTs rpaHTa PHO 24-15-00269 «[@eHOMHbIN, TPAaHCKPUNTOMHbIN Y UMMY-
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HOTUCTOXMMMYECKMI NPOGUIIb MPU NEPBUYHO MHOXECTBEHHOM Mopaxe-
HN OKOMOLLNTOBUAHBIX Kefie3».

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
N MOTeHLUManbHbIX KOHGIVKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTue aBTOpOB. BCe aBTOpbl 0406pUnYM $rHaNbHYI0 BEPCUIO CTaTb
nepep nybnvkauuer, Bbipasuan cornacme HecTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLyIO HafIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NH06GOI YacTh
paborbl.
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