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PE3IOME OnucaH KNMHNYeCKU cnyyvail 6epeMeHHOCTM Y NaLMeHTKU C Knaccuyeckon BupunbHon ¢pop-
Mol BPOXKAEeHHO ANCHYHKLMN KOPbl HAZNOYEYHVKOB I O6HapY»KeHHOW BO B3pOC/IOM COCTOSAHUU Fop-

MOHaJIbHO-HEAKTBHOW afeHOMOI HaANOYEeYHNKOB.
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BpoxpeHHasa anchYHKUUA KOpbl HaAMOYEYHMKOB
(BAKH) (appeHoreHuTanbHbI CUHAPOM, BPOMXAEH-
HaA HaAMoYeYHMKOBAA runepnyasua) — rpynna
3aboneBaHUN C ayTOCOMHO-PELIECCHBHBIM TUMOM
HacneloBaHUsA, B OCHOBE KOTOPbIX NEXUT AedeKkT
OAHOrO 13 GEPMEHTOB UV TPAHCMOPTHBIX 6ENTKOB,
NPUHUMAIOLWKX yyacTme B BUOCKHHTE3e KOPTM30Na
B Kope HagnoueuyHukoB [3]. BOKH cBA3aHa ¢ my-
Taumen reHa CYR21A2, koagumpyiowero ¢depmeHT
21-rugpokcunasy. BOKH ¢ peduyutom 21-rugpo-
Kcunasbl guarHoctupyetcay ot 1:8000 go 1:10 000
HOBOPOKAEHHbIX B Mupe, 1 : 9500 — B Poccuum [4].
OedbunumnT 21-rugpokcnnasbl BcTpedaetca B abco-
NIOTHOM 6onblMHCTBE cnyyaeB BAKH, n Tonbko
y 0,1-0,2 % nauneHTOB — HeKnaccnyeckaa Gpopma
BOKH [5].

Dedvunt 21-rmpgpokcrnnasbl NPUBOAWT K Hapy-
LWeHMI0 BblpaboTKM rnokokopTukongos (MK) wu
MUHEPanoKOPTUKONAOB B KOpe HafnoyeuyHUKOB.
HepoctaTtok K cnocobcTByeT akTuBaumy agpeHo-
KOpPTMKOTpomnHoro ropmoHa (AKTT) n HakonneHuio
npeaLwecTBeHHKOB KOPTM30/a, a TakKe aHapore-
HoB. [Mpu gedpuumnte 21-rmapoKcrnasbl HakanavBa-
etca 17-OH-nporecTtepoH, N3 KOTOPOro B npotiec-

ce ctepomngoreHesa Bblpa6aTbIBaeTCF| N36bITOYHOE
KOnmMyecTtBO aHOPOreHoOB. Bbicoknm YPOBEHb aH-
OporeHos CI'IOCO6CTByeT N3MEHEHNIO HaAPYHbIX
NOJIOBbIX OPraHOB Yy A€BOYKN.

MnaHupoBaHWe 1 TeueHne GepeMeHHOCTU, Bede-
Hue podos y »eHwuH ¢ BAKH npeacrasnaoT ana
AKYyLLEepOB-TMHEKONOIOB  CEPbe3Hyl0  Mpobnemy.
Hepenko otcyTcTBME KOMMeHcaumu 3aboneBaHuA
NPUBOANT K 6ecnioanio UAn K HeBbIHALIMBAHWIO
b6epemeHHocT. [lpyn umaeanbHON KommeHcauum
BOKH yacTto npnmeHAITCA COBpPEeMEHHbIe penpo-
AyKTuBHble TexHonorum [8, 10].

B nuTepaTtype 1 KnMHMYECKON NpaKkTMKe aKyllepa-
rMHEKOosora 1 SHAOKPMHOSOra NIaHNPOBaHNeE, Ha-
cTynneHve 6epeMeHHOCTU 1 poXKaeHWe 300pOBOro
pebeHKa y xeHwuHbl ¢ BOKH npepctaeneHbl peg-
Kumm cnyyaamum [11-14].

MpuBoAUM KNUHMYecKoe HabnogeHue GepemeH-
HOCTW Y NnaumeHTkn ¢ BOKH.

B ctaumoHap OIBY «MBaHoBckuii HAWN Mu[ nm.
B.H. Topogkosa» MwuH3gpaBa Poccun noctynuna
nauneHTka 34 net ¢ gnarHo3om: «bepemMeHHOCTb
37-38 Hepenb. [onoBHOe npepnexaHue nnofa.
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BpoxpeHHasa ANCPYHKLMA KOPbl HAMOYEUYHUKOB,
BUpUNbHasa Gpopman.

AHamHe3 3aboneBaHus. B Bo3pacTe 5 net Bnepsble
6blla OCMOTpPEHa FMIHEKOSIOrOM MO MOBOAY YBENu-
yeHua knutopa. lNocne obcnefoBaHUA B AETCKOM
SHAOKPUVHONOrMYECKOM OTAeNIeHNM NOCTaBeH Ana-
FHO3 Kraccuyeckon BupunbHon dopmbl BAKH. B
BO3pacTe 6 neT NpoBeAeHa NnacTnyeckas onepauuns
Hapy»HbIX NONOBbIX OpraHoB. B geTcTtee npoBoau-
nocb HeperynapHoe neyeHue NK. C nogpocTKkoBoro
BO3pacCTa OTMeYaNnCb BbICOKME 3HauyeHusa apTe-
puanbHoro gasnerHua (AL) — po 180/90 mm prT. CT.,
n30bITOYHOE OBOJIOCEHNE HaL BepxHel rybow,
0o6nacT KMBOTa M HapyLleHUe MeHCTpYanbHOM
byHKumm. Mocne 16 neT caMoOCTOATENBHO OTMEHU-
naflkK.

B Bo3pacte 33 net ob6cnepoBanach B yCNOBUAX M-
HEKONOrnM4yeckom KIMHNKK NO NOBOAY HapyLUeHuA
MEHCTpYyaNnibHOM PYHKLMM N pelleHna Bonpoca o
BO3MOXXHOCTU 6epemMeHHOCTH, Obina rocnuTanunsu-
poOBaHa B dHOOKPMHONOrMYecKoe oTAeneHune AnA
Koppekumn neveHuna BOKH.

JaHHble 06cie0osaHus 8 3HOOKPUHOI02UYECKOM
omoaesneHuu

Pesynbtathl  nabopaTopHbIX nccnefoBaHum:
yBenunuyeHne ypoBHA 17-OH-nporectepoHa pfo
124,29 Hr/mn (Hopma — 0,1-2,3 Hr/mn), TecTocTepo-
Ha — 8o 7,11 Hmonb/n (Hopma — 0,2-2,86 HMonb/N),
CHMXXeHMe cofiepaHna kopTnsona ao 121 Hmonb/n
(Hopma — 171-536 Hmonb/n). YcTaHOBNEHa cTaauna
JekomneHcauun BOKH.

WcknioueHbl Npr3Haku MNOpa)keHWAa MO3roBOro
CJ1061 HaZiNMOYeYHMKOB (hpeoxpomMoLMTOMbI) MO pe-
3yNbTaTam UCC/IefoBaHMA YPOBHA CBOOOAHbIX Me-
TaHeppPMHOB U HOpMeTaHePPUHOB B Mouye (B npe-
Aenax HopMmbl).

Ana ncknoyeHna runotnpeosa n geduuyunta BuTa-
MuHa D (25-OH) nposoaunn nccnefoBaHue ypoB-
HA TOPMOHOB LMTOBUAHOW ese3bl, BUTaMmHa D
(25-OH). OTKNOHEHMI OT HOPMbI COAEpPXaHMA TU-
peoTponHoro ropmoHa (TTT), cBO6OAHOrO TUPOK-
CUHa He BbIABIEHO, OTMeYaeTca HeJoCTaTOK BUTa-
MunHa D (25-OH) B cbiBopoTKe Kposu — 10,99 Hr/mn
(Hopma — 30-80,0 Hr/mn).

Mo pe3ynbTaTaM ynbTPa3ByKOBOro MCCefOBaHMA
(Y3W) opraHoB manoro Ta3za obHapy»eHbl NpuU3Ha-
K1 MynbTUGONNMKYNSPHBIX ANYHMKOB, TMoniasusa
MaTKK, OpraHoB OpIOWHOM MONOCTM — OYaroBoe
obpa3oBaHmMe neBoro HagmnovyeyHvka. Mynbtmucnu-

panbHas KOMMbloTepHaa ToMorpadua Hagnoveu-
HUKOB MoOKa3afla KapTuHy OObeMHOro obpa3oBa-
HWA NeBOro HagnovyeyHnka (BblABNEHO BMepBbIe).
Ncknioyanm ropMOHasnbHYl0 aKTMBHOCTb afeHo-
Mbl HagmnouyeyHuKka. Pe3ynbTaTbl MCCnefoBaHUA:
YPOBeHb anbpoctepoHa - 49,6 Hr/gn (Hopma
B MOJIOXXeHUW cToA B nnasme — 1,88-25,67 Hr/gn),
peHnHa - 60,8 MKME/mn (Hopma B nokoe -
2,8-39,9 MKME/Mn), anbpoCTepoH-pPEHNHOBOE CO-
OoTHowweHune — 0,8 (Hopma — He 6onee 12,0). Coaep-
XKaHuve Kanus 1 HaTpus Takxke B Hopme. Taknum 06-
pa3om Oblla WCKMUYEHA MUHEPaNKOpPTUKOMAHAA
aKTMBHOCTb 06pa30BaHMA HaAMNOYeYHMKOB.

KnuHnyeckuin gnarHos npu sbinucke: «BIKH, knac-
cnyeckas BupwibHaa ¢opma. AQeHOMa JNleBOro
HagnoyeyHnKa 6e3 ropmMmoHasibHOM akTUBHOCTU.

B sHOOKpUHONOrMyeckom oTaeneHMn NpoBefeHa
kKoppekuua tepanuu BOKH: rugapokopTnsoH 5 mr
no '/, Tabnetku, CNMPOHONAKTOH 100 Mr B CyTKW,
anpporectepoH 10 mr no 1 TabneTke 2 pa3a B AeHb
€ 16-ro no 25- geHb MeHCTPYyanbHOro UuKna.

B nocnepytouem naymeHTKa HeogHOKpaTHO obcne-
foBanacb B depepanbHbiX KIMHUKAX . MOCKBbI,
roe npoBoaunach koppekuma go3bl [K B 3aBucrmo-
CT OT YPOBHA TECTOCTEPOHA, Aernapo3anunaHapo-
CTepoHa-cynbdaTa, AervMaposnnaHapoCcTeHANOHA,
7-rmapoKcunporecTepoHa B KpoBW, KOpTu3ona B
CYTOYHOW MOYe.

bepemeHHOCTb HacTynuna CaMOCTOATENbHO, Ha
dboHe npuema 7,5 Mr npepgHu3onoHa, AMAPO-
rectfepoHa BO BTOpYy a3y MEeHCTpyasibHOro
unkna. YpoBeHb FOPMOHOB Ha MOMEHT HacTy-
nneHna 6epemMeHHOCTN COCTaBUII: TECTOCTEPOHA —
0,386 Hmonb/n (Hopma - 0,1-2,7 Hmonb/n),
17-rnpgpokcmnporectpoHa — 16 Hr/mn (Hopma -
2-12 Hr/mn), BerMppo3nmnaHapoCTepoH-cynbdaTa —
0,325 mkmonb/n (Hopma — 1,65-11 mKmonb/n).

HauuHasa ¢ 10-n Hegenn 6epeMeHHOCTU MaLUeHT-
Ka nosyvyana COXPaHsIOWY0 Y reMOCTaTUYecKyto
Tepanuio (NpenapaTbl AUAPOrecTepoHa, TPaHeKca-
MOBOW KWC/I0Tbl) B FTMHEKOJIOMMYECKOM CTaLMOHa-
pe No NOBOAY PaHHErO YrpoatoLWero BbiKMAbILIA.
B 06WKXx 1 GUOXMMmMYECKnX aHanmn3ax oTKIOHEHUN
nokasaTefen OT HOPMbI HE BbIABIEHO.

[laHHble ropMOHanbHOrO UccnenoBaHUA npu be-
peMeHHOCTW: YpOBeHb TecTocTepoHa - 3,8-5,7
HMonb/n (Npy Hopme 0,2-2,9 HMonb/n), 17-rnapPoK-
cunporectpoHa - 35,2-38,7 Hr/mn (npun Hopme
2-12 Hr/mn), aHgpocTeHAnoHa - 6,6-9,5 Hr/mn (npu
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Hopme - 0,3-3,3 Hr/mn), TTT - 0,3 MKME/Mn (npwm
HopMe - 0,27-4,2 MKME/Mn), TMpOKCUHa cBOGOAHO-
ro - 13,6 nmonb/n (Npu Hopme — 12-22 nmonb/n),
TPUNOATUPOHUHA cBob6oHOrO - 4,9 Nnmonb/n (Npu
Hopme — 3,1-6,8 nMonb/n), aHTUTeN K peuenTtopy
TTTI - 0,6 ME/n (npw Hopme — 0,00-1,75 ME/n).

Mo pe3ynbTaTaM KapAMOTOKOrpaMMbl B AUHaAMUKeE
KOMMEHCATOPHbIE BO3MOXKHOCTW MJiofJa COXpaHe-
Hbl, N0 pe3ynbTaTtam ¥Y3W nnopga, nnaueHTobl, fonne-
|POBCKOIO MCCIeA0BaHMsA NAaTONOMN He BbIABEHO.

B 39-40 Hepenb y nauneHTKN Npomn3oLLIn nepsble
CBOEBPEMEHHbIe poAbl NyTeM KecapeBa CeyeHusA
(c yueTom nepeHeceHHON OAHOMOMEHTHON demu-
HU3MPYIOLWEN MAACTUKU HAPY»KHbIX MOJSIOBbIX Op-
raHoB). /3BneyeH »KMBOM [OHOLWIEHHbIA MalbynK
maccon 3600 r, 51 cm, oueHka no wkane Anrap -
8 6annoB Ha nepBol MUHYTEe 1 9 6anNoB — Ha NATON
MUHYTe nocsie poxaeHusa. MaTb ¢ pebeHKOM BbInu-
CaHbl 4OMOW Ha ceibMble CYTKW. [10 faHHbIM AnHa-
MMYecKoro HabnogeHus, pebeHoK pacTeT 1 pas-
BMBAETCA COOTBETCTBEHHO BoO3pacTy. CepbesHbixX
OTK/IOHEHWI B pa3BUTUMN pebeHKa He oTMeyaeTcs.

B npvBefeHHOM KnMHMYeCKOM Ciyyae npepcras-
NleHa No34HAA NepBUYHan AMArHOCTMKA Krnaccuye-
cKkon BupunbHoi ¢dopmbl BAKH. Tak kak gedpuuyunt
21-rnppoKcnnasbl ABAAETCA YacCTbiM, MOTEHLMasb-
HO neTasnibHbIM 3aboneBaHneMm, UMeeT YeTKU gua-
FTHOCTUYECKUI MapKep n 3pPeKTUBHOE CpencTBo
Tepanuy, Yy HOBOPOXKAEHHbIX B 00A3aTENbHOM MO-
pAgKe npoBOAUTCA HeOHaTallbHbIN CKPUHWHT. B
Poccnn HeoHaTanbHbIN  CKPUHUHE  MPOBOAMUTCA
C cepeauHbl 2006 r., B pe3ynbTaTe yero 4yacroTa
BCTpeYaeMoCTn faHHoro 3aboneBaHusa Bo3pocna
6onee uem B 2 pa3sa [3, 4].

Mpoueaypa CKPVHUHIA BKIOYaeT 3a60p KpoBM Y
AOHOLUEHHbIX HOBOPOXXAEHHbIX Ha 4-& CYTKMN XW3-
HY, Y HEJOHOLWEHHbIX — Ha 7-10-e cyTku. Micnonb-
30BaHNe MOJEKYIAPHO-TeHETUYECKOrO aHaM3a Ha
BTOPOM 3Tarne CKPVHUHIa UMeeT CBOV MpermyLle-
CTBA, TaK Kak MO3BOJIAET He TONbKO NOATBEPANTb
AMarHo3, HO 1 npefckasaTtb popmy 3aboneBaHus
(3, 41.

B BaHHOM KnMHUYeCcKoM ciyyae crefyet OTMeTUTb
nosgHee obpalleHue poauTenein No NOBOAY Kiu-
TOpOoMeranuu y feBOYKM, MO3TOMY HECBOEBPEMEH-
HOo Obina npoBefeHa HeobxofMMasa MnacTuyeckas
onepauusa. BHe 3aBUCMMOCTM OT CTPOEHNA HapPYX-
HbIX MOJIOBbIX OPraHoB npu Aepuunte 21-rnapok-
cvnasbl getu ¢ Kapuotunom 46XX BoCnNUTbIBAOTCA

B XKeHcKkom norse [2]. ®emrHM3npyoLwasa nnacTmka
NPOBOAUTCA Ha NEPBOM roAy WM3HU B Cneumnanm-
3UPOBAHHbIX CTaLMOHapaXx, MMeIoLWMX OMbIT NPOBe-
AEHNA AaHHOMO NleYeHUsa N CneLnann3rpoBaHHYIo
KOMaHZy XMpYproBs, aHeCcTe3nonoroB U 3HAOKPU-
Hosnoros. [3, 4].

B TeueHwue ONNTENbHOIO BpeMeHU nauneHTKa He
NnPpUHMMaJsia Ha3HAa4Ye€HHYI0 NEeKapCTBEHHYIO Tepa-
nuio MK. BbisBNneHo HepocTaTouHoOe HabnwoaeHue
pebeHKa neguMaTpoM U OEeTCKUM TMHEKONoroM B
paHHEeM eTCKOM BO3pacTe.

Y BaHHOW NaLMEHTKM BbIIBNIEHO peKoe coveTaHue
LBYX 3aboneBaHuii HagnoyeyHukos: BOKH u rop-
MOHaNbHO HEAKTMBHOW aieHOMbl HaANMOYEeYHNKOB,
O6HapyXeHHOW BO B3pOC/IOM Bo3pacTe. Tak Kak
06pa3oBaHMA HaAmnoyeyHMKoB 06e3 ropMoHasb-
HOWM aKTMBHOCTM MOTYT BCTPeYaTbCA Y MaLUeHTOK
¢ BOKH, TpebyeTtcs gononHuTenbHoe obcnefoBa-
Hue. MNpur 06pa3oBaHUAX HEGOSbLLIVIX Pa3MEPOB pe-
KOMEHZYeTCA TONIbKO ANMHaMMYeCKoe HabntoaeHne,
XUpypruyeckoe nevyeHve B LaHHOM Cilyyae He Npo-
BOOUTCA.

CnepoBaTenbHO, HEOOXOAMMO PErynsipHO MPOBO-
AWTb KoppeKkuuto neyenma BOKH, ocobeHHo y na-
LMEHTOK PenpoOayKTMBHOIO BO3pacTa, KOTopble
6yayT nnaHupoBaTb 6epeMeHHOCTb. OnpenenaioT-
cA Hanbornee Ba)kHble MOKa3aTenu, oTparkawoLiue
3bdEeKTMBHOCTb NPOBOAMMON Tepanuu: YPOBeHb
17-OH-nporectepoHa, TeCToCTepoHa 1 aHAPOCTEH-
AvoHa. MNpwv BOKH Heobxoanmo fgocturath LieieBbix
ypoBHen 17-OH-nporectepoHa (6-16 HMonb/n) ¢
OTCYTCTBMEM MPU3HAKOB runepaHgporeHuu [6, 71.
Y XeHLLMH penpoayKTMBHOIO BO3pacTa Npu naaHu-
poBaHWV 6epemMeHHOCTN BO3MOXHbI MHAVBUAYaNb-
Hble LeneBble Noka3atenn 17-OH-nporectepoHa.

bonee nonosuHbl nauneHTok ¢ BOKH nmetot Hapy-
LWeHWA penpoayKTUBHOM U MeHCTpYyanbHON GyHK-
unm: y 64-68 % >KeHLWMH Npu conbTepsaAoLwen n y
55-75 % - npwu BupunbHoi dopme [8]. Mpun BAKH
HepeaKo OTMeYaloTCs MPM3HAKM MOSIMKUCTO3HbIX
ANYHUKOB [1]. Ha3HaueHme rNKOKOPTUKOUAHON
Tepanuu NPUBOAUT K HOPManu3auum MeHCTpyasnb-
HOro umKna, Hepegko K Tepanun K pekomeHgyeT-
CA Ha3HauyeHme 3CTPOreH-rectareHHbIXx npenapa-
ToB [9].

Y nauymeHTok ¢ BIKH BO3MOXHO nnaHMpoBaHue
6epemMeHHOCTM Ha ¢OHe [OCTUXKEHUs LeneBbixX
3HaYeHW YPOBHA KOPTN3013, aHaporeHos, 17-OH-
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nporectepoHa. [lanee npv 6epeMeHHOCTV NPOLoJI-
KaeTcAa TepannaA KB NpeXHnX go3sax.

Becb nepuiop 6epemMeHHOCTV naumeHTke ¢ BAKH
Heobxo4nMo HabniogeHue SHOOKPWUHOJOra, KOH-
TPOSb YPOBHA TECTOCTEPOHA, aHAPOCTEHAMOHA,
17-OH-nporectepoHa B agnHamuke. OueHKa KOoMm-
neHcauuun BIOKH Bo Bpemsa 6epeMeHHOCTY 3aTpya-
HeHa BBMAY 3aMedJIEHHOro MOBbILWEHWA YPOBHA
MOJIOBOr0 CTEPOUA-CBA3bIBAIOLWErO U KOPTU30/1-
CBA3bIBalOLWEro rnobynunHa, nostomy 6onee payu-
OHaslbHO onpeaensTb He abCOMOTHbIE 3HAaYeHUs
17-OH-nporectepoHa, TeCcTOCTEPOHa W aHAPO-
CTEHANOHA C PEeKOMeHAOBaHHOW 4YacTOTOM OAVH
pa3 B 6-8 Hefenb, a AMHAMMUYECKOE NX U3MEHEHME,
OueBugHO, YTO B MepByl oyepefb Heobxoauma
OLEeHKa KNMHNYECKMX CUMMTOMOB JeKOMMeHcaumnm
COCTOAHMA: YrpOXKaloLWMIA BbIKAAbILW, YrpoXKatoLme
npexaeBpemMeHHble PoAbl, TUMO- NN TMNePKOPTU-
LUM3M, HecTabunbHocTb All.
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BeneHue pogos npuv BAKH gonxHO conpoBoxgaTb-
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C uenbio NpoduUNakTKM POAOBOro TPaBMaTK3Ma,
0COGEHHO B CJlyyae, eciv NalueHTKe NpoBoAnIach
nnacTnyeckas onepauns Ha Hapy»HbIX MOJIOBbIX
opraHax, poaopaspeLleHie NPOBOANTCA MyTeMm Ke-
capeBa ceyeHus.

B npuBefeHHOM KnMHMYeCKOM Mnpumepe y nauu-
EeHTKM C Knaccnyeckon BHKH, HecmoTpA Ha no3g-
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SUCCESSFUL PRENANCY IN A PATIENT WITH CONGENITAL ADRENAL CORTEX DYSFUNCTION
G. A. Batrak, A. I. Malyshkina, N. V. Batrak

ABSTRACT A clinical case of pregnancy in a patient with classic virile form of congenital adrenal cortex
dysfunction and hormonally inactive adrenal adenoma which was revealed in adult age is described.

Key words: congenital adrenal cortex dysfunction, pregnancy.



