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SHAOKPUHHbIE HAPYLWWEHMA Y NALUUEHTOB C TPAHCOY3UOHHO-

3ABUCUMbIMUN HACNTEACTBEHHBIMU AHEMUAMU

© A.B. Butebckan*, E.C. byrakosa, E.A. Mucapesa, t0.B. TuxoHoBuy

MepBbit MOCKOBCKMIN rocyAapCTBEHHbIV MeANLMHCKNI YHUBepcuTeT umenmn .M. CeuyeHoBa (CeueHOBCKUI YHBepCUTET),
MockBa, Poccus

YacTble TpaHchy3nm S3pUTPOLIMTAPHO Macchl Y AieTeil C Hacne[CTBEHHbIMY aHeMUAMN NPUBOAAT K NeperpysKe »enesom,
YTO MOMKET Bbl3blBaTb SHAOKPUHHbIE OCNOXKHEHNA, Takne Kak 3agepKa pocTa, M’MNoTMpeos, rmMnoroHagn3m 1 HapyLeHus
yrneBogHoro obmeHa.

KnuHnueckui cnyuanm 1. Y naymeHTa ¢ TpaHcdy3noHHo-3aBrcrumon (T3) aHemuen Janmornga-bnekdena B 16,3 roaa Bbl-
ABNEHbl HAPYLLUEeHHaA rNKeMNA HaToLaK, He[OCTaTOYHOCTb COMATOTPONHOro ropmoHa (CTT), rmnoroHagoTPOnHbIN FMMno-
roHagu3Mm; HauyaTa Tepanusa PeKoMOMHaHTHbIM FOpMOHOM pocTa (plP). B 16,8 roga gMarHOCTUMPOBaHbI BTOPUYHBIN FMNOTY-
[peo3, BTOPUYUHbINA FTMNOKOPTULN3M, CaxapHbI AnabeT. B 17,2 roga HenpepbIBHbIN MOHUTOPUHT rinkemumn (HMI) Bbiaun
noagvembl rmukemun go 11,7 mmonb/n. Tepanua plP 1 s¢pnpamm TecTocTeEpPOHa NPOAOMIKEHA; NEBOTUPOKCUMH 1 KopTed
OTMeHeHbl naumeHToM. B 17,9 roga pocT 163 cm; AaHHbIX 3@ TMMNOTMPEO3 U FTMMOKOPTULN3M HET; MUKeMna B npegenax
LeneBbixX 3HaUEHUIA.

KnuHunuecknin cnyuan 2. MNayueHTtka c T3-6eTa-Tanaccemuen marop. B 11,5 roga BbisiBneHa HegoctatouHocTb CTI; Tepanua
plPc 12,8 no 15,3 roga. B 13,8 roga anarHocTMpoBaHa 3afiep»kKa NonoBoro co3peBaHus. B 15,0 roga BbiABNeHa runepravke-
MuA 7,2 MMOJb/NT; NPy NOBEAEHNN NMepOopanibHOro rmoko3otonepaHTHoro TecTa (MITT) — Hopma; no gaHHbIM HMIM — nogb-
embl rnkemmumn 8o 9,5 mmonb/n. B 16 net poct 152 cm; B CBA3M C OCTAHOBKOW NOJIOBOr0 CO3pEeBaHMA Ha3HaYeHa 3aMecTuTeb-
HaA ropMoHasnbHasA Tepanus.

3AKJTIOYMEHUE. Y nauneHTOB C HacneACTBEHHbIMU T3-aHeMnAMM ANArHOCTUPOBaHbI HAPYLLEHWA POCTa, NOSI0BOro CO3peBa-
HWA 1 yrneBogHOro obmMeHa, UTo MOATBEPXKAAeT HEOOXOAMMOCTb PEryNAPHOro SHAOKPUHONOrMyeckoro obcnegoBaHus. Ana
BbISIBNIEHNA HapYLUEHWU YrNeBOgHOIro obMeHa pekomeHayeTca nuccnefoBaHue rnvkemun Hatowak, NITT n HMI; uccneposa-
HWe rMMKNPOBAHHOIO reMornobuHa HelenecoobpasHo.

KJTIOYEBBIE CJIOBA: 2unonumyumapusm; 2uno20Haou3m; caxapHwili ouabem, aHemus [alimoHa-bnekgpeHa; 6ema-manaccemus.

ENDOCRINE DISORDERS IN PATIENTS WITH TRANSFUSION-DEPENDENT HEREDITARY
ANEMIAS

© Alisa V. Vitebskaya*, Ekaterina S. Bugakova, Elena A. Pisareva, Yulia V. Tikhonovich

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

Often transfusions red blood cells in patients with hereditary anemias lead to iron overload, that can cause endocrine com-
plications, such as growth retardation, hypothyroidism, hypogonadism, and disorders of carbohydrate metabolism.
Clinical case 1. A boy with transfusion-dependent (TD) Diamond-Blackfan anemia at 16.3 years presented with impaired
fasting glucose, growth hormone (GH) deficiency, hypogonadotropic hypogonadism; GH therapy was initiated. At the age
of 16.8 years old secondary hypothyroidism, secondary hypocorticism and diabetes mellitus were diagnosed. At 17.2 years
continuous glucose monitoring (CGM) detected glucose elevations up to 11.7 mmol/l. Therapy with GH and testosterone
ethers was continued; levothyroxine and cortef were stopped by patient. At 17.9 years height was 163 cm; no data support-
ing hypothyroidism nor hypocorticism; glycaemia within goal range.

Clinical case 2. A girl with TD beta-thalassemia major at the age of 11.5 years presented with GH deficiency; GH therapy has
been conducted from 12.8 to 15.3 years of age. At 13.8 years retardation of pubertal development was diagnosed. At 15.0 hy-
perglycemia 7.2 mmol/l was detected; normal results of oral glucose tolerance test (OGTT) were observed; glycemia eleva-
tions were up to 9.5 mmol/l according to CGM data. At 16.0 height was 152 cm; because of pubertal development arrest
hormone replacement therapy was prescribed.

CONCLUSION. Growth, pubertal and carbohydrate metabolism disorders were diagnosed in patients with TD hereditary
anemias, that confirms the necessity of regularly endocrine investigation. To detect impairment of carbohydrate metabolism
investigation of fasting blood glucose, OGTT, and CGM is recommended; glycated hemoglobin measurement is not consid-
ered reasonable.

KEYWORDS: hypopituitarism; hypogonadism; diabetes mellitus; Diamond-Blackfan anemia; beta-thalassemia.
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AKTYAJIbHOCTb

DHOOKPWHHbIE HapyLEeHUs MOTryT pPa3BMBATbCA Kak
OCJIOKHEHMA TSXKEJIbIX COMATUYECKUX 3aboneBaHuii, 3Ha-
UNTENIbHO CHMXKAA KAuyecTBO KU3HWM MNauneHToB. YacTble
remMoTpaHcdy3um y geten ¢ HacieACTBEHHbIMA aHEMUSMU
NPUBOAAT K Neperpy3Ke opraHn3ma »xesie30M — BTOPUYHO-
My remoxpomaro3sy. *Kenes3o HakamauBaeTcs B PasfiMYHbIX
opraHax, B TOM 4uMCJie B »Kefe3ax BHYTPEHHeN cekpeuuu,
BbI3blBasA HapyLleHue nx ¢yHkumn. Cpeamn SHLOKPUHHBIX OC-
JIOXXHEHW ONMCaHbl TMNOTUPEO3, 3afePXKKa POCTa, T’MNoro-
HaZu3M, HapyLIeHWsA yrneBogHoro oomeHa v ap. [1, 2]. B knu-
Huuyeckmx pekomeHgaumsax ISPAD (International Society for
Pediatric and Adolescent Diabetes, MexxgyHaponHoe obuue-
CTBO MO AETCKOMY 1 MOAPOCTKOBOMY AiMabeTy) reMoxpoma-
TO3 paccMaTprBaeTCA Kak ofjHa 13 npuumH passutma CI [3].

OMUCAHUE CNYYAA

KnuHuuyeckunn cnyvan 1.

MauweHT E c aHemuen flanmoHga-bnekdeHa

B cBA3M C kanobamum Ha HU3KKE TeMMbl POCTa NaLUEHT
Obl1 HanpaBieH Ha SHAOKPUHOMOrMYeckoe obcnefgoBaHne
B 14-neTHem BO3pacTe.

AHAMHe3

PebeHoK OT 2-I1 6epemMeHHOCTH, NePBbIX CPOYHbIX, Ca-
MOCTOATENbHbIX PoAoB. Npu poxaeHnn macca Tena 2800 r,
poct 48 cm. lcuxomoTopHOe pa3suTve nNo Bo3pacTy. Ha-
CNIeiCTBEHHDbI aHaMHe3 MO SHAOKPMHHbLIM 3ab0neBaHUAM
He OTArOLLEH, BCe POACTBEHHNKM Bbile 165 cm, 6nn3kopoa-
CTBEHHbIN H6pak popuTenu otpuuaioT. Poct matepu 170 cm,
otua— 175 cm.

B Bo3pacTte 2 mec BbiABNeHa anjacTnyeckas aHemusA
HanmoHpa-bnekdpeHa (ALB). [lo 2 neT ManbunK Haxoauncs
Ha eXeMecCAYHOW 3aMeCcTUTeNIbHOM Tepannn 3putpouunTap-
HOWN Maccow, fanee oo 7 neT nonyyan MeTuinpeaHn3onoH

KNUHUYECKIMI CNYYAW

C NOSIHOW MeANKaMEHTO3HOW KOMMeHcauunen, ¢ 7 et BHOBb
nepeBefieH Ha remoTpaHcdy3un, OTMEYaeTCA BbICOKas
TpaHCdy3MOHHAA 3aBUCMMOCTb — EXEMeCSAYHO Mosyyaer
3aMeCTUTESNIbHYI0 Tepanumio 3puUTPoLMTapHON MacCoN.

B 10 net BbiABNEeHa TAXenaA neperpyska xenesom ne-
yeHN (KOHLEeHTpaumAa kefnes3a B napeHxume 15,64 mr/r).
Becb nepuon HabnwaeHua C Lenblo BbiBEAEeHUs U30bITKa
enesa nauneHT perynsipHo nonyyan gedepasmpokc B fose
1000-1750 mr/cyT (30-35 mr/kr).

Mpwn obcnegosaHnn B 16 net no gaHHbIM MPT BbifBNeHa
KpanHAA CTeneHb Meperpysku »enesom neyeHu (KOHUEH-
Tpauwmu xenesa B napeHxume 27,9 mr/r), ymepeHHasa — MUO-
Kapga v runodu3sa. Mpm Y3U 6prowHoi nonocTn oTMeyeHbl
npu3Haku renatocnneHomeranuu, AndeysHbIX N3MEHEHUN
NMapeHXMMbl MeYeHU 1 NOMPKENYAOUYHOWN >Kenesbl, BHYTPU-
6piowHaa numdageHonatna. B Guoxvmmyeckom aHanu-
3e KpOBM — MPU3HAKM MeperpysKkun »kenesom (pepputuH
2620 mkr/n (N 15-200), renatuta (anaHMHamMUHOTPAHChe-
pa3a (AJIT) 121 E@/n, acnaptatammHoTpaHchepasa (ACT)
45 Ep/n (N go 40)). B cBA3m ¢ xanobamu Ha nporpeccupy-
IOLWYI0 3afepPXKKy POCTa HanpaBfieH Ha SHAOKPUHONOrnye-
CKoe 06cniejoBaHMe.

Pe3ynbmamel pusukanbHo20, 1abopamopHo20

U UHCMPYMeHMAasbHO20 UCC/1e008aHUSA

B 14,2 rona BnepBble OCMOTPEH 3HAOKPMHOsIOrom (Tabn.1,
puc. 1): pocTt B npegenax Hopmbl (SDS pocTa -1,70), nonosoe
co3peBaHue fonybepTaTHoe. BbiaBNeHO OTCcTaBaHMe KOCTHO-
ro so3spacta (KB), gonybepTtaTHble 3HaueHWsA rOHagoTPOMNw-
HOB U TECTOCTEPOHA; AaHHbIX 3@ FMNOTUPEO3 He MOMyYEeHO;
KNUHNYECKUX NPU3HAKOB HaAMOYeYHKOBOW HeAOCTAaTOYHO-
CTn He BbiABNeHo, IOP-1 B npegenax BO3pacTHON HOPMbI.
PekomeHOoOBaHO AMHaMMUYeCcKoe HabnogeHue.,

Mpwn o6cnefoBaHUM B AETCKOM SHAOKPUHONOTMUYECKOM
oTtaeneHun B 16,3 roga (Tabn.1, puc. 1) Bnepsble BbisiBNIeHa
3agepxKa pocta (SDS pocta -2,61) npu OTCYTCTBUMN MpPU-
3HaKoB MonoBoro co3peBaHuA (TaHHep 1); coxpaHANocb

Tabnuua 1. MokasaTtenn puanyeckoro passBuTUA 1 pe3ynbTaTbl TabopaTOpPHbIX McCnejoBaHNI NaumeHTa E.
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17,2 (215) (0.58) 4mn 12,3 73 (:0,48) 0,4 <0,3 1,0 6,5

*4 Mmec Tepanuu peKoMOUHAHTHbIM FOPMOHOM pocTa (pl'P), uepes mecsy nocne 4-i MHbEKLMK Npenapata 3PprPoB TECTOCTEPOHA.
**9 mec Tepanuu pl'P, 3 mec neBOTUPOKCMH 50 MK, HEMOCTOAHHBIV Npuem KopTeda, 6 Mec 6e3 npenapaToB 3¢GNPOB TECTOCTEPOHaA.
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PucyHok 1. lpaduk pocTta nauymeHTa E.

MNpumeyaHne K pUCYHKY: N0 BEPTUKANN — POCT, CM; N0 FOPU3OHTaNN — BO3PAcCT, FOAbl; U3MePEHMA POCTa B COOTBETCTBIM C XPOHONOMMYeCKUM (KpacHble
TOUKM) N KOCTHBIM (enTble TOYKM) BO3PacToM.

otctaBaHue KB (12,5 roga ot xpoHonoruyeckoro. Mpn na-
60paTOPHOM UCCNeAOBaHUN BbIsIBSIEHA HAPYLLUEHHAA MVKe-
MUA HaTOLWLAK; HapyLIeHWI CeKpeLny MPonakTuHa, ropmo-
HOB LMTOBVAHOMN Xene3bl M HAAMOYEYHNKOB He OTMEYEHO.

B cBA3M C «HyneBbIMU» 3HAYEHMAMW FOHAZOTPOMNHOB
npu 6a3anbHOM MCCIefoBaHMM Obin NPOBefEeH TeCT C aHa-
JIOTOM TFOHaAOTPOMUH-PUIIN3UHI-TOPMOHA, MOMyYeHbl [0-
nybepTaTHble 3HaUYeHWA NOTENHU3MpPYOLWero ropmoHa (JN)
(tabn. 2).

YuntbiBaa 3aflepXKy pocTa U HU3KUN YPOBEHb WHCY-
nuHonogo6bHoro poctoBoro ¢aktopa 1-ro Tnna (UPO-T1;
SDS=-3,28), pnAa noaTBep)KAEHUA HefOoCTaTOYHOCTU COMa-
ToTponHoro romoHa (CTIN) nocne npepBapuTenbHOW MOA-
rOTOBKM MpernapaTom 3QMpPOB TeCTOCTEPOHAa MPOBEAEHDI
ase CTT-cTUMYNsILMOHHbIE MPO6bI (C KNOGENVHOM 1 UHCY-
nuHom). MNonyyeHbl HU3KMe NKoBble 3HauyeHna CTI B ABYX
Tectax — 5,73 1 6,42 Hr/Mn COOTBETCTBEHHO (B HOPMe BblLLe
10 Hr/Mn, NO KpalriHen Mepe B OfHOW U3 TOYEK).

Takrm o6pa3om, No pesynbratam 06CeiOBaHNA BbisiBIE-
Hbl HeOocmamo4Hocmeo CTI v HapyweHHaA 2nuKemMus Ha-
mouwjak BCneacTBre BTOPUYHOIO remMoxpomaTtosa Ha ¢poHe

Tepanuu TPaHCPY3MAMM M3OrPYMMHON SPUTPOLUTAPHON
Maccbl no nosofdy AJlb. Pe3synbratbl TeCTa € aHasorom roHa-
JOTPOMUH-PUN3MHI-TOPMOHA HE MO3BOAUAN UCKAOUYNTD
2UN020HA0OMPONHBLIIi 2uNO020HAOU3M.

C 16,5 roga HMLMMPOBaHA TepPanns PEKOMONHAHTHBIM
ropmoHom pocTa (pl'P) B go3e 0,033 mr/kr. C Lenbio nHnuma-
L1 co6CTBEHHOTO MOMTOBOIO CO3PEBaHUS, a TakkKe andde-
PeHUNaNbHON ANArHOCTUKA TUMOrOHaAU3Ma C 3afeprKKOon
nonoBoro cospesaHua ¢ 16,3 o 16,7 roga nonyyumn 4 nHbek-
uuu npenapata 3GprupoB TecTocTepoHa B fo3e 80 mr.

B 16,8 roga (1abn. 1, puc. 1) Ha PpoHe Tepanun oTMeYa-
NocCb ynyylieHue nokasartenen pocta (SDS pocra -2,37), npo-
rpeccua nonosoro pa3sutusa (TaHHep 2) un KB. lNo gaHHbIM
nabopaTopHoOro obcnefloBaHUA OTMEUYEeHa HOpManmMsauus
NOP-1 (SDS=-1,29), BbiABNEHbI 8BMOPUYHbIU 2unomupeos,
8mopuyHbIli 2unokopmuyu3sm. HasHaueHa Tepanua ne-
BOTUPOKCUHOM 50 MKI/CyTu, rMaPOKOPTU3OHOM 7,5 Mr/cyT
(5,1 Mr/m? nnowagn NoBepXHOCTM Tena).

B cBA3M C BbiIABNEHNEM FMMNEPIIMKEMUN HATOLWaK Npo-
BefleH MepopanbHbIA oKo3oTonepaHTHbin Tect (MITT)
(tabn. 3): BoiABNEH caxapHblli duabem, ofHaKo, yUUTbIBas

Ta6nuua 2. TeCTbl C aHaOromM roHagOTPONVIH-PUNN3UHT-TOPMOHa NaumneHTa E. B 16,3 1 16,8 roga

Bospacr fopmoHbI Oy 1y 4y
JIT, MME/Mmn 04 2,5 3,7
16,3 net
OCI, MME/mn 0,3 0,2 0,2
JIT, MME/Mn 0,6 2,3 2,9
16,8 net
OCI, MME/Mn <0,3 0,1 0,4
Ta6nuua 3. NMepopasnbHblli FNIOKO30TONePaHTHbIN TecT nauunenTa E. B 16,8 roga
Bospacrt, net 0 MuH 60 MuH 120 muH
Mnioko3a, mmonb/n 6,8 10,8 11,9
WHcynuH, MKME/mn 38,2 86,5 247
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PucyHoK 2. Pe3ynbrtatbl 5-AHEBHOIO HEMpPEepPbIBHOrO MOHUTOPVHIa IMUKeMmK nauyeHTa E.

MpumeyaHue K pucyHky: 200 mr/gn = 11,1 mmonb/n, 140 mr/an = 7,8 mmonb/n, 70 mr/gn = 3,9 mmonb/n, 40 mr/an = 2,2 mmonb/n.

COXpaHHYI0 ceKkpeumo UHcynmHa (38,2 MME/mn), Hopmor-
nukemuio Ha ¢oHe cobniofeHns aneTbl C OrpaHMYeHnem
YIMEeBOAOB C BbICOKAM MMKEMUYECKUM MHAEKCOM, Caxapo-
CHUXKatoLan Tepanus He Obina Ha3HayeHa, PeKOMEHL0BAaHO
HabneHne B AUHAMUKe.

B 17,2 net (tabn. 1, puc. 1) Ha ¢oHe Tepanum plP co-
XpaHAnacb TeHAEeHUMA K HopManu3auum pocta (SDS pocta
-2,15), nonoBoe co3peBaHne 6e3 AuvHaMuKKu (TaHHep 2).
B ropmoHanbHOM cTaTyce — HOpMasbHbi ypoBeHb NDP-1
(SDS=-0,48), 3yTpeo3 Ha ¢oHe 3ameCcTUTENbHOWN Tepanuu
NEeBOTUPOKCMHOM, H/3K/E 3HaYeHNA KOPTM30/a 1 MOSOBbIX
rOPMOHOB.

B TeueHme 5 gHen npoBOAMNCA HenpepbiBHbIA MO-
HuTopuHr raukemun (HMI) (puc. 2), BbiABNEHO 3MK30-
ONYecKoe MOBbllEHME MOCTAPAHAUANIBHON  FIMKEMUN
fo 11,7 mmonb/n (211 mr/gn). CpegHnin ypoBeHb rMmnkeMmm
coctaBun 6,2+1,8 mmonb/n.

JuazHo3 u makmuka gedeHus

Funonumyumapusm (Ha MOMEHT HabMOAEHNA HeloCTa-
TouHoCTb CTI, BTOPUYHbIV FTMNOTUPEO3, BTOPUYHbIV TMMOKOP-
TULM3M, TMNOTOHAAOTPONMHBIVA MMAOrOHaAM3M) MaHUbecTr-
poBan y nauyeHTa co BTOPUYHbIM FEMOXPOMATO30M Ha doHe
AP B 16 net. Ha ocHoBaHuK npoBegeHHoro B 17 net obcne-
[10BaHUA OblNl YCTAHOBMIEH AUArHO3 caxapHozo duabema.
lNo pe3ynbTaTaM MOHUTOPWHIA FMKEMUM CaxapOCHMKatoLLas
Tepanuvsa He NokKasaHa. PekomeHOoOBaHO cobnofeHne gueTbl
C OrpaHUYeHreM NErkoycBOAEMbIX YrieBoAoB. PelleHo npo-
JOJKMTb Tepanuio plP, neBOTMPOKCUHOM, KopTedom, 3durpa-
MU TeCTOCTEPOHa; AO3bl MPENapaToB CKOPPEKTUPOBAHDI.

Wcxoo

MaumeHT ¢ rMNONUTYNTapU3MOM U CaxapHbIM AnabeTom
BC/IeCTBME MEPErpy3Ky Xenie3om Ha GpoHe TpaHCdy3noH-
Ho-3aBucumon Alb npogonxun nonyyatb plP n npenapat
3pVPOB TECTOCTEPOHA; CAMOCTOATENbHO OTMEHWT MPUEM
NEBOTUPOKCKHA 1 KopTeda. MNpu obcnegoBaHUn B 4ETCKOM
SHOOKPMHONOrMyeckom otaenenum B 17,9 roga poct nauu-
eHTa coctaBun 163 cm (+8 cm 3a 1,5 roga Tepanum pl'P); ybe-
OUTENbHbIX AaHHbIX 3@ TMNOTUPEo3 (CBOOOAHBIN TUPOKCKH
(cB.T4) 15,6 IMONb/N) U TNMOKOPTULMN3M (6a3anbHbI KOPTU-
3051 266 HMONb/N) He nony4yeHo. [Mnkemua B Npegenax Le-
JIEBbIX 3HAYEHUN.
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KnuHnueckunn cnyuam 2.

MaumneHTKa A. c 6eTa-Tanaccemuen

MaumeHTKa ¢ Xanobamu Ha 3aiep>KKy pocTa B Bo3pacTe
11 net 6bI1a HaNpPaBNEHa Ha KOHCYNbTaLMIO K SHAOKPUHOSO-
ry reMaTtonorom.

AHamHes

[lleBouka oT 6nM3KOpoACTBEHHOrO Opaka, nepsBoun be-
PEMEHHOCTU, CPOYHbIX CaMOCTOATENbHbIX podoB. lMNpu po-
KaeHnn macca Tena 2900 r, poct 49 cm. Poct matepun 160 cm,
otua — 165 cm.

B 3 roma ApuwarHocTMpoBaHa OeTa-Taslaccemma Maui-
op (6onblias dopma) (BTM), npoBeeHa CNEHIKTOMUA.
HabniogaeTcs remaTtosioromM, €XemecsiuHO MpOBOAUTCA
3aMecTuTeNbHaA Tepanua sputpoumntapHom maccon. Co-
rMacHoO 3aKJYeHNIO remaTosiora, OTMeYaeTca neperpyska
Xenesom (gaHHble MPT 1 ¢peppuTUHa He NpeacTaBieHbl).
B TeueHue Bcero neprioga HabnwogeHna obpallany Ha cebs
BHUMAHWE TUMWYHbIE ANA FEeMOXPOMATO3a M3MEHEHUA:
Bblpa)KeHHaA TUNepnurMeHTauma KoK, ManbnaTopHO
n no pgaHHbIM Y3U onpepensemoe yBenvUeHMWE MeyeHwu,
NOBblILWEHNE aKTMBHOCTW MEYEHOUYHbIX TpaHCaMMHa3 (nNpu
nepsom obpawernn AJTT 102 Ea/n, ACT 757 Ea/n (N no 40)).
B onucbiBaembin nepnof naumeHTKa nony4yana xenaTtop-
Hylo Tepanuio (gedepasupokc B gosze 1000-1250 mr/cyT
(20-40 mr/kr/cyT)), renaTonpOTEKTOPbI U NpenapaTbl ypco-
0Ee30KCNXONEBON KNCNOTHI.

Pe3ynbmamel puzukanbHo20, 1abopamopHo20

U UHCMPYMeHmMasbHO20 UCC/1e008aHUSA

Mpy nepBOM 3HOOKPMHOMOMMYECKOM 0bcnefoBaHUN
B 11,5 ropga (tabn. 4, puc. 3) BbisiBNIeHa 3agepKKa pocTa
(SDS=-2,33) npn cBOEBPEMEHHO HayaBLUEMCS MOSIOBOM CO-
3peBaHuK (TaHHep 2). KB He3HauMTeNnbHO OTCTaBan OT XPOHO-
noruyeckoro. B cBA3u ¢ Hu3kum yposHem NOP-1 (SDS=-3,61)
6blIM NPOBefEeHbl CTUMYNIALIMOHHBIE TECTbI C KIOPENMHOM
N NHCYNMHOM — BbiIBJIeHa HM3KadA NrkoBas cekpeuma CTI —
MaKCMManbHo Ao 2,15 u 3,4 Hr/Mn COOTBETCTBEHHO, YTO Nof-
TBEpANIo HedocmamoyHocms CTI. [laHHbIX 33 TMNOTMPEOD3
N rMNOKOPTULM3M He nonyyeHo. Mpn nposegeHun MPT runo-
¢du3a CTPYKTYpHOI NATONOMUN He BbIABIEHO, OTMEYEHbI MpK-
3HaKW neperpyskn »kenesom. B TeueHme cnegyrowero roga
Tepanusa pl'P He 6bina MHMLUMPOBaHa.
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Ta6nuua 4. MNokasateny ¢pr3nMYeCcKoro Pa3BUTMA 1 Pe3yNbTaTbl 1a60PATOPHbLIX UCCNIEA0BAHNI NALUEHTKN A.
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PucyHoK 3. Mpaduk pocta naumeHTKm A.

MNpumeyaHne K pUCYHKY: N0 BEPTUKANN — POCT, CM; MO FOPU3OHTaNN — BO3PacCT, FOAbl; U3MEePEHMWA POCTa B COOTBETCTBUM C XPOHONOMMYeCKUM (KpacHble
TOYKM) N KOCTHBIM (eNTble TOYKM) BO3PacToM.

B 12,5 ropa (Tabn. 4, puc. 3) oTMEUYEHO HapacTaHue CTe-
neHu 3agepxku pocta (SDS = -2,71), nonosoe pa3BuTne 6e3
avHamuku (TanHep 2). KB, Kak npu npegpbigyliem obcnego-
BaHWM, HE3HAauYUTENIbHO OTCTaBas OT XPOHOJNIOrMYECKOoro.
JaHHbIX 33 HapyLLEeHre ceKpeLumn Apyrux NUTYUTapHbIX Fop-
MOHOB, Kpome CTTI, He NoNyYeHO; ypOBEHb NOMIOBbIX FOPMO-
HOB COOTBETCTBOBAJI Hauany nybeprata; OTMEYEHO Nporpec-
cupytouee cHmxkeHne NOP-1 (SDS=-5,40).

C 12,8 roga wvHuumMmMpoBaHa Tepanua plP B pose
0,033 mr/Kr/cyT.

B 13,0 rona Ha ¢oHe neyeHus plP (tabn. 4, puc. 3) otme-
yeHa Hopmanusauma yposHa VP®-1 (SDS=+0,01), octanb-
Hble rOpPMOHaJibHble MOKasaTenu B npepesnax BO3pacTHOM
HopMmbl, KB 6e3 orHamunku.

OTMeuanocb NoBbIWEHWE MUKMPOBAHHOIO reMornobu-
Ha (HbAlc) [0 7,1%, uTo ObIIO pacLEeHEHO KaK BO3MOXHas
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KNUHUYECKIMI CNYYAW

Tabnuua 5. MepopasnbHble MIOKO30TONEPAHTHbIE TeCTbl NauneHTKN A. B 13 1 15 net

miokKo3a, mmonb/n

Bospacrt, ner
0 MUH 60 MUH 120 muH

13,0 net 52 - 6,4
15,0 net 5,6 9,5 7,3

Tabnuua 6. TecTbl C aHaNIOrom roHaaoTPONUH-PUNN3KHI-TOPMOHa NaumeHTKn A. B 13,8 roga
fopmoHbl/BpemeHHasn oy 14 4y

TOYKa

JIT, MME/mn 3,4 9,4 16,8
OCT, MME/Mn 3,2 4,7 7,7

norpewHocTtb Ha ¢oHe BTM. Mo panHbIM MI'TT nokasaTenu
rMMKeMUM B npepgenax Hopmbl (tabn. 5). Tepanusa plP 6bina
NPoJOMKEHa.

B 13,8 ropa (Tabn. 4, puc. 3) Ha doHe Tepanum pl'P oTmeue-
Ha nonoXxuTenbHaa AnHamumka: SDS pocTa =-2,54, CKopocCTb
pocTta 8,7 cm/rog. B cBA3mM C OTCyTCTBMEM Nporpeccun no-
nosoro pa3uTtna (TaHHep 2), HU3KOHOPMaJIbHbIM YPOBHEM
MoJIOBbIX FOPMOHOB (Tabn. 4), NpoBefeH TecT C aHaNorom
rOHaZOTPOMNUH-PUSIM3UHT-FTOPMOHA, NOJTyYeH nybepTaTHbIN
YPOBEHb rOHaAOTPONMHOB (Tabn. 6).

B 15 ner cnyyalHO BbIAABAIEHO MOBbIWEHNE [OKO3bl
KpoBM [0 7,2 MMOJIb/N, NaLueHTKa Obifla HanpaBneHa Ha dH-
IOKpUHosornyeckoe obcnegoBanHue (Tabn. 4, puc. 3). Ten-
JeHUMA K HOpManmM3auum pocta coxpaHanack (SDS=-2,32),
yBenuunnocb otctaBaHue KB ot xpoHosnoruyeckoro. lopmo-
HaNibHble MOKa3aTenn 6e3 M3MEHEHWN, MMKEMUA HaTOLLAK
B npegenax Hopmbl (Tabn. 4). Mpu nosegenun MITT raw-
Kemusa HaTowak 1 Yyepes 2 Y nocsie npvema 75 r rnoKkosbl
B npegenax Hopmbl (tabn. 5); uHcynuH 10 mxEg/mn (N 3-27)
n C-nentng 725 nmonb/n (N 260-1730).

MauneHTke 6bn ycTaHoBNeH HMI Ha 5 gHel (puc. 4), Bbl-
ABNEHbI SNN304UYECKME MOABEMbI MMNKEMUYECKON KPUBOW
NnocTnpaHAManbHOro xapaktepa (MakcMmManbHble 3HayeHuA
171 mr/gn (9,5 mmonb/n)). CpegHnA ypoOBEHb MMKEMUU
6,1+0,8 mmonb/n.

JuazHo3 u makmuka eedeHus

Funonumyumapu3sm (Ha MOMeHT HabniogeHusa wu3o-
nupoBaHHas HepocTatoyHoctb CTI)  maHudbectTnposan
Y NaLMEHTKN CO BTOPUYHBbIM FrEMOXPOMAaTo30M Ha ¢oHe BTM
B 11 net. Ha ocHoBaHMK NpoBefeHHoro B 15 net obcneno-
BaHUs Obln YCTAHOB/IEH UArHO3 HApyWeHHAs moJsiepaHm-
Hocmeb K 2/110K03e. [10 pe3ynbrataM MOHUTOPUWHIA MNKeMUN
caxapoCHMXatoLlan Tepanus He Obina nokasaHa. bbino pe-
KOMeH[O0BaHO CObiogeHne AneTbl C OrpaHMYeHeM Nerko-
yCBOAIEMbIX YTrNeBOAO0B, NpodomkuTb Tepanuio pIP. C yuetom
yBENMYEHNA MacCbl Tena v HU3Koro ypoBHsa MPD-1 ckoppek-
TMpoBaHa fo3sa plP.

Ucxoo

MauyneHTKa ¢ HepgoctaTouHocTbio CTT M HapyweHHON
TONIEPAHTHOCTbIO K [NI0OKO3e BCNEACTBME Meperpyskn »e-
ne3om Ha ¢oHe TpaHcdy3roHHo-3aBucumon BTM npogon-
XaeT HabnogaTbCA y SHAOKPMHOMOrA MO MECTY KUTeNb-
ctBa. Co cnoB matepu, AeBoYKa npekpaTuna tepanuio plP
yepes 3 mec nocsie onucaHHoro susuTa B 15 net; B 16 net
pOCT fieBOYKM cocTaBun 152 cm; natonornyeckue 3HayeHus
rMUKEMUN MOBTOPHO HE BbIABNANNCD; CaXapOCHMKaloLas
Tepanua He Ha3Havanacb; B CBA3M C OTCYTCTBMEM nporpec-
CMPOBAHUA MONIOBOro CO3peBaHmA B 16 neT HauyaTta Tepanua
BaJsiepuaTom 3CcTpagmona.

24-Hour Glucose Sensor Overlay — Readings & Averages (mg/dL)

Breakfast

Lunch Dinner

Glucose
(mg/dL) 4

PI/ICyHOK 4. Pe3yanaTb| 5-gHeBHOro HenpepbIBHOroO MOHUTOPWHIa MUKEMUW NaUuNeHTKN A.

MNpumeyvaHne K pucyHky: 140 mr/gn = 7,8 mmonb/n, 80 mr/an = 4,5 mmonb/n.
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OBCYXXAEHUE

Alb — 370 penkas ¢opmMa BPOKAEHHOW aniasum Kpo-
BETBOPEHMA, pPa3BMBAKOLAACA B pe3ynbTaTe arnonTto3a
npeawecTBEHHIKOB 3PUTPOLUTOB B KOCTHOM MO3re, 0by-
CNOBJIEHHAA MyTaLMeln OfHOro 13 reHOB, KOQUPYHLWUX Pu-
6ocomarbHble 6enkn. Knaccmyecknin BapuaHt ALl BbisiB-
naetca 'y 7 n3 1 MJIH XUBbIX HOBOPOXAEHHbIX. OCHOBHbIMM
MeTOJaMM NleYeHUA Ha HaCTOALLMI MOMEHT ABNAITCA: pery-
NAPHbIe TPAHCPY3MU SPUTPOLMTAPHON MacChl, ASIMTENbHAsA
rMIOKOKOPTUKOMAHAA Tepanua Uamn anfioreHHas TpaHCnnaH-
TalMA CTBOJIOBbIX KPOBETBOPHbIX KNETOK [2, 4].

Y nauymeHTtoB ¢ [IBA B NosoBUHe Cnyvyaes BbIABAAIOTCA
CONYTCTBYIOLME BPOXIAEHHbIE MOPOKU Pa3BUTUA Yyepena,
BEPXHMX KOHEYHOCTeW, cepAaua, MOYENnosioBON CUCTEMDI,
BOCMaNuUTeNbHble M3MEHEHWA CM3MCTON POTOBOW MONO-
ctn [4]. B nutepatype onucanbl conytctytowme ADb H-
[OKPVIHHblE 3ab05eBaHMs, 00YCNOBIIEHHbIE, NMO-BUAVMOMY,
KaK OCHOBHbIM 3aboneBaHveM, Tak 1 METOAAMU feYyeHus
(BTOpUYHaA neperpyska »enesom, ATPOreHHbI CUHAPOM
KywwHra). Beupy Huskon Bctpevaemoct AIb Ha MOMeHT
HanucaHuA CTaTb/ CUCTEMHbIE JaHHble O COMYTCTBYIOLLEN
SHAOKPVHHOW NAaTONOrMK OrpaHnyeHsl [5, 6].

lNo pe3ynbTatam aHanmsa peructpa nauneHTos ¢ ABJ] B Ce-
BEPHOM AMepuKe, BKOUaloLero AaHHble 57 yenosek (38 —
C MOCTOSAAHHBIMU TPAHCHY3UAMY, 12 — FNIOKOKOPTUKOWA3ABM-
CUMble 1 7 — B peMmnccnm), 53% naumeHToB MMEN NO KpaHen
Mepe OAHO SHAOKPMHHOE OCNIOXKHEHUE, B T.U. HAANOYEYHUKO-
BYIO HeOOCTaTOYHOCTb (32%), runoroHagusm (29%), rmnoTu-
peos (14%), pedpunumnT ropmoHa pocTa (7%), caxapHblii grabet
(2%), HecaxapHbI anabet (2%). /13 33 nauyueHTOB C JOCTYM-
HbIM/ @aHTPOMOMETPUYECKMMU JaHHbIMK 10 UMenu 3a8epX Ky
pocTa (SDS pocta Hixke -2,0). Y 50% BbIABNANNCL AeOULAT U
HeAOCTaTOYHOCTb BUTammHa D. Bce ocnoxHeHua, Kpome Hag-
NMOYEYHUKOBOW HeJOCTaTOYHOCTY, Yallle BCTPeYanuch y nauu-
€HTOB, MOCTOAAHHO HYX[ABLUUXCA B TPaHCHY3UAX JOHOPCKON
3puUTpoLUTapHOI Macchl [2]. Takke Ha hoHe neperpysKkm xerne-
30M OMUCaHO pa3BUTHE rMnonapaTtnpeosa [7].

CornacHO JaHHOMY perucTpy, ciiyyar passutua 4 co-
NyTCTBYIOLMNX SHAOKPUHHbBIX 3aboneBaHnin y Of4HOro nauu-
eHTa ¢ Alb aBnaetca pegkum. MNpu nouncke nHpopmaLmm
B 6a3ax PubMed, EMBASE, GoogleScholar He 6b1510 HaligeHo
KIMHMYeCcKmnx cyyaes nayveHtos ¢ AIBb v passuswmmnca
Ha poHe TpaHCY3UOHHON TepanMn HapyLIEHUAMU YrieBo-
NIHOro obmMeHa.

bema-manaccemus — Hanbonee Yyacto BCTpevaroLlas-
CA Hac/leCTBEHHasA aHeMUsA, KOTOpas XapaKTepmnsyeTca Ha-
pyweHnem cuHTe3a 6eTa-Lenei remornobrHa. KnmHmnyecku
3TO HapyLLeHVe NPOoABAAETCA aHeMMEN Pa3INYHON CTeNneHn
TAxKecTn. Hanbonee tsaxkenas ¢opma —BTM, ¢ meHee Bbipa-
»KEeHHbIMM NPOosABNEHMAMN — HeTa-TanlacceMusi UHTEPMeaMa
1 MUHOP (NpomMeXXyTouHas 1 Manas ¢popmbi). Tak»Ke BO3MOX-
Hbl 6eccmnTomHble popmbl. ExxerofHasa BCTpeyaemocCTb
6eTa-TafiacceMmy, COMPOBOXKAAOLIENCA  KIIMHUYECKAMU
npoABAeHnAMN, B Mmpe coctaenseT okoso 1 Ha 100 000 ve-
noeek, a B EBpone — 1 Ha 10 000 yenosek [8].

TpaHcdy3mm s3puTpoUmUTapHO MacChl ABAAIOTCA OAHUM
13 OCHOBHbIX METOAOB NleyeHus. BcnegcTeme yacTbix TpaHC-
by3unii remaTonornyeckue nayueHTbl Co BpemeHem bopmu-
PYIOT OCNOXXHEHNA MOCTENEHHO HapacTaloLlen neperpysKku
XKenesom: pasfnyHble dHZOKpUHOMAaTUK, GMOPO3 MmeuyeHu
1 YyHKUMOHANbHbIE HapyleHus cepgua. [na BbiABneHUs
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neperpysku enesom npoBoAATcA nccnefoBaHre deppu-
TWHa, 6roncma neyeHn, MPT neyeHun n cepaua [8].

Y mayuneHTOB C BbICOKOW KOHLIEHTpaLMen xenesa B rneye-
H1U npn BTM npogemMoHCTpMpoBaHa BbICOKasA pacnpocTpa-
HEHHOCTb SHAOKPMHOMATWN, cpean aeten mnagwe 12 net
OHa cocTtaBuna 23,3% [9]. K Hanbonee pacnpocTpaHeHHbIM
SHOOKpMHONatTUAM y geten ¢ BTM oTHocATcA runoTnpeos
(9,2%), HapyweHuAa yrnesogHoro obmeHa (7,5%) u runona-
patnpeos (6,7%) [9]. B 6onee cTapliem BO3pacTe OoTMeue-
Ha TaKXXe BbICOKas PaCMpPOCTPAHEHHOCTb 33aflEPXKKM POCTa
(B 3aBMCUMOCTN OT 6a3bl 4aHHbIX — OT 8 A0 14%), rMMNOroHa-
ansma (ot 50 go 97,7%) n caxapHoro auabeta (ot 0 go 41%),
C HanbOoNbLUMIM YMCNIOM CJTyYaeB Cpeay NaLUeHTOB CTapLIero
BO3pacTa 1 BbICOKMM YPOBHEM pepprTrHa Mnia3mbl, Npryem
CTAaTUCTMYECKM 3HAUMMO Gonbluee Yncsio ciyvyaeB 3aduKcu-
POBaHO Yy NaLMeHTOB, NoyvatoLmux remoTpaHcdysum [8].

[lnA nauuneHTOB C BbICOKOW KOHUEHTpauuen depputuHa
TUMNNYEH HAMOONbLUWIA PUCK SHOOKPUHHDBIX OCHOXHEHUI [9].
TaK KaK OpraHni3m He MOXET 0CBOOOXKAATbCA OT XKenesa Ca-
MOCTOATENIbHO, AJ/1A €ro BbIBEAEHUA C MOYOM W CTYNIOM UC-
MONb3ylTCA XenaTopbl — npenapatbl, CBA3bIBaOLWMNE Ke-
neso. [prMeHeHVe XenaTopoB MOXET OblTb OrpPaHUYeHO
B CBA3M CO C/IOXKHOCTbIO BBEAEHMA MapeHTepasbHbIX popm
U BbIPaXeHHOCTbI0 MobouHbIX 3ddekToB [8]. Vcnonb3osa-
HEe KOMOVHMPOBAHHbIX CXEM XeJlaToTepaniui Nno CPaBHEHWIO
C MOHOTepanvien NMPUBOAUT K 3HAUUTENIbHOMY CHVPKEHUIO
PacnpoCTPaHEHHOCTU SHAOKPUHOMATUN. OTMEUYEHO TaKXe,
YTO Ha poHe Tepanun XenaTopamm Xenesa oTae/bHble SHAO-
KPUHOMATUM MOTYT HOCUTb 06paTVMBbIN XxapakTep [9].

Takum 06pa3om, B ONMCbIBAEMbIX HAMV KITMHUYECKMX CITy-
YasAx y MaLMEHTOB C Neperpy3Kon »ene3om Ha GoHe TpaHC-
by3MOHHO-3aBUCKMBIX HAC/IEACTBEHHBIX aHEMUIA BbIAB/IEHDI
Haunboree TUNMYHbIE A4J1A 3TOFO COCTOSHUA SHAOKPUHOMATUN.
Y 060ux NauMeHTOB ANArHOCTUPOBaHbI HegocTaTouHocTb CTT,
HapyLlleHUs MONIOBOro CO3peBaHWA (MMMOroHafOTPOMHbIN
rMnoroHagunsm y naumenta ¢ A1b n octaHoBKa nonoBoro co-
3peBaHuA Ha cTagun TaHHep 2 y naumeHTKn ¢ BTM) n HapyLue-
HVA YrNeBogHOro obmeHa (caxapHblili ArabeT 1 HapyLleHHas
TONEPAHTHOCTB K I0KO3€). Y NepBOro nauyeHTa Takxe obinm
3adUKCUPOBaHbI BTOPUYHDIN MMMNOTUPEO3 1 TMMOKOPTULIM3M,
CamMOMpou3BOJNIBHO KYNMPOBaBLUMeCa Npu HabnogeHuu, Be-
POATHO, BCNeACTBME NPOBOAMMOM XeNaTOPHOW Tepanuu.

3agepKKa pocTta u gepuumnT ropMmoHa pocta

[daHHble no neyeHuio 3agepxku pocta npu ALb orpa-
HUYMBAIOTCA €AUHCTBEHHBIM OMYO6IMKOBAHHbIM UCCNIE[OBA-
HVeM, B KOTOPOM OblJIO MPOBEAEHO CPABHEHME NMOKa3aTesnen
pocTa 19 naumeHToB, nony4yaswux pl'P, n 44 naymeHTOB 6€3
neyeHna. bbINo NPOAEMOHCTPUPOBAHO, UYTO AETH, KOTOPbIM
Ha3Havyanacb Tepanua plP, NCXOQHO MMeNn BblPaXKeHHYIo
3afiepXKKy POCTa MO CPaBHEHNIO C NONMYNALUMOHHbIMY HOPMa-
TUBaMU; B TeueHue 4 neT Ha $oHe NeyeHns CKOPOCTb PocTa
3HauYNTENbHO YBeNMYUBanach; 1 Yyepes 2 roga Tepanum 3Ha-
yeHue SDS pocTa cTaTMCTMYECKM 3HAUMMO He OTIMYaNocCh
OT Aapyrux nauneHTos [10].

B cBA3M € BbICOKOW pacnpocTpaHeHHOCTbo BTM npuumnHbl
HapyLWeHUN pocTa NPV 3TON aHEMWY U3YYeHbl JOCTaTOYHO XO-
powo. Cuntaetca, Uto 3agepKKa pocta npu 6TM nmeet mynb-
TdaKTopmManbHbI reHe3 — Pa3BMBAETCA BCIeACTBUE BNMS-
HVA TUMOKCUM Ha GpOHE XPOHMYECKOWN aHeMUU, NepPerpysku
Xene3om rvnodrsa M TOKCUYHOCTM XENaToOPHOWN Tepanuu.
Ho ecnun BcnepctBue nepBbiX ABYX MpUUvH GopmMupyeTcs
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NPONOPLIMOHaNbHas 3afilepXKKa POCTa, TO MOOOUYHBbIM SPdek-
TOM XeJlaTOPHON Tepannu, B YaCTHOCTU AedepoKCcaMIHa, AB-
nAeTcAa ANCNPOonopLOHanbHas TyNOBMLLHAA HU3KOPOCIOCTb
C NnaTucnoHgmnmen (ynnowieHune Ten No3BOHKOB) U AncCnna-
3uen ANUHHBIX TpybUaTbix KocTei [1, 8].

B 2021 r. 6bin NpoBegeH MeTaaHanus, o6beanHMBLINI
OaHHble 74 nccnegosaHun ¢ 1978 no 2019 rr,, no pe3ynbratam
koTtoporo y 41,1% nauuneHtoB ¢ BTM BbiABNeHO OTCTaBaHue
pOCTa OT CpefHepoanTeNnbCKkoro, y 48,9% — HU3KOPOCNIOCTb
B COOTBETCTBMM C TPAAULMOHHbIMK KpuTepuamm (SDS pocta
Huxe -2,0), a 'y 26,6% — geduunt CTT (onpepensnca Kak nuk
CTT B xo4e CTUMYNALMOHHOIO TecTa Huxe 5 Hr/mn) [11].

MHeHVA O LenecoobpasHOCT! Ha3HaYeHUs POCT-CTUMY-
nvpyowen Tepanuu naumeHtam ¢ BTM n HegocTtatouHOCTbIO
CTl BecbMa HeoAHO3HauHbI. Tak KaK y NaumMeHTOB C 3afep-
KOW pOCTa BbIABNAIOTCA OTHOCUTENBHO HM3KUe ypoBHU NPO-1,
npeanonaraeTcs, YT0O OCHOBHOW MPUYNHOW CHUXKEHWA CKOPO-
CTV pOCTa ABNAETCA CHUPKeHUe npoussoacTtaa VIPO-1 neyeHbio.
B 2020 r. onyb6nmkoBaH KoxpaHoBckuii 0630p, 06beaNHUBLINNA
pe3ynbTaTthl UccenoBaHuin 3¢dekTMBHOCTU Tepanum plP npu
BTM ¢ pokaszaHHon HepgocTtaTtouyHocTbio CTI. CornacHo nute-
paTypHbIM AaHHbIM, Ha Tepanuu pIP oTMevaetca ynyulleHne
OTAENbHBIX AHTPOMOMETPUYECKMX NMOKa3aTenen, B YaCTHOCTU
CKOPOCTM POCTa, B TEUEHME NEPBOro rofia ieYeHuns], OfgHaKo OT-
CYTCTBYIOT UCCIeJOBaHNSA, KOTOPble Obl MPOAEMOHCTPUPOBANU
BMUSAHWE TEPanunm Ha KOHEYHbIN POCT NaumeHToB [12].

CornacHo KAWHWYECKUM pPEKOMEHZAUMAM MO Jeve-
HUIO 3HAOKpuHonatum npum BTM, pekomeHgyemaa posa
pl'P coctaenset 0,025-0,05 mr/Kr. MNprHUMNbI AMarHOCTUKN
1 HabnoAEeHWSA B NePUOA NIeYEHA HE OTIIMYAIOTCSA OT APYTUX
npuuunH CTl-HegocTaTouHOCTM [1].

B onuncbiBaeMbIX KAMHUYECKUX CRyvasax NauWeHTbl no-
nyyanu plP B go3e 0,033 mr/kr. Ha 3Tom ¢poHe oTmeueHa
HopManusauua 3HavyeHun MP®-1, HO OHM OCTaBaNUCh HIXKE
cpefHenonynAUMOHHbIX ANA COOTBETCTBYIOLEro BO3PacTa,
nosa v CTagun NonoBOro co3peBaHnAa. MoXxHO npegnono-
XWTb, YTO HEOONbLUION POCTOBOM 3bdEKT Tepanuy oT4acTy
0bycnoBneH 3TUM GpakTopom, 1 TUTpauus fo3sbl plP B npe-
Jenax pekoMeHayemoro Avana3oHa nog KOHTPoneM YpoBHSA
NP®-1 morna 66l cnocobcTBOBaThH Honbluel NprbaBke po-
CTa. B 1O e Bpems Heob6XoANMO OTMETUTD, UTO K 18-neTuio
pocT naumeHTta ¢ AIb gocTur HMXHen rpaHnubl NonynAuK-
OHHOWM HOPMbI, 1 C YYETOM OTKPbITbIX 30H POCTa U Tepanuu
plP oxupaeTca, 4yto NaymeHT NPOAOC/IKUT pacTu. Y AeBOUYKN
¢ BTM Kk 16 rogam pocT Ha ¢poHe Tepanuu pl'P Takxe gocTur
HOPMaJbHbIX 3HAaUEHUN.

Mnotnpeos

AHanNoOrMYyHoO ApYrum >SHOOKPUHOMATUAM, Hanuuyve ru-
noTMpeo3a 3aBUCUT OT HaN4mMa remoxpomatosa. CornacHo
MeTaaHanu3dy 2021 r., pacnpoCTPaHEHHOCTb TOTaJbHOroO
rMnoTMpeo3a y NaLneHToB, 3aBUCUMbIX OT TpaHcdy3uii, co-
cTaBnsaet 16,22%, y He3aBucMMbIx — 7,22% [13]. iHTepecHo,
YTO MO AaHHbIM Manasnnckoro nccnefoBaHus, rae pacnpo-
CTPaHeHHOCTb rMNoTMpeo3a y naumeHToB ¢ BTM coctaBuna
21,6%, 6onee yem B MOSIOBMHE CJ/lyyaeB Obin NOATBEPXKAEH
LeHTpanbHbIA rmnotupeos [14].

Y naumeHTa B NEpPBOM KIMHMYECKOM Cillyyae B nepu-
of HabnoaeHWA Obin BbISIBNIEH LEHTPAJIbHbIN TMMOTHUPEO3,
no noeofy 4ero Obia Ha3HayeHa Tepanuvsa JIEBOTUPOKCU-
HoM. OfHaKo NoCsie CaMOCTOATENbHOM OTMEHbI Tepanun na-
umeHToM B 17,9 net AnarHo3 He NOATBEPANNCA.
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lmnonapatupeos

B uccnepoBaHuu, NpuLenbHO M3y4yaBLUEM HapyLUeHUA
Kanbuuin-pocopHoro obmeHa y getein ¢ BTM, nepBuUHBbIN
runonapaTnpeos 6bin BbisiBNEH Y 3,4%, CYOKNMHNYECKNIA —
y 52,3%, a BTOpunYHbIi — Y 34% [15]. Cuntaercs, 4yto npuuu-
HOW rmrnonapaTMpeo3a MOXeT ObITb Kak neperpyska napa-
LNTOBUIHbIX XKeJie3 Xele30M, Tak 1 NoJaBneHne cekpeunmn
napaTropmMoHa BCleACTBME MOBbILLEHHON pe3op6Luun KocT-
HOW TKaHW NPY aKTMBHOM reMorno33e Ha GOHe XPOHNYECKON
aHemuu [1]. B onncbiBaeMbIX KNTMHNYECKUX CITyYaax HapyLue-
HWIA Kanbunii-pochopHOro obmeHa He BbIsIBIIEHO.

ManoroHagnsm

PacnpoctpaHeHHOCTb rMnoroHagusma COCTaBNsIeT
27,6% [16]. O6bIUHO Pa3BUBAETCA LIEHTPASbHBIV TMMOrOHAAN3M
BCNeACTBYE Meperpyskn xene3om runodusa. mnoroHagusm
MOXET MaHMNpeCcTpPOoBaTh B NIOOOM BO3pacTe: KaK 3adepKka
ny6epTaTa UM OCTAaHOBKA MOJIOBOrO CO3PEBAHUA Y NMOAPOCT-
Ka C CamMOCTOATENbHON MHMLMALMEN NybepTaTa, a TakKe Kak
BTOPUYHAA ameHopes I CHXKEHVE NNONIO0 U SPeKTUbHasA
ancoyHKUMA BO B3POCSIOM Bo3pacTe. Heobxoanmo yunTbiBaTh,
YTO MMMOroHaAM3M NMOBbILAET PUCK OcTeonoposa [17].

HapyweHns nonoBoro co3peBaHnaA y ONUCbIBaeMbIX Ma-
LMEHTOB MaHUPECTUPOBANM KaK 3afep»KKa MoJsioBOro co-
3peBaHuA. [locne nogTBepXKAEHMA AnarHosa nayneHT ¢ A1b
Hauan nonyyatb npenapat 3pUPOB TECTOCTEPOHA B CTaH-
JapTHbIX ANs nepruofa MHULMALUK NOMOBOrO CO3pPeBaHNA
fJo3ax. B npoTMBOononoKHoCTb 3ToMy, y naumeHTku ¢ bTM
oTMeueH nybepTtaTHbIli nogbem JII B xofe TecTa C aHano-
roM rOHagOTPOMNUH-PUANBNHI-TOPMOHA, YTO Npeanonarano
JanbHenwee camocToATeNlbHOE MoJsioBoe co3peBaHue. Oa-
HaKo, CyAs Mo ToMmy, yTo B 16 neT naumeHTke Hbina HasHa-
YyeHa Tepanus BanepuaTtom 3CTPaAMOSA, MOXHO FOBOPUTb
06 OCTaHOBKE MOJIOBOro CO3PEBaHUS.

HapyuweHus yrneBogHoro o6meHa

[lnabet, accoLMMPOBAHHDIN C reMOXPOMaTO30M, Pa3BBa-
€TCA B pe3ysbTaTe COYEeTaHMA HapyLLEHNA CEKPEeLIMN NHCYHA
MOPaXXeHHbIMM GeTa-KrneTkamu 1 GOPM1POBAHNA NHCYIMHOPE-
31CTEHTHOCTU NPU NEeperpy3Ke »ene3om MArkmx TkaHen [18].

Mo paHHbIM MeTaaHanu3a 2019 r., BK/OYaBLUEro AaH-
Hble 44 paHee ony6GNMKOBaHHbIX UCCIE[OBaHUN, pacnpo-
cTpaHeHHocTb C[] cpean nauymenToB ¢ BTM cocTaBuna 6,5%
(c MakcMmanbHbIM Noka3aTenem 7,5% Ha bnukHem BocTo-
Ke), HapyLeHHOW rMunkeMmn Hatowak — 17,2%, HapyLleH-
HOW TONIePaAHTHOCTM K Fntoko3e — 12,5% [18].

C BO3pacToM OTMEYaEeTCA yBeNMUYeHne pacnpoCcTpaHeH-
HOCTW U CTEMEHW TAKECTN HAPYLIEHWU YrNeBOGHOIO obme-
Ha. Mpwn 06cnefoBaHMM B3POC/bIX MALMEHTOB C HELABHO Bbl-
aABneHHbIM C[] obpalyaeT Ha cebs BHUMaHMe bonee paHHsAs
MaHudpecTauma Cl y >KeHLUH NO CPaBHEHMIO C My>KUHAMM,
WHCYNIMHOPE3NCTEHTHOCTb 1 YacToe CcoYeTaHne C Apyrumm
OCNOXKHEHVAMN remoxpomaTtosa. OTMeUeHO TakXe, YTo Ha-
pYyLUeHUs yrieBogHOro O6MeHa Npu reMoxXpomMaTo3e y iIeTel
yalle 1 6onee TAXKeNIO NPOABNATCA NpU 6onee BblpaXKeH-
HOW MeperpysKe xene3om u npu geduunte LmHkKa [18, 19].

[lns OLeHKM COCTOAHNWA YrNeBOAHOro OOMeHa y nalueH-
ToB € BTM pekomeHayetca Bblumcnatb nHaekc HOMA, ogHa-
KO CyLLeCTBEHHbIM HE[OCTAaTKOM JaHHOro MeTofa ABNAETCA
oTcyTCTBUE pedepeHCHbIX 3HaYeHU Ansa nayuneHTos ¢ BTM.
Takxe Kaxkable 6 Mec pekoMeHyeTCA NPOBOAUTb nccneno-
BaHMe uKnHKa [20].
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Kputepuu AnarHoCTVKM HapyLUEHWI YINeBOAHOro obme-
Ha NPV reMoXpoMaTo3e He OT/INYAKOTCA OT TaKOBbIX Y NaLy-
eHTOB 6e3 remMatoniornyeckmnx 3aboneBaHni, 0fHaKo A0 CUX
nop OcCTaeTcs AWNCKYTabenbHbIM, KaKoOW MeToh MOoAXOAWUT
anAa ckpuHuHra [3, 20]. Hanpumep, mexxgyHapoaHble Knu-
HWYEeCKNe PeKOMeHAAUNN, KPOME NCCIefoBaHUA FMMKEMUN
Kaxkgble 6 mec, pekomeHaytoT nposoguTb MITT B 10, 12, 14
1 16 net, a 3aTeM exerogHo [1], nMbo exerogHo, HauMHasA
¢ 10 net [18]. Ho paxke npwu exerogHom nposegeHun MNITT
MOXHO MPOMNYCTUTb HapyLIEHUs YrNIEBOAHOrO OOMeEHa, KO-
TOpble MOTyT NPOABNATLCA NOCTNPaHANANbHBIMY FTMNEePrn-
KEMMAMU B JOMALUHUNX YCII0BUAX, B YaCTHOCTW, Y pAda nauu-
€HTOB GUKCMPYIOTCS TMMNEPrIMKeMUN B TeYeHme 2 4 nocse
npvema rnoKosbl. B cBA3M C 3TMM MCNONb30BaHNE CUCTEM
HMT aBnaetca 6onee nokasartenbHbim [20].

Bbibop KpuTepus KOMMeHcauun yrieBogHoro obmeHa
Nnpu caxapHoMm AnabeTe 1 XPOHUYECKON aHEMUN TaKXKe 3a-
TpyaHeH. Kak O0TMeUeHO B KIMHMYECKNX pPeKoMeHAauuAX,
yposeHb HbA, saBnaetca «cnabbim» mapkepom. PekomeHay-
€TCA paccMaTpMBaTb B KaueCTBE afibTEPHATUBHOIO MeToAa
nsmMmepeHune GppyKTo3amMmnHa, KOTOPbIN OTPAXKaeT NoKasaTenu
rMKkemum 3a npegwectaytowme 2-3 Hepg [20].

Y onncbiBaeMbIX NMauUEHTOB BMepBble HapYLUEHWe yrie-
BOZHOro 06MeHa 6blfo AMAarHOCTUPOBAHO Ha OCHOBAHMWU Ciy-
YalHOro BbIABNEHNA MMNEPITIMKEMUN HATOLLAK, YTO JEMOH-
CTPUPYET AOCTaTOUHY0 3P HEKTUBHOCTb STOFO UCCIIeOBaHUA
B KauyecTBe CKPUMHUHIOBOro. B ToO e BpemA CTaHOapTHbIN
MNITT okasancA noneseH AvWb ANA BblABAEHUA CaxapHOro
avabeta y naymenta ¢ A[1b. Ho npv npepganabete, Kak npoge-
MOHCTPUPOBAHO B cilyyae ¢ naumeHTkom ¢ BTM, MNIMT He co-
BCEM OTPaXKaeT COCTOSHUE YINeBOAHOrO obMeHa. Y faHHON
MaLUVEHTKM HapyLIeHHas TONEePaHTHOCTb K ITI0KO3e bbina au-
arHoCTMpoBaHa no gaHHbIM HMI (nogbembl rnkemnn oo 9,5
MMonb/n), xota B xoge MITT rmukemuA HaToLWaK 1 Yepe3 2 Y
nocse efibl COOTBETCTBOBAsA HOPMaJsIbHbIM 3HAYEHMAM.

YpoBEHb UHCYNMHA Y NALMEHTOB CBUAETENbCTBOBAM 00 MH-
CYNIMHOPE3UCTEHTHOCTM, YTO TUMIYHO ANA HAPYLUEHWUIA YTNIeBO-
AHOro obmeHa Ha $poHe remoxpomarosa. Viccnegosanue HbA,
HaM1 He NPOBOAMNIOCH B CBA3W C BbICOKOW TPaHC(hY3MOHHOM
3aBNCMMOCTbIO MALMEHTOB (3pUTPOMAcCa BBOAUTCA eXeme-
€AYHO). [Mo3BONUT NI ypOBeHb GPYKTO3aMMHA afEKBATHO OLie-
HVTb KOMMEHCALMIO YIIIeBOAHOro 06MeHa y nofobHbIX nauu-
€HTOB, BbI3blBAET COMHEHWSA, TaK KaK /1A JaHHOro NnokasaTensa
OTCYTCTBYIOT CTaHAAPTU3MPOBaHHbIE LIeNIeBble 3HaUEH M.

KnuHuveckue pekomeHOayuu no sie4eHuro

3HOOKpUuHonamudt npu bema-manaccemuu

B 2013 r. 6bMM NPUHATbI MeXayHapogHble KnuHuue-
CKMe pekoMeHZaLuMu Mo fevyeHuto SHOAOKPUHONaTUn npwu
6eTa-Tanaccemmu. PekomeHgyeTtca Kaxgble 6-12 mec npo-
BOAWTb aHTPOMOMETPUYECKME U3MEPEHNA: MPU NEPBOM 006-
cnefoBaHMM 3anmcbiBaTb POCT POAUTENEN U PACCUUTBIBATb
cpefHepoanTENbCKUA POCT; Ha KaXKAOM BU3WTE M3MEPATb
POCT CTOA 1 CUAA, MacCy Tena N OKPYXHOCTb FrOnoBbI (nep-
Bble 2 rofia »KM3HM); pacCYMTbiBaTb CKOPOCTb POCTa 3a rof,
MHOEKC MacChl TeNla U COOTHOLLEHNE BEPXHUI/HUXKHUI Cer-
MEHT; OLleHUBaTb MOKa3aTenun pocTa Mo 3STHUYECKUM HOpMa-
TVUBaM NN HOpMaTBaM BcemmpHon opraHusaumm 34paBo-
OXpaHeHUs; OLeHMBaTb NOJIOBOW CTaTyc no TaHHepy [1].

3alepXKy poOCTa peKoMeHAyeTCcA [MarHoCTUpOoBaTb
He TONbKO MPW BbIABNEHUN MOKa3aTena NIMHENHOro pocTa
HUKe 3-ro ueHTUNA nnm -2SD, HO U NPY CHYXKEHUN CKOPOCTH
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pocTa 3a 6-12 MeC HuXKe 25-ro ueHTuNA, a Takxke npm oTcTa-

BaHMM pPOCTa OT cpeAHepoauTenbckoro [1].

MoMMMO pocCTa 1 NONIOBOrO CTaTyca, HEOHXOANMO exe-
rofiHO OLleHUBaTb C/iefytoLire NoKasaTenu:

« TTI, cBT4;

+  Kanbuui 06WMiA 1 MOHWU3UPOBaHHBIN, docdop, MarHmn,
wenoyHan ¢ocdatasa;

+  [JIOKO3a M VMHCYNUH C pacyeTtom mHaekca HOMA; npwu
BbIABJIEHVV HapPYLIEHHOW MIOKO3bl HaTOWak — MnpoBe-
neHne MNITT;

+ WPO®-1 kak ungmkaTtop cekpeuumn CTT, HO Npu oueHKe
YUNTbIBATb, UTO COCTOAHME MEYEeHN 1N HapyLleHre nuTa-
HMA MOTYT BANATb HA 3TN NMOKa3aTesny;

+  LUMHK B CbIBOPOTKE W BOIOCaXx (B OTAENbHbIX Cllyyasx);

+ KB (peHTreHorpadus KMCTY € yye3ansacTHbIMY CyCTaBamu);

« peHTreHorpadua 6efpa M NO3BOHOYHUKA NPV AUCMPO-
MOPLIMOHANIbBHOM  TENOC/IOXKEHUN, YTOObl UCKIIIOUYUTD
NNaTUCNOHANNNIO U ANCMNa3nio XpALlen meTadusa;

« JII, ®CT v nonoB.ble cTepourabl B NOAPOCTKOBOM Bo3pacTe [1].

3AKNIOYEHUE

MNpencTaBneHHble KNMHUYECKME Cllyyan OeMOHCTPUpPY-
0T pa3BuTMe Hanbonee pacnpoOCTPAHEHHbIX SHOOKPUHHBIX
OCJIOXKHEHWI Y NMaLUEHTOB C TPaHCHY3MOHHO-3aBUCUMbIMM
aHeMUAMM — HapyLlleHNA PoCTa, MOMOBOro CO3peBaHUA
W yrneBogHOro obMeHa. DTo NofYepKnBaeT HE0H6X0ANMOCTb
PerynsipHoOro 3HAOKPMHONONMYECKOro o6crnefoBaHms Mo-
JOOHbIX MaUMEHTOB AJ1A OLEHKU aHTPOMOMETPUYECKNX,
OGUOXMMUNYECKNX, TOPMOHAJNIbHBIX U PEHTTEHONOrMYEeCKrX
nokasateneii. HapyweHna oyHKUUNM ene3 BHYTPEHHeN
cekpeumn MOryT HOCUTb 0OPATUMBIV XapakTep Ha GoHe xe-
natopHown Tepanuu. CBoeBpeMeHHOe BbifB/IeHME HeJoCTa-
ToyHocTy CTI 1 Ha3HauyeHre Tepanuun NO3BONAIOT [OCTMIATb
HOPMasibHbIX MOKa3aTesiell KOHeYHoro pocta. HapyweHnsa
MOMOBOro co3peBaHus TpebytoT HabnoaeHus u guddepeH-
L1anbHON ANArHOCTUKN C KOHCTUTYLIMOHANbHOW 3adepKKom
nonoBoro co3speBaHuA. C Lenbio BbiABIEHUA HapyLleHW
yrneBofHOro o6MeHa pekoMeHayeTCA NPoBOAUTb UCCeso-
BaHMe MUKEMUN HATOLLAK, a MPU BbIABNEHUN MOrPaHUYHbIX
nnn natonornyeckux sHayeHnm — MITT n HMT; nccnepgosa-
HVe MKNPOBAHHOIO reMorfiobunHa HelenecoobpasHo.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHukun ¢puHaHcmpoBaHua. PaboTa BbiNOMHEHa MO MHULMATUBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoH®nNuKT unHTepecoB. ABTOpbl AEKNapupylOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIVKTOB MHTEPECOB, CBA3aHHbIX C CofepKaHneM
HacToALWEN CTaTbU»,

YuacTtue aBTOpOB. Butebckas A.B. — KoHUenuus 1 ansanH nccnepo-
BaHWA, BefleHVe NaLuneHToB, HanvcaHne ctatbm; byrakosa E.C. — BefieHune
nauMeHToB, NOAroToBKa 0630pa NuTepaTypbl U OMWCAHWA KIVHUYECKO-
ro cnyvas; MNucapesa E.A. — BefeHWe NauMeHTOB, NOATOTOBKa ONMUCaHWA
KNMHMYeckoro cnyyas; TuxoHosuy [0.B. — BefeHne nauneHTOB, BHeceHne
npaBku. Bce aBTopbl 0806puN drHaNbHYO Bepcuio CTaTby nepes ny6au-
KaLwen, Bblpa3unm cornacrve HeCcTM OTBETCTBEHHOCTb 3a BCE acmeKTbl pa-
60Tbl, NoAPa3yMeBaloLLyto Haf/exallee nsyyeHre 1 peLueHne BOomnpocos,
CBA3aHHbIX C TOYHOCTbIO UM [OBPOCOBECTHOCTbLIO NOOOI YacT PaboTbI.

Cornacve nauueHTa. NaureHTbl LO6POBONILHO NOANUCANY NHPOPMU-
pOBaHHble cornacus Ha Ny6anKaumio NepcoHanbHON MeanLNHCKON NHOop-
Mauum B obe3nnyeHHon dopme B KypHase «[pobnembl SHAOKPUHONOT M.
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