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Puc. 3. PesynbTaTbl CeKkBeHMpoBaHUA reHa CYP17.

a — (hparMeHT nocnefoBaTeNlbHOCTN 3K30HA 2: reTepo3nroTHas feNeHnsa 2 nap HyK/eo-
TngoB CT B KOfIoHe cepuHa B nonoxxeHumn 117 (A! 17¢1elCT); 6 — cparmeHT nocnegosa-
TeNbHOCTN 3K30Ha 8: reTeposnroTHas 3ameHa 6 Ha A B KogoHe 440, npuBoasaLLan K 3a-
MELLEHVIO aprMHMHA Ha rUcTUanH (A440H). CTpenky yKasblBaloT MO3ULUI0 MyTauuid.
O603HayeHVa HyKneotTnaos: (7— ryaHuH, A — afeHnH, T— TuMuH, C — UUTO3MH, J1—
A v i, 5—C nnn C?, K—Twunm C.

NnnasnMpoBaHbl C aTPOPUUHBIMU CEMABLIHOCALLMMW Ka-
Ha/bLamMu, C HEKOTOPbIMW MPU3HaKamu cnepmatore-
He3a, BTOPUYHOW runepnniasvein KNeTok Jlengura. Ik-
TONWA ANYEK HEPEAKO MPUBOAUT K JIOXKHOW AmarHo-
CTMKe MaxOoBOW rPbDKM U COOTBETCTBEHHO €€ Oonepa-
TUBHOMY "nedeHnto". Kak v B Apyrnx cry4aax 3KTO-
NUn ANYeK, NS NpegoTBPaLLEHNS 3/10KAYECTBEHHOIO
nepepoXXaeHnst nx Heo6xoauMo yaammuTb. TucTonoru-
yeckas XxapaKTepucTuka SUHHNKOB Y NaLVEeHTOB C e-
thekToM 17a-rngpokcunnasbl/17,20-nmasbl MOXET ObITb
pa3INYHON. Y B3POC/bIX MaUMEHTOB 4alle BCero 06-
HapYy>XMBAKOTCA MHOXECTBEHHbIE OBapuasibHble KUC-
Tbl, YUTO, MNO-BUAMMOMY, SB/MISETCA Pe3ybTaTOM XPOHU-
YECKOWM TOHafOTPOMHOM CTUMYnAuuK, (UOPO3HbLIE
CTPOM&/lbHble KIETKM 6e3 runepnnasvn, onnky bl
Yallle aTpe3vpoBaHbl.

Kak v npu gpyrux BapuaHtax BAKH, ocHoBsomno-
nararoLmm neyeHnem ABNSETCA 3aMeCTUTeNbHasA Tepa-
nus ralKokopTukongamun. Mpu agekBaTHO noao6-
paHHOl [03e npenapata NPOUCXOAUT HOpMaIn3aLms
YPOBHEW Kains, PeHWHa W anbA0oCTepoHa B KPOBWU,
NPOUCXOAUT NOCTENEHHOEe CHKeHVe Al 0 HOpMaSlb-
HbIX 3Ha4YeHWi. ANnTeNbHO CYLLLEeCTBYIOLLAA TMNepTeH-
3158 MOXKET OCTaTbCs PUKCUMPOBAHHOM U NOTPeboBaThb
[OOMONHUTENBHON  @HTUIMMEPTEH3MBHOW  Tepanuu.
Mpenapatamu BbibOpa ABMASAKOTCA JIMLLEHHbIE Bblpa-
YKEHHOr0 MWHEPAIOKOPTUKOVAHOIO AeicTBUA Mnpes-
Hun3o0/0H (5—10 Mkr/cyT) u pgekcametasoH (0,3—
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0,5 mr/cyT). ATporeHHbli cuHgpom  MueHko—Ky-
LUMHra 1 rIHOKOKOPTUKOUAHBIA 0CTEONopo3 — Hanbo-
Jlee YacTble OC/OXKHEHUS Teparnun rrKOKOPTUKOU-
HbIMW npenaparamu, 4To TpebyeT akKypaTHOl TUTpa-
LMW KX 003bl, a TakkKe NpodnIaKTUYeCcKoro, a B He-
KOTOPbIX C/y4Yasix — /ie4ebHOro Ha3HavyeHus npenapa-
TOB Kanbums, BuTammnHa D3, 6udocdonHaTos [1,2, 13].
lNMocne Havyana Tepanmu rNIOKOKOPTUKONAAMU BO3-
MOXXEH BbIP&KEHHbIV HaTpuiiype3 C MOBbILUEHNEM
Anypesa, YTO MOXeT MPUBECTU K TMMOBOJIEMUYECKOMY
Kp13y BC/EACTBME CYMPECCUU PeHUH-aHTMOTEH3VNHO-
BOW CUCTEMbI, HOpManu3aums yHKLMN KOTOPO 3a-
HMMaET OT HEeCKOJIbKUX MEeCSLEB 40 HEeCKOJIbKUX eT.
MOBbILIEHHbIN PUCK AHHOTO COCTOSHWA UMEeT MecTo
y MaumneHToB C U3Haya/lbHO 60/iee BbICOKMM YPOBHEM
Al. lpn nepcucTupoBaHNU TUMEPTEH3UN, HECMOTPS
Ha Tepanuio rIIOKOKOPTUKOMAaMW, A06aBsoTCA aH-
TaroHWCTbl  MUHEpPasIOKOPTUKOUAHBLIX  PeLenTopoB
(cnupoHoNakToH), 610KaTOPbl KaslbLMEBbIX KaHa/oB,
peKoMeHyeTCcs orpaHuMyeHve noBapeHHon conun [16].
MauveHTam ¢ JdedektoMm  17a-ruapokcunasbl/
hiAg2B+ TakKe HeobXoAMMO HasHadeHume 3amMec-
TUTENbHOWN Tepanuy NOMI0BbIMM FOPMOHaMK1 Ans op-
MMPOBaHMA BTOPUYHBIX MOMOBbLIX NMPU3HAKOB U CTUMY-
NAUUM  HOPM&bHOTO  MPUPOCTa  KOCTHOW  Macchl,
VMMEIOLLMX MeCTO Mpu NosioBOM co3pesaHnu. 18 foc-
TVDKEHUA NYULINX Pe3y/ibTaTOB HauMHaTh ee criefyeT B
paHHeM MOAPOCTKOBOM BO3pacTe WM C MOMEHTA Aun-
arHOCTUKW, ec/iv 3TOT nepuof yxe npowuen. MNauven-
Tam ¢ KapnoTtunom 46XX TpebyeTcs UMKINYeckKas ac-
TPpOreH-rectareHHasa Ttepanus, a naumeHTam ¢ Kapuo-
TMnom 46XY, y KOTOPbIX OTCYTCTBYHOT MHIO//1EPOBbI
CTPYKTYpbI, Ha3Ha4atoTCA TO/NIbKO 3CTPOreHHble rpe-
napaTbl B MOCTOAHHOM pexkume. [insa cTumynaumm pas-
BUTUA MEHUCa Y NauneHToB C KapunoTunom 46XY wu
YaCTUYHbIM fedieKTOM (PepmeHTa (Hannmume Mackysnu-
HU3aLUMM Hapy>XHbIX FrEHUTaIN) Ha3HayaeTcs 3aMecTu-
TeNbHaa Tepanusa TeCTocTepoHOM. BefieHne naumeHTOB
B MY>KCKOM M0Jie NMpeAcTaBffeT, Kak npasuno, 6osblie
TPYAHOCTEN, B TOM YMC/e K NCUXON0rmyecknx [13].
HapyLueHne thepTWIbHOCTM Yy NauneHToB 06bIYHO
MOCTOAHHOE N HeobpaTMMOoe, XOTH B IMTepaType onu-
caH | cnyyail ycnewiHOW WHAYKUMW OBYAAUMWU U MO-
cnepyroLlein 6epeMeHHOCTU Y >KeHLVHbI C Ae(eKToM
17a-rngpokcnnasbl/17,20-1nasbl € MUCMNOJMb30BaHMEM
aHa/IoroB roHafoTPONMUH-PUIN3NHT-TOPMOHA N 3KCT-
pakoprnopasibHOro onjofoTeopeHns [13].
OwmnboYHasi guarHocTuKa TEeCTUKY/IAPHON demu-
HU3auumn 1 apyrux geektoB 6MocMHTe3a nnm aeicT-
BUS TECTOCTEPOHA Y MauMeHTOB C MyTauusMn B reHe
CYP17 He siBNsieTcA peAkoi. 310, NO-BUAMMOMY, CBS-
3aHO C TeM, YTO M3MEPEHME YPOBHEN MUHEePasloKOPTU-

Tabnuuya 2

[laHHble ropMOHa/ILHOTO aHanM3a KpoBu GosbHOl M. Ha hoHe nede-
HUsA

Mokasaresnb Copfiep>xaHvie Hopma
17-OP, HmoOnb/N 0,3 0,45-3,3
Ar3A-C, vmons/n 273 1000-5500
AK.TI, nr/mn 3,9 10-60
*AKTT, nr/mn 4,4

MpumeyvaHue. * — 3a6op Kposu npounsseseH B 23:00.



KOWAOB 1 UX NpeaLlecTBEHHUKOB B KPOBW, OCOBEHHO
npv OTCYTCTBUW YKa3aHWU Ha Hanume apTepuanbHO
rMNepTeH3nn, He ABNSETCA PYTUHHBLIM U [OCTYIMHO
TO/IbKO B KPYMHbIX Y3KOCMNeLan3npoBaHHbIX KINHU-
kax mupa [3].

B nocnegHuve rofbl NosBuAnCL Nye6nvkaumm o cBs-
31 nonumopgpusma reHa CYP17 ¢ puckoM pasBuUTUA
paka MOJIOYHOW >Kenesbl, POTOBOI MOMOCTW, runep-
TeH3un [5, 12, 15, 17].

Takum o6pa3om, cuHApom AeduumTta 17a-rugpo-
Kcunasbl/17,20-nvasbl ABNAETCA PeKUM U TPYAHO AU-
arHOCTUPYEMbIM 3HLAOKPUHOMOTMYECKMM 3a60/1eBaHu-
€M, C KOTOPbIM MOXeT BCTPETUTLCH B IeHEOHON npak-
TMKe Bpay NpakTuyeckn noboii cneunanbHOCTH, a nc-
cnegosaHve reHa CYPW ¢ onuvcaHMeM ero MyTauuid,
NX CTPYKTYPHbIX, (DepPMEHTATUBHBIX U KIVMHUYECKNX
nocneacTBUiA NpeacTaBnseT 60/bLUOK MPaKTUYECKU
N Hay4HbI NHTEpeC.
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'Y SHAOKPUHOMOTMYECKUIA HayuUHbI/ LeHTp (aup. — akag. PAH n PAMH W. W. Oenos) PAMH, Mocksa

anuaemuonorus

MepBUYHaA XpOHMYeCKas HaAmoyeyHMKoOBass HefdocC-
TatouyHocTb (MXHH) aABNseTcs OTHOCUTENBHO PELKUM
3aboneBaHveM. Ha cerofHALWHWI AeHb, MO AaHHbIM pas-
HbIX aBTOPOB, pacnpocTpaHeHHocTb NMXHH B Mupe 3Ha-
ynTenbHO BapbupyeT. Hanpumep, B EBpone 3abonesae-
mocTb MNXHH Ha 100 000 HaceneHusa cocTasnaeT 12—13
cnyyaes, B CLLUA — npumepHo 5 cnydaes, B HoBsoli 3e-
naHamu nnuwe 0,45 cnyyas [30, 35, 36, 53]. Mexay Tem,
KMHMYeCKas 3HaYMMOCTb 3a60/1eBaHNA BO3pOC/a 3a no-
cnegHue gecatunetud. No cpasHeHuto ¢ 1970 r. pacnpo-
cTpaHeHHocTb MXHH B 06wei nonynsaumn yeenuyu-
nacb 6onee yem B 3 pasa. Noka OCTaeTca HeACHbIM, SiB-
NAETCA NIN JaHHbIA (haKT LeACTBUTE/IbHLIM OTPaXKEHVEM
Bo3pocLueli 3abonesaemocTi MXHH mnmn e pesynbTta-
TOM NyuLuen BbigBnsemoe™ [23].

Knaccuumkanms

3a 150 net (CO BpeMeHW MepBOro KANHUYECKOro
onucaHnsa 60ne3Hn AAANCOHA) 3HAYUTE/IbHO pacLuun-
pYI0OCh MOHATME 06 3TMOMONMYECKOlM CTPYKType Haf-

MOYeYHMKOBOI HegocTaTodHocTu (HH). MpuunHamm
MXHH asnsawoTca: [9, 42]:

— ayTOMMMYHHbI afpeHannT;

— WHMEKUNOHHbIV  agpeHannT: Ty6epKy/esHbli,
rpMbKoBbIA  (KOKUMANOMAOMUKO3,  FUCTOM1a3M03),
BMpYCHbIi (BUY, untomeranosumpyc);

— Heonsasum (KapumMHOMbl HaAMoYeyHUKOB, Me-
Tactasbl paka erkux, >enyfka, MOMOYHbIX >Kenes,
NMMOM, MeslaHOMblI);

— TEeHEeTMYECKMEe HapyLUeHUa: aApeHONenKoancTpo-
thua, BpOXKAEHHASA rMnonnasna HagrnoyYeyHKos, CUHAPOM
pesucteHTHOCTUM K AKTI (HacneACTBEHHast I/IlOKOKOPTU-
KOW[HasA HefoCTaTOYHOCTb; CUHAPOM 3-A, UNN CUHAPOM
Al8rooye), 60n1e3HU MUTOXOHAPUaIbHON AHK (cuHapom
KepHca—Celipa 1 gp.), BpOXAeHHas AMCHYHKUUS KOpbl
HaAmno4yeyHnKos, cuHapom Cmunta—Semnn—Onuua;

— BO3[elCTBNE NeKapCTBEHHbIX npenapaTos (Mu-
TOTaH, amMuWHOrayTeTemMuj, KeTOKOHa30/, 3TOMWUAAT,
pudamMnuuuvH 1 ap.);

— [BYCTOPOHHSA afpeHan3KToMus;

— [pyrvue npuYmnHbLL: Capkompaos, aMuiougos, re-
MOXpPOMAaTO3, FMCTUOLNTOS;
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