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AHHOTALIUA

Bpoxxnennas runeprniazus kopsl HagnouedHukoB (BI'KH) sBisieTcst toctatodHo pekuM BpOXKICHHBIM 3a00JIEBAaHUEM B a3H-
arckoii momysanun. JKernmasl, crpagaronme BIKH, nveror 6onee Hu3KMe maHCH Ha OEpEMEHHOCTH, YeM B OmyJsnuu. Bme-
CTe C TeM, YCIIEIIHOE BRIHAMBaHNE OepeMeHHOCTH y mareHToK B BIKH TpeGyer coBMecTHOTO BemeHNs aKyIiepa-THHEeKoIora
1 SHAOKPUHOJIOTA, TaK KaK YaCTOTa HEBBIHANIMBAHUA OepeMeHHOCTH gocTturaeT 20%.

Knrouesnie cnoesa: 6p09f€()eHHa}l cunepnjiasusl Kopol Hadnoqeqnukoe, CMUMYIAYUsL 06YJIAYUU, 6€p6M€HH00mb.

BpoxaeHHast runepriiia3us Kopbl HAAMOYEUHUKOB — OJIHO
n3 HanboJiee PaclpoCTPaHEHHBIX ayTOCOMHO-PELECCHBHBIX
3a00JIeBaHuil, CBSI3aHHBIX C JE(PEKTOM T'€HOB, KOTUPYIOIINX
(epMeHTBI CTepOWIOTeHe3a B HAJAMOYEYHHMKAX: HeI0CcTa-
TOYHOCTH 21-TUApOKCHIIA3bl (KJIacCHYecKasi M HeKJIacchye-
ckast opMmbl), HeJoCTaTOuHOCTh 11b-Tuapokcunassl (kiac-
cuYecKkas M HeKJaccudeckas (GOpMbI), HETOCTaTOYHOCTH
3b-rupOKCUCTEPOUIHON ACTHPOTeHA3bI, HEAOCTATOUHOCTD
17a-rumpokcuiassl ¢ HENOCTATOUHOCTHIO 17,20-11a3sl uiu
6e3 Hee, HeMOCTATOUHOCTH 20,22- necMoasbl (JTUMOUTHAS
TUMepIUIa3usl KOpbl HAAMOYEYHUKOB) [1].

YacroTa 3a005€BaHNs 3HAYUTEIHLHO KOJIEOJIETCS B pas-
JUYHBIX 3THUYeCKuX Tpynmax. bomee wem B 30 crpanax
MUpa BHEJPEH HEOHATaNbHbIH CKpUHUHT neduiura 21-OH.
B Poccum on BHenpen ¢ 2006 1, onHako He mOoBceMecTHO [1].
CKpHHHUHT 2 MUJUIMOHOB HOBOPOXIIEHHBIX B Iutare Hpto-
Mopx CIIIA BbisiBu 105 IOATBEPXICHHBIX CITy4aeB KIIACCH-
yeckoif BI'KH; wactora coctasuna npumepso 1: 15500 mis
azuaToB U OemnbIx gereil, 1: 17450 ans matmHOaAMepHKaHIIEB
u 1: 24 840 nnst yepHokoxkux [2]. B nurteparype umerorcs
coobmierus o yacrore BTKH 1:28000 na Taitgane [3]. O6-
IETIOMy/SIIUOHHAs YacToTa konednetrcst ot 0,3 mo 1% [4].
B Kazaxcrane BpoxxaeHHast TUC)YHKIUS KOPbI Ha[IIOYEYHHU-
KOB OTHOCHUTCS K op(aHHBIM 3a0oneBaHUsIM [5], B CBA3U C
4YeM CKpPUHUHI HOBOPOXK/ICHHBIX HE MPOBOIUTCA.

Kenmunse ¢ kaccnyeckorr BI'KH moryT umets TpyaHo-
CTH C 3a4aTHEM B Pe3yJIbTaTe MOBBIIICHHON CEKPEIIH aHPO-
TeHOB MJIM HapYyIICHHUS TPOM3BOJICTBA MOJOBBIX CTEPOUIOB.
IMpu Bupmmsytomux ¢popmax BI'KH, Takux kak nedpuuut
21-ruapoxcunassl u 11B-ruapokcunasbl, HU3Kas yactora Oe-
PEMEHHOCTH B OCHOBHOM SIBJISIETCSl BTOPUYHOM O OTHOIIIE-
HUIO K CHIKEHHIO JKeNaHHus UMeTh pedeHka. OnrumanbHast
Tepanusi TIIOKOKOPTHKOWAAMHU W/WUIIM MUHEPaTOKOPTUKOH-
JIaMH, JOCTaTOYHAas U1 HOPMaJIH3alluy YPOBHS aHIPOT€HOB
W MporecTepoHa B (GOJUIMKYISpHOU (a3e, B OOJIBIIMHCTBE
ClyyaeB MOXET 00eCIeuuTh ecTecTBeHHOE 3ayaTue. Ocraib-
uele popmbl BI'KH, takue kak neduimrer StAR, P450scc,
P450-oxcunopenykrasa u 17a-ruapokcuiasa / 17-20 nuasa,

CBSI3aHBI C HapyIIeHHEM MPOIYKIMU IOJOBBIX CTEPOHJIOB,
MPUBOSIIAM K OCTaHOBKE (DOJUTMKYJIOreHe3a, CHITOIIIa3uu
MaTKi W HEIOCTATOYHOW TONIIMHE SHAOMETPHS, YTO CHH-
’aeT JacTOTy HaCTyIUICHHS OepeMeHHOCTH U pomoB. EcTb
HECKOJILKO COOOIIEHUH 00 yCHemHoW JOHOIIEeHHOW Oepe-
MEHHOCTH, JOCTUTHYTOM € IIOMOILBIO KOHTPOJIUPYEMOU TH-
nepctTuMysisiiuu suaHukoB 1 DKO. Pa3Butne MeaunuHbl B
00MacTi PeKOHCTPYKTUBHON XHUPYPTHH KEHCKHUX ITOJIOBBIX
OpraHoB, FOPMOHAJIbHON TEPAIUU, ICUXOCEKCYaJbHON IIO-
MOIIIM M BCIIOMOTATEIBHBIX PENPOIYKTUBHBIX TEXHOJOTHH
MO3BOJIMJIO TOBBICHTH IIAHCHI HAa OEPEMEHHOCTh U POJBI
y sxenumH ¢ BIKH. Yenemnoe Benenne OepeMEHHOCTH Y
nanuentoB ¢ BIKH tpebyer TecHoi KoopauHauu padoThl
MEX]y SHIOKPHUHOJIOTaMH M aKyIepaMu [6], Tak Kak 4yacTo-
Ta HeBBIHAMMBaHU Kojebnercs ot 10 mo 20% cpean Takux
ManueHToK [7].

Kiaunnveckuii ciayyaii ycnemHol BHYTPHUMATOYHOI
MHCEMHMHANIMM MALIMEHTKH a.]1., 26 JieT.

W3 anamuesa: B Bo3pacte 5 neT B 1996 1. AmarHocTupo-
BaHa BPOXKACHHAS TUIEPIUIa3Hs KOPHl HAIMOUYEUYHUKOB, BU-
PHIBHBINA CHHAPOM, HAauaTo JICYCHHE TIIFIOKOKOPTHKOCTEPHO-
nmamu. B Bospacte 11 neT Hawammch MEHCTpyalnH, KOTOPbIE
MIPEeKpaTWiIM aHTHAHPOTEHAMH, 3aTeM IOJTydaia TPUITope-
muH B go3e 3,75 B teuenue 2 ner. C 15 jer MeHCTpyauu
HEepeTryJsIpHbIe, ¢ 3aiep)KKaMH Ha 2-3 Mec., oayJana JeK-
cameTtasoH 0,5 Mr.

B 2008 1. mpoBeneHa xupypruveckas KOppeKIus ypore-
HUTAJIBHOTO CHHYCAa, KIuTOopIKTOMHA. [IpoBeneHo kapuoTu-
MUPOBAHNE — KApPUOTHUI KeHCKUH 46 XX.

Comamuueckue 3a601e8anus; TUIIOTUPEO3, TIoTy4aeT Jle-
BOTUPOKCHH HaTpus 50 MKT. XpoHmueckuit muctut ¢ 2015 1.

Cemetinviii anamnes: Cemeitnbiii anamues mo BI'KH we
otsaromed. OQHAKO Y cecTphl BPOXKICHHAS KOCOJATIOCTh, Y
Opara — BpOX/IEHHBIN MTOPOK — 3apallleHne Hapy>KHOTO CITy-
XOBOTO ITPOXOJAA.

B 2015 r. manmenTka BbINuIa 3amyx. K penpomykrosuory
BriepBeie obparuiack B 2016 1. IIpoBeneHo oOcnenoBanue:
O IaHHBIM METPOCANbIHHTOrpadu MaTouHble TPYyOBI MPO-
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XOJMMBI, CIIEpMOTrpaMMa B ITpezieax HopMblL. [lanuenTka He
TUIAaHUPOBaJia OEPEMEHHOCTD, B CBSI3HM C YEM C LIEJIBIO Pery-
JSIIMY MEHCTPYAIBHOTO IMKJIA ObUIM Ha3HaYe€Hbl KOMOWHH-
POBaHHBIE OpaJIbHBIE KOHTPAIICTITHBEI.

B 2017 r. mapa oOpatiiach HOBTOPHO B CBSI3H C TUIAHUPO-
BaHHEM OepeMEHHOCTH. PerieHo ObLIO NPOBECTH CTHMYIIS-
MO OBYJISIIIMU C WHIYKIWEH OBYJSIMU U BHYTPUMATOUHOM
MHCeMHHanuen cnepmoil myxa. [IpoBeneHo monHoe Kiu-
HUKO-JTabopaTopHoe oOcienoBanue. OOIIMEe KIMHAYCCKHE
aHaiM3bl B mpenenax HopMbl. OCMOTpeHa TepareBToM, dH-
JIOKPHHOJIOTOM — TIPOTHBOIIOKAa3aHUH Jisi OEpEMEHHOCTH He
BeIsiBIIeHO. [Tomydaer [lekcameraszon 0,5 mr, JIeBoTUpOKCHH
50 MKT.

Topmonsr: AMI" 4,55 ur/mn; TTT 2,64 MME/n; JIT 3,24
MME/n; ®CT 2,1 nr/mi; TectoctepoH 1,66 HMOIB/JT; KOPTH-
301 yrpernuit 300 HMOJTB/I.

Co 2 nHs 1uKiIa Hayata CTUMYIALUS oByasiiuu Knomu-
¢enom B no3ze 100 mr B TeueHue 4 mueil. Ha 7 neHb meH-
CTPYaJIHOTO IIMKJIa TIPOBEIEH MOHUTOPHHT: cripasa 3 ¢oui-
nukyna mo 10 mm, ciesa 2 ¢osmwtukyna mo 10 MM, TOC 5 mm.
Hasnaueno: Dctpaanona Baneopar no 2 mMr 2 pasa B JIeHb,
a-®PommutpornuH 37,5 ME 2 nus. Ha 9 nens MeHCTpyanbHO-
O IMKJIa Ha MOHUTOPHHTE: crpasa 3 ¢oumkyna no 14 mm,
cinesa 16,5 mm domnukya u 13 mm; TOC 5,3 mm. [Ipogomxka-
€T IPUHUMATh 3CTPOTECHBI U TOHAJOTPOITUHEI B TOH JKe J03€.
Ha 11 nenp umkia — noMiUHaHTHBIN QoUTHKYI cieBa 19 Mm,
TOC 8 mm, TpexcnoiiHblii. HazHaueH Tpurrep OBYISAILUH —
Xopuonunyeckuit ronagorponus 5000 ME, BMI nposenena
Ha 12 neHp nukiaa. MOHUTOPHHT OBYJIALIMH NPOBEACH Ha 14
JICHb 1MKJIa — OBYJISILIMS TIPOU301IJIA, HA3HAUYEHA MO/JCPIKKa
JIOTEMHOBOH (a3l npenapatoM [IporecrepoHa BarnHaIbLHO
100 mr 2 pa3za B neHb 2 Hefenu. Yepes 2 Heenu ucciae10BaH
ypoBenb B-XIT'U B kposu — 200 MME/mi1, npogormkeHa mo-
JIep>KKa paHHUX CPOKOB OepemeHHocTH. Uepes 3 Henenu 1mo-
cine BMU npoBeneHo yiapTpa3ByKOBOE UCCIEIOBAHUE — BBbI-
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SIBJIEHO 1 IIJIOJHOC HﬁLlO B IIOJIOCTU MATKH.

BepeMeHHOCTh Belach COBMECTHO C AHJIOKPHUHOJIOIOM,
npoBoauics MoHuTopuHr yposus TTI, AKTT, kanus u Ha-
TpHs.

B nepBom TpumMectpe nonydana 0,5 mr JlekcamerazoHa u
50 mxr JleBoTupokcrHa HaTpus. Bo BTopom TpumecTpe 103a
Jexcameraszona yBenuumnHa 1o 1,5 mr, JleBotupokcuna 1o 75
MKT.

B 37-38 Henens GepeMEHHOCTH B CBSI3U C YBEJIWYCHUEM
AKTT mo 10 mir/mn, mo3a JlekcamerasoHa yBenudeHa a0 2,5
M.

B 39-40 nenens B TUIaHOBOM MOPSIIKE TPOBEACHO OTIe-
paTuBHOE pojopaspelieHue 0e3 OCIOKHEHHH, poauiIcs
Mapauk Maccoit 3300 1, 54 cM, ¢ OlLleHKO# 1o IKane Anrap
8-9 0ammos. [Ipu ocMoTpe BhIsIBIICHA TUIOCTIA M. PeOeHOK
OCMOTpEH AETCKUM 3HAOKpHHOJOroM, TaHHbIX 32 BI'KH He
BBISIBJICHO.

B nocneponoBom nepuosne no3a JlekcamerasoHa mnocre-
MEHHO CHIDKEHA 10 UcXomHou 0,5 Mr.

Taxum 06pa3zoM, B pe3yabTaTe aJeKBaTHON TEpaniy IIT0-
KOKOPTHKOCTEPOHUIAMH, KOPPEKIMH TMOJOBBIX T'OPMOHOB,
CTUMYJIAIIUN OBYJIALIUU U COBMECTHOM KOOpI[HHHpOBaHHOIZ
paboThI aKyliepa-rHHEKOIOra U SHAOKPUHOJIOra yCIIeIHOe
3aBepuieHue 6epemenHocTH y nanueHtok ¢ BI'KH peanbHo.

3AKJIIOYEHHUE

[MauueHtkn ¢ penkumu 3a00J€BaHUSIMH MOTYT BCTpe-
9aThCs B IPaKTHKe penpoaykroiora. Hopmanuzaius ypoBHs
AHJIPOTEHOB M ACTPOTE€HOB, CTUMYJISLIUS OBYJISILIMY Y TTALlUCH-
tok ¢ BI'KH addexrrBHa 1151 nocTrxkeHuss OepeMEeHHOCTH.
OpHako Takue MallueHTKH TpeOyIoT COBMECTHON KOOPAUHU-
pOBaHHOW PabOTHI PHJOKPHHOJIOTA W aKyllepa-THHEeKoIora
JUIS YCIIGIITHOTO BBIHAIIIMBAHUS OEpEMEHHOCTH U POJIOB.

Aittnamassia Onyapn Kapmosud, CoboneBa Enena JleonnnosHa, [Totua Biragumup BeeBomomosmd, OciroBekas Hatansst Cep-
reeBHa J[MarHocTHKa W JIeUeHHE HEKJIACCHIECKOH (hOPMBI BPOXKIESHHOW THIEPINIa3uy KOPHI HaAmodeqyHukoB // K. akymr. u
sKeH. 6omesH.. 2011. Nel. URL: https://cyberleninka.ru/article/n/diagnostika-i-lechenie-neklassicheskoy-formy-vrozhdennoy-
giperplazii-kory-nadpochechnikov (mara oOpamenus: 28.01.2019). KubepJlenmuka: https://cyberleninka.ru/article/n/
diagnostika-i-lechenie-neklassicheskoy-formy-vrozhdennoy-giperplazii-kory-nadpochechnikov

Pearce M, DeMartino L, McMahon R, Hamel R, Maloney B, Stansfield DM, McGrath EC, Occhionero A, Gearhart A, Caggana
M, Tavakoli NP. Newborn screening for congenital adrenal hyperplasia in New York State. Mol Genet Metab Rep. 2016 Jun;
7:1-7.

Bo Zhang, Lin Lu, and Zhaolin Lu. Molecular diagnosis of Chinese patients with 21-hydroxylase deficiency and analysis of
genotype—phenotype correlations. Journal of International Medical Research. 2017 Apr; 45(2): 481-492.

AwmmpacianoBa M. M., Mamenosa H. ®@., Cocrosa E. A. Pors nedurura 2 1 -rupokcninassl B TeHe3e BpOKICHHON UChYHK-
K KOopsl HaanodedHukoB // Hayarsie Bemomoctr benlV. Cepust: Menummnaa. @apmaris. 2011. Nel0 (105). URL: https://
cyberleninka.ru/article/n/rol-defitsita-2 1-gidroksilazy-v-geneze-vrozhdennoy-disfunktsii-kory-nadpochechnikov (mara o6pa-
menmst: 28.01.2019). KubepJlenunuka: https://cyberleninka.ru/article/n/rol-defitsita-2 1 -gidroksilazy-v-geneze-vrozhdennoy-
disfunktsii-kory-nadpochechnikov.

[Ipuka3 o BHECEHNN M3MEHEHUH U TOTIONHEHUH B IPHKa3 MUHHCTpa 31paBOOXpaHEHHS U COLMATIBHOTO pa3BUTHs Pectryomikm
Kazaxcran ot 22 mas 2015 roma Ne 370 «O6 yrBepxnennu [lepeuns opdaHHBIX (penkux) 3a00IeBaHMID).

Gomes LG, Bachega TASS, Mendonca BB. Classic congenital adrenal hyperplasia and its impact on reproduction. Fertil Steril.
2019 Jan;111(1):7-12. doi: 10.1016/j.fertnstert.2018.11.037.

Helmuth G. Dérr, Johannes Hess, Theresa Penger, Michaela Marx, Patricia Oppelt. Miscarriages in families with an offspring
that have classic congenital adrenal hyperplasia and 21-hydroxylase deficiency. MBC Pregnancy and Childbirth (2018) 18:456.




-~ S,
Cryuaii us npaxmuxu § 1(38) 2019
P

REFERENCES

1. Aylamazyan Eduard Karpovich, Soboleva Elena Leonidovna, Potin Vladimir Vsevolodovich, Osinovskaya Natalya Sergeevna
Diagnostika i lechenie neklassicheskoy formyi vrozhdennoy giperplazii koryi nadpochechnikov // Zh. akush. i zhen. bolezn..
2011. #1. URL: https://cyberleninka.ru/article/n/diagnostika-i-lechenie-neklassicheskoy-formy-vrozhdennoy-giperplazii-
kory-nadpochechnikov (data obrascheniya: 28.01.2019). KiberLeninka: https://cyberleninka.ru/article/n/diagnostika-i-
lechenie-neklassicheskoy-formy-vrozhdennoy-giperplazii-kory-nadpochechnikov

2. Pearce M, DeMartino L, McMahon R, Hamel R, Maloney B, Stansfield DM, McGrath EC, Occhionero A, Gearhart A,
Caggana M, Tavakoli NP. Newborn screening for congenital adrenal hyperplasia in New York State. Mol Genet Metab Rep.
2016 Jun; 7:1-7.

3. Bo Zhang, Lin Lu, and Zhaolin Lu. Molecular diagnosis of Chinese patients with 21-hydroxylase deficiency and analysis of
genotype—phenotype correlations. Journal of International Medical Research. 2017 Apr; 45(2): 481-492.

4. Amiraslanova M. M., Mamedova N. F., Sosnova E. A. Rol defitsita 21-gidroksilazyi v geneze vrozhdennoy disfunktsii
koryi nadpochechnikov // Nauchnyie vedomosti BelGU. Seriya: Meditsina. Farmatsiya. 2011. #10 (105). URL: https://
cyberleninka.ru/article/n/rol-defitsita-2 1-gidroksilazy-v-geneze-vrozhdennoy-disfunktsii-kory-nadpochechnikov (data
obrascheniya:  28.01.2019).  KiberLeninka:  https://cyberleninka.ru/article/n/rol-defitsita-2 1 -gidroksilazy-v-geneze-
vrozhdennoy-disfunktsii-kory-nadpochechnikov.

5. Prikaz o vnesenii izmeneniy i dopolneniy v prikaz Ministra zdravoohraneniya i sotsialnogo razvitiya Respubliki Kazahstan ot
22 maya 2015 goda # 370 «Ob utverzhdenii Perechnya orfannyih (redkih) zabolevaniy».

8. Gomes LG, Bachega TASS, Mendonca BB. Classic congenital adrenal hyperplasia and its impact on reproduction. Fertil
Steril. 2019 Jan;111(1):7-12. doi: 10.1016/j.fertnstert.2018.11.037.

9. Helmuth G. Dérr, Johannes Hess, Theresa Penger, Michaela Marx, Patricia Oppelt. Miscarriages in families with an offspring
that have classic congenital adrenal hyperplasia and 21-hydroxylase deficiency. MBC Pregnancy and Childbirth (2018)
18:456.

SUMMARY
CLINICAL CASE OF PREGNANCY AND DELIVERY IN A WOMAN WITH CONGENITAL ADRENAL
HYPERPLASIA
A.N. Rybina, K.D. Karibaeva, R.K. Valiev, Sh.K. Karibayeva

International Clinical Center for Reproductology PERSONA
Almaty, Kazakhstan

Congenital adrenal hyperplasia (CAH) is a rare congenital disease in the Asian population. Women suffering from CAH
have lower chances of pregnancy. At the same time, successful gestational management in CAH patients requires the close

coordination of care between endocrinologists and obstetricians, because of the incidence of miscarriage reaches 20%.

Key words: congenital adrenal hyperplasia, ovulation stimulation, pregnancy.
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Tya 6itken agpenanai runepruiazus (KAX) - asmsuisIk TYpFeIHAApIA Tya OiTKeH cupek keszpeceTiH aypy. KAXK-Hen 3ap-
Jlar IIeTeTiH oHenaep, XaibIKKa KaparaHAa, JKYKTLTKTIH TeMeH Oomy MyMkiziriHe me. COHBIMEH Karap, MEeMIIEKETTIK
MEIUIMHAIBIK KOMUCCHSIHBIH dHell TalueHTTePiHIH COTTI KYKTUIIr aKyIIep-THHEKOJIOT JKOHE SHIOKPHHOIIOT Adpirepiepain
GipreckeH 6ackapysIH Tanarn ereni, cedeli KYKTuTiK aerreiti 20% -ra xeTexni.

Tyiiin ce30ep: mya 6imxen aoperandi cunepniazus, 08YIAYUAHbL bIHMANAHOBIDY, HCYKMITIK.




