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Bpomsxena rimepmiiasis Kopw HaIHHD-
roBux 3ais03 (B'KH3) — 1e rpyma ayrocom-
HO-PeIleCUBHUX 3aXBOPIOBAHB, IO OXOILJIIO-
OTh JgedinuT GepMeHTIB IIJISXY CTepoigore-
He3y. XBOPIIOTh TIJIBKKM TOMO3UTOTHI 1HIUBI-
ayywmu [1].

Cexpelliss KOPTHKOTPOIIIHY 1 KOPTHUKOCTE-
poifiB y IJIoJIa TIOYMHAETHCS HA TPETHOMY
MicsAIll BHYTPIIIHBOYTPOOHOTO KUTTH, yV el
mepion popMyIOTHCSA 30BHIIIHI CTAaTeBl opra-
Hu. TakuM YWHOM, 3aXBOPIOBAHHS IIOYHHAE
po3BHBATHUCA IIIe B aHTEeHATAJbHOMY IIepiofl,
T00TO € BpomsxeHuM. lIpu Garatrox dopmax
KOpa HaJHUPKOBUX 3aJI03 CTUMYJIETHCS
agpeHoxkopTuKoTpormHuM ropmouoMm (AKTT),
rimepTpodyeThca 1 HAAMIPHO TPOAYKYE IIO-
HepeIHUKN KOPTU30JIY, K1 HAKOMHUUYIOThH-
CsI TA BUKOPUCTOBYIOTHCSI y CHHTE31 aHIIpO-
reris. Haiblabir yacToo IPUYUHOK I[HOTO
e medimur P450c21 (21-rimpokcuiaswu), IIo
cTaHOBUTEh moHax 90% BHIAIKIB BPOIKEHOI

rimepmiasii HaJHUPKOBUX 3aJ103. JacToTa 3y-
crpigaemocti — 1 : 14000 HOBOHAPOIKEHUX.

@eHOTUII TAKUX XBOPHUX 3a3BUYAU Kope-
Joe 3 reHotuoM. KInlHIYHI ITposSBY 3aJIeKaTh
BiJ] CTYIIeHIO 3HM:KeHHs akTuBHOCTI P450c21
1 BapiloTHCA BiJ CHMITOMIB BTPATH COJIEH,
aTHUIIOBUX CTATEBUX OPraHIB Yy HOBOHAPOIKE-
HUX JIBYNHOK, ITIepeIIacHOTO CTATEBOT0 JT03pi-
BAHHS TA IPUINBUIIICHHSA (PI3MIHOT0 PO3BUTKY
IO TIPCYTU3MY Ta HEPEryJIsSIpHUX MEHCTPYaIliil
y mopocaux [1-4].

BapTo BigmiTuTH, 10 3TigHO CTATHCTHY-
HUX JaHuX, 0iabmr Hik v 40 % ocib 13 kaacuy-
HOIO (pOPMOI0 PO3BUBAITHCA IIYXJIUHU HAJ-
HUPHUKIB.

KoropTHi mocaijgxeHHSA JTeMOHCTPYIOTH,
mo mamientu 3 BTKH3 maroThs Bucoky moru-
PeHICTh MYyXJWUH HATHUPKOBUX 3aJI03, 30Kpe-
Ma MIeJIOJIIIIOM, a IAIlleHTH 3 MI1eJIOJI1IOMAaMM
MaiOTh BUCOKY YACTOTY IT13HO J1aTHOCTOBAHOI
a6o morauo kouTpoanosanoi BITKH3 [5-8].

* Po60Ty BUKOHAHO 34 BJIACHOI IHII[IATUEY ABTOPIB B ME’KaX ITONIYKOBOI TEMATUKH.

ABTOpU rapaHTYIOTh MOBHY BIAMOBIJAJIBHICTE 34 BCE, IO OITy0JIIKOBAHO B CTATTI.

ABTOpU rapaHTYIOTh BIJICYTHICTh KOH(JIIKTY 1HTEpEeCiB 1 BJIACHOI (pIHAHCOBOI 3aI[1KABJIEHOCTI P BUKOHAHHI

poboTu Ta HAIWCAHHI CTATTI.
Pyxkonuc mamgi#imos mo pegakiii 07.03.2024.
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MiemomimoMu HaJHUPKOBUX 34JI03 € PiJ-
KICHUMHY TOOPOSKICHUMH yTBOPEHHAMM, IO
CKJIAIAI0THCSA B OCHOBHOMY 3 JKHMPOBOI TKAHHU-
HU. IX BUHUKHEHHS Ta PICT TMOB’A3aH1 3 BHUCO-
kum piBHem AKTI, axkwuit BucTtymae B aKocTi
CTUMYJIATOpA. 3a3BUYaAll MIeJIOJIIIIOMU BUIB-
JISIOTHh BUIIAKOBO IIPU PEHTTEHOJOTTUHUX JI0-
caimkeHHsax. Takl yTBOpeHHS MOTpedyoTh

IUHAMIYHOTO CIIOCTEPEsKeHHS Ta OIlepaTUBHO-
ro BTpyYaHHS y pa3i 3JaBJeHHS Ta IIOPYIIEH-
Hs QYHKI[I CyciaHIX opraHis, abo mpu 60JIb0-
Bomy cuHapoMmi [5, 7-9]. Haounum mpukiiagom
HECBOEYACHOTO 1 HEeperyaspHOro JIIKYyBaHHS
e HacTynHMM KiaiHiuauii sumagox BI'KH3
y IallleHTa 3 KJACHYHHM BapiaHTOM HeIo-
craTHOCT1 21-T1IPOKCHUIIA3H.

KJITHIYHU I BUIIATIOK

XBopuit 1971 p. H. (52 porm), MOCTyHUB
y kaiHIKY Y «lHCcTHTYT mIpobaeM eHIOKPUH-
Hoi maroJorii im. B. f. lanunescokoro HAMH
Vrpainm» 31 ckapraMu Ha 3arajibHy CJIa0KICTh,
3amaMOpOYeHHs, 3HUIKEeHHS IIPaIe3IaTHOCTI,
TPEMTIHHS Ta CYIOMH Y BEpPXHIX Ta HHMKHIX
KIHITIBKaX, TPUBOKHICTH, PO3IPATOBAHICTS,
3aUINKy, 0011 B cyryiobax, SHUKEHHS 30Dy,
YacTl MmorIikemMii, SHUKEHHS ATIeTUTY.

Hapogusca Bim mpyroi saritHocTi (Mare-
pi 6ys0 35 poxis). Ilepebir mosiorie OyB Bask-
KU HapoauBCA B acdikcii, OyIo HaKJIaJaHHS
IIUIIIIB, 3HAX0AUBCA B baporxamepi. Ilpu Ha-
POIKEeHH] CcTaTh IOMHJIKOBO BU3HAYEHO SK
400BiUy. Y TpuUMicAYHOMY BIITl J1arHOCTO-
BAHO AJPEHOTreHITAJbHUN CHUHIAPOM Ta MIPH-
3HAUYeHO MpenHi30Ji0H. IIpoBemene remermdy-
He 00CTeXeHHS BCTAHOBHUJIO KapioTui 46XX.
Big pexomenmoBanoi 3MiHHT cTaTi (3 90710B1901
Ha K1HOYY) 0ATBKM KATETOPHUYHO BIIMOBH-
nuck. IlpusHadveny Teparriio OpemsHI30JI0HOM
He IpUMaB [0 CeMH POKIB. Y OlIBII cTap-
IIOMY BiIIl BIIMOBHBCS Yepes Te, I10 Ha QPOoH1
JIKyBaHHS 3SIBUJINCH O3HAKHW eMiHizalii:
301IBIIeHHS Ta HATPyOaHHA MOJIOUHHUX 34J103,
OIIBUINEHHS MACH T4, II0SIBA KPOBSTHUCTUX
BUJ1JIEHE 13 «CTATEBOr'0 YJjieHa», TOOTO MeH-
CTpyAaIriii.

3 18 pokiB 3IBUINCH KOPOTKOYACHI Ha-
Haaw, M0 CYIIPOBOIMKYBAJINCA M I30BOIO CJ1ab-
KICTIO, CyIOMaMM B KIHIIIBKAX, 3HIKEHHSIM
aprepianasaoro tucky (AT). Hesposiorom Bera-
HOBJIEHO J1aTHO03: HACJIIIKK IIepeHeceHol He-
MpolH(eKIll 3 JIKBOPHOI IiIepTeH3ieo, mi-
BUIIEHO IIAPOKCU3MAJbHOKN AKTUBHICTIO
mo tuny J[skexcoHiBCbKOI emiserncii. 3romom,
IpHU BiTHOBJIEHH1 3aMiCHOI TOPMOHAJIBHOI Te-
parii, emiJIeNTHYHI CHMIITOMH 3HHUKJIH, IO
IaJIo MIAIPYHTS BBAKATH HANATH JeKOMIICH-
calfielo OCHOBHOI'O 3aXBOPIOBAHHS BHACJIIOK
BILJACYTHOCTI 3aMICHOI Tepairii.

VYV 31 plk HpoBeIeHO eKCTUPIIAIII MATKHU
3 mpumatkaMu. ['iCTOJIOMYHUE J1arHo3: Mio-
MEeTpPiii 3 BEJIMKOI KIJbKICTIO CYyOHH, €HIO-
MeTpi#i — 3 sBumamu rimomsasii. IIpocrti Ta
domiKyIsapHl KicTH, 6e3Jid pyauMEeHTAPHUX
domirkynis seuHnkis. MaTkosl Tpyou — 3BU-
JaiHol OyIOBH.

Omepaiiga Ta micagoIepallliHUMA IIeplof
mpoxoauin 6e3 yekJaagHeHb. AMOyIaTOpHO pe-
KOMEHIOBAHO IIPUUOM MHPEIHI30JOHY II0 5 MT
2 pas3u Ha m00y; omHaapexn 1,0 MJ1 BHyTpill-
HBOM A30BO 1 pa3 Ha MICAILb.

IIporsirom 19 pokiB Ha ¢OHI JIIKYBAHHS CTAH
marieHTa 3aJIMIIaBcsa 3aJ0BLILHUM. Y 36 po-
K1B OJPYKHBCS, BIB BIJJHOCHO peryjaspHe cTa-
TeBe KUTTH.

OcranHl IBa POKH, Y 3BI3KY 3 BIMICBKOBUM
KOH(IIKTOM, 3MEHIIIeHHAM JOCTYIIHOCTI Ipe-
mapaTiB Ta PIHAHCOBUMH TPYIHONIAMU 3MEH-
IIUB 103y mpearisosiony 3 10 qo 5 mr/moby Ta
30BCIM He OTPUMYBAB IIpemapaTy TeCTOCTe-
pory. Ha mpomy doHl HacTymmiia mexoMIIeH-
camisg Ta 3IBUJIMCH BHINE YyKA3aHI CKapru.
Kpim toro, mpu Y 3] mocirigxeH 1, BUIBIEHO
00’eMHE YyTBOpPEHHS JIIBOTO HAJHHPHHUKA, IO
TAKOK MOKe OyTH IIOB'SI3aHO 3 TPUBAJIOK BiI-
CYTHICTIO IIOBHOI[IHHOI 3aMiCHOI Tepairii Irio-
KOKOPTHUKOITaMU.

Hapogmusest Bim apyroi BariTHOCTi, 3 HOP-
MAaJIBHUM IIepedirom, ajie BasKKWMH II0JIOra-
MU, 10 ornmmcaHo Buine. Ilpu Hapom:xeHH] 3a-
peecTpoBaHUM y YOJIOBIUil cTaTl, IKA He Oysa
3MiHEHA 1 B IOJaJIbIIoMy. ¥ Billl JBOX MICAIIIB
mepeHic 1HQeRINAHNNA MEeHIHTIT, B CIM POKIB —
YeperHO-MO3KOBY TPABMY 3 BTPATOIO CB1OMOCT1.
Ilepiognuno 3SIBISIUCE CYIOMHU. Y PO3yMOBO-
My PO3BUTKY BiJl OJHOJIITKIB He BlJicTaBaB, 3a-
KIHYUB CepeIHIo IIK0JIY. B MoJsioqmux Kiracax
BiIMIYaBCA TPUCKOPEHU (PISUYHUN PO3BUTOK,
a TaKOoK IIepemgJyacHe cTareBe no3piBaHHs. PicT
3YIUHUBCS MPUOJIN3HO y 18-pluHOMY BIIIl.
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Jaui orimany
Ta PisuKaIbLHOrO 00CTEKEeHHT:

3pict — 148 cm, Bara — 52 xr (IMT —
23,74 xr/m?).

3arajpHUM CTAH BIJHOCHO 3aJI0BLIBHUMU.
IlIxipa Ta BUAMMI CIIM30B1 000JIOHKM — YHCTI,
3BUYANHOr0 KOJIbOPY Ta BOJIOTOCTI. A3uK umc-
TUM, BOJIOTUH.

IIynec — 72 yn./xB, apTepilalbHUN THCK —
115/60 MM pT. CT.

®enotui — voJsioBlunii. Ilpomopirii Ta BTO-
pUHHI cTaTeBl 03HAKU 34 YOJOBIUUM TUIIOM.
30BHINIHI CTATEBl OpraHU: PI3KO BHUPAMKEHA
rimepTpodis KJIITOpa 3 ypeTpolo, II0 BlAKPHU-
BaeThCs HA HOT0 BepXiBITl (Ha BepX1BIIl «cTaTe-
BOTO UJIEHA»), 3POIIEH1 cTaTeBl ryou.

[MuromomibHa 3as03a MAJIBIIYETHCSA 301JTh-
IIeHa, pyxJauBa, 6e3boricHa.

31 cTOpOHU BHYTPIIIHIX OPraHiB IIaTOJIO-
TYHUX 3M1H He BUSIBJIEHO.

IlcuxocekcyasnbHa OpleHTAI[lsT YOJIOBIYA.
Iurenexr e mopymenuii. O3HAK reHIepHOI
nucdopii HeMae.

IIpu mabopaTopHOMy 0OCTEKEHH]I OTPUMA-
HO TaKl pe3yJIbTaTH:

Kniniunuii anani3 Kposi. TeMOTJIO-
6ig — 171 r/n (N = 130-160), epurporutu —
5,17x10%/n (N = 4,0-5,0x10'%/;1), KoIBOPOBUIA
mokasuux — 0,99 (N = 0,85-1,05); Tpombo-
mutu — 210x10%m1 (N = 150-500 r/m), mei-
rkormutu — 11,3x10%m1 (N = 4,0-9,0x10%m),
IIIOE — 16 mm/ron. (N = 1-10), meitrpodiu:
naandkosgepul — 3% (N = 1-6%), cermen-
Tosamepui — 64% (N = 47-72%), eosuHOPI-
arx — 1% (N = 0,5-5%), mimdporuru — 28 %
(N = 19-37%), morortutu — 4% (N = 3-11%),
Ht — 49,2 %.

TTT — 1,182 meMO/ma (N = 0,4-3,6);

Tecrocrepou saranpumit — 1,44 Hr/MI
(N =0,162—-0,408);

Koprtuson (ciimua) — 5,6 amons/n (N mo 21,6);

Koptuson (mobosa ceua) — 49,44 mr/mody
(N = 165-630); 06’em ceui 3a 24 rog — 1,2 1.

Ilyxop wposi: 4,01-3,45-3,38 MMo0JIB/IT;
3,68 mmouns/n (N = 3,8—6,2 MMOIB/T y TIIa3M1);

[Inasmorect (PMII) 3 rapmionimiHOBUM
AHTUTEHOM — HEeraTUBHUIM.

I'mixosunvoBauuii remoryobia — 5,5%
(N =4,8-5,9).

Koarymnorpama: A4TY — 36 cex (N = 26-36),
TpomboTect — HopMa (N = HopMma), IPOTPOM-

6imoBuit wac — 15,5 cex (N = 12-18), mpo-
TpombiHOBHH 1HIEeKC — 99% (N = 90-105 %),
TpoMmbOiHoBui vac — 10,7 cex (N = 8-14), ¢ib-
pusorer — 3,99 r/n (N = 2—4),

AcAT — 5,3 On/n (N mo 38); AnAT —
11,5 Ox/i (N mo 40);

Binipy6in saranpHuUit — 24,5 MKMOJIB/I
(N = 5-21); mpsamuit — 5,0 memosis/it (N mo 8,5);
mHenpamuit — 19,5 (N = 75% Bix 3araIpHOTO);

Baranpuwnii 615108 — 69,4 r/n (N = 66—83);

Kpearunia — 61,9 (N = 61,8-123,7)
mrmouab/ia, CKD-EPI — 125,8 mua/xs/1,73 M2,
ceuosuHa — 5,3 (N = 2,5-8,3) MMOJIB/JI.

BaraspHUM XoJecTepuH — 5,65 MMOJIB/I
(N < 5,2); xonmecrepun JITIBII — 1,05 mMouib/i1
(N > 1,0); xoadp. areporerrocti — 4,36 (N < 3,0);
Tpurainepuaun — 2,14 mmoas/n (N < 1,8); xo-
necrepun JITTHIT — 3,61 mmoas/n (N < 2,5);
xonectepun JIIIJIHIO — 0,96 mmoun/x
(N <0,76),

Kanpmiii gdaransEuil — 2,3 MMOJB/I
(N = 2,1-2,6); KoeiifieHT CIIIBBIIHOIIEHHS Ce-
YOBUHHU 710 KpeaTuHlHy — 21,81 MT/MJI, KaJIb-
mii ckopuroBaHuit — 2,23 mmouib/ir (N = 2,2—
2,6);

Kaimiuamit agasmis cedi: muroma Bara —
1025, peaxiisg — 5,5; 0imox — 0,042 r/m; myKop —
H/B; KeTOHH — H/B, JeUKOUUTH — 1-3 B 11/3;
€pUTPOIUTH He3MiHeHl — 2—5-7 B 11/3, 3aMiHe-
Hi — 1-2 B 11/3, emiTe i mepex1THUN — MICIIS-
MM B I1/3; CJIU3 — 301JIBIIIEHO.

Peszynomamu incmpymenmanvrux 0oci-
0oHceHb:

EKT: put™m cunycoBuii, 4.c.c. 76 ya/xB, HOp-
MaJibHEe IOJIOMKEHHS €.B.C., ITOOJUHOKI IILIy-
HOUKOBI ekcrpacuctosu (1) Ha Bauxy, ['MJIIIL.

V3] mwuromomibHol 3amoam: V Ipasoil
gacteu — 25 cm?, V miBoi wactrum — 19 cm?®.
Ilepemuitok — 6 MM. AKYCTHUYHUI HOCTYI:
0e3 ocobsmBocTett. PosramyBaHHs: po3raro-
BaHa B TumoBoMy Mmicii. KouTypm: piBHi, 4iT-
ki. Kancyma: me smimena. 3asosa: pyxJmsa.
Backynapusamisa: momipao mocusiena npu KJ[K.
Periomapui simdarnyui By3Jau: He 3MIHEHI.
ITapamuromnomioHil 3as103u: He JOKYITheA. Exo-
reHHicTh: cepenusa. CTpyKTypa: cepeaHbOKO-
mipuacrta. Jimaakwm giMmdoigHol 1H(IIBTpAITii:
He BU3HAYATHCs. ['imepexoreHHa TSIKUCTICTD:
Hemae. JliBa wacTka — CTpPYKTypa OIHOPII-
Ha. [IpaBa yacTka — CTPYKTypa HEOTHOPiIHA,
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B HMKHBOMY IIOJIOCI YACTKH OBAJIbLHE €eXO-
TeHHe YTBOPeHHs 18X12X22 MM 3 moCHUJIEHUM
mepuHOAYIApHUM KpoBoTokoMm mpu KJIK.
Bucuaosok: Bysos nmpasoi uactru (TR 3).

V3] opraHiB YepeBHOI MOPOKHHUHHU Ta
peHTresorpadis OpraHiB IPyaHOI KIITHHN —
0e3 maTOJOTIUHUX 3MIH.

V3]l HagHUPHUKIB — B IIPOEKII] JIIBOI'O
HaTHUPHUKA BUSBJISIETHCSI €XOT€HHE YTBO-
perHs 78x80 mm. 3akII0YEHHS: 00 €MHE yTBO-
PEeHHS JIIBOTO HAJHUPHUKA.

B cramionmapaux ymMoBax HpOBeIeHO JIi-
KyBaHHS: IIPEIHI30JI0OH 5 Mr/mo0y, TigpoKop-

Tu30H — 50 Mr/moby, pos3mouaro BBeIeHHS
TECTOCTEPOHY MPOIMIOHATY 34 CXeMOI: TeCTO-
cTepoHy mmpomioHat 5% — 1 MJI B/M KOKHI TpH
OH1 (IUATh 1H'EKI[IM BIPOMOBY 2 THMKHIB), IIO-
TiM 1 MJI KOKHI 5 THIB IOBrOTPUBAJIO.

Yepes mexinbKka THMKHIB B IOYATKY JIi-
KyBaHHS HAI[leHT BIAMITHUB IIOKpAIleHHs 3a-
raJbHOIO CTAHY, 3HAYHE 3MEHIIEHHS CHMIITO-
MIB CJIA0KOCTI, 3aITaMOPOYEHH S, T1IOTJIIKeMIT,
ablJILHOCTI eMOIIIMHOro (PoHy, IO HiITBEp-
IKye 00yMOBJIEHICTH CUMIITOMIB Ta CKApPT IIPHU
rocmiraJisarrii.

BHUCHOBEUA

Pannusa mgiarsoctura Ta BUSBJIEHHS y HO-
BOHAPOIKEHUX BPOIMKEHOI rimepIriasii Kopu
HAJHUPKOBUX 34JI03 Mae BEIUKE 3HAUYCHHS
IJIs BYACHOIO IIOYATKY Tepamili, momepe-
JKEeHHS HEe3BOPOTHHMX BIOOAJIEHMX 3MIH Ta
yCKJIAOHEHb, B TOMY YMCJIl HOBOYTBOPEHDb
HaTHUPKOBHUX 3aJ103. J|iTH 3 TpHBAJIOI HEKOM-
IIeHCOBAHOK XBOPO0OOI MAMTh HU3bKHUN KiH-
LeBUI 3PICT BHACIIJOK PAHHBOTO 3aAKPHUTTI
30H POCTY, 110 B IOJAJIBLIIIOMY MOYe BILIIMBATH
Ha IIOBHOIIIHHY ajamTaliio B comiymi. Taxi
HalleHTHd MAlTh BCe KUTTA 3HAXOAUTHUCH II1J]
OUCIIAHCEPHOM HATJISIOM Ta OTPUMYBATH 1H-
OUBIAyaJBHO MAI0paHy 3aMiCHY Tepartrio.

V xBopux 3 kapiotunoMm 46XX, BUXOBAHUX
B YOJIOBIUHMH CTATi, 32 YMOB IIOBHOI[IHHOTO XI-
PYPTIYHOr0O Ta CBOEUACHOI'0 MeIUKAMEHTO3HO-
ro JiKyBaHHS, MOMKJIMBO HOCATHYTH BIICYT-
HoCcTl remgepHoi mucdopii. Oguak, vacrora
reumepuoi mucdopil cepenm 46XX mamieHTIB
3 BPOIKEHOI0 TiIepIlias3ield HaTHHUPKOBUX
3aiyo3 Hesigoma. L1 maml HeoOXx1mHI, 1100 IIO-
CTABUTHU B IEPCIIEKTUBY AebaTy PO TepMIiHHU

PEKOHCTPYKTHUBHOI XIpyprii Ta MOKIINBE BIXO-
BaHHS SK Y0OJIOBIKIB [IiTeit 3 kapioTunom 46XX
Ta BHpaskeHo Biprrizamniern. CKpUHIHT € eIu-
HAM MOKJIHWBUM METOIOM OKJIIHIYHOI mlar-
HOCTHUKH BIpUJIbHOI POPMU 3aXBOPIOBAHHS.
Bapro 3BepHyTH yBary, B mepIimiy depry,
HEBPOJIOT1B, JIIKAPiB HEBIIKJIAJHOI JOIIOMO-
'Y, 4 TAKOMK 1HIIMHUX CIIeI[laJjIiCTiB, HA XBOPHUX
3 eIMUJIEIITUYHUMH Ta CYJIOMHUMH CAMIITOMA-
MM, 1 POSTVISHYTH HeOOX1THICTh KOHCYIbTAIII]
€HJOKPHUHOJIOTA JIJISI CYMICHOTO BUOOPY TaKTHU-
KU JIKYBAHHS Y TAKUX KJIIIHIYHUX BUIIATKAX.
KpiMm Toro, cBoeuacua Ta amexBaTHa Tepa-
1S TUIIDKOKOPTUKOIIAMHY Y XBOPUX HA BPOJIIKE-
HYy TiIeprjasiio KOpu HATHUPKOBUX 34JI03,
amenmrye tpodiurnii Brime AKTI' ma ropy
HATHUPHUKIB, YAM IIOIIEPEIKye BUHUKHEH-
Hs 00’eMHUX YyTBOPEHDb, B TOMY YHCJII Mi€JIOJIi-
moM. A cami yTBOpEeHHS IIOTPEeOyI0TH JTUHAMIY-
HOTO CIIOCTEPEsKEeHHs Ta 0l0XIMIYHOI OIIIHKH!
IJISI PAHHBOTO BUSABJIEHHS 1 BTPYYaHHS, 1100
VHUKHYTH KaTacTPOPIUHUX HACITIIKIB.
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[IpencraBienuit piAKICHUN BUIIAM0K BPOIYKEHOI TiIepIiasii Kopyu HaJHUPKOBUX 3aJ103 ¥ HAIlleHTa 3 KJia-
CUYHUM BaplaHTOM HegocTaTHOCTI 21-rigporkcuiasu. Bracrigok anTeHaTaabHOI rimepaHaporeHii po3BUHY B-
csa XuOHUM KiHouMi repMadpoguTusM. TakuM YHMHOM, IPHU HAPOIIKEHHI, 0yJI0 IIOMHUJIKOBO 3aPEeCTPOBAHO
Y0JIOBIYY CTATh.

JliarHo3 BCTAaHOBJIEHO y TPUMICIYHOMY BII[l, ajie, Yepe3 BiJIMOBY OaTBHKIB, ITATOTeHETUYHE JIIKYBAHHS
He IIPOBOJAUJIOCH BIPOJOBIK Oararbox pokiB. [larieHT BUXxoByBaBCsH, AK XJIOMYUK, TeHIepHOI qucdopii He mas.
CucremaTnyHa 3aMicHA TOPMOHOTEpPAIIisl MPEIHI30JI0HOM po3Iodara TiJdbKH 3 31 pOKY IicJst MPOBEIeHOTO
OIIePATUBHOTO BTPYUYAHHS — BUJAJIEHHS MATKU 3 IPUTATKAMH.

JlomaBauHusa 10 Teparmii TeCTOCTEPOHY Ta CHMIITOMATUYHHX IIperapariB 3a0e3mevunso 3a0BlJIbHUN CTaH
maigienTa, sbepeskeHHs mpares3aaTHocT 1 voaosivol morenrii. OnHak BUMyIIeHa BiJIMiHA TECTOCTEPOHY Ta
3MiHA [103yBAaHHS IIPEIHI30J0HY IpUBeja A0 JeKOMIIEHCAIlll Ta HOripIIeHH 3arajJIbHOrO0 1 IICHX0-eMOL1MHOr0
crany. lle 06yMOBJIEHO CUMITOMAMY TI'IIOKOPTHU30JI€M1l, SHUKEHHAM MOTEHIII] Ta, AK HACIIJ0K, HAIIPYKEeH -
MU CTOCYHKaMU 31 craTeBuUM naptHepoMm. Hopekiis 3amicHol Teparrii 3a0e3meunsia IOBepHEHHS TaIlleHTa 10
BIJTHOCHO HOPMAJIBHOTO KUTTS. 3BepTae Ha cebe yBary Toi dakT, 10 ITicJIA BUAAJIEHHSI MAaTKU 3 IPUATKAMU
Ta BIIHOBJIEHHS MOPMOHAJIBHOIL Tepamii y XBOpOro 3HUKJIN elrijienTuuHi ckapru. Kpim Toro, Ha MOMeHT Telle-
PIIIHBOr0 00CTEKEeHHS BUABJIEHO YTBOPEHHS JIIBOI0 HAJHUPHUKA, 110 moTpedye Bepudikaliil Ta crocrepe-
SKeHHS.

KnmoduoBl cmoBa: BpomkeHa rimepryiasis KOpH HATHUPKOBUX 34103, HEIOCTATHICTD 21-T1IpOKCHIIA3H,
MieJIoimoMa HaJHUPHUKA, TeHaepHa Jucdopis, riIIoKOPTU30JIeMlsd, repMadpoOIuTH3M.

RARE CASE OF
CONGENITAL ADRENAL HYPERPLASIA
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In this case presented congenital adrenal hyperplasia in a patient due to 21-hydroxylase deficiency. False
female hermaphroditism was caused by hyperandrogenism during pregnancy. As a result, the male gender was
mistakenly recorded when born.

The diagnosis was made at the age of three months, but, due to the refusal of the parents, the pathogenetic
treatment was not carried out for many years. The patient was brought up as a boy, had no gender dysphoria.
Systematic hormone replacement therapy with prednisolone was started only from 31 years after surgery —
removal of the uterus and its appendages. The addition of testosterone and symptomatic drugs to the therapy
ensured the satisfactory condition of the patient, the preservation of efficiency and male potency. However, the
forced withdrawal of testosterone and the change in the dose of prednisolone led to decompensation and deterio-
ration of the general and psycho-emotional state. This is due to the symptoms of hypocortisolemia, a decrease in
potency and, as a result, a tense relationship with a sexual partner. Correction of substitution therapy ensured
the patient's return to a relatively normal life. Noteworthy is the fact that after removing the uterus and its
appendages and restoring hormonal therapy, the patient disappeared epileptic complaints. In addition, at the
time of the current examination, the formation of the left adrenal gland was revealed, requiring verification and
observation.

Keywords: congenital adrenal hyperplasia, 21-hydroxylase deficiency, adrenal myelolipoma, gender dys-
phoria, hypocortisolemia, hermaphroditism.
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