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BpooxeHy ANCOYHKLIIO KOPU HAOHUPKOBMX
3a/103, ab0 BPOOKEHUIN apEHOr eHITaNbHUIA CUH-
opom (AIC), snepLue onucar 1886 poky dininc.
MoTtim, 1905 poky, BiH LLEe pa3 NOBiZOMKB NPO Ta-
KNX XBOPUX, NOB'A3aBLUN LEe 3aXBOPIOBAHHS 3i
3MiHaMK OYHKLji HaQHMPKOBUX 3an03 (H3). 1924
poky O.0. BepelwmHCbKiA BrepLle y BiTYNSHAHIN
niTepatypi onmucae 12 cnocTepexXeHb LbOro CUH-
Apomy. Hapasi, 3a jaH1mm pisHUX aBTopiB, PO3MOB-
ctooxeHictb AI'C Bapitoe Big, 1 Ha 3500-5000 go 1
Ha 1000- 15000 HoBoHapooxeHux [1].

ETionorito AIC Bu3Ha4aloTb reHeTU4YHO 0bYy-
MOBJEeHi AedeKTn y CTPYKTYPi PEepMEHTIB, LLIO NpPOo-
OyKyloTbCs KipkoBUM Wwapom H3. Y GinbiocTi Bu-
nankis (90%) ue MoOHOreHHa MyTauis, BDOAKEHUN
nedekt pepMeHTHOI cnuctemmn 21-rigpokcmnnasmn
(nepeTtBopeHHs 17-OH-nporecTepoHy Ha KOpPTU-
301), WO 0O0YMOBIIOE 3HMXXEHHS NPOAYKLi KOp-
TU301y. HN3bknin piBeHb KOPTU30JY Y KPOBI 3a
NPUHLXMNOM 3BOPOTHOIO 3B'A3KY CTUMYJTIOE TiMNo-
Tanamo-rinogizapHy CUCTEMY Ta NiABULLEHHS Ce-
kpeuji AKTT. Y cBoto 4epry, Bucokum piseHb AKTI
cnpuse rinepnnagii kopy H3 — came Tiei 30HM,
[e He NOpPYLUEHO CMHTE3 FOPMOHIB, NEPEBAXHO
aHgporeHis. Aediunt 21-rigpokcmnasu, nonpu
BPOKEHUIN XapakTep, MOXe MPOSABAATUCS Y Pi3HI
nepioay OHTOreHesy, a HaoIMLWLOK aHAPOrEHIB Ha -
HMPKOBOIO FrEHE3Y, CNPABSIOYN HA NAig BipWnNi3y-
o4y Ta aHaboNiYHy Aito, CkNaaae rofIoBHMIA NaTo-
reHeTUYHNIN MexaHi3M, L0 BU3Ha4Ya€e PO3BUTOK
YCix KniHiYHMX cumnTomiB AIC [2-4].

Buginaiote Tpu BapiaHTn aediunty 21-rigpok-
cunasu: gediumt 21-rigpokcunasun 3i CinbBTPaTHUM
CMHAOPOMOM; MPOCTAa BipuibHa popma (HENOBHUIA
nediunTt 21-rigpokcmnasn); HeknacndHa popma
(nocTnybepTaTtHa).

BipunbHa ¢popma — HanyacTiwa. lNnepnpo-
OyKLUis aHOPOreHiB, WO MOYMHAETLCS BHYTPILLHLO-
YepeBHO, NPN3BOAUTL 00 aHAPOreHi3awii BTOpUH-
HMX CTaTeBUX O3HakK nioga. HatomicTb nonpwu
[OCUTb BENMKNIA KIiHIYHMIA OOCBIA, @ TaKOX LUMPOKI
[iarHOCTUYHI MOXJIMBOCTI Y Cy4aCHUX ymMoBax, y
BCTaHOBEHHI AiarHo3y Al'C iHOAj BUHVKAIOTb MEBHI
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TPYAHOLLi, HAATO KON LLe NOB'A3aH0 3 NposiBamm
noeaHaHo1 BPOAKeHOo  naTtonorii [5].

Y naHoMy NoBiAOMJIEHHI HABEEHO ICTOPII XBO-
pobu OBOX NaLeHTIB 3 OAHIEI pOAMHN (CecTpu Ta
©Hpara 3a NacnopTHUMM JAaHUMK) 3 MPOCTOO hop-
Moto Al'C, siki cnocTepiraloTbCs y KiHilj IHCTUTY-
Ty npobnemM eHOoKPUHHOI naTosorii npoaosx 12
POKIB.

XBopa P., 23 pokiB, Megmn4yHa cecTpa, noTpa-
nuna 4o KiiHikm Bnepwe y TpaeHi 1995 poky 3i
ckapramm Ha NePBUHHY aMEHOPEI0 Ta FipCyTU3M
i3 giarHO30M "BPOAXEHUIN aApeHOreHiTanbHNn
cuHopom”.

Anamnesis morbi. Janwui giarHo3 6yno BcTa-
HOBJIEHO MiCNA HAPOIKEHHS Ha NiACTaBi HAsIBHOCTI
rineptpodoBaHOro neHiconoaibHoro kniTopa.
JKiHOYY CTaTb AUTWHW BCTAHOB/IEHO Y NMEPLLI MicsL
XUTTS Ha NiACTaBi AaHnX KapioTunyBaHHA: 46XX,
cTaTeBuii xpomMaTtuH 12%.

Y Biuj 3 pokis (1975 p.) B IHCTUTYTi EHOOKPUHO-
norii Ta 06MmiHy peyoBuH iM. B.M. KomicapeHka
AMH Ykpainun (KniB) npoBegeHo KniTopekToMmito, a
TakoX BNepLle po3no4yarto NikyBaHHA NpeaHi3o-
JIOHOM Y BiKOBMX 0O3YBaHHSIX, LLO TPMBANO 7 POKIB.
Ha tni Tepanii npeHi30/10HOM XxBOpa pO3BMBa-
nacby BiNOBIAHOCTI 40 BiKy, MPOTE N0 AOCATHEH-
Hi Heto 10 pokiB B6aTbky CaMOCTIAHO NPUMUHUAN
NikyBaHHSA. Ha Tni BigMiHM NpeaHi30noHy BNpoO-
DOBX 2-3 pOoKiB BiOyBaBCSA MPUCKOPEHUI NiHIAHWA
picT, 3'9BMnoca nOo6KOBE OBOJIOCIHHS, PO3BUHY-
nace aHgpoigHa 6ynoBa Tina. 3a cnie xBopoi,
NiHINHWIA picT npunuHMBCS Y Biui 13 pokis. o 23
pOKiB NaLjieHTKa [0 sikapiB He 3BepTanach i He
nikyBanacso.

Anamnesis vitae. XBopa Hapogunacs Big, nep-
LOT HOpManbHOro nepebiry BariTHOCTI Ta MOJOriB
y TepMiHi 39-40 TxHiB, i3 macoto Tina 3200 r. Bik
Martepi Ha MOMEHT nonorie — 22 poku, 6aTbka —
30 pokiB. Y maTepi Big3Ha4aeTbCa BPOOXKEHWUN
ripcytmam, aHgpoigHa 6ygoBa Tina. HeobxigHo
BiA3HAYMTN, O BaTbKO Mae 340POBOI0 CMHa Bif,
nepworo wnoby. Y xBopoi € monoawmin 6pat 19
pPOKiB, SIKUN TaKoX HapoAMBCS 3 rinepTpodosa-
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HMM MeHiconoaidHUM KIITOPOM, ane Moro ctaTb
nicns HapOOYKEHHS OyN0 BUSHAYEHO K YOJI0BivY
(ome. pani).

lMepeHeceHi paHile 3axBOpPIOBaHHS: enif-
napoTwuT, BiTpPsSiHA Bicna, Kip, YacTi FP3, rarimopur.

O6’extuBHMii ornsa. Mig wac rocniTanisauii
CTaH XBOPOi 3aA0BiNbHUN. lMauieHTKa HN3bKOro
3pocTy (148 cm), HenponopLuiHoi OyooBu Tina.
MopdoTnn aHaPOreHHUn — BKOPOYEHi KiHLBKM
BigHOCHO Tyny6a, LUMPOKMIA NIEHYOBUIA NOSIC, BY3b-
Knin Ta3. LLUKipHI NOKpMBK cMarnsasi, BUPaKeHUin
FiPCYTU3M Ha HUXXHIX | BEPXHIX KiHLLIBKaX, XXUBOTI, MO
cepepaHin nidii rpyai, no 6ini ninii xxmBoTa, rino-
nnasisg MonoYHux 3ano3a (puc. 1). AT —120/70 mm
pT. cT., HCC — 64-68 ynapis 3a xBUNMHY. JlereHi,
cepue — 6e3 nartonorii. XuBiT nig yac nanbnadii
He 60J1t04MIA, NeYiHKy He 36inbLeHo. XBopa KOH-
TakTHa, CMOKiNHA, IHTENEKT HE MOPYLLEHO.

liHekonoridHny cTaryc. 30BHiLLHI CTaTeBI Op-
raHn coOpPMOBaHO 32 XIHOYNM TUMOM, € Mnicnsone-
pauinHnin pybelb Ha MIiCTi BuaaneHoro knitopa.
Bxig, y nixBy BY3bkui, nefb NPONyCKae Mi3nHeLlb.
JoBxXxnHa nixsu 3a 30HAOM — 9 CM, 30BHILUHIN
OTBIp YPETPU BIAKPUBAETLCS Y NiXBY HA BiACTaHi
5 cm Big BXoAy (yporeHitTanbHUiA CUHYC).

JlaHi gogartkoBoro AocaigXeHHs. KniHiyHi
aHaniau KpoBi Ta ceyi 6e3 natonorii. He BUsBneHo
O3HaK NopyLLEHHS ByrneBogHoro oomidy. Jocnia-
>KEHHS NiNiAHOro CNeKTPY KPOBi BUSABUIO ONCAINO-
MPOTEIHEMIIO 3 MOMIPHUM MiABULLIEHHAM PIiBHS
3arafibHOro XoneCTeEPUHY Ta TpuUrnilepmais y cu-
poBaTLi KPOBI.

Mig yac ropmMoHaNbHUX A0CAIOXEHDb Bia3Ha-
4YeHO HOpPMaJIbHI PiBHI NPONIAKTUHY Y CUPOBATL
KpoBi (96,8 mO/Ll/n), kopTnzony (248,8 Hmonb/n),
TUPEOoiaHMX ropmoHiB (T3 — 1,8 HMonb/n; T4 —
68 Hmonb/n), TTI (2,3 MkMO/Mn), NporecTepoHy
(81,4 HMONb/N) | 3HAYHO NIABULLIEHWIA BMICT TECTO-
CTepOoHy (12 HMonb/n). BioxXiMiYHKM OOCAIIKEHHSM
pieHs 17-KC y no6oBii cevi BUSIBIEHO 3HAYHE Nifl-
BULLEHHS Ik cymapHuX 17-KC (169 Mmkmonb/noby),
TaK i ix dpakuin: 11-OH-17-KC — 17,94 mkmonb/no-
Oy; eTioxonaHonoH — 37,02 MkMonb/n00y; aHapo-
cTepoH — 32,44 mkmonb/no0y; aerigpoeniana-
pocTepoH — 20,43 MkMonb/no00y; aHAPOCTEHAIOH
— 2,67 mkmonb/no0y. PiseHb ekckpeuii 17-OKC
OyB y Mexax Hopmu (6,06 mkmonb/noby).

Y3/, HagHnpKoBKX 3an03: npaea — 20x11 mm,
niea — 19x10 MM, eXOCTPYKTYpPY He 3MiHeHO. Y3/,
BHYTPILLHIX OpraHiB: nediHka, nigwayHKoBa 3a0-
3a, HUPKN — 6e3 NaToNoriYHNX 3MiH.
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MHeBmonenbaiorpadis: maTka 3BnyanHoi gpop-
MK, 65x35 MM. AeYHMKM OBOIAHOI popmMu: npa-
BU — 30x22 MM, niBnin — 26x16 MM, HOpMasnbHOi
CTPYKTYpU. BUCHOBOK HeBpoONaTosiora: acTeHo-
0EenpecuBHUI CUHOPOM.

Ha nigcTaBi gaHnux aHamHesy, 06'€KTUBHOIO
ornsaay Ta pesynbTaTiB 4OAATKOBUX METOAIB 0OCTe-
>KEHHSI BACTABJNIEHO JiarHO3: BPOLXEHWIN aipEHO-
reHiTasbHUIN CMHOPOM, NMPOoCcTa BipuibHa popma
(HecnpasxHi repMadpPOaNTUIM).

JlikyBaHHS. pun3Ha4yeHo Tepanito NpeaHi3o-
NoHoM y 0o3i 10 mr Ha ooby, Tokodeporn. Mpose-
OEHO NacTMYHY OonepaLilo 30BHILLHIX CTaTEBUX
OpraHiB — pO3TUH NPOMEXNHM NO 3a4Hin cnanu,i
DOBXMHOO 15 MM i3 HACTYNMHUM By>XXyBaHHSM MNiXBU
po3wwupioBadamum Marapa oo Ne16, a noTim A3ep-
kanamu Kycko Ne1 i Ne2.

CnoctepexeHHs1. BnpoooBx NepLioro poky
CMNOCTEPEXEHHSA XBOPY TPUYi 0OCTEXEHO Y KiHiLli
3 METOI KOHTPOJIIO FOPMOHANbHOIro CTaTycy 1a
no6opy onTumanbHOI [03M NpenHi3onoHy. Ha
TNi NPUAMAaHHS NPeaHi30n0Hy No 5-10 Mr Ha oo-
Oy ekckpeuisa 17-KC Hopmanidysanacsa o 50-
70 MKMONb/0006y.

Yepes 12 mic. nikyBaHHS MPU3HAYEHO MiKpPO-
doniH 0,1 mr/poby Bnponoex 20 gHis. lNicnsa npo-
BeLleHHSA ApYyroro Kypcy Tepanii MikpodoniHOM
3'aBunacs MeHcTpyanbHonoAibHa peakuia Tpu-
BasiicTio 3-4 gHi. Hepea 8 micsujis ecTporeHoTepanii
Yy XBOPOi HOpManisyBaBca MEHCTPYaNbHUIA LMK,
30iNbLLINNVCS MOJIOYHI 3271031, CTabiniayBaBcs Ta
3rogom 3MEHLUMBCS FipcyTu3M. Yepes 2 pokn 3a
BaxaHHAM XBOPOi NPOBEeAEHO CTUMYJSISLLIO OBY-
Nauii, NpoTe NO3NTUBHOIO epeKTY HE OTPUMAHO.

XBOpa NPOAO0BXYE CMOCTEPIraTUCH Y MOMIKIIHILL
IMEMim. B.4. JaHnnescbkoro. Bnpoaos) OCTaHHiX
POKIB PO3BUHYMUCS CYNYTHI 3aXBOPIOBAHHS — OUC-
ropmMoHaJsibHa kapgiomionarTis, eHuedanonarTis
MiLLIAHOT O FeHe3y 3 JIIKBOPHOIO FMiNepTeHSIElD, BE-
CTUOYNO-aTakTUYHNIA, aCTEHO-HEBPOTUYHWNI CUH-
OpOoMU, 3 MPUBOAY AKUX BOHA OTPUMYE BigMNoBIoHY
Tepanito.

XBopwii P., byxrantep, 19 pokis, BnepLue roc-
niTanisoBaHWin A0 KNiHikn IHCTUTYTY y cepnHi 1995
POKY 3 [iarHO30M "BPOO)KEHWIA aAPEHOr EHITAIbBHUI
CUHAPOM, rinepnnasisa HagHWPKOBMX 3a103 (He-
crpasxHi repmadpoanTmnam)”.

Ha MomeHT rocnitanisadii ckaprv Ha ro1oBHUN
6inb, Ginb y AinaHUi cepus, NnepioanyHy TaxikapAaito,
nigsueHHs AT oo 150/100 MM pT. CT., Binb y HOrax,
nonepeky, HaATO Micns Pi3NYHNX HABAHTAXEHb.
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Anamnesis morbi. JaHni piarHo3 6yno Bcta-
HOBJ1IEHO MiCNS HAPOOKEHHS Ha NiACTaBi HAABHOCTI
rineptpodoBaHOro neHiconopibHoro knitopa.
JocnigxeHHa kapioTuny He nposoaunocs. Ha Bu-
Mory 6aTbkiB AUTUHI 6yN10 BCTAHOBIEHO YOMOBIYY
cTaTb. Bia3Havyanocs nopyLeHHsA cTaTeBOro po3s-
BUTKY 3 NEPLUMX MICSLLB XUTTSA: CTATEBUIA YSIEH €
rinepTpodoBaHNM NEHICONOAIOHMM KNITOPOM i3
HasIBHICTIO yporeHiTanbHOro cmHyca. Cekcyasnb-
Ha OpieHTauiq 4o0Biya, XBOPW BiA3HA4Ya€E 4acTi
epexkuii knitopa.

XBopwii oo 19 pokiB eHOOKPMHOIOrOM He CMo-
cTepiraecs i Tepanii BctaHoBneHoro AI'C He oTpu-
MyBaB.

Anamnesis vitae. XBopuin HApoOaMBCA Big, ApY-
roi BariTHOCTI Ta nonoris y TepmiHi 39-40 TnxHiB,
i3 macoto 3350 ri3apoctom 53 cm. BariTHicTb i no-
noruv nepebirann 6e3 ocobnneocTtei. Bik 6aTbkiB
Ha MOMEHT NOJOriB: MaTepi — 27 pokiB, 6aTbKOBI
— 35. Mae cTapLuy cecTpy 3 BPOOKEHUM afipeHo-
reHitasibHUM CUHAPOMOM (OUB. BULLE).

lMepeHeceHi paHile 3axBOplOBaHHA: enif-
napoTtut, 4acti F'P3. Y 12 pokis — TpaBmMa n1ubo-
BOI YaCTMHW Yepena 3 NepesioMOM KiCTOK HOCa, Y
19 pokiB — 3aBUTTS NONEPEKY.

O6'ekTnBHWI ornisa. Ha MomMeHT rocnitanisadi
00 KJNiHIKM CTaH XBOPOro 3agoBifibHUA. MNauieHT
HMU3bKOro 3pocTy (153 ¢Mm), i3 HaAMIPHOIO Baroto
(61 «r), HenponopuiriHoto 6yaosoto Tina. Mopdo-
TN aHAPOreHHNIN — BKOPOYEHHS KiHLBOK BiIHOC-
HO Tyny6a, LUMPOKWI NNEYOBUIM NOKC, BY3bKMIA Ta3.
LLkipHi nokpmBWM cmarnsei, rinepTpuxos Tina, num-
us, KiHuiBok. [lBobiyHa riHekomacTis (puc. 2). AT
— 120/70 mm pT. CT., HCC — 64-68 ynapis 3a xBu-
nuHy. JlereHi, cepue — 6e3 natonorii. XuBiT nig yac
nanbnauii He 604N, NEYiHKY He 36iNblLLEHO.

Puc. 1. XBopa P.

Puc. 2. XBopuin P.

XBOPUIN KOHTAKTHUN, CMIOKIMHUIA, IHTENEKT HE MOo-
PYLLEHO.

lenitanbHWii ctatyc. PicT Bonoccsa Ha nobky
3a YONOoBiYMM TUMOM. 30BHILLHI cTaTeBi OpraHu
cHOPMOBaAHO 32 YOJOBIYMM TUMOM: KJIITOP Y BU-
rMs4j cTaTeBOro YieHa CepeaHix po3MipiB i3 rino-
crnagieto (y CnokiiHOMy cTaHi — 4 cM). 30BHILLHIN
OTBIp YPETPU PO3TALLOBAHO HA 2 CM HMXYE KNiTO-
pa (yporeHitanbHuii cuHyc). CkpoTononibHi Be-
JIKi cTaTeBi rybu. leyka He nanbnyTbes.

Jani gonatkoBoro gocuaigxeHHs. KniHivHuin
aHani3 kpoBi 6e3 natosnorii. O3Hakn 3ananbHO-
ro NpoLEecy y HMpkax (3a gaHuMun KiHiYHNX
aHanisiB cedvi Ta aHanidy 3a HeunnopeHkom).
MopylieHb BYrneBoaHOro Ta finigHoro oOMiHiB
HE BMSABNEHO.

3a pesynbrataMmn ropMoHanbHOro Aocnia-
>KEHHS BiA3HAY€HO HOPMaJSIbHI PiBHI NPONAKTUHY Y
cuposaTLi KpoBi (11,7 Hr/mA), TMpeoigHMX rop-
MOHIB (T3 — 1,5 Hmonb/n; Ta — 97 Hmonb/n), TTI
(3,1 MkMO/Mn), SHUXEHNN — KOPTU3ONY
(48,0 HMONb/N) | 3HAYHO MIABULLEHWI BMICT MpPO-
rectepoHy (28,5 Hmonb/n). PiBEHb TECTOCTEPO-
HY BiQMOBIAAB HOPMaNbHUM 3HAYEHHSM ANAK YO-
NoBikiB — 16 HMONb/N.

BioximiyHe pocnigxeHHs pieHa 17-KC y po-
©0BIl1 cedi BUSBMIIO BUpaXeHe NiaBULLEHHS SIK CY-
mapHux 17-KC (281,5 mkmonb/poby), Tak i ix
dpakuiii. PiseHb ekckpeuii 17-OKC 6yB y mexax
HopMu (4,82 MkmMonb/0o6y). NMpoBeaeHo many
nekcamMmeTasoHOoBY Npoby, pe3ynbraTn AKoi BUS-
BUNCS MO3UTUBHUMUK (Tabn. 1).

Y3/, HagHnpKoBmx 3a5n03: npaea — 20x20 mm,
niBa — 17x16 MM, eXOCTPYKTYpPY He 3MiHeHO. Y3/,
BHYTPILLHIX OpraHiB: ne4iHka, nigwiyHKkosa 3as0-
3a 6e3 naTonoriyHnx 3miH. NapeHxima HMPOK o -
HOPIAHA, Y YalWKOBO-MUCOYKOBMX CUCTEMAX € BE-
JINKi KPUCTaNiYHI BKITIOYEHHS.

Y3/ opraHiB manoro Tasa: matka — 68x13x
X25 MM, SIEYHUKN HE BU3HAYAIOTbCS.

MHeBmonenbBiorpadisa: matka — 45x23 Mm
(rinonnagis apyroro cTyneHs). Ae4HnKm oBOigHOI
dopmu: npaBuin — 17x23 mm, nieuin — 30x20 mm.

MHeBMoOcynpapeHorpadia: npasa HaAHNPKO-
Ba 3a5103a — 25x53 MM, niea — 40x48 mm. Po3mipun
H3 BigNoBiAalTh BEPXHIN MeXi BiKOBOT HOPMU.

Kapiotun: 46XY -80%, 46XX - 20%, 1% xpomo-
COMHUX abepaliii.

KoHcynbTtauis reneTtuka npod. O.4. NpeyaHn-
HOI: 3 oAy Ha NcuxocouianbHy OpPIEHTALIO Ta
IOPUANYHY HOJOBIYY CTaTb XBOPOMY PEKOMEHO0BA-
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Tabnnuysa 1

PiBeHb ekckpeuii cymapHux 17-KC Ta’ix ¢ppakuii y xeoporo P. o Ta nicng nposeaeHHsA
Manoil AeKcaMmeTa3oHOBOI Npoou

AocnipxyBaHU NOKa3HUK Mepep npoboio Micns npo6u Hopma
(MKMonb/p00y)

CymapHi 17-KC 281,5 46,8 40-82
11-OH-17-KC 20,82 6,10 3,46-10,92
EtioxonaHonoH 28,67 9,99 4,85-13,31
AHppocTepoH 48,86 13,88 4,51-13,31
AerigppoeniaHgpocTepoH 65,52 3,19 2,84-8,32
AppocTteHpioH 2,78 0,59 0,4-4,16

HO NPOBECTU KOPEKTYIOYY OnepaL,iio 3 MeTo Ma-
CKyniHisauii peHoTuny.

BHyTpilWWHbOBEHHA KOHTpacTHa yporpadis:
rinoTOHIA 4alKOBO-MMCOYKOBOIO KOMIMJIEKCY Ta
ce4yoBoy NPaBoOpyH.

KoHcynbTauia yponora: aHomania po3BuUTKy
Ce4yoCcTaTeBOi CUCTEMM, BALITONOAIOHNI CE4YOBUI
Mixyp, 06yMoBneHuii HedpoBeankanbHOK 06CT-
pyKuieto, ABOBIYHMI rigpoypeTep i3 ABOGIYHUM
rigpoHedpo3om | ctyneHs, rinocnagia ll ctyneHs.

BucCHOBOK HEBpOMNATo/iora: 3a/uLLIKOBI ABMLLA
NMEePEHECEHOI YePENHO-MO3KOBOI TPaBMU, NTIKBOPO-
rinepTeH3inHNN CUHOPOM.

Ha nigcTtaBi gaHux aHamHesy, 06'€KTMBHOIO
ornsay Ta peayssTaTie 0AaTKOBUX METOAIB obCTe-
>XEHHS BUCTaBJIEHO AiarHO3: BPOLXEHNN afpEHO-
reHiTanbHUIM CMHOPOM, NPOCTa BipunbHa dopma,
AncreHesis roHaa.

JlikyBaHHs1. NIpn3Ha4eHOo NPEeaHI3010H Y A03i
10 Mr Ha po6y. Ha Tni Tepanii ctaH xBoporo 3Hau-
HO noninwmnecs, piBeHb ekckpedii 17-KC i3 ceueto
cTabinisyBaBcs Ha noka3Hunkax 70-80 Mkmonb/no-
Oy. HaTomicTb 3'sBUNMCS Mi3epHi KPOB'AHUCTI BU-
OiNeHHs 3 yporeHiTasibHOro CUHyca (MeHCTpyasb-
HomnogjibHa peakuis eHooMeTpis), 30inbLyBanucs
MOJIOYHI 3a103M1.

3 ornaay Ha NCMXOCOoLianbHy OpieHTaLilo Ta
IOPMOVYHY HOJOBIYY CTaTb NAaUiEHTa, NOro KapioTun
(46XY 80% ,46XX 20%, 1% XpOMOCOMHUX abe-
pauiri), NosaBYy KPOB'AHUCTUX BUAINEHb 3 YPO-
reHiTasbHOro CUHyca Ha TNi NPUIMaHHS NPeaHi3o-
JIOHY, @ TaKOX HasBHICTb aHOMarsii pO3BUTKY
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CcevyocTaTeBOi CUCTEMM 3a 3roJok XBOPOro 6yno
NPUIAHATO PiLLEeHHS NPO NPOBEAEHHS HAAMIXBOBOI
amnyTauii MmaTkm 3 npuaatkamu. ig yac onepadii
BUSIBNIEHO riNONAacTU4YHy MaTtky 3-ro CTyneHs, py-
OVMeHTapHi MaTkKoBi Tpyou, roHaam. Luniiky mat-
K1 NOAOBXEHO Y BUMSAj TOBCTOrO TSXKA, LLLO A0CS-
rae ypetpu.

MMicna onepadii 3aNpoONOHOBAHO JliKyBaHHS
npenHi3osioHoM y fo3i 10 Mr Ha f,o6y Ta po3noya-
TO 3aMiCHY Tepanito aHgporeHamn: omHagpeH 1,0
BHYTPILLHBbOM'A30B0O 1 pa3 Ha MicALb KypCcamm rno
3 Micsui WwoniBpoky.

CnioctepexeHHsi. Ha Tni Tepanii npeaHisono-
HOM Ta aHgpoOreHamMmu xXBOpuin BiA3HAYMB 3a40-
BiJIbHY CEKCYaJIbHY aKTUBHICTb. Hepes 5 MicsuiB rno
onepadii NpoBeaeHO NAacTUKy 30BHILLIHLOIO OTBO-
py ypeTpu Ta NiKBigAOBaAHO rinocnagjto 2-ro cty-
neHs neHiconoAaibHoro knitopa.

Yepes 1 pik N0 onepawin XBOpuin 0apyXMBCS
3 XXiIHKOIO 3 MaNIeHbKOI AUTUHOIO | HApasi BUXOBYE
NPUNOMHOr0 c1Ha. KoMneHcawjis ropMOHabHOr o,
COMaTM4YHOro Ta HEBPOJIONiYHOro CTaTycCiB 003-
BOJINSIA XBOPOMY BECTWU MOBHOLLHHE couianbHe
XUTTS.

3apas naujeHToBi 32 Pokn, CNOCTEPIraeTbCcs
ambynaTopHo y KniHiui — 1 pas Ha pik npoBoANTb-
cs nnaHoBe 0OCTEXEeHHS 3 MeTOolo KopekLii 003
npenaparis i ikyBaHHS CYMyTHbOI NATONOTIi.

HaBegeHi kniHiyHi BNaaku BPOOXEHOro aa-
PEHOrEeHITaNIbHOro CUHAPOMY Y ABOX AiTEN 3 OAHIET
POANHU, B OOHOIMO 3 IKUX BUSIBIEHO NOEOHAHY re-
HeTn4Hy natonorito — Al'C i3 ancreHesieto roHaa,
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KJTIHIYHI CIMTOCTEPEXEHHHA

e pas NiaTBepaXytoTb HEOOXiAHICTL BY4ACHOIO
MEeONKO-reHETUYHOIO KOHCYNbTYBAHHS TakKuUX PO-
OVH i NPU3HaYeHHs afekBaTHOI FOPMOHasbHOI Te-
panii.
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PE3IOME

CemMeiiHblii BPOXAEHHbIN
aApeHOreHUTasNbHbIi CUHOPOM
M.C. BupiokoBa, O.0. XvxHSIK,
JL.I. Jio6umosa, B.A. BoHaapeHkKo,
H.A. KpaBuyyH, U.U. AHapeeB

MpenctaBneH cnyyam n3 KIMHNYECKON npak-
TUKN CEMENHOIro BPOXAEHHOIO aapeHOoreHnTasnb-
HOro cuHgpoma. [JBovm geTsam n3 0gHoOM CeEMbK
(cecTpa u 6GpaT Mo NacrnopTHbLIM AaHHBLIM) NpuU
pPOXOEHNN MOCTaBNEH ANArHO3 — agpeHoreHn-
TanbHbIN CUHOPOM, a B 19 neT y ogHOro n3 Hmnx
BbISIBJIEHO COHETaHMe afpPeHOreHNTaNbHOIO CUH-
Apoma ¢ gucreHeauei roHag. NauneHTsl Npoxo-
OaT obcnenoBaHue v nevyeHme K KinmHuke MHctu-
TyTa Npobnem 3HOOKPMHHOM NaTonorum MMeHu
B.4. Dannnesckoro AMH YkpauHbl Ha NPOTAXEHUN
13 net.

KnioueBble cnoBa: agpeHoreHnTanbHbl CUH-
OpPOM, ONCreHe3us roHag,

SUMMARY

Familial congenital adrenogenital syndrome
M. Biriukova, O. Khyzhnyak, L. Liubimova,
V. Bondarenko, N. Kravchun, I. Andreev

A case from clinical practice of congenital
adrenogenital syndrome is presented. To two chil-
dren from one family (sister and brother from pass-
ports data) after birth was diagnosed adrenogen-
ital syndrome, and in 19 years at one of them was
diagnosed combination of adrenogenital syndrome
with gonadal dysgenesis. The patients are inspec-
ted and treated in the clinic of Institute of problems
of endocrine pathology during 13 years.

Key words: adrenogenital syndrome, gonadal
dysgenesis.
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