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BEPEMEHHOCTb U PO/Abl Y YXEHLLHDBI
C BPOXXAEHHOW ANCOYHKLMEA KOPBI
HAAMNOYEYHUKOB: CZTYYAI N3 MPAKTUKWA
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Uenb ctaTbu. [peacTaBUTb KIMHNYECKNA CAyYail TedeHnss bepeMeHHOCTN N POAOB Y KeHLMHbI
C BPOXAEHHON AnCOYHKLMEN KOPbl HaAMOYEYHVKOB CoMbTepsitolleri dopMbl C BUpUAM3aLMEN
Hapy>XHbIX MOJIOBbLIX OPraHoOB.

OCHOBHbI€ NOJIOXKEHUA. BpoxzaeHHasa ANCOYHKLMA KOPbl HAAMOYEUYHMKOB NpeAcTaBaseT cobom
rpymnmny ayTOCOMHO-peLiecCBHbIX 3a601eBaHNi, 06ycnoBaeHHbIX gedekTamu pepMeHTOB CTepounao-
reHesa, NpenMyLLLeCTBeHHO 21-rmApoKcKaasbl. HeCMoTps Ha 3HaUMNTENbHYIO KOPPENALMI0 JaHHOMO
3aboneBaHVA ¢ 6ecniogMeM 1 C PUCKOM HeBblHALUMBaHWS GepeMeHHOCTW, B AaHHOM cTaTbe
AEMOHCTPUPYETCS KAMHUYECKUA Cllydaid yCnewlHo 3aBepluuMBLlelics rectaumun. CnegyeT Takke
OTMETUTb, UTO BepeMeHHOCTb HacTyrnuIa CaMOCTOATEIbHO.

3aktoueHue. [peacTaBneHHbIN KAMHUYECKUIA ClyYail 4eMOHCTPUPYeT MHOTOrpaHHOCTb npobe-
Mbl BPOXAEHHOM ANCHYHKLMM KOPbl HAAMOYEUYHMKOB Y XEHLVH 1 NoA4epKMBaeT HEOOXOAMMOCTb
COBEPLUEHCTBOBAHMSA CUCTEMbI OKa3aHUS MeANLVHCKOM MOMOLLM AaHHOW KaTeropmmy naymeHTokK.
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PREGNANCY AND DELIVERY IN A WOMAN
WITH CONGENITAL ADRENAL HYPERPLASIA:
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occurred spontaneously.

population.

Keywords:

Aim. To present a clinical case of pregnancy and delivery in a woman with congenital adrenal
hyperplasia (salt-wasting form) and virilization of the external genitalia.

Key points. Congenital adrenal hyperplasia represents a group of autosomal recessive disorders
caused by defects in steroidogenic enzymes, primarily 21-hydroxylase. Although this condition
is strongly associated with infertility and an increased risk of miscarriage, this article demonstrates
a clinical case of a successfully completed gestation. It should also be noted that the pregnancy

Conclusion. The presented clinical case highlights the multifaceted challenges of congenital adrenal
hyperplasia in women and underscores the need for improving medical care for this patient

BpoxgeHHas ANCOYHKLUNS KOpbl HaAMOYEYHUNKOB
(BAKH, aapeHoreHuUTanbHbIA CUMHAPOM) MNpeAcTaB-
nseT cobol rpynny ayTOCOMHO-peLLecCMBHbIX 3a60-
neBaHWli, 0bycnoBneHHbIX AedekTaMun GepMeHTOB
cTeponfioreHesa, npeuMyLecTBeHHo 21-rmapokcu-
nasel (CYP21A2) [1, 2]. PacnpocTpaHeHHOCTb Khac-
cnyecknx dopm BAKH coctaBnsier or 1 : 10 000
40 1:15 000 HOBOPOXAEHHbIX, @ HEKNACCUYeCKUxX —
40 1:200 B HeKOTOPbIX NOMNYAALMAX, UTO AelaeT npo-
61emMy coumanbHO 3HaUYMMON [3, 4]. Y XeHLWMH AaH-
Has MaToNorMa accouMmMpPoBaHa C TAXeNbIMU Pernpo-
AYKTUBHBIMU 1 MeTaboNYeckuMmn HapyLleHUAMU,
TPebyLWMMN NOXN3HEHHOTO MeXAUCLUMIVHAPHO-
ro noaxoaa [2, 4, 5].

NMoMMMO 3TOrO, KJIKOYEBbIMY acrnekTaMmn ABAAOTCS
HapyLlleHne nonosoi AnddepeHLUMPOBKN, penpo-
LYKTVBHbIE OCNOXHeHUs, meTabonuyeckme un cep-
JEeYHO-COCYANCTbIe PUCKK, TMCUXO3IMOLMOHaNbHbIE
HapyLeHNs U CNOXHOCTU AMArHOCTUKM Heknaccu-
yeckunx popm.

YTo KacaeTcs HapylleHuin nonosol aunddepeH-
LMPOBKM, TO y AeBO4YeK C KNaCCUYeCcKOW ConbTeps-
towen dopmoit BAKH BHyTpuyTpobHas runepnpo-
AYKUMS aHAPOreHOB MPUBOAUT K BUPUAM3ALAN
reHuTanuii (cuHgpomy Prader 1-V), 4yto Tpebyet
XUPYPrYecKon KOpPPeKLMn 1 MCUXONOrMYecKoi Noa-
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Aepxku. B 60% cnyvaeB AMarHOCTUPYHOTCA OLLUNGKM
oripeseneHnsa nona npu poxaeHnn, B CBA3M C YeMm
0COH6EeHHO BaXeH HeOHaTaNbHbIN CKPUHUHT [6-9].

Cpean penpofyKTUBHBLIX OC/IOXKHEHWU npexae
BCEro BblAeNnsdeTcsa runepaHAporeHns, KoTopas Bbi3bl-
BaeT 0JIMrOMeHopeto 1 aHosyaumto (y 45-80% nauu-
eHToK) [2]. Kpome Toro, mmeet mecto 6ecnnoaue
BC/1eACTBME XPOHNYECKOM HefOCTaTOYHOCTU SAUYHU-
KoB (y 30%). Y 3ToV rpynnbl XXeHLLNH TakXe eCTb pUCK
HeBbIHaLLMBaHVA 6epeMeHHOCTU MpU HeasekBaTHOM
KOHTpoOne aHgporeHos [10-13].

MNpw oLeHKe MeTaboNNYeCcKX 1N CepAeYHO-COCYANC-
TbIX PVUCKOB C/ieflyeT MOMHUTL, YTO AnTeNbHas Tepa-
NS TNOKOKOPTUKOMAAMU MOBbILLAET Y4acToTy OXW-
peHna (oTHOLWeHMe waHcoB = 2,1; 95% posepuTesnb-
Hbll MHTepBan: 1,4-3,0), octeonopo3a (y 40% >XeHLnH
cTapwe 30 ner), NHCYIMHOPE3NCTeHTHOCTU (Ha 25%
yaile, yem B nonynsauun) [4, 14, 15].

CnegyeT yunTbiBaTb U Haan4yne NCMXO3MOLMOHaNb-
HbIX HapyLUleHWA y XeHwuHbl ¢ BAKH. Tak, ycraHos-
JIeHO, YTO Yy 3TOW rpynnbl MNaLMeHTOK OTMeYvaroTcs
MOBbILLEHHbIE YPOBHN TPEBOXHOCTY (37% npoTtns 15%
B KOHTPOJ1e) 1 Jilenpeccui, CBA3aHHbIe C KOCMeTNYeCcKM-
MU gedekTamm 1 cekcyanbHom ancdyHkumein [16-18].

Ocoboe BHMMaHVe 06paLLlatoT Ha cebs CI0XKHOCTU
AVNArHOCTUKK Heknaccnyecknx G¢opm, 06yC/I0BAEHHbIE



nosgHen MaHudectauveln (B nybeprtate nam penpo-
LYKTUBHOM BO3pacTe), 4To MPUBOAUT K rMnoguna-
rHocTuke: o 70% ciydaeB OLIMOGOYHO TPaAKTYHOTCS
KakK CUHAPOM MONAUKWCTO3a AnYHKKOB [2, 15, 19, 20].
Nmetolecs coBpeMeHHble MeTofbl (reHeTnyeckoe
nccneosaHue reHa 21-rmgpokcmnasel CYP21A2, onpe-
aeneHvne 17-rngpokcumnporecrepoHa (17-OH-MI))
No3BoNIAOT BepndunLmpoBaTb AnarHos [2, 12, 18, 21].

Mockonbky BAKH y >eHLWMH ocTaeTcs akTyaib-
HOV MeXANCUMNANHapHOW npobnemoi, TpebytoLlen
COBEPLUEHCTBOBAHNA HEOHAaTalbHOro CKPUHUHTA,
VHAMBUAYaNVN3MPOBaHHOM Tepanuu (Koppekuun Ao3
rIFOKOKOPTUKOUAOB, 3KCTPaKoprnopasbHOro ono-
LOTBOpPeHMs npu 6ecniogmm) n McuxXonorn4eckoro
conpoBoxaeHus [16, 22, 23], akTya/libHbIM ABASET-
€1 OBMeH KAVMHUYECKVM OMbITOM B BefEeHUM Takunx
NnaLmMeHToK KaK Ha 3Tarne nperpasuiapHoOn NoAroTos-
KW, TaK 1 BO BPeMs MOC/iefytoLero ConpoBOXAeHNs
6epemMeHHOCTU 1 POAOB.

Lenb Hawero umccnepoBaHUss — MpejcTaBUTb
KAMHUYECKUI A  ciydalh  TeyeHus 6HepemMeHHOCTU
1 POLOB Yy XeHwuHbl ¢ BAKH conbTepstowein ¢opmel
C BUpWUAM3aLMer Hapy>XXHbIX MOI0BbIX OPraHoB.

MNpvBefeHbl AaHHbIE KIVHWYECKOro HabaroAeHus
XeHWwmHbl ¢ BAKH conbTepsitowen Gopmbl, Haxo-
Jdllerica B ycnoBusX cTaumoHapa Il TexHonormnyec-
KOro YpOBHSA OKasaHWs nepuHaTa/ibHOW MOMOLLM
B Y3 «[pogHeHCcKknii 061acTHOM KNVHUYeCKUIA rnepu-
HaTaNbHbIV LeHTp». B xoze HabnogeHVa 1 BeAeHUS
KEHLLMHbI 6bIIN N3yYeHbl aHaMHeCTUYeckme JaHHble:
BO3pAacCT, MNepeHeceHHble comatuyeckue N r1mHeKo-
norndyeckme 3aboneBaHus, NMPOBeLEHHbIE OMepaTuB-
Hble BMellaTeNbCTBa, COCTOAHME PenpoAyKTUBHOM
byHKUMK. TlpoBefeH aHann3 TeyeHUs HacTosLlel
6epeMeHHOCTW, MeToAa POJOopa3peLleHns, HeoHa-
TaNlbHbIX MCXOA0B.

Y XeHLUMHbI MOSy4YeHO pa3peLleHne Ha nybanka-
L0 @aHOHUMHbIX AAHHbIX.

lMayueHmka C., 23 net, 26.02.2025 pgoctaBneHa B ¥3
«[POAHEHCKNIN 06NACTHOM KANHWNYECKNIA NepuHaTab-
HbI LLeHTp» BpuUrasol CKopor Mea LIMHCKOM MOMOLLM
€ Xanobamu Ha N3INTME OKOJIOMIOAHbIX BOA,.

Mpu cbope aHamHe3a YCTAHOBMEHO, YTO MaLMeHT-
Ka — nepBbli pebeHOK B CeMbe, Macca Tena npw
poxaeHun — 3150 r, poct — 52 cM. Co C/0B XeH-
LWWHBI, UMeNNCb OCOBEHHOCTN CTPOEHUST HaPYXHbIX
MoOJIOBbLIX OPraHoOB: eANHOEe YpOoreHuTasbHOe OTBep-
cTue, runepTpodusa kautopa. bbino BbINOAHEHO
KapnoTunmpoBaHme ¢ yCTaHOB/IEHVEM HOPMasbHOro
>KeHCKOoro kapuotuna 46,XX. B nocniegytoLiem oripe-
JeNleHbl YPOBHW Kanus (MOBbILLEHHOE cofepKaHue),
HaTpMsa (MOHWXEHHBI YPOBEHb) B CbIBOPOTKE KPOBW
1N nosbllWweHne ypoBHen 17-OH-NI n anrngposnu-
aHapocTepoHa (AM3A). C poxaeHus naumeHTke 6bin
BbICTaB/eH AnarHos: BAKH, conemepsowas ¢opma.

Ha3HaueHo neyeHve rmgpoKopTU3OHOM 1 Gayapo-
KOPTM30HOM. Ha ¢poHe Tepanunun KNMHUYeCK 1 nabo-
pPaTOpPHO oOnpejensnicb MpuU3HakM KOMMEHCcaLmnm
3aboneBaHVa A0 HacToALWero MomeHTa. [lnarHos
Takxke Obln MOATBEPXAEH pe3ynbTaTaMu MOJeKy-
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NAPHO-TeHEeTNYECKOro aHa/un3a: BbISBNEHO reTepo-
31MroTHOe HOCUTENbCTBO MyTauuun c923 dup B reHe
21-rnapokcunasbel CYP21A2.

CnefyeT OTMETUTb, UTO Y XXKEHLLMHbI eCTb MIAALLINIA
6paT 14 neT C yCTaHOBAEHHbIM C POXAEHUA AMarHo-
30M: BAKH, conemepsrowjas ¢opma. OH Takxke nMeeT
reTeposnroTHyr0 MyTaLuto B reHe 21-rmgpokcmiassl
CYP21A2 v nony4yaeT 3aMeCcTUTE/IbHYIO Tepanuto.

B Bo3pacTe 3 sieT naumeHTKe BbIMOJHEHa KJIUTOPO-
NAacTMKa C COXPaHEHVEeM HepOoBacKyIAPHOro nyyka,
3aTem B Bo3pacTte 18 n 19 netr — By/nbBOBarMHonmMIa-
CTrkKa (B ABa 3Tana).

MeHapxe ¢ 14 neT, LK1 yCTaHOBU/ICA CPa3y N Haxo-
AWNCs B npegenax 25-26 gHein. MeHcTpyauumn 6binm
no 4-5 AHer, ymepeHHble, 6e360/1e3HeHHble, nocnes-
HAs — ¢ 18.06.2024 no 20.06.2024.

HacToswas 6epemMeHHOCTb nepBasi, >XenaHHas,
HennaHvpyemas (nperpaBujapHas MOAroToBKa He
NpPoBOAMACE), HAaCTYNWUIa B TeYeHe nosyroga pery-
NAPHON MONOBON XU3HW.

JorocnntansHoe obcneaoBaHme (26.04.2024): Tecto-
crepoH — 0,7 HMonb/n; acTpaguon — 0,2 MMONL/n;
bONNMKYNOCTUMYIVPYOLWNIA TOPpMOH — 5,3 MME/Mn;
KOpTM301 — 275,4 MMOANb/A; NOTENHN3NPYIOLLNA rop-
MOH — 8,4 MMonb/n; nponaktnH — 540,5 mmons/n;
17-OH-MNI — 1,2 Hmonw/n; AN3A — 0,2 mkr/mn.

JorocnutansHoe obcnegoBaHue (09.08.2024):
17-OH-MNI — 4,8 Hmonb/n; AFSA — 0,4 Mkr/mn.

B 9-10 Hegenb rectaymm nauvieHTKa HaxoAwmaacb
Ha CTauMOHApHOM Jle4eHUN B 3IHAOKPUHOJOrnYec-
KOM oTgeneHun Y3 «pogHeHCKas yHUBepCcUTeTCcKas
KANHWKa» MO MOBOAY MOBbILWEHNS apTepuanbHOro
fasneHuns (AL) 2o 145-160/90-100 MM pT. CT. Ha doHe
NPOBOAMMOW 3aMeCTUTeNbHOM Tepanuy KOPTU3OHOM
B CYTOUHOW f03e 75 Mr/cyT 1 CyrnpeccruBHOro YpPOoBHS
peHnHa nnasmbl (4o 30%) Ha ¢doHe neveHwnsa ¢y-
ApokopTr3oHomM 200 mkr/cyT. NpoBeseHa KoppekLuns
3aMeCcTUTe/IbHOM Tepanum no cxeme: KOPTU30H 25 Mr
no 1 Tabnetke ytpoM 1 no 0,5 TabneTkn gHeM 1 Bede-
pom, dnyapokoptnsoH 100 mMkr no 1 Tabnetke yTpom
C KOHTponeMm ypoBHs A/l, obLiero camo4vyBCTBUSA,
3N1eKTPOANTOB (HaTPWiA, Kanwu, xnop) B AMHAMUKE.

B 11 Hegenb recraunm nposeseHo TeneMeinLnHC-
KOe KOHCYy/NbTMPOBaHMe C AOLeHTOM kadeapbl 3HAO-
KpuHonornm YO «benopycckuin rocyAapCTBeHHbIN
MeANLMHCKUIA YHUBEPCUTET». PekoMeHA0BaHO: Kop-
pekums 3aMecTUTe/IbHOM Tepanunu no cxeme: KopTu-
30H 25 Mr o 1 Tabnetke yTpoM 1 no 1 TabneTtke gHeM
n 0,5 Tabnetkn Beyepom, dayapokopTnsoH 100 mkr
no 1 TabneTke yTpoMm € KOHTpOaeM ypoBHs A/l, obLuero
CaMOUYyBCTBUSA, 3/1eKTPONINTOB (HAaTPWUI, Kanui, xiop),
17-OH-MNTI n AN3A B AHaMumKe, NaaHOBas rocnyTanu-
3auns B 26 Hezenb bepeMeHHOCTU.

NabopaTopHble wnccnefoBaHuA: obWKMIA  aHa-
N3 KPOBWU 6e3 OTKIOHeHWN. [NKO3UNVMPOBaHHbIN
remornobmH — 5,4%. PeHunH npamor — 33ulU/ml
(4,2-15,6) ulU/ml. AZpPeHOKOPTUKOTPOMHLIA rop-
MOH (AKTT) — 14,8 nir/mn.

Buoxnmnyecknin aHanus kposu (03.09.2024):
HaTpuih — 137 MMonb/A, Kanuini — 4,3 MMOJIb/A1, XN10-
puasl — 103 mmonb/n.

B 27 Hepenb recraumm nauueHTka HaxoAmnacb
Ha CTauMoHapHOM JiedeHUn B Y3 «[pogHeHcKas
YHVBepcUTeTCKass K/AWHWUKa». BbIMOMHEH 3anpoc



sHAoKkpuHonory Y PHIML, «MaTb 1 anta» Anst yTou-
HeHWs naaHa obcnefoBaHUA, TakTUKU Habnwge-
HWA, CXeMbl 3aMecTUTeNbHOW Tepanun. PekomeH-
[OBaHO: BBUAY NMPOHVKHOBEHVSA KOPTM30HAa aueTaTa
yepes naaLeHTapHbIl bapbep, YTO YpeBaTo BHYTPU-
YTPO6HOI 3a4epPXXKOW Pa3BUTUSA MA0AA U Pa3BUTUEM
aTpoduM HaAMOUEYHMKOB, NPeAnoYTUTeIbHA 3aMeHa
KOPTM30Ha alueTaTa rmapoKOPTU3OHOM B COOTBETCT-
BYIOLLMX J031POBKAX; KOHTPO/b aKTUBHOCTU PEHWNHA
NaasMbl, 31eKTPOANTOB B AVHaMUKe 6epeMeHHOCTU
C Lenbio onpejeneHns agekBaTHOCTU A03bl Gayapo-
KOPTM30Ha (Leflb — BepXHSAs rpaHuua HOPMbl UK
He3Ha4nTeNbHOe MOBbLILLEHNE); C YYeTOM pesy/bTaTta
oT 03.09.2024 nokasaTeneil 3n1eKTPONUTOB PacCMOT-
peTb BOMPOC 06 yBenndeHnn Ao3bl GayApoKopTH3O-
Ha; MOCTOAHHbLIA KOHTpPOAb A/l, NpU BO3HWKOHOBE-
HWW MOCTYpPanbHON TMMNOTEH3NN — KOPPeKLMSA 03kl
bnyapokopTM30oHa.

PesynbTaTbl nocneAyoLmx NabopaTopHbIX nccae-
[ OBaHWNI, MOKasaTenn KOTOPbIX HAXOANANCE MOJ KOHT-
ponem, bbiAn B Npejenax BepxHer rpaHunLbl HOPMbI
WA HE3HaUNTeIbHO MOBbILLEHbI, YTO Y0BNETBOPSAIO
LensiM NpoBOANMON IeKapCTBEHHOW Tepanunu.

B 31 Hegento 6epeMeHHOCTU XEHLLMHA KOHCY/b-
TMpOBaHa BpayoM-3HAOKpUHONOroM [Y «Pecny6-
JNINKAHCKNIM  LeHTPp MeAULMHCKON peabunvtaumn
n 6anbHeosieYeHNsA», KOTOPbIM PeKOMeH0BaHO:
NPOAOMKUTL MPOBOANMYIO 3aMeCTUTe/IbHYI0 Tepa-
MNI; KOHTPOJIb 6MOXMMNYECKOrOo aHanu3a KpoBsw,
ypoBHs AKTI, 17-OH-MI, anbaocTepoHa, PeHWHa;
pogopaspetleHve B 'Y PHIL, «MaTtb n anta».

B cpoke rectauunun 31-32 Hegenu naymeHTKa Haxo-
Avnacb Ha CTaumoHapHom nedeHunm B Y PHILY
«MaTb 1 AnTs», Nocne BbIMUCKX M3 KOTOPOro AaHbl
pekoMeHzaumn: NpoAo/IXNUTL MPOBOAVMYHO 3aMeCcTu-
Te/IbHYIO Tepanuio; rocnutanusaums B 37-38 Hegenb
B 'Y PHIL, «MaTb 1 ants» ans pofopaspeLleHus.

TeyeHne 6epeMeHHOCTV B 31-32 Hegenu oC/IOXHN-
NOCb KaHAMAO03HbLIM KOJIBMUTOM, BbIMOJIHANACH CaHa-
LM pymMn3onom. Bo Bpemsi 6epeMeHHOCTU XeHLLMHa
npuHMana ciejyroLume nekapcTBeHHble npenaparbl:
rngpokopTn3oH 20 mr 1,5 Tabnetkn ytpom, 1 Tabnert-
ka B obeg, 0,5 Tabnetkn Beyepom; GayAPOKOPTMIOH
100 mr 1 TabneTka yTpom; NOANA Kanus.

[ou nocmynseHuu COCTOAHME MaLMEHTKN Y/0B-
nersoputensHoe. CosHaHue fcHoe. [0n0BHas 60/b
He 6ecrnokouT, 3peHue AcHoe. KoXHble MOKPOBEI
N BUAWMBIE CAN3NCTblE YNCTble, 61e4HO-PO30BbIe.
Ha koxe MOnoO4HbIX Xenes, xuBoTa, bejep, Bepx-
Hell TpeTn roneHn NMenncb MHOXeCTBeHHble barpo-
Bble CTPUW, KOTOpble BMepBble MOSABUANCL MOC/e
20 Hepenb bepemeHHocTM. TemnepaTypa Tena —
36,3 °C. Poct — 172 cm, macca Tena — 82 kr. NHaekc
mMaccel Tena — 27,7.

Mepundepnyeckre NMMPOy3nbl AOCTYMHbLI Nanbna-
UMK, He yBennyeHbl, 6e36onesHeHHble. MonoyHble
Xenesbl 06bIYHOM KOHPUTrypaLumn, Markme, 6esbones-
HEHHble, COCKN YNCTbIe, YMIOTHEHNIA 1 06Pa30BaHN
npv Nanbnaunm He 06Hapy>KeHo.

ToHbI cepaLa AcHble, pUTMUYHbIE. [PaHNULblI OTHO-
CUTENIbHOM TYNOCTU cepAla He paclumpeHsl. MNyasc —
78 yA/MVH, PUTMUYHBIA, YLO0BNETBOPUTENBHOIO
HanpsXeHua 1 HanonHeHns. A/l Ha npasoi pyke —
120/80 mMm pT. €T., Ha nesoi pyke —120/70 mm pT. CT.

’KeHckog)noposbe

B nerkux BesukynspHoe AbixaHume. XpUmnos HeT.
YactoTa AbixaHusa — 17 B MUHYTY.

S13bIK BNaXHbIA, YNCTBIN, He O060XeH HaneToMm.
3eB He runepemunposaH. X1BOT yBe/MYEH 3a CYeT
bepemMeHHON MaTku, 6e36one3HeHHbIn. CUMNTOM
MOKOMAYMBaHNA MO MOSACHUYHON 0bnacTtn oTpuua-
Te/IbHbIV C 06enx CTOPOH.

OtekoB HeT. MouyencnyckaHne cBobogHoe, 6e360-
nesHeHHoe. CTyn exeAHeBHbIW, 0pOpPMIEHHbIN, 6e3
NaToNoOrnyeckmx nprmMece.

Ha MOMeHT ocMoTpa cxBaTOK HeT. Bojbl noAtekanu
€ 00:20 26.02.2025, cBeT/ble, MPO3padvHbIe.

AKYLLIEPCKMIA CTaTyC: MOJIOXKEHMe MI04a MpoAosib-
HOe, MpejNexnT rofioBka, MOABUXHA HaZ BXOLOM
B Manblin Tas. CepguebueHne nnoga — 148 ya/MuH,
fICHOe, PUTMUYHOE.

3 nonoBbIX nyTer NoATeKaroT CBeT/ble, Mpo3pay-
Hble OKONOMIOAHbIE BOAbI.

CrneuvaneHoe akyllepckoe uccnejoBaHue: OBO-
NOCeHVEe MO XEeHCKOMY TUMy, OTMeYaeTcs runepTpo-
dva n pybuosasa gedopmaums OOALLUNX MOSIOBbLIX
ryé n knutopa.

HapyxxHoe oTBepcTne ypeTpbl pacrnosiaraetcs Ha
YPOBHe BepxHeli TpeTu nepejHein CTeHKN Baaranmia.

St. per sp.: cav3uctaa Bnaranvwa ymncras. Leiika
MaTkn 4dmuctas. [logTekaloT cBeT/ible OKOJIOMNA0A-
Hble BOAbl.

St. per vag.: Bnaranuiie yskoe. VmeeTca Bblpa-
XeHHasa pybLosas gepopMaLms CTEHOK Braraauia.
Lllelika MaTKu OTK/NIOHEHa K3aaw, AnvHoW 1,5 cm,
nioTHasa. LepBrkanbHbIA KaHan NpoxoaMM Ha BCem
npoTskeHnn ana 1 cM. MNNoAHBIA My3blpb OTCYTCT-
ByeT. Bojbl mojTekatoT npospayHble. lMpeanexur
ronoeka. [llpeanexawias 4acTb NNoAa Haj BXO-
[AOM B Masblil Tas. JloHHOe couneHeHne cBOBOAHO.
Kpectuosasa BnagnHa csobogHa. CTeHKM Tasa rnaj-
Kne, MbIC He JOCTUraeTcs.

Ha ocHoBaHuM Xanob, aHamHesa, [AaHHbIX
06BEKTMBHOrO 0OCMOTpa BbICTaBAEH /JMarHos:
042 [pexdespemeHHbIl paspeie NA00HbIX 060/04eK.
bepemeHHocme 253 OHA. BpoxcdeHHas eunepnaasus
Kopbl HOONOYEeYHUKOB, COMbMepAwas popma. Pesyc-
ompuyamensHas NPUHAOAEHHOCMb Kposu Mamepu.
Manas aHomanusa cepoya: npoaanc MumpanbHo20
knanaHa 1 cmeneHu ¢ mMumpanasHol pezypaumayueli
1 cmeneHu, mpukycnudaneHol pe2ypeumayueli 1 cme-
neHu, AHOMA/ILHO PACNO/I0XEHHAA X0POa /168020 Hesy-
douka, cepdeyHas Hedocmamoy4Hocme 0.

MnaH BefeHVsA 6epeMeHHOCT: NepeBoy B poAoBoe
oTAeneHue.

MnaH BeAeHUA POAOB: YUUTLIBAsA MpexzgeBpemeH-
HbIli pa3pblB M104HbLIX 060/104eK, By/IbBOBarnMHonnac-
TUKY B aHaMHe3e, HaJnune BbIPaXeHHbIX PybLOBbIX
Aebopmauunii Bnaranvwia, pojopaspelnTb MyTem
onepauunn Kecapesa CeYeHNs.

26.02.2025 BbINONHEHa namnopatoMus Mo
MdaHHeHWTNAO. KecapeBo ceveHne B HMXKHEM cer-
MeHTe MaTK\ nonepeyHbiM paspesoM. B 02:48 3a
rONOBKY M3B/leYeH pebeHOK XXEeHCKOro nosa, Maccol
3300 r, poctom 53 cM. OueHka o wkane Anrap —
8/8 6annoB. COCTOSIHME MpPU POXAEHWUW: CpefHel
TaxecTn. Kpuk rpoMknii. [IBUXeHNsS ManoakTuBHbIE.
MbILLIEYHbIA TOHYC — TMNOTOHUA. KOXHble MOKPOBSI
PO30Bble, TOUEUHbIX KPOBOU3NUAHWI HeT. OTeyHOoCTH



HeT. Typrop TkaHel xopowmnii. [on0BKa KOHPUrypu-
poBaHa, PoZOBOIM onyxonu, kKedanoremaTtombl HeT.
BonbLon pogHmMyok 1 x 1 cM, He HanpsXeH. Manbli
POAHNYOK 3aKpbIT. LLIBbI 3aKpbIThl. JnckoMnaekTaumm
KOCTe Yepena HeT. PeakLms 3paykoB: ecTb. Tpemopa
HeT. CNacTUYHOCTb, MOPETUYHOCTb KNCTEN OTCYTCTBY-
eT. dusnonornyeckmne pednekcel: babkmHa +, Mopo +,
POBMHCOHa +, onopbl -, aBTOMATU4YeCKon XOTbObI -,
bayspa +, [lepesa +, lanaHTa CHWXeHbl. VmetroTtca
COBEHHOCTM pas3BUTUS: BbICOKOE roTu4eckoe Hebo,
KOPOTKas LUes, OTHOCUTENIbHO KOPOTKME PY4dKW, AUC-
NAacTUYHbIE YLIHblE PAKOBWHbI, TEMEHHble 6yrpbl,
COHAaneBMAHaa LWenb, ysennmyeH kamtop. OueHka
Mopdonornyeckorn 3penoctn no feTpycco: creneHb
3penoctn 37 Hejenlb.

FpyaHas knetka: 6o4koobpasHas. [epKyTOpHbIl
3BYK: N1eroyHbli. B nerkux AbixaHwe MyspusisHoe,
ocnabneHHoe B HWKHUX OTAenax. XpuMNoB HeT.
Yactota gbixaHuns — 46 B MuH. CepfeyHble TOHbI
SICHbIE, PUTMUYHbIe. YacToTa CepfeydHbIX COKpalle-
HUA — 138 B MUHYTY. [paHnLbl OTHOCUTENIbHOW cep-
JeYHOM TynoCTn He pacLUpeHbl.

XnBoT npu nanenaumm mMArkui. Jnacrasa Ml
nepegHen OpIOLLHON CTeHKWU HeT. TasobepeHHble
CyCcTaBbl CBOOOAHO pasBogATcs. [eyeHb MNanbnupy-
etcad Ha +1,0 cM Huxke kpas pebepHon Ayrn, Kpaw
MArknin. CeneseHka He nanbnupyetcd. AHOMannu
Pa3BUTUSA: BPOXAEHHbIE 0COBEHHOCTW Pa3BUTUS: ANC-
NJacTMYHOE TY/I0BMLLE, KOPOTKME KOHEYHOCTU.

[AwnasHo3s: Paccmpolicmea, cea3aHHsIe ¢ ykopodyeHuem
Cpoka 2ecmayuu. BpoxcoeHHble 0CoObeHHOCMU pa3eu-
mus. [pynna pucka no 2uno2aukemuu, nepuHamass-
HOMY nOpaXeHUt yeHmpasneHol HepeHoU cucmemel,
usoummyHusayuu no ABO-cucmeme, pesyc-¢pakmopy.

PebeHok nepeBefeH B NejnaTpuyeckoe oTaeneHme.

Ob6cnefoBaHMe nNpu  POXAEHUM (KanuansapHas
npoba): pH — 7,3; pCO2 — 43,7 mmHg;, pO2 —
44,2 mmHg; BE(B) — -4,7 mmol/l; BE (ecf) —
-4,7 mmol/l; snekTponnTel: HaTpUn — 136,6 MMoAbL/A,
Kanuih — 8,75 mMone/n, Kanbumii — 1,26 Mmonb/n,
xnopugbl — 105 Mmonb/n. MeTabonuTbl: rKosa —
1,5 mmonb/n, naktat — 3,13 Mmonb/n.

Mpynna kposu: O (I), pe3syc — nonoxumTtenbHas.
Bunupy6uH 13 nynosuHbl: 33,7 Mkmonb/n. KopTuson:
108,65 Hr/mn. Tnwokosa kposu: 3,05 mmonb/n.
17-OH-nporecrepoHa — 88,5 (HOpMa HOBOPOXJeH-
Hble: 0,7-2,3 HMONbL/N).

BbinonHeHo ynbTpassykoBoe uccnegosaHme (Y3U)
BHYTPEHHMX OPraHoB: BblAB/NEHa renatoMeraaus.

Y3U cepgua: GyHKLUMOHMPYIOLWLWI apTepuranbHbil
nNpoTokK, GYHKLMOHMPYIOLLIEe OBasibHOE OKHO, TPUKY-
cnuganbHas peryprutaums 1 cteneHu.

HelipocoHorpaus — Hopma.

Ha 5-e cyTku ycTaHOBneHa >XenTyxa HeoHaTta/lb-
Has. MpoBoannack obLLEeNpUHATAs KOpPPeKLMOoHHas
Tepanus.

PebeHOK OCMOTpeH reHeTMKOM. BbicTaBneH awmar-
HO3: BpoxOeHHsle 0cobeHHOCMU passumus. Y mamepu
pebeHKa 8poXOeHHAs 2unepnaasus Kopel Hadnoyey-
Hukose. [lpogedeHa MoseKyAApHO-2eHemu4yeckas ouae-
Hocmuka e 2024 200y. BuisieneHo zemepo3uzomHoe
Hocumesnbcmeo Mymauyuu 923 dup e 2ceHe CYP21A2.

PekomeHngoBaHo: JHK agpeHOreHUTanbHOro CUHA-
poma (KpoBb B3siTa — pe3y/bTaT B paboTe).
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XeHwWwmMHe B rnocseonepayMoHHOM rMepuoge
NPOBOAMNOCL Cefytollee jedveHue: uLedpoTakcum
1,0 BHyTpMBeHHO 4Yepe3 12 4acos, oKCUTOLMH 1 MA
(5 EJ) BHYTpUMBbILLIEYHO Yepe3 12 4acos, renapuiH
5000 EJl nogkoxHO 4epes 12 4acoB, rMApoOKOpPTU-
30H 20 mr 1,5 Tabnetkn ytpom, 1 TabneTtka B 0beg,
0,5 Tabnetkn Beyvepowm; PayapokopTn3oH 100 mr
1 Tabnetka yTpom; noamg kanms 200 Mkr yTpom nocne
e/ibl, KeTopon 1 M BHYTPUMbILLEYHO Yepes3 8 vacos,
H6POMOKPUNTMH MO 2,5 Mr 2 pasa B CyTKM BHYTPb.

26.02.2025 naumeHTKa KOHCYNbTUPOBaHAa 3HAO-
KPMHOMOrOM, KOTOpPbIA OTKOPPEeKTUpOBan MpPUHN-
MaemMoe neyeHue. PekoMeHAOBaHO: MMAPOKOPTU3OH
20 mMr no 1 Tabnetke ytpoMm 1 no 1 Tabnetke AHeM
n % Tabnetke BeyepoM, ¢payapokopTmzoH 100 mkr
no 1 TabneTtke yTpom; KOHTponb All, 6roxmmmnuyec-
KOro aHanusa KpoBW (Kanwui, HaTpWiA, Xnop, caxap
KPOBW B AMHAMWMKe), KOHTPO/Ib YPOBHS B CbIBOPOTKE
kposwu 17-OH-MI, AI3A, AKTT.

Broxmumunuecknin aHanms kposu (28.02.2025): rato-
kKo3a — 3,79 mmonb/n; HaTpuh — 138,5 mMmonb/n
(Hopma); kanuin — 3,96 mmonb/n (Hopma);, xiop —
104,7 mmonb/n (HopMa).

FOpMOHa/ibHble UCCNeAOBaHUSA: TeCTOCTEPOH —
0,91 Hmonw/n; AMA — 1,2 mkr/mn; 17-OH-TMI —
4,4 umonb/n; AKTI — 22,7 nr/mn.

Ha 6-e cyTkn nocsepoAoBoro nepmogay naueHTku
NOSABMANCH Xanobbl Ha 3a/10XKEHHOCTb HOCa, MOBbILLe-
HVe TemnepaTypbl Tena o 39 °C c 03HoboM, KoTopoe
KynMpOBaHO BHYTPVBEHHbIM BBeJeHVEeM MapaleTa-
MoJia (CHvxXeHue TemnepaTypbl Tena go 37 °C).

C uenblo pelleHUs JanbHellen TakTUKN Bege-
HWA NauneHTKn co3BaH KoHcuamym (Ne 57 ot
04.03.2025).

CocTtosiHne yposnetTBopuTenbHoe. Xanobbl Ha
3aJTOXKEHHOCTb HOCa, MOBbILLEHVEe TeMnepaTypbl Tena
0 39 °C c 03HO60M.

KoXHble MOKpPOBbI 1 BUAVMbIE CIN3UCTbIE YMCTbIE,
61eHO-pO30Bble. Ha KoXe MONOYHbIX Xefes, X1BOoTa,
besep, BepXHeln TPeTW rofleHN MERTC MHOXEeCTBeH-
Hble 6arpoBble cTpuK. TemnepaTypa Tefa Ha MOMEHT
ocmoTpa 36,9 °C.

Mono4Hble xenesbl 06bIYHOM KOHUIypaLmm, Mar-
Kne, 6e360onesHeHHble, COCKM YMCTble, YMAOTHEHN
N 06bpazoBaHWI NpW Nanbnaumm He OBHapyXeHO.
JlakTaums oTcyTCcTBYeT.

Cep/ieyHble TOHbl ACHble, PUTMUYHbIE. TybC —
80 ya/MWH, PUTMUYHbIV, YAOBNETBOPUTENBHOIO
HanpskeHUs U HanosiHeHus. Al Ha npasBol pyke —
130/85 MM pT. cT., Ha neBoli pyke — 125/80 mm pT. CT.

B nerkux AbixaHve Be3nkynapHoe. Xpurnos HeT.
YacToTa AbIxaHnsg — 16 B MUHYTY.

S13bIK BAAXHbIN, YACTBIA, He O0BNOXEeH HaneToM.
3eB He r1urnepemMmnpoBaH.

XneoT Markuii, 6e3bonesHeHHbIN. MNepucTanbTnka
KVLWeYHVKa npocaywmnBaeTtcd. [lepuToHeanbHble
CMMNTOMbI OTCYTCTBYHOT. [ocneonepaLoHHbIn pybeL,
6e3 ocobeHHoCTel. [MoBsA3Ka YncTas, cyxas.

MaTka nnoTHas, 6e36one3HeHHas. BbicoTa AHa
MaTKM Ha 2 n/nanbua Bbllle JioHa. Jloxun cepos-
HO-KPOBSAHWNCTbIE, yMEepPeHHbIe.

CMMNTOM MOKOMAYMBaHNA MO MOSACHUYHOW obnac-
TV OTpuuaTenbHbli ¢ obenx CTOpoH. OTeKkoB HeT.
MouencnyckaHue: csobogHoe, 6e360ne3HeHHoOe.



Ctyn exegHeBHbI, 0pOpPMAEHHbIV, 6e3 naTonoru-
Yecknx npumecen.

CrneumansHoe akyLlepckoe ncc/iefloBaHve: 0BOJIO-
CeHme Mo XEHCKOMY TUMy, OTMeYaeTcs rmnepTpodus
n pybuoBas agedopmaumsi H60MbLLINX MOMOBbLIX Y6
1 KNMTOpa. HapyxxHoe oTBepcTve ypeTpbl pacrnonara-
eTCA Ha YPOBHe BepxXHen TpeTu nepeAHeit CTeHKU Bna-
ranvia. bapTonnHoBble Xenesbl He NanbNNPYHTCS.

St. per sp.. cn3nCTaa Bnaraaulia 4YncTas, Lerika
MaTKW 4YNCTasA, BblgeNleHUs CEePO3HO-KPOBAHUCTHIE,
yMepeHHble.

St. per vag.: Bnaranuiue yskoe. LLleiika maTkn chop-
MVPOBaHa, LiepBUKanbHbIA KaHal MPonyckaeT KOHUMK
naneua. Teno Matku ysennyeHo o 10-11 Hegenb
6epemMeHHOCTW, NIOTHOE, MOABUMXHOE, 6e360/1e3HeH-
Hoe. O6nacTb NpUAaTKoB 6e3 0Co6eHHOCTeN.

bbino BeinonHeHo onpegeneHne Ag SARS-CoV-2:
oTpuLaTeNbHbINA.

NposeseHo Y3WM opraHoB Masoro Tasa: MaTtka
9,7 x 6,7 x 9,3 cMm. KOHTypbl POBHble, CTPYKTypa
oAHopogHas. ObnacTe NocneonepaLmMoHHOro pybua
6e3 ocobeHHocTell. [lonocTb MaTku: B cCpefHel
N HUXXHen Tpetn Ao 0,8 CM C rTMNo3XoreHHbIM cogep-
XumbiM. Mpugatkn 6e3 ocobeHHocTel. Y3 nouek:
6e3 naronoruu.

MNMayneHTKa KOHCYNbTUPOBAHA 3HAOKPUHOJIOrOM
(04.03.2025), pekomMeHA0BaHO: TMAPOKOPTN3OH 20 Mr
1,5 Tabnetkn yTpom, 1 Tabnetka B obeg, 0,5 Tabnert-
KW BeYepoM, MpU MOBbILLEHUW TemrepaTtypbl Tena
yBeNM4YnTb yTpoM Jo 2 Tabnetok; $ayapoKopTu-
30H 100 Mr 1 TabneTka yTpoOM; UCKAHOUYNUTb FpyaHOeE
BCKapM/MBaHMe.

C yueTom Xanob Ha 3aN10XEHHOCTb HOCa, MOBbILLIe-
Hue TemnepaTtypbl Tena o 39 °C c 03HO60M ¢ Beyepa
03.03.2025, nocne nHy3nm napayeToMona CHKeHne
f0 37 °C, gaHHble NabopaTOPHO-NHCTPYMEHTa/IbHOIO
obcnegoBaHusa (C-peakTuBHbIA 6enok — 97,6 mr/n,
NPOKaNbUNTOHUH — 1,25 Hr/mn, nenkounTtsbl — 11,69)
BbICTaB/IeH ANarHos: Jpyaue oC10#HeHUs nocaepodo-
8020 Nepuo0a, He K1AaCCUGUYUPOBAHHbIE 8 Opy2ux pybpu-
kax. locnepodoeoli nepuod, 6-e cymku. CybuHBoMOYUA
Mamku. BpoxcoeHHas 2unepnaa3us Kopel HAONOYeYHU-
Kos, conemepsarowas gopma. Pesyc-ompuyamenvHas
npuHadaexHocmes Kposu mamepu. Masnas aHomanus
cepoya: nposaanc MUmMpaabHo20 kaanaHa 1 cmeneHu
¢ MumpansHol pez2ypaumayueli 1 cmeneHu, Mpuky-
cnudansHol pez2ypaumayuel 1 cmeneHu, aGHOMQA/bHO
pacNo/oxeHHAs Xopoa /1€8020 Xenyoo4ka, cepoedHas
HedocmamoyHocme 0. Ocmpas pecnupamopHas UHGeK-
yus. 26.02.2025 — nanapomomusi no [IpaHHeHWMuUro.
Kecapeso ceyeHue.

PelleHne KoHCMANYMa: YUnTbIBas Cy6UHBOMOLMIO
OMepupoBaHHON MaTKW, U3MEHeHWe BOCMnaJnUTeb-
HOro xapakTepa B pe3y/ibTaTax 1abopaTopHbIX MeTo-
OB MNCCIe0BaHNA, Hannyne 3SKCTPareHnTaNbHOWN
natonornu, TpebyroLleil MOCTOAHHON rOPMOHANbHOM
Tepanuy, pelleHO MpPOM3BecTV 3ameHy aHTubakTe-
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pvianbHOM Tepanun Ha MeponeHem rno 1,0 + 100 mn
0,9% pactBopa NaCl BHyTpPMBEHHO KamesbHO 4Yepes
8 uvacos, pacTBop MeTpoHugasona no 100 ma BHyTpu-
BEHHO KanesibHO 4Yepe3 8 4acoBs; MPOAOIKUTE TPOM-
6onNpodunNakTNKy renapmHOM; MPOAO/IKUTL MpUeM
rMAPOKOPTN30HA U GIyAPOKOPTN3OHA COMNAaCHO PeKo-
MeHJaumMam sHAokpuHonora. KoHTponb nabopatop-
HbIX METOAOB MCCNefoBaHVA C MoCnefyroLlein KOH-
cyfibTaumein SHAOKPNHONOTOM.

Brioxmmnueckmin aHanms kposu (06.03.2025): rato-
Ko3a — 4,54 mmonb/n; HaTpuh — 146,1 MMONb/N
(Hopma); kanuin — 4,28 mmonb/n (Hopma);, xiop —
109,9 mmonb/n (Hopma). ObwmMin aHanmM3 mMouun 6e3
OTK/IOHEHWIA.

Ha ¢oHe mpoBoaMMOl Tepanuun naumeHTKa oTme-
Yyana ynydleHume CoCTOAHWUSA, 3adMKCMpOBaHa MoJIo-
XUTenbHasa AMHamM1Ka NabopaTopHbIX NokasaTtenen.

Ha 10-e cyTKu XeHLLMHa BbIMMcaHa 4OMOM C pebeH-
KOM B Y/J0B/IeTBOPUTE/IbHOM COCTOAHUN.

MNpeacTaBneHHbIN KINHUYECKNIA CyYaii JeMOHCTPU-
pyeT, UTO MpPaBWIbHO MNOA0OPaHHAas 1 CBOEBPEMEHHO
OTKOPPUrMpOBaHHas 3aMecTUTe/IbHas rOPMOHasIbHas
Tepanus y naumeHTok ¢ BAKH conbTepstowein Gopmel
KaK Ha 3Tarne nperpaBuAapHOM MOAroTOBKW, Tak U BO
BpeMs 6epeMeHHOCTV MOo3BOoSAeT n3bexaTb nepuHa-
Ta/lbHbIX OC/IOXHEHWIA 1 MOMOraeT XeHLHe peanu-
30BaTb CBOK PEMNPOAYKTVBHYI QYHKLUMIO. MoMUMO
3TOro, HeobXxoAVMO aKLEHTUPOBaTb BHMMaHMe Ha
BaXHOCTU MYNbTUANCLUMIMHAPHOIO NOAX0Aa B Beje-
HUW AaHHOW rpynmbl NaLMeHTOK: 3TO KOMaHAa BpaYa -
akyLlepa-rmHeKonora n Bpada-aHokpuHonora. Cnegyet
MOMHUTb O BaXXHOCTWU AMNArHOCTLYECKOro anropmtMa,
BKItOYatoLLLero B cebs ckpuHUHI 17-OH-MNT npu rupcy-
TV3Me, HapyLeHnsax umknax n 6ecnnogun [7, 19, 20],
NPUAEPXMBATECA MPUHLMIMOB Ha3Ha4Yaemoro neve-
HUSA C 0CO6bIM BHUMAaHMEM K MHANBUAYaNN3aLmn 403,
MOHUTOPUHTY OCNOXHeHun [14, 16, 23]. bonbLioe
3Ha4veHVe VMeeT TakxKe NperpaBMapHas NoAroToBKa,
BK/OYAIOLLIAs KOPPEeKLMIO Tepanum U reHetnyeckoe
KOHCynbTUpOBaHue [2, 7, 9, 21].

MpeAcTaBNeHHbIA KNNHUYECKUIA ClyYail UANCTPU-
pyeT MHOrorpaHHocTb npob6nembl BAKH y >eHwuH
N noAvepkmBaeT HeobXoAMMOCTb COBEpLUEHCTBO-
BAHWSA CUCTEMbl OKa3aHWsA MeULIMHCKOW MOMOLLM
[A@HHOI KaTeropun naumeHToK. BegeHne 6epemen-
HOCTW Yy XeHLWwuH ¢ BAKH conbTepstowein dopmel Tpe-
byeT WHAVBWAYaNbHOrO MOAXOAAa K MNaHWPOBaHMIO
M BblHaLLVBaHNIO 6epeMeHHOCTY, KOMMIAeHTHOCTY
naumeHTKun.
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