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MpexaeBpemMeHHas HeA0CTaTOYHOCTb
AUYHUKOB Y NaLUEeHTOK C rajlakTo3eMuemn

ABTOpP, OTBETCTBEHHbIi 32 Nepenucky:

KapayeHuoBa MpnHa BacunbeBHa, KaHanaaT MEAULIMHCKMX HaYK, AOLEHT Kadeapbl akywepcTsa 1 ruHekonorun um. .M. CasenbeBoit PrAOY BO
PHUMY um. H.W. NMuuporosa Mun3gpasa Poccuu, raBHbIM BHELWTATHLIA CNELManuUCT-rMHEKONOr AETCKOr0 U IOHOLWECKOro Bo3pacTa [lenaptameHTa
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Appec: 117997, MockBa, yn. OCTpOBUTAHOBA, 4. 1, cTp. 7, Ten.: +7 (925) 505-31-04, e-mail: 5053104@list.ru

O6ocHoBaHue. [anaKTo3eMUsi — 3TO BPOXKAEHHOE HapylueHue yrieBogHOro obMmeHa, BbI3BaHHOE [EQPEKTOM J1l060ro
n3 pepmeHTOB MeTabosim3ma ranakto3bl. OAHUM M3 JOJITOCPOYHbIX OCI0XKHEHUI ABSETCS NpexXAeBpeMeHHas HejocTa-
TOYHOCTb siM4HMKOB ([THA), Yalle BcTpeyatolascs npu Haandmm y nauneHToB myTtalimmn ¢.563A>G (Q188R) B roM031roTHOM
COCTOSIHUM B reHe ranakto30-1-gpocoatypuannnntpaHcpepassl (GALT). [Mpu aToM nokasatesm GepTnsibHOCTU MOryT 6bITh
Bbille y nauynmeHToK ¢ MHS, Bbi3BaHHOM KaaccnyecKon ranaktolemuen (KI), no cpaBHeHUo ¢ apyrumu npmndnHamm MHA,
4TO 3aTPyAHSIET peLieHne Bonpoca 0 HE06X0AMMOCTHU MPUMEHEHMS METOA0B COXpaHeHUs1 pepTUIbHOCTM A1 AaHHOM rpyr-
bl MaUMEeHTOK B npenybepTaTHOM nepuoje.

OnucaHne KIMHNWYECKOro cay4as. B gaHHOM paboTe npeacTaB/ieHO onucaHue AiByX KIMHUYECKMUX HabIlo4eHni naymeH-
TOK ¢ KI, y KOTOpbIX 6bl/1 BbISIBJEH MMNEeProHagoTPOrHbIN runoroHaan3m. lNauneHTke A. B Bo3pacte 11 net bbiia UHULUU-
poBaHa 3amecTuTeibHas ropMoHasbHas Tepanus (3T), U no pe3ynbTratam 0CTEOAEHCUTOMETPUN CHUKEHUS MUHEPATbHOM
MJI0THOCTM KOCTHOM TKaHW B HacTosllee BpeMs He oTMevdaeTces. Y naumeHTkm C. B Bo3pacte 14 net nepej Hav4anaom 3T
SAMYHUKM 6€3 BbipaKEHHOro GONINKYISAPHOro annaparta, BbisiBAEHbI OCTEONEHMS M OCTEONOPO03. PaccmaTpuBaeTcsi BOrpoc
0 HEOBXOAMMOCTU M CPOKaxX MPUMEHEHMUSI METOAO0B COXPaHEHNS GEPTHUIbHOCTH.

3aknwyeHune. lalmeHTkam ¢ KIF peKkoMeH[0BaHO KOHTPOIMPOBaTh oKasaTesiu ropMoHaslbHOro rnpogusis 4/s cBoeBpe-
MeHHoro Ha3Ha4yeHus 3IT. CnegyeTt paccMmaTprBaTb KPMOKOHCEPBALIMIO TKaAHU AMYHUKOB KaK OAMH M3 BapuaHTOB coxpa-
HeHUs1 GepTUAbHOCTH y naumeHToK ¢ KI, npuHumas BO BHUMaHMe, YTO y HEKOTOPbLIX M3 HUX COXPaHsIeTCsl BO3MOMXHOCTb
CcamMorpoun3BOIbLHON 6epeMEHHOCTHU, HECMOTPS Ha MHA.

KnioyeBble c/oBa: KiaccuyecKas ranakto3emMusl, KIMHUYECKUI CayYa, NOBPEXXAEHUE roHaa, NpexaeBpeMeHHas SM4Hn-
KoBasi He[JOCTaTOYHOCTb, 6ecnioamne, CoxpaHeHme GepTuabHOCTU, KPMOKOHCepPBaLIMS TKaAHU SMYHUKOB

Ana untuposanunna: KapayeHuoBa W.B., Cubupckaa E.B., XanpynnuHa A.A. lpexaeBpeMeHHaa HeaocTaTou-
HOCTb SIMYHWMKOB Yy MaUUEHTOK C ranaktosemuen. [llegumatpuyeckas ¢apmaronorns. 2024;21(2):119-125.

doi: https://doi.org/10.15690/pf.v21i2.2721

OBOCHOBAHME

[anakTo3emMuss — 3TO BPOXAEHHOE HapylleHue yrie-
BOAHOro o6MeHa, BbidBaHHOE AedeKTOM 1tob6oro U3 dep-
MEHTOB MeTabonuMama ranaktodbl B nytu Jlenyapa [1].
PacnpocTpaHeHHOCTb NpU POXKAEHWW COCTaBASIET OKOJO
1 Ha 30-60 Tbic. [2]. laHHOe 3ab60neBaHME MOXET ObiTb
[AMarHoCTMPOBAHO NPU POXKAEHWUU Aaxe MpuU OTCYTCTBUM
CUMMNTOMOB — C MOMOLWbI CKPUHUHIA HOBOPOXAEHHbIX
nyTeM OLEHKM YPOBHS ranakTo3bl U aKTUBHOCTU GEPMEH-
Ta ranakrtoso-1-¢ochatypuannuntpaHcdepasbl (GALT).
Oedekt GALT aBnsgetcsa Haubonee 4acTblM BapuaHTOM
HapyleHns meTaboin3mMa ranakTosbl U Ha3blBaeTcs Tak-
e KnaccuyecKkon ranaktosemuen (KI) [3].

B HacToswee Bpems OTCYTCTBYIOT pajuKabHble MEeTO-
Obl Ie4eHNsa AaHHOW natonoruun. [ng KynupoBaHus 60/b-
Wen 4yacTM CUMNTOMOB Ha3HavyaeTcs AMEeTa C UCKIIOYEHU-
€M M3 paLMoHa ranakTo3bl M NaKTO3HbIX KMcnoT. OgHako,
HEeCMOTpS Ha CTporoe cobnaeHne aneTbl ¢ NEPBbIX AHEN
XW3HKW, Y NaLUMEeHTOB MOryT BO3HWKaTb AOJrOCPOYHbIE
OCNIOXKHEHMS, BKOYalOLWMeE NperKAeBPEMEHHY0 HeaocTa-
TOYHOCTb AMYHMKOB ([MHA) 1 HapylweHns pa3BUTUSA HEPB-
HOW cucTeMsbl [2, 4]. NMpuK 3TOM Yalle AaHHble OCNOXKHEHUS
BCTPEYaloTCH NPU BbIBIEHUM Y NALMEHTa paHee onuncaH-

HoM myTauun ¢.563A>G (Q188R) B roMO3UrOTHOM COCTO-
AHUM B reHe GALT, KoTopass NpuBOAMUT K Gosee BbICOKOM
HecTabunbHOCTHK 6enKa [5, 6].

CornacHo pekomeHgaumsam ESHRE, anarHoctnyeckmmu
Kputepuamu MHA aBnsioTca 01uro-/ameHopes B TeyeHue
He MeHee 4 MeC U ypoBeHb GOMIMKYNOCTUMYNMPYIOLLErO
ropmoHa (®Crl) Bbiwe 0,25 ME/n B ABYyX Cliy4asx ¢ UHTepBa-
nom B 4 Hep [7].

MpunynHbl pa3sutua MHA npu KI HensBecTHbIl, HO AaH-
Hble CBMAETENLCTBYIOT O HapyLIEHUW perynsaumm nyTen, ume-
IOWKX pelatolee 3HavyeHne ang GonanKynoreHesa, Takux
Kak PI3K/AKT, nytu nHosuTona, MAPK, nepeaadya curHanos
IGF-1 n TGF-B [8]. Take B xofe UCCNefoBaHUIM Ha mofe-
o Mbiwn GalTKO 6binn nonyyeHbl AaHHble, CBUAETENb-
CTBYIOLLME O PaHHUX MOJIEKYNAPHBIX U3MEHEHUAX B BUAE
HapyweHUs WHTEerpMpoBaHHOM peakuun Ha ctpecc (ISR),
BbI3bIBAIOLLEN YCKOPEHHYID aKTMBaLMIO pocTa npumopau-
anbHbIX GONNUKYNIOB B PpaHHEM BO3pacTe C UX «BblrOpaHu-
€eM», 4TO HanoMuHaeT HabnhaeMylo Y NauuMeHToK nporpec-
CUPYIOLLYO HEAOCTATOYHOCTb AMYHUKOB [9].

Cnefnyet OTMETUTb, YTO, COMacHO paHee onNyb6aMKo-
BaHHbIM AaHHbIM, NMoKa3aTtenun GepTUbHOCTU MOTYT 6bITh
Bbllle y naumeHToK ¢ MH4A, BbidBaHHOM KI, no cpaBHe-
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HUIO C APYrMMW MNPUYMHAMU. Y KEHWMWH C AMarHo3om
MHA nto60oMn NpUYKUHbI WaHC 3ab6epeMeHeTb eCTECTBEHHbIM
nytem coctaBnsetr 5-10% [10]. lMNpu 3TOM OrpaHUYyeH-
Hble [JaHHble, KOTOopble Heo6X0AMMO WHTEpnpeTUpoBaTh
C OCTOPOXHOCTbIO, MOKa3blBaOT, YTO 4acToTa HacTynne-
HWS CaMOMPOW3BONbHON GEPEMEHHOCTU Y XeHuwKnH ¢ KI
coctaBnsieT 42,9% [11]. 3Ta cuTyauUss OCNIOKHAETCA TEM,
4TO GONbLIMHCTBO KEHLNH JaXke He nblTaloTca 3abepeme-
HeTb, MOCKOJNIbKY CYMTAIOT CamMONpPOM3BO/bHYI0O 6epeMeH-
HOCTb KpalHe ManoBeposaTHON. B CBSA3M C 3TUM PEKOMEH-
LYeTcs Npu KOHCYNbTUPOBaHMK 06CYyKAaTh € NaLMeHTKaMu
N UX CEMbSIMU BEPOSATHOCTb CaMONPOM3BONbHON 6epeMeH-
HocTwM [8, 12].

KJAUHUYECKWUIA NPUMEP 1

O nauueHTe

MauneHTka A., 13 net, o6paTnunacb B niaHOBOM Mopsaj-
Ke Ha KOHCynbTalMIi0 B XMPYPruieckoe rmMHeKonormyeckoe
otaenenue OCIT «Poccuiickasa geTckas KNnHUYecKas 60/ib-
Huua» Pro0y BO PoccuicKui HaydHO-UCCefoBaTeNbCKUM
MeONLMHCKKUIA yHuBepcuTeT um. H.M. MNMuporosa MuHsgpasa
Poccuu.

M3 aHamHe3a M3BEeCTHO: B BO3pacTe 3 Hefl Mocfie Pox-
[leHns1 pebGeHKy Obl/l BbICTAB/IEH AMArHO3 «ranaKTO3eMus».
B reHe GALT (HacneacTBeHHas ranakto3emus, Tvn 1) o6Ha-
py¥eHa 4acTtas MyTaums Q188R B roMO3WroTHOM COCTO-
AHUKU. TTOXKM3HEHHO Ha AMEeToTepanuu, PerynsapHo Habsto-
[laeTcs y AgveTtonora v aHAoKpuHonora. B Bospacte 11 net
nauueHTke Obll Ha3HayeH 3cTpaguona Banepart (Hadanb-
Has go3a — 0,25 mr, 3atem 0,5 Mr, co BTOpOro roga npu-
eMa — 1 Mr B HEMNPEePbIBHOM perxnme). MHuumaums Tepanuum
Ha ypoBHe rOHaA0TPOMMHOB, CBUAETENbCTBYIOLLMX O TMNEpPro-
HaJOTPOMHOM TMMOroHagu3Me: NIOTEUHU3UPYIOWNIA TOPMOH
(JIr) — 19,51 ME/n, ®CI — 48,94 ME/n. NpUHUMaAET TaKKe
XxoneKkanbuudbepon, Kanbuusa LMTpat, Kanusa noana. KocTHbIn

BO3pacCT COOTBETCTBYET XpoHonoruyeckomy (11-11,5 ner)
yepes rog 1 3 Mec nocsie Havyana npuema acTpagunona Bane-
pata.

MpoBoaMaca AMHAMWYECKUN KOHTPONb MOKa3aTenen
ropMOHanbHOro npodwuns (tadn. 1), AaHHbIX yN1bTPa3ByKOBO-
ro uccneposanus (Y3WM). MNocne MHMUMaLMKM 3amecTUTENb-
HOM ropMoHanbHom Tepanuu (3I'T) onpeaenanocb CHUKEHUe
ypoBHen NI (no 3T — 19,51 ME/n, nocne MHULMALNUK
3I'T — meHee 0,09 ME/n) u ®CI (go 3I'T — 48,94 ME/n,
nocne numumnaumm 3T — 0,08 ME/n), a TaK)Ke NoBbllLEHUE
ypoBHSA acTpaanona (no 3T — meHee 37 nNmonb/Nn, nocne
MHUuMauun 3T — 67 nmonb/n). Kpome TOro, 4Yepes 6 mec
nocne uHuumauunm 3T 6bln onpeaeneH ypoBEHb aHTU-
MtonnepoBa ropmoHa (AMI): 0,08 Hr/mn. MNpu nocnegHem
nuccnefoBaHUM ropmMoHanbHoro npodunsa 4vepes 1 roj
n 5 mec ot Havyana npuema 3I'T: I — 6,89 ME/n, dCI —
16,83 ME/n, acTpaanon — 98 nMonb/n.

®dusukanbHoe o6cnegoBaHue

[Mpn ocmoTpe cocTosiHWe yaoBneTBoputenbHoe. Poct —
153 cm (SDS pocta —0,74). Macca tena — 36 Kr. UMT =
15,38 kr/mM2 (SDS UMT —1,37). Mo TaHHepy: PB2 Ma3 Me
abs.

MpK rMHEKONOrMYECKOM OCMOTPE: Hapy»KHble NosoBble
OpraHbl pasBUTbl MPaBWIbHO, OBOMOCEHWE MO XKEHCKOMY
TMNY, KIUTOP He TUnepTpodMpoBaH, CAM3ucTas BY/bBbI
po30Basl, TMMEH 3CTPOreHW3MpoBaH, BblAeNeHUs CBET/ble
cnuauctble. Mpu ABYPYYHOM MCCNeaoBaHMU: MaTKa pacno-
JIOXKeHa cpeanHHo, He yBenunyeHa. lNpuaaTtky ¢ o6emx CTOPOH
He onpenenstTcs, 06nacTb UX 6€360/1e€3HEHHA.

MpeaBapuTenbHbIi AUArHo3

YunTbiBas HanuMune pesynbTaToB reHeTMYECKOro uccre-
[I0BaHUSA, NauMeHTKe cpasy Oblf BbiCTABAEH KIMHUYECKUN
narHos.

Irina V. Karachentsova?, Elena V. Sibirskaya?l' ' 3: 4, Adelina A. Khairullina®

1N.I. Pirogov Russian National Research Medical University, Moscow, Russian Federation
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Premature ovarian insufficiency in patients

with galactosemia

Background. Galactosemia is a congenital disorder of carbohydrate metabolism caused by a defect in any of the enzymes of
galactose metabolism. One of the long-term complications is premature ovarian insufficiency (POI), which is more common in
patients with the c.563A>G (Q188R) mutation in the homozygous state in the galactose-1-phosphate uridylyltransferase (GALT)
gene. At the same time, fertility factors may be higher in patients with POl caused by classical galactosemia (CG) compared with
other causes of POI, which makes it difficult to resolve the issue of the need to use fertility preservation methods for this group of
patients in the prepubescent period. Case report. This article describes two clinical observations of patients with CG who were
diagnosed with hypergonadotropic hypogonadism. Patient A. was initiated hormone replacement therapy (HRT) at the age of 11,
and according to the results of osteodensitometry, there is currently no decrease in bone mineral density. In patient C. at the age
of 14, before the start of HRT, ovaries without pronounced follicular apparatus, osteopenia and osteoporosis were detected. The
issue of the necessity and timing of the use of fertility preservation methods is being considered. Conclusion. Patients with CG are
recommended to monitor hormonal profile indicators for timely administration of HRT. Cryopreservation of ovarian tissue should
be considered as one of the options for maintaining fertility in patients with CG, taking into account that some of them still have
the possibility of spontaneous pregnancy, despite the POI.

Key words: classical galactosemia, case report, gonadal damage, premature ovarian insufficiency, infertility, preservation of
fertility, cryopreservation of ovarian tissue
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Ta6nuua 1. IMHaMUYECKMI KOHTPOb FOPMOHAaNbHOro Npoduns naumeHTKkn A
Table 1. Dynamic control of the hormonal profile of patient A

lop Mecsay 6 mec 1roam5 mec
A0 UHUUMauum 3I'T A0 UHUUMauum 3I'T nocne uHuuunauuu 3T oT Hayana npuema 3I'T
nr, ME/n 19,51 0,09 MeHee 0,09 6,89
dCI, ME/n 48,94 1,35 0,08 16,83
JcTpaamon, NnMonb/n MeHee 37 MeHnee 37 67 98

MpumevaHune. 3IT — 3amecTuTeNbHaa ropmoHanbHas Tepanus; JIN — noTenHU3npytowmn ropMoH; ®CI — boNNMKYNOCTUMYNUPYIOLWL U

rOPMOH.
McToyHuK: KapadeHuoBa W.B. v coaBT., 2023.

Note. HRT — hormone replacement therapy; LH — luteinizing hormone; FSH — follicle stimulating hormone.

Source: Karachentsova I.V. et al., 2023.

AuarHocTuvyeckue npoueaypbl

Mpun o6palleHnn 6b110 BbINONHEHO Y3M opraHoB Manoro
Tasa: 3HAOMETPUN — 6 MM, NpaBbit AUYHUK — 18 X 12 MM
C €AWHWYHBIM QOMMKYNOM 6 MM, NEBbIN AUYHUK —
50 x 18 x 12 MMm.

KnuHu4yeckum guarHos
[anakTo3emus, Knaccuyeckas dopma.

AuddepeHunanbHaa guarHocTuka

OunddepeHumnansHas AuarHoctuka He TpeboBanacbh
B CBS3U C AMArHOCTUKOW ranakTo3eMuu B paHHeM MocTHa-
TallbHOM MNepuoae Mo pesynbrataM reHeTUYeCKoro TecTu-
poBaHus.

AvHamuKa 1 ucxopbl

B Bo3pacTe 13 net 4yeped 1 roa n 10 Mec OT nHuumaumm
3I'T oTMe4yeHO MeHapxe (MeHCTpyalibHONOA06Has peaKLms),
B CBA3M C 4EM NaLMEHTKa ABUIACh Ha KOHTPO/bHbIA OCMOTP.

Mo paHHbIM npoBeaeHHoro Y3M opraHoB manoro Tasa:
MaTKa pacnofioXeHa cpeanHHo, anteflexio. Paamepbl Tena —
26 x 14 x 23 MM, WenKa MaTkn — 26 x 13 MM, 0AHOPOAHOM
CTPYKTYPbI. Yo/l MEXAY TENOM U LIEMKON MATKU HAMETUIICS.
CTpyKTypa MUOMETPUS ofHopoaHasa. M-a3xo — 4 MM, CTPyK-
Typa oaHopofHas. [MpaBbli AUYHUK — 25 X 18 X 28 MM,
C HECKONbKMMU bONIUKynaMu, MaKCUManbHbIM pa3mep
OoNANKYNoB — 0 7 MM. J1eBbIN AUYHUK — 20 X 12 X 18 MM,
6e3 BblpaxeHHoro GoNIMKynspHoro annapara. B nosa-
OMMaToO4YHOM MpPOCTpaHCTBE BU3yanusupyetcd cBobonHas
Xuakoctb go 20 mn.

MNMaumneHTKe Oblla NpoBefeHa LieHTpaibHas AeHCUToMe-
TpusA, NO peaynbTataM KOTOPOW MUHepasbHas MJIOTHOCTb
KOCTHOMW TKaHW COOTBETCTBYET AAHHOMY XPOHO/I0MMYECKOMY
BO3pacTy (z-kputepun Bblwe —2,0 SD). Ha peHTreHorpam-
Max KUCTeN KOCTHbIM Bo3pacT — 11,5-12 neT.

MNocne nosiBNeHUs MeHCTpyasbHOMOLOOHOM peaKuuu
nauuveHTKka 6bia nepeBefeHa Ha AByxdasHyto 3[T, peko-
MEHAOBaH KOHTPOJb NMoKa3aTtenen ropMoHanbHoro npodu-
na un Y3W yepes 6 mec.

[OuHamMnKa aHTPONOMETPUYECKMX MOKa3aTenen B 14 net:
poct — 156 cm (SDS pocta —0,71). Macca Tena — 42 Kr.
WUMT = 17,26 kr/m2 (SDS UMT —0,53).

MporHos

HecmoTps Ha NosiBNeHMe MeHCTpyanbHONOA06HON peak-
UMW, PEenpoayKTMBHbLIM MPOrHO3 NauuMeHTKM A. ocTaeTcs
HeonpeaeneHHbIM. Bonpoc o npumeHeHnn METOA0B coxpa-
HeHUs GepTUIbHOCTM ByaeT pelaTtbes ¢ yYyacTUeM penpo-
ayKTonora. PoctoBoi nporHo3 6naronpuaTHbiv (SDS pocTa
B 13 net —-0,74, B 14 net —-0,71).

KJUHUYECKUI NPUMEP 2

O nauueHTe

MauneHTtka C., 14 neTt, o6paTnnacb B N1aHOBOM Nopsaj-
Ke Ha KOHCYNbTaLMIO B XUPYPru4eCKoe MHEKOoNornyeckoe
otaeneHune OCIl «Poccuickan aeTckas KivHuyYeckas 60/b-
Huua» PIrBOY BO PoccuicKunin Hay4yHO-UccneaoBaTenbCKUn
MeULUMHCKMI yHuBepcuTeT uM. H.M. Mnporosa MuH3apasa
Poccuu ans pewexns Bonpoca o Hadane 3IT.

B Bo3pacte 7 OHeW nocrie poxAeHusa Obin BbiCTaB-
NeH AuarHo3 «ranakto3emus», 3aboneBaHuWe MNPOSABU-
IOCb XENTYXOoW M HapyweHueM OyHKUMM neveHu. OTey,
W MaTb — HOCWUTENW reHa ranaktolemun. B reHe GALT
(HacnencTBeHHas ranakto3demus, Tvun |) o6Hapy)KeHa
yactag Mmytauma Q188R B roMO3WrOTHOM COCTOSIHWMU.
[MOXXM3HEHHO Ha AueToTepanuu, NpuHMUMaeT BUTaMuH D,
KanbUus uuTpart.

Ha pykax o6cnegoBaHus, NpoBeAeHHble B BO3pacTe
6 net. Mo gaHHbIM Y3W opraHoB mManoro tasa: npaBbli SK4-
HUK — 12 X 6 MM, NIeBbIM SUYHUK — 8 X 5 MM, BU3yanunau-
pyeTcsi ¢ TPyAOM, B Ayr1acoBOM MPOCTPaHCTBE Hebosblloe
KONMMYECTBO XuaKocTu. lNpu onpegeneHnn nokasartenen
ropmoHanbHoro npooung: ®Cr — 4,15 vME/mn, I —
meHee 0,2 MME/mMn, acTpagnon — meHee 70 nMonb/n.

Mpn gMHaMUYeCKOM KOHTpone MnoKkasaTenen roHapgo-
TPONUHOB (Tabn. 2) onpeaensancs NocTeneHHbIM NpPUpPoCT
ypoBHen PCI (o1 6,37 go 130,7 mME/mn) n JIlC (ot 0,65
no 38,33 MME/mn), 4To cBMAETENLCTBOBANO O TMMNepro-
HaJoOTPOMHOM TUMNOrOHaAn3Me, OAHaKO MNpPW MNoCcneaHeM
nccnegoBaHUM rOPpMOHaNbHOrO NPodUNa OTMEYEHO CHU-
EHWEe YpOBHA AaHHbIX Nokasartenen po 11,43 mME/mn
n 2,35 MME/Mn coOTBETCTBEHHO. [lpu 3TOM onpegens-
eTCA TaKXXe MaKCuMMalibHoe 3HavyeHWe YPOBHSA 3cTpaiu-
ona 3a BCe BpeMmsa HabnogeHus — 246 nmonb/n. Kpome
TOoro, 6611 onpeaeneH ypoeeHb AMIT — meHee 0,02 Hr/mn
(15.02.2022).

dusumkanbHoe o6cnepoBaHue

Mpu ocMoTpe CcOCTOsiHWE  yAOBNETBOPUTENbHOE.
Poct — 160 cm (SDS pocta —0,12). Macca Tena — 40 Kr.
UMT = 15,6 kr/m2 (SDS UMT —1,71). Mo TanHepy: Pb3 Ma3
Me abs.

Mpy rMHEKONOrMYECKOM OCMOTPE: OTMEeYaeTCcss acuM-
MeTpua 60nbluMX NoNnoBbIX ryé (npaBas 6Gofiblue NeBOW),
nanbnaTopHO AOMNONHWUTENbHbIX 06PAa30BaHUI He BbISIBIEHO.
OBOJIOCEHME MO KEHCKOMY THMY, KIMTOP He runepTpodbupo-
BaH, CIM3McTas 060/104Ka BY/1bBbl PO30Bast, FTMMEH 3cTpore-
HU3UPOBaH, BblAeNeHUs cnuaucTole. Mpu ABypy4YHOM mnccne-
JOBaHMU: MaTKa pacnosioXeHa CpeiuHHO, NpW Nanbnauuu
6e360ne3HEHHa, NOABUXHaAgA, pa3Mep HOopMalbHbIW; Npu-
[aTKKU He NanbnupytoTcs, o6nactb ux 6e36on1e3HeHHa.
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Ta6auuya 2. IntHaMU4YECKUI KOHTPOJIb FOPMOHaIbHOro Npoduna nauueHTku C.

Table 2. Dynamic control of the hormonal profile of patient C.

UccnepoBanne | Uccneposanue | UccnepoBaHne | UccneposaHue UccnepoBaHue Yepes 5 mec
B Bo3pacTte B Bo3pacTe B Bo3pacTe B Bo3pacTe B Bo3pacTte 14 net nocne Ha4yana
6 net 11 net 12 net 13 ner Ao Havana 3I'T 3rT
I, MME/mMn MeHee 0,2 0,65 7,86 38,33 2,35 MeHee 0,2
&CI, MME/Mn 4,15 6,37 28,56 130,79 11,43 MeHee 0,2
Scrpaawor, Metee 70 66,0 227 Metee 37 246 154,94
nMonb/n

MpumeyaHune. 3T — 3amecTUTENbHAA ropMoHanbHasa Tepanus; JIF — noTenHnaupytowmnin ropmoH; @CI — boNAMKYNOCTUMYAMPYIOLWMIA

rOPMOH.
McTouHuK: KapadeHuoBa W.B. n coaBT., 2023.

Note. HRT — hormone replacement therapy; LH — luteinizing hormone; FSH — follicle stimulating hormone.

Source: Karachentsova |.V. et al., 2023.

MpeaBapuUTenbHbIf gUarHo3

YuuTbiBas HanmMume pesdynbTaToB reHETUHECKOro Uccne-
[I0BaHUs, NauMeHTKe cpasdy Oblf BbiCTaBAEH KIMHUYECKUM
[AnarHos.

AunarHocTuuyeckue npoueaypbl

Mpn ob6paweHnn BbiINOAHEHO Y3WM opraHoB masoro
Ta3a: MaTKa pacnosioXKeHa cpeaunHHo, anteflexio. Paamepbl
Tena — 30 x 18 x 30 MM, WwenKa Matkn — 25 x 17 mm.
Yron mexay TefioM M LEeWKONW MaTKK BblparKeH XOpoLo.
CTpyKTypa MMOMeTpUs ogHopoaHas. M-axo — 4 MM, CTpyK-
Typa ogHopoaHas. lMpaBbit AM4HMK — 20 X 12 X 19 MM,
6€e3 BblparkeHHOro GoANMKYNsapHoro annaparta. JleBbin auy-
HUK — 21 X 13 X 1 MM, 6€3 BblparkeHHOro GOoNINKyNapHOro
annapaTta. CBo6oaHas XUMAKOCTb B Malom Ta3y He BbIiB-
NneHa.

[MauneHTKe TaKxe Oblna BbiMOJSIHEHA AEHCUTOMETPHUS:
[IeHCUTOMETPUYECKME MOKa3aTeM COOTBETCTBYIOT OCTEO-
neHun L1 v npoKcMManbHOro oTaena npaBon 6eapeHHON
KocTu, octeonoposy L2, L3, L4. MuHepanbHas nNA1OTHOCTb
KOCTeM B MOSICHUYHOM OTAene MNO3BOHOYHWKA COOTBET-
cTByeT z-kputepuio —3,4. Ha peHTreHorpammax Kucten
B NPSMOM NPOEKLMN KOCTHbIKM BO3PaCT COOTBETCTBYET OMO-
JIOrM4YecKomy.

YpoBeHb 25-OH ButamuHa D coctaBun 17,10 Hr/mn,
4yTO cOOTBETCTBYET AebdMUUTY BUTaMuHa D.

KnuHu4yecKui guarHos
[anakto3emus. AcummeTpuss 60ablMX MNOMNOBbLIX TYyO.
OcTeoneHus L1, octeonopos L2-L4.

AnddepeHumanbHaa guarHocTuKa

OnddepeHymanbHaas OMarHOCTMKa He TpeboBanachb
B CBSI3W C AMArHOCTUKOW ranakto3eMun B paHHEM MOCTHa-
TanbHOM Mnepuoae No peaynbTaTaM FeHETUYECKOro TecTu-
poBaHus.

AuHamuKa u ucxogbl

B Bo3pacTte 14 netr 3 mMec Bpa4yOM-3HAOKPMHOMIOIOM
6blna Ha3HavyeHa 3T acTpagnonom B fo3e 1,5 mr/cyT.

B Bo3pacTe 15 neTy nauneHTkM 6bls10 OTMEYEHO MEHAPXE
(MeHcTpyanbHonogo6Has peakuus). AuHamuKa aHTpornome-
TpUYECKUX NoKasaTenen: poct — 162 cm (SDS pocta —0,01),
Macca tena — 43 kr, UMT — 16,38 KI'/M2 (SDS NMT —-1,62).
Mpn AMHaMMYEeCKOM KOHTpOJie noKasaTtenen ropMoHasbHO-
ro npodwuna nocne MeHapxe: actpagnon — 154,94 nr/mn,
NI — meHee 0,2 MME/mn, ®CIT — meHee 0,2 MME/mn. Y3U
OpraHoB Manoro Tasa Ha 4-M AeHb MEHCTPYanbHOro LMKNa:
3HAOMETPUN — 6 MM, CTPYKTypa OAHOPOAHA, NpaBbin SnY-

HUK — 28 X 17 x 20 mmMm, ¢ AByMs GOAIMKynamMu 4o 5 Mm
B AMaMeTpe, IEBbIN AUYHUK — 26 X 17 X 21 MM, C €AUHNY-
HbIM QOJITUKYNOM 7 MM.

MporHos

HecMoTps Ha NosiBIeHWE MEHCTPYasibHONOA0OHON peak-
LMK, pENPOAYKTUBHbIA NPOrHO3 OCTaeTCs HeonpeaeeHHbIM.
Bonpoc o npuMeHeHNn METOA0B COXPaHEHUS GEPTUIBHOCTH
O6yaeT pewaTbCca C yyacTMeM penpoaykrtonora. PocTtoBon
nporHo3 6naronpusaTHbln (SDS pocta —0,12 B 14 neT, —-0,01
B 15 ner).

OBCYXAEHMUE

B naHHoM paboTe npeacTaB/ieHO ONUCaHWe KIIMHUYECKO-
ro HabnaeHns ABYX NauneHToK ¢ Kl KoTopbiM NpoBOAMIOCH
AMHamMuyeckoe HabntoaeHne Ao 1 nocne Ha3HaveHus 3IT.
Y 06eunx geBo4vek ob6HapyxeHa mytaums c.563A>G (Q188R)
B reHe GALT B roOMO3WIrOTHOM COCTOSIHWUM, YTO COMPSXKEHO
c 60nee BbICOKOM BEPOATHOCTbIO pa3sutus MHA npu KI [9].

B 2017 r. B pamKax MexayHapoaHOM CeTU Mo ranakTtose-
Munn GalNet pa6oyas rpynna n3a 19 akcneptos pa3paboTana
peKkoMeHAaLmMKn No ANarHOCTUKeE, IeYEHUIO U Mocneayoemy
HabnogeHuto 3a naumeHTKamun ¢ KI [12]. CornacHo aaH-
HbIM pekomeHaaumam, aeso4dek ¢ KI cneagyet o6cnenosatb
Ha rMNeproHagoTPONHbIA TMNOrOHaAU3M, eCi OHW AOCTHU-
ratoT Bo3pacta 12 neT ¢ HeAoCTaTOYHbIMU BTOPUYHBLIMMU
No0BbIMU NMPU3HAKAMK UK ECAN OHM AOCTUraloT BO3pacTa
14 neT ¢ OTCYyTCTBMEM PErynsapHbIX MeHcTpyaumun. CKPUHUHT
nomkeH Brkmodate OCI 1 17-6eta-actpagnon. N B cnyvae,
ecnu y nauueHtkn ¢ K[ umeeTca nepBuyHass ameHopes,
OTCYTCTBYIOT MPU3HAKM NONOBOro co3peBaHns, Heo6XxoaAUMO
UMUTUPOBATb GU3UONOTMYECKYID FTOPMOHANbHYO YHKLUMIO
SAMYHUKOB, HAYMHas C HU3KMUX JO3 3CTPaAMONa, C MOCTENEH-
HbIM yBENMYEHNEM JO3UPOBKMU M JOGABIEHWEM NPOrecTepo-
Ha B 60nee No3gHee BpeMs, YToObl BbiI3BaTb KPOBOTEYEHUE
OTMeHbl ANng 3awmTtbl aHaomeTpusa [12]. Kak npasuno, 3I'T
y Monioabix aesyliek ¢ KI n MNMHA HaunHaloT, Korga naumeHT-
Ka HaxoauTcs B nepunybepTtaTHOM BO3pacTe W MocTaBfieH
onarHos [MHA. Ons vHOMBUAyanbHOro onpefeneHus BO3-
pacTa Havyana nevyeHnss PeKOMeHAYeTCs y4nUTbIBaTb YPOBEHb
GONNMKYNOCTUMYNUPYIOLLETO FOPMOHA, POCT U MCUXOCOLM-
aNbHYyl0 3pPENioCTb KOHKPETHOW AeBo4vku [12]. ScTpaauon
cneayeT NocTeneHHo MoBbIWaTh Kaxable 6-12 Mmec B Teve-
HWe 2—3 feT, NoKa He 6yaeT AOCTUIHYTa A03a ANs B3POCbIX,
a MpUMeM UMKIIMYECKOro MmporectepoHa cneayeT HayduHaTb
nocne AByX NleT NpMema 3cTpaguona WauM ¢ Havyanom npo-
PbIBHOIO KpoBOTEYEeHUS [7].

MauneHTke A. 6bina uHMuMmMpoBaHa 3l T B Bo3pacTte
11 nert. Mpu AMHAMUYECKOM KOHTpPOJIe NoKa3aTenen ropmo-



HaslbHOro NpoduNsa onNpeaensnnucb CHUXXeHue ypoBHen JII
n ®CI 1 NoBbIWEHWE YPOBHS 3CTpagnona A0 HOpMasbHbIX
3HaYeHun 4N9 ee XPOHONOrMYeCcKoro Bo3pacTta, 1 B BO3pac-
Te 13 neT, yepes 1 rog v 10 mec oT nHMumaumm 31T, y naum-
€HTKM NosiBMNacb MEHCTPYaNbHOMOAOGHAs peaKLms.

Hanpotus, y nauneHTkn C., He nonyyaBuwewn 3T, oTme-
Yanucb nporpeccuBHoe yBenuyeHune ypoBHen JII n OCr
N CHUXEHWE YPOBHS 3CTpajnona, YTo oTparkaeT pa3BuTue
HeJOCTaTOYHOCTH AMYHUKOB. M HECMOTPS Ha TO, YTO Yy Nauu-
€HTKKM B 14 neT onpeaensinacb CNOHTaHHasa HopManuM3auus
nokasaTtenen ropMoHanbHOro npoduns, MeHapxe otMeye-
HO He 6bla10. BpavyoM-aHLOKPMHONOMOM MaLMeHTKe Obifia
HasHa4veHa 3['T acTpagnonom, u B Bo3pacTe 15 net y Hee
Oblla OTMEYeHa MeHCTpyanbHONOLO6GHas peakums.

Mpu KI xapaKTepHbIM SIBNSETCA CHUXEHUE YPOBHS aHTU-
MIONIIEPOBA rOPMOHA MO CPaBHEHUIO CO 340POBLIMU KOH-
TPOMbHBLIMKU FPyNnaMu COOTBETCTBYlOWeEro BodpacTta [13],
YTO BbISIBASIETCA fae Y O4YeHb MOOAbIX NaLMeHTOK (A0
1 roga). AMIT BbIMOSHAET KOYEBYIO GYHKLMIO B PEryasuunm
pocTa u pasButua GONNMKYNOB, cnejoBaTesibHO, HU3KKe
ypoBHU AMI oTpaaloT CHUXEeHWE oBapMuanbHOro pesepsa
[8]. B Aa@HHbIX KIMHMYECKUX ciy4dasx y o6enx NauMeHTOoK
ypoBeHb AMI™ 6bi1 CHUXKEH. Y naumeHTkn A. B 2022 r. ypo-
BeHb AMI™ cocTtaBun 0,08 Hr/MA, y naumneHTkn C. 3HavyeHus
AMTI octaBanucb Ha ypoBHe MeHee 0,03 Hr/MJA, 4TO corna-
CyeTCs C AaHHbIMM O TOM, 4YTO OMpegensiemblt ypoBeHb
AMI (= 0,04 Hr/mn) B 3Ha4YuMTeNbHOW CTeneHu npeacKa-
3blBaeT CMNOHTaHHYIO MeHapxe. lpu 3TOM CTOUT OTMETUTD,
YTO B iMTepaType UMETCH COOBLLEHMSA O CaMONPOU3BOJSib-
HOWM 6epeMeHHOCTH Y eHLWmHbI ¢ K gaxke npu Heonpeaens-
emoMm ypoBHe AMI [14].

Mpn Y3W opraHoB manoro Ttasa y naumeHTku A. nocne
MEHapxe B CTPYKType MnpaBoro SiM4HMKa BbISBASIUCH
HECKONbKO GOMIMKYNOB pasmepamu 4o 7 MM. Y NaunUeHTKH
C. npun nocnegHem Y3WM po Havana 3I'T o6a u4HUKa Oblnn
6€e3 BblparKeHHOro GONNMKYNSAPHOro annaparta, npu 3ToM
M3BECTHO, YTO Y 3TOM MaUMEHTKM B Bo3pacTe 4 net onpege-
nanacb HopManbHasa Mopdonorns AaM4HMKOB. ITO cornacy-
eTcs ¢ pesynbraTaMu, noayyeHHbiMu L.S. Mamsen 1 coaBT.
B faHHOM nccnefoBaHUK LWeCTU AeBOYKaM C ranakTo3eMu-
el B Bo3pacTe Jo 12 neT 6blla NpoBeAeHa KPUOKOHCepBa-
LMS TKaHM AMYHUKA: HOpMasibHas MAOTHOCTb M Mopdonoruns
dONANKYNOB AMYHMKOB Habnoganuch y NaTM AeBOYEK (Bce
B BO3pacte 5 neT v mnague), npyu 3T0M y AeBOoYKKU ¢ KT,
KoTopou 6bi1o 11,7 roga, GONNKYIOB B SMYHMKax obHa-
pyxeHo He 6bis1o [15]. CneayeT OTMETUTL, YTO Takue napa-
MEeTpbl, KaK HU3KWK ypoBeHb AMI, NOBbIWEHHbIM YPOBEHb
®CI 1 ymeHblUeHMe Yncna aHTpanbHbix donnnkynos (AFC),
HE MCK/0YaloT BO3MOMXHOCTU HaNM4UsA pPaCCESHHbIX Men-
KMX DONNNKYNOB, Haxo4sWMXCA B COCTOSHMM MoKos [14].
BeposTHO, fJaHHOe fBfeHue W Habnganocb y nauMeHTKU
C., y Kotopoi npu Y3U nocne Havyana 3I'T 1 meHapxe 6blnun
o6HapyeHbl GONUKYNbI 4O 7 MM, XOTS NpW NpeaLlecTByto-
wmx Y3 o6a AMYHUKM HE UMENU BbIPaXKEHHOro GOINKY-
NFPHOro annapara.

He mMeHee Ba)XHbIM MOMEHTOM SBASETCA TO, YTO rUMo-
3CTporeHHas cpefa, BO3HMKawwasa B pesynbrate [MHA,
MOXET NPUBECTU K NOTEPE MUHEPAIbHOM NAIOTHOCTU KOCTEN
C NOBbIWEHHbLIM PUCKOM NEPENOMOB, CEPAEYHO-COCYANUCTbIX
cob6bITUA M cuMmnTOMaM MeHonay3bl [6]. lNpu cpaBHEHUK
pes3ynbTatoB OCTEOAEHCUMTOMETPMM MOSCHUYHOIO oTAena
onpegeneHo, 4toy naumeHTkm C. B Bo3pacTe 14 net 4o Hava-
na 3I'T 6bM BbiIBNEHbl ocTeoneHuss L1 M ocTeonopo3
L2-L4. B 710 e BpeMs y nauueHTKun A., nonydatouwen 3I'T
¢ Bo3pacTta 11 net, MMHepanbHas NA0THOCTb KOCTHOM TKaHU
OKazanacb B npegenax HOpMbl 415 AaHHOIO XPOHONOrmnye-
cKoro BoapacTta. OgHaKo cnegyeT OTMETUTb, 4TO, MOMUMO

npoyero, y nauneHTkn C. onpegenanuce 4eduunt ButaMmHa
D 1 aeduunT macchl Tena (MMT = 15,6 Kr/m2), uTo TaKe
ABNAETCS OAHUM M3 GaKTOPOB PUCKA CHUKEHUA MUHEpPanb-
HOM MNOTHOCTU KOCTEeW. [N03TOMY KOHTPO/Ib U CBOEBPEMEH-
Has KOppPEeKLUMS YpOBHS BUTaMmnHa D, a TakKe nonHoLeHHoe
nuTaHne SBASIOTCA HEMaNoBaXHbIMK acneKkTaMu npu Beae-
HUKW NnaumeHTok ¢ KI [12].

Y4ynTbiBas NPOrpeccupytolLyto He4OCTaTOYHOCTb AUYHM-
KOB, BCTaeT BONPOC O COXPaHEHUN PepTUNbHOCTU ¥ MONO-
AbIX }eHWuH ¢ KI. B HacTosiwee Bpems 419 3TON Liean MoryT
NPUMEHATLCSH KPUOKOHCEPBALMS TKaHWU SSMYHUKOB U AOHOP-
CTBO ANLEKNETOK, B TOM YUCNe BHYTPUCEMENHOE (0T MaTepu
K AOYepu unu oT cecTpbl K cecTpe) [16]. NpoBeaeHne Kpro-
KOHCepBaLnu anLeKkneToK TpebyeT 6a30BOro oBapuanbHo-
ro pesepsa, M03TOMY OHa CYUTAETCSH He NyHLUM BapnaHTom
ana naumeHToK ¢ KI[9].

MeToa KPMOKOHCEepPBaLMM TKaHU SUYHUKOB npeanona-
raeT XMpypru4yecKoe n3BnedyeHune TKaHu aSMYHnKa, Npu aTom
Kopa siMd4HMKa M3onupyeTcs, paccekaeTcs Ha GparmMeHTbl
N 3aTemM KpuoKoHcepBupyeTca [15]. CyuiecTByiOT COMHe-
HUS OTHOCUTENBbHO 3PDEKTUBHOCTU 3TOr0 MeToha y naum-
eHToK ¢ KI: eCcTb onaceHus, 4To NOBpeXAeHNe AMYHUKOB,
BO3MOMHO, yXe Npon3owsno, npu aToM cam npouecc yga-
NIeHNs TKaHW AUYHWMKOB elle 60Mblue YMEHbWWUT OBapu-
anbHbIM pe3epB [11]. TeM He MeHee, UMEKOTCH OrpaHu-
YeHHble JaHHble 0 6€30NacHOCTU U 3GDEKTUBHOCTH ITOTO
MeToAa: M3BECTHO 06 O4HOM XMBOPOXKAEHHOM mnocne
KPUOKOHCEPBALMU TKaHU SMYHUKOB, @ TaKXe HEeCKO/IbKO
CoObWeHN 06 ycrnewHon UMHAYKLMK MON0BOro co3pesa-
HWS C MOMOLLbIO NEPECAXKEHHbIX B paHHEM MNOAPOCTKOBOM
BO3pacTe TKaHeW, 4To noaTBepxAaeT 3bOPEKTUBHOCTb
NPUMEHEHUS JaHHOro MeTofa B npenybepTaTtHOM Nepuo-
[e [6]. YunTbiBas NporpeccupyioLLyto notepto GponamKkynos,
JaHHbIN MeToL MOXeT OblTb PEKOMEHAOBaH nauuMeHTKaMm
¢ KI' B nepBoe gecatuneTtne xu3Hu [15], a npoBeaeHue
3TOM Mpoueaypbl Y MONOAbIX AeByWeK npeny6epTaTHOro
BO3pacTa, N0 HEKOTOPbLIM AaHHbIM, ABASETCA npoueaypomn
Bbl6opa. OfHAKO BO3HWMKHOBEHME CaMOMNPOU3BOSIbHOM
6epeMeHHOCTN Yy HEKOTOPbIX NauneHToK ¢ KI, HecMmoTps
Ha [MHA, npenaeT Heo6XOAMMBIM MPUHATUE B3BELUIEHHOIO
pelweHns 0 NPUMEHEHUN METOA0B COXpaHeHns depTuib-
HOCTHK [6]. PyTUHHOE UX BbINOMHEHUE HE PEKOMEHAYETCH,
W 3TW NpoLeaypbl AOMXKHbI NpeanaraTbCs TONbKO B pamMKax
Hay4HbIX UCCnefoBaHUi B MONO40OM NpenybepTaTHOM BO3-
pacTte [11, 12].

Kpome ToOro, BegyTtca pas3paboTKM MeTOLOB reH-
HoW/MPHK-Tepanumn n nHrnéomtopos GALKL ans neveHus
neounumta GALT [17, 18]. Cany6puHan nokasan 6onee
BbICOKYIO GPEepPTUIbHOCTb M YBENUYEHUE NPUMOPAUAbHbIX
donnuKkynos y Mbiwen ¢ aedmnumtom GALT, ogHako ero 6e3-
OMNacHOCTb ANs YenoBeKa MdyyeHa HeJoCTaTO4YHO XOPOLIO
[19].

3AK/IIOYEHHME

B paHHOM cTaTbe Ha Npumepe ABYX KIMHUYECKKX ChyYva-
eB 6bl/10 NPOAEMOHCTPUPOBAHO, 4To KIT MOXeT npoTeKkaTb
C Pas3/IM4YHOM CTEMEHbIO BbIPAXKEHHOCTU CUMNTOMOKOMMNIEK-
COB Y CMMNTOMOB, B TOM YWUC/le C BapnaTUBHOM CTEMEHbLIO
ANYHUKOBOW HEAOCTATOYHOCTM U pa3HoM peakuunen Ha 3T,
Moatomy nauueHTkam ¢ KI peKoOMeHLOBaHO MOCTOSIHHO
KOHTPOAMpOBaTb MOKasaTenu ropMoHanbHOro npoduns
W npu noatBepxaeHmn MNHA cBoeBpeMeHHO Ha3HayaTb
3T [12]. 31O Ba)XHO B TOM 4ucle A9 NpeaynperaeHuns
CHUXEHUS MUHEepanbHOW NIOTHOCTU KOCTeN Ha GOoHe runo-
3CTPOreHHON cpedbl MPU NPOrpecCcMBHOM MOpPaXKeHUU
roHag. lNpuHUMas BO BHMMaHWe paHHee passutne [MHA
y OaHHOW rpynnbl NauMeHTOK, PEeKOMeHAyeTCcs AeBOoYKe
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n ee ceMbe O nybepTaTa NONYyYMTb KOHCYNbTaLMIO Penpo-
AyKTOnora Ans noHWMMaHus penpoayKTMBHbLIX NepPCneKTUB.
YunutblBas obHapyxeHne HopmasbHOM MOPDONOrnUU AUYHMU-
KoB y nauueHTok ¢ KI' go 5 net, cnegyet paccmatpuBaTh
KPUOKOHCEPBALUMIO TKAHU AMYHUKOB KaK OAWMH M3 BapuaH-
TOB coxpaHeHuns depTunbHOCTU [16]. OgHaKo Heob6xoaMMOo
NPUHATUE B3BELEHHOIO PELLEHUS O €€ LLeNecoobpasHoCTH,
TaK KaK y HEKOTOPbIX NauneHToK ¢ KI coxpaHseTcs BO3MOXK-
HOCTb BOSHWKHOBEHWS CaMOMNPOU3BOJIbHOM 6EPEMEHHOCTH,
HecmoTps Ha MH4A [6].

WHOOPMUPOBAHHOE COIJIACHE

MHbopMHpoBaHHOE cornacuMe nauneHToB Ha onucaHue
KIMHUYECKUX ClyYaeB Noy4YeHo.

INFORMED CONSENT

Informed consent of patients to the description of clinical
cases has been obtained.

BKJIAA ABTOPOB

M.B. KapayeHuoBa — BeaeHWe NaLMEHTOK U3 NpeacTaB-
JIEHHbIX K/IMHMYECKMX HabnoheHun, pa3paboTKa Au3anHa
nccnenoBaHus, pefakTMpoBaHWe CTaTby.

E.B. Cubupckas — paspaboTKa An3anHa uccneaoBaHus,
pefaKkTupoBaHWe cTaTbMm.

A.A. XanpyninHa — 0630p HayYHbIX Ny6NKaLWM No Teme
cTaTbW, HanWcaHWe TeKcTa cTaTbM, odopmieHMe ChnuCKa
nmTepaTypsbl.
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