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BPOXAEHHAA ANCOYHKLUMA KOPbl HAANOYEYHUKOB HA ®OHE AEOULIUTA

11B-TMAPOKCUNA3DI

© 3.P. AnumetoBa'*, T.A. bekmaHcypoBa?

'OIrbOY BO «KazaHcKuMI rocyfapCTBEHHbIN MEAULMHCKII YHUBepcuTeT» MrH3gpaBa Poccun, KasaHb, Poccus
2BY3 YP «fopogckasa nonuknunHmka N°6 MmHuctepcTsa 3apaBooxpaHeHuns YamypTckor Pecnybnukuy, Mxesck, Poccua

BpoxpeHHaa aucoyHKUmMA Kopbl HagnoveuyHukos (BAKH) npencrasnaet coboi BapmaHT HacneAcTBEHHbIX depmeHTonaTuii,
NPUBOAALLNX K HAPYLLUEHWIO CUHTE3a KOPTM30/a B Kope HafnovyeyHNKOB. 3ano3ganas AMarHoCTKa AaHHOW NaToNorim 3Hauu-
TeNIbHO HapylUaeT KauecTBO XM3HW NALMEHTOB, @ B HEKOTOPbIX C/Tyuasax MOXeT NprBecTr K dpaTanbHbiM nocneacTamam. Han-
6onee yactaa dopma BAKH, sBctpeuatowiasca 6onee uem B 90% cnyyaes, obycnosneHa gepuuutom 21-rmgpokcmnasbl, OTBET-
CTBEHHOW 3a CUHTE3 1e30KCMKOPTUKOCTEPOHa 1 11-ge30KcmKkopTu3ona. PacnpocTpaHeHHOCTb AaHHOM GOpMbl COCTaBAAET OT
1:10 000 Ao 1:20 000 HoBOPOXAEHHBIX B MUpe, B Poccun — 1:9500. Ha BTopom mecTe HaxoauTtca aedpuumt 113-rugpokcrnasbl
(rmnepToHunueckaa ¢opma BAOKH), Bnusowmnin Ha cuHTe3 KopTmsona. [lJaHHaa ¢opma 3aboneBaHUs BCTPeYaeTcs NpuMepHoO
y 1:100 000 HOBOPOXAEHHBIX B MMpPe, B POoccum e pacnpocTpaHeHHOCTb AaHHOW GOpMbI 10 KOHLA Hen3BecTHa [1].

MpuuunHa no6o popmbl BOKH — 310 MyTaumm reHoB, oTBeYatoLWmX 3a CMHTe3 GepMeHTOB UM TPaHCMOPTHbIX 6enKkoB, yya-
CTBYIOLUMX B CMHTe3e KopTu3ona. 11B3-Tngpokcrnasa cuHTe3npyeTcsa B NyYKOBOW 30He KOPbl HAAMOUYEYHNKOB 1 PerynupyeT-
€Sl 3 PEHOKOPTMKOTPOMHbBIM FOPMOHOM MO MEXaHW3My oTpuLaTenibHol obpaTHon cBsa3n. dedpuuut 11B-rugpokcnnassl (ru-
neptoHuuyeckaa popma BJKH) passusaetca Bcneactame myTtaumii reHa CYPT1B, nokann3oBaHHOro Ha xpomocome 8. [laHHasA
MyTauuma 6nokupyet depmeHTaTMBHOE NpeBpalleHre 11-0e30KCMKOPTM30Ma B KOPTU30/, @ TakKe 1e30KCUKOPTUKOCTEPOHa
(AOK) B KOPTUKOCTEPOH, UTO NPUBOAUT K HakonneHuto OK, obnagatollero MMHepanoKopTUKOULHOM aKTUBHOCTbLIO. IMEHHO
n36biTok [JOK AaBNAETCA NPUYMHON NOBbILWEHNA apTepuanbHoro aasneHua (Al) npu runeptoHnyeckon popme BAKH.

Mpu geduumTte 113-rmgpokcrnasbl, BcneacTere nosbilweHns yposHa JOK, nedruuta MrHepanoKopTUKOMAHON akTUBHOCTH
HeT, HanpPOTKB, Ha GOHE KNUHNYECKMX NPU3HAKOB MIOKOKOPTUKONAHON HeJOCTaTOUHOCTU MOXET HabnoaaTbCA NoBbILEeHKe
A.Mpun peduunte 21-rmapoKcmnasbl KNMHNUYECKan KapTyHa NpeAcTaBsaeT coboi NepBUYHYI0 HaJNOYEeYHNKOBYIO HeAOCTa-
TOYHOCTb (fedULUT FI0KO- U MUHEPaNoOKOPTUKOMAOB). ednuunT rioKOKOPTUKOMAOB NPOABAAETCA MblLLeYHON cnabocTbio,
YTOMIIAEMOCTbIO, FTMepnUrMeHTaLmel KOXKHbIX MOKPOBOB. KnnHyeckasa KapTuHa AedpuumTa MUHEPanoKopTUKOULOB BKIIO-
yaet B cebA CMHAPOM MOTEpPY CONU: apTepuanbHasa rMMNOTeH3nA, Taxnkapavsa, aguHamna, GubpunnapHole NogepruBaHnA
MbILLILL, CyXOCTb U CHUXKEHWE Typropa KoxMu, LMaHo3 1 MPaMOPHOCTb KOXHbIX MOKPOBOB. [MnepaHAporeHUa xapakrepHa ana
o6eunx dopm BAKH. CumnTOoMbI runepaHaporeHnn y nL, XXeHCKOro Nnona: BUpUIn3aLua Hapy»KHbIX NOSTIOBbIX OPraHoB, ame-
Hopes, BblpaXkeHHaa anoneuna u rmpcytmsm. B HeguarHoctnpoBaHHbIX cnyvaax BAKH naumeHTKy ¢ XeHCKMM KaproTumnom
UMeIOT MY>KCKol peHoTh.

KJTIOYEBbIE CJ/IOBA: 8pox0eHHas OucgyHKUUsA Kopsl HA0NoYyeyHuUKos; 2 1-2udpokcunasa; 118-eudpokcunasa; CYP21; 2unepaHopozeHus; degu-
Uum 2/1I0KOKOpMuUKou008; 0edhuyum MUHEPAaI0KopmMUKoUoos.

CONGENITAL DYSFUNCTION OF THE ADRENAL CORTEX ON THE BACKGROUND
OF 113-HYDROXYLASE DEFICIENCY

© Zulfiia R. Alimetova', Tatyana A. Bekmansurova?

'Kazan State Medical University, Kazan, Russia
2City polyclinic 6 of the Republic of Udmurtia, Izhevsk, Russia

Congenital adrenal dysfunction (CHD) is a variant of hereditary fermentopathies that lead to a violation of the synthesis of
cortisol in the adrenal cortex. Late diagnosis of this pathology significantly impairs the quality of life of patients, and in some
cases can lead to fatal consequences. The most common form of CHD, occurring in more than 90% of cases, is due to a de-
ficiency of 21-hydroxylase, which is responsible for the synthesis of deoxycorticosterone and 11-deoxycortisol. The prev-
alence of this form is 1:10,000 to 1:20,000 newborns in the world, in Russia — 1:9500. In second place is the deficiency of
11B-hydroxylase (hypertonic form of HCHD), which affects the synthesis of cortisol. This form of the disease occurs in about
1:100,000 newborns in the world, and in Russia the prevalence of this form is unknown [1].

The cause of any form of CHD is mutations in the genes responsible for the synthesis of enzymes or transport proteins
involved in the synthesis of cortisol. 113-hydroxylase is synthesized in the zona fasciculata of the adrenal cortex and is reg-
ulated by adrenocorticotropic hormone by a negative feedback mechanism. 113-hydroxylase deficiency (hypertonic form
of HCHD) develops as a result of mutations in the CYP11B gene located on chromosome 8. This mutation blocks the enzy-
matic conversion of 11-deoxycortisol to cortisol, as well as deoxycorticosterone (DOC) to corticosterone, leading to the ac-
cumulation of DOC, which has mineralocorticoid activity. It is the excess of deoxycorticosterone that causes an increase
in blood pressure (BP) in the hypertensive form of CHD.
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In 21-hydroxylase deficiency, the clinical picture is primary adrenal insufficiency (deficiency of gluco- and mineralocorticoids).
The clinical picture of mineralocorticoid deficiency includes salt loss syndrome: arterial hypotension, tachycardia, adynamia,
fibrillary muscle twitching, dryness and decreased skin turgor, cyanosis and marbling of the skin. Glucocorticoid deficiency is
manifested by muscle weakness, fatigue, hyperpigmentation of the skin. With a deficiency of 113-hydroxylase, due to an in-
crease in the level of deoxycorticosterone, there is no deficiency of mineralocorticoid activity, on the contrary, against the back-
ground of clinical signs of glucocorticoid insufficiency, an increase in blood pressure may be observed. Hyperandrogenism is
characteristic of both forms of CHD. Symptoms of hyperandrogenism in females: virilization of the external genitalia, amenor-
rhea, severe alopecia and hirsutism. In undiagnosed cases of CHD, patients with a female karyotype have a male phenotype.

KEYWORDS: congenital adrenal cortical dysfunctuon; 21-hydroxylase; 11B-hydroxylase; CYP21; hyperandrogenism; glucocorticoid deficiency;

mineralocorticoid deficiency.

AKTYAJIbHOCTb

YuntbiBas BTOPYIO MO YacTOTe BCTpevyaeMOCTU Hacnep-
CTBEHHy0 dpepmeHTOnaTuio cpean BAKH, BaxHyl KAvMHU-
YeCKytlo 3HaUMMOCTb Y OCOBEHHOCTV BeAEeHUs MaLMEHTOB,
a Tak»Ke OTCYTCTBME JaHHbIX O pacnpocTpaHeHHOCTH B Poc-
CUK, ONUCAHKE KIMHUYECKOTO HabnogeHns npecraBnsaeT-
CA JOCTAaTOYHO aKTyasibHbIM.

OMUCAHUE CNYYAA

MaumneHTKa O., 18 neT obpaTuNach C »kanobamm Ha Tow-
HOTY B AHEBHOE BpeMs, He CBA3aHHYI C NMPUEMOM MUK,
noTepio Beca Ha 9 Kr B TeyeHue 3 mec Ha GoHe OBbIYHOTO
NUTaHNA, MblLLEYHYIO C1aboCTb, yTOMIAEMOCTb.

W3 aHaMHe3a 13BECTHO, UTO NPU POXKAEHNN peGeHOK Obin
3aperucTpupoBaH B My>KCKOM nojne. Haxogmncsa Ha avcnaH-
CEepHOM yyeTe y XMpypra no rnosogy 2-CTOPOHHEro KpUnTop-
XM3Ma, TMNocnagn. YUntolBas UMEIOLLYIOCA NMaToNOMnIo, He-
O[IHOKPAaTHO Oblfo pekomMeHA0BaHO 06CIe0BaHKEe y yposiora
W SHAOKPVIHOMONA, OAHAKO AaHHble PEKOMEHZALUN He Oblu
BbINosiHeHbl. B Bo3pacTte 3 roga 11 mec BO Bpems MnaHoOBOMW
rocnuTanu3auun B AETCKY0 ropoAacKylo 60ibHMLY Ha doHe
MOABNEHUA MPU3HAKOB YCKOPEHHOTO $Gr3nYeCcKoro 1 nomo-
BOrO pa3BuUTvA (rMneprnrMeHTaumsa KOXu MOLIOHKU 1 Mofo-
BOrO U/ieHa, OBOJNIOCEHME NI00Ka, yrpeBas Cbifb Ha NnLe) bbina
BHOBb PEKOMEHOBaHa KOHCY/bTaLus SHOOKPVHOJIOra.

PebeHOK OCMOTPEH 3HAOKPMHOJMIOrOM JMlib B BO3pac-
Te 6,5 roga, 6bin HanpaeneH B OI'Y SHL ¢ uenbio moneky-
NAPHO-TEHETUYECKOTO UCCNeAoBaHUs Haumbonee 4acTbIX
MyTaumii reHa CYP21, koTopble He Obiny OBGHapy»KeHbl.
YunTbiBas BblpaxkeHHY0 Bupunusaguio (no Mpagepy 4: ne-
HMCOO6PA3HbLIN KIUTOP WM Y3KUIA YPOTreHUTAsNbHbIN CUHYC,
OTKPbIBAIOLMIACA HA HVKHEN MOBEPXHOCTY KNMTOPa; 601b-
LWMe nosioBble rybbl ObUIY CpaLleHbl Hanofobrie MOLLIOHKM)
NpW OTHOCKTENbHO HEBbICOKMX NoKa3aTenax 17-OHP, a Tak-
e OTCYTCTBUE PacnpOCTPaHeHHbIX MyTaumi B reHe CYP21,
6b11 3anogo3peH geduuut 11B-rugpokcrnassl (rMnepToHu-
yeckas dopma BIKH), uto u 66110 NOATBEPKAEHO MONEKY-
NAPHO-TEHETUYECKM aHaNIM30M: BbIsIBIEHA KOMMayfHas
reteposurotHaa myTtauma Q338X n IVS3+12G>A. beina npo-
n3BefeHa CMeHa My>KCKOTO MacrMoOPTHOrO MOfa Ha XEeHCKUIA.

OpHoBpemeHHO npu obcnefoBaHuy B . Mockee 6b110
BbIABNIEHO WCTMHHOE (UeHTpanbHOe) MpexAeBpemMeHHoe
MosoBoe pas3BUTME C MOMOLLBID CTUMYMALUOHHON MpPOo6bI
¢ bycepenvHom, HazHauyeHa Tepanva gudepenuHomM B Jo3e
3,75 mr 1 pa3 B 28 fgHeln, KOTOPYIO MauueHTKa nosy4yana
00 9 net. PekomeHOoOBaHHOE onepaTMBHOE nevyeHue (de-
MUHM3MPYIOLAs MiacTMKa reHuTanuin 1 3Tan) npoBefeHO
B Poccuninckoin getckon KnuHmnuyeckon 6onbHule r. MoCKBbI
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B 7,5 roga. B 15 net npoBefeH 2-i1 31an deMUHU3MpYIOLLeNn
nnactukmn. C 6 o 16 neT NaumeHTKa nosnyyana rmapoKopTu-
30H B go3e 15-30 mr/cyT. B TeueHre nocnegHero roga naum-
€HTKa perynapHoO NpuHUmana rugpokopTnsoH 20 mr/cyt (5
Mr yTpoMm, 5 Mr B 06ep, 10 Mr Beuepom).

HacneacTBeHHbIl aHaMHe3: He OTATOLEeH.

[MHeKkonormyecknn aHamHes: meHcTpyauum c 12 nert, pe-
rynapHble, 4SINTENIbHOCTBIO MO 4 AHA, HEOOUIIbHbIE.

Mpu ob6bekTBHOM ocmoTpe. CocTosiHME YROBAET-
BoputenbHoe. Poct 139 cm, Bec 58 kr. MMT 30,0 kr/m2
KoXKHble MOKpPOBbI 1 BUANMbIE CIIM3UCTblE PpU3noNornye-
CKOW OKpacKu, HopManbHoOW BraxHocTu. LLuToBmngHas
XKenesa BM3yallbHO He onpefensaercd, nNpu nanbhnayuu
He yBeNIn4YeHa, NOTHO-3/1aCTUYECKON KOHCUCTeHL MK, 6e3-
6onesHeHHas. [lbixaHne Be3UKynApHoe, XpmnoB HeT. Y41
17 B MuHYTy. TOHbl cepaua pPUTMUYHbIE, ACHbIE, LIYMOB
HeT, YacToTa cepheyHbix cokpaweHun (HCC) 72 B MUHYTY,
A1 100/70 mm pt.cT. OpTOCTaTMYECKan npoba oTpuLaTenb-
HaA. >K1MBOT yBenMyeH B o6beme 3a cueT MOAKOMKHOM XKNPO-
BOW KNETYaTKN, MATKNIA, NPy Nanbnaunm 6e360ne3HeHHbIN.
OTekoB, NacTO3HOCTN HeT. [lepBUYHbIE MONOBbIE MPU3HAKN:
Hapy»KHble MOJIOBble OpraHbl Pa3BUTbl NpaBWbHO. BTo-
pVYHblE MONOBbIE MPM3HAKW: TUM OBOJIOCEHUA KEHCKWUM
(oBONOCEHME B NOAMbILLIEYHBIX BNagNHaX, B TOOKOBOMN 06-
nactu). MonouHble Xenesbl OKpyrion Gopmbl, Npu nanb-
naunmn 6e360ne3HeHHble, MArKON KOHCUCTEHLUN. KOXKHbIN
NMOKPOB Haf »ene3aMu He n3ameHeH. COCKM He BTAHYTbI, Na-
TONOrNYECKNX BblAENEeHNN HeT.

JlabopaTopHble faHHble.

Mpu wnccnegoBaHWMM  FOPMOHANbHOIO  CTaTyca  Bbl-
ABNEH HM3KUN ypoBeHb KopTtusona: 31,7 Hmonb/n
(N 185-624 HMONb/n), NOBbIWEHHbIA YPOBEHb TUPEOTPOr-
Horo ropmoHa: 10,15 mkME/mn (N 0,23-3,4 MKkME/mn).

B pyTUHHbIX MeToaax nccnefoBaHUN HapyLeHWA He Bbl-
ABNIEHO.

YuntbiBasi Kanobbl ” BbISBNEHHbIE KINHNKO-Nabo-
paTOpHble M3MEHEHUs, C LUEeNblo Koppekuun aeduuuta
rMIOKOKOPTUKOMAOB [03a T[MAPOKOPTU3OHA YyBeNMYeHa
€ 20 go 25 mr/cyT (7,5 mr yTpom, 7,5 mr B obef, 10 mr Beye-
poM), a TaKXe NpoBefieHa KoppeKLma TMPEOAHOro cTaTyca:
NEBOTMPOKCWH HaTpurA 25 MKr/cyT.

KnuHunuyeckuin gnarHos.

OcHosHou: BKH, peduunt 11B-rugpokcunasel, runep-
TOHMYecKaa ¢opma (KoMnaypHasa reTepo3vroTHas MyTa-
uma (Q338X11VS3=12G>A) B reHe CYPT11B1). Bupnnuzaums
4-n cteneHu no lNpapepy B aHamHe3e. CocTosHMe nocne
ZBYX 3TarnoB ¢eMUHN3MPYIOLLEN NIAaCTUKN FeHUTaNni.
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ConytcTytowme: OxupeHue 1- cTeneHn anvMeHTap-
HO-KOHCTUTYLIMOHaNbHOro reHesa (MMT 30,0 kr/m?). Cyoknu-
HMYECKNI TMNOTUPEO3, BNEPBbIE BbIABIEHHbIN.

Takxe 6bIM gaHbl pekomeHaaumn: KoHtponb Afl (1 pa3
B Hefeso 2 pasa B ieHb 1 NMPU MJIOXOM CaMOYyBCTBMM), 06-
cnefoBaHVe y KapAmosora, BejeHne KaneHgapsa MeHCTpya-
LW, OLlEeHKa B AUHAMUKE COCTOAHNA GYHKUMN WNTOBULHON
xenesbl (TMPEeOTPONHbLIA FOPMOH yepes 2 Mec), Y3 wuto-
BMAHOW »ene3bl B AUHaMMKe 1 pas B rof, niaHoBas rocnu-
TanuMsauma B SHAOKPUHONOIMYECKOe OTAeneHne ANA KOH-
TPONbHOro o6cnefoBaHus Yepes 1 rog UM No NoKasaHusaM,
HabniofeHne y SHOOKPUHOIOra Mo MECTY KUTENbCTBA.

OBCYXXAEHUE

MNpuBedeHHbIN KNMHNYECKWI Cflyvaln yKasblBaeT Ha 3Ha-
YMMOCTb NMPOBEAEHNA HEOHaTasIbHOro cKkpuHuHra BAKH, npwm
3TOM HOpMaJibHbI ypoBeHb 17-OHP Ha ¢poHe npur3HakoB BuY-
punmsaumu TpebyeT NPOoJOIIKEHNSA ANArHOCTMYECKOTO MOMCKa
NPVYUH TUNEPaHAPOreHnn, BO3MOXHOW NMPUYNHON KOTOPOW
ABnAetca aedbnumnT He 21-rugpokcunasbl, a 11B-rmapokcrnassbl.
He meHee BaXkHa NMPeeMCTBEHHOCTb OKa3aHUA MeAULIMHCKOWN
MOMOLLM Ha 3Tare AUArHOCTVKU U NTIeYeHUs JaHHOro 3abore-
BaHMA MeXAy Bpayamiy PasnnyHbIX CleumanbHOCTeN, a Takxke
OeTCKNUMI 1 B3POCbIMU SHAOKPUHONOramu. [laHHbIN KNnHWYe-
CKMI CITyYait [EMOHCTPUPYET He TONIbKO HEOOXOANMOCTb KOM-
neHcaunm rMioKOKOPTUKOMAHOW HeJOCTaTOYHOCTY Jaxe npu
No3J4HeM Hayvarne fie4eHus, HO N BaXKHOCTb AVHAaMMNYECKOro Ha-
6n0aeHs C Lienbio CBOEBPEMEHHOW KOPPEKLUY Tepanmu. 3To,
B CBOIO ouepefb, CoCcOOCTBYET KOMMEHCALIMN FOPMOHAJIbHbBIX
HapyLLUeHWI, NPensATCTBYET NPOrpeccrpoBaHmio 3aboneBaHus,
KOTOpOe B JaHHOM Ciyyae, Ha GpoHe HapacTaHVs CUMMTOMOB
HaAMOYeYHKOBOW HeJOCTaTOYHOCT! W TMnepaHgporeHny,
B JaNbHenLweM MOXET TaKkXKe NPOABUTLCA apTepuanbHON M-
nepTeH3ven. BoiABneHre 1 neyeHve conyTcTByOLWKMX 3abore-
BaHMWI TaK>Ke ynyyLlaeT NpOrHo3 B LiesIoM.

3AKNIOYEHUE

M3BecTHO, UTO KnMHuYeckaa kKaptuHa BIKH moxet Ba-
pbupoBaTh OT becnnoans, HapyLLEHU MEHCTPYANbHOIO LUK-
Nla N aKkHe A0 OCTPOWN HaAMOYEYHNKOBOW HEAOCTAaTOYHOCTM.
O6wwum npossneHnem ana aeduunTa Kak 21-rmgpokcmnassl,
Tak 1 11B-rnpgpoKcmnasbl ABNAETCA afpeHOreHNUTaNbHBbIN CUH-
OPOM, KOTOPbI CONMPOBOXAAETCA U3ObITOYHON CeKpeLueit
aHAPOreHOB. JTO NPOABNAETCA Yy AeTel Pa3BUTON MyCKyna-
TYpOW, yCKOpeHMeM pocTa (BHauane oHM onepexatoT B pocTe
CBEPCTHUKOB, ofHaKo nocnie 10 neT, BCneacTBMe Npexaes-
PEMEHHOTO 3aKPbITUA 30H POCTa, OCTATCA HU3KOPOCIIbIMU).
B npenybepTaTHOM Mepurofie XapakTepHO NpexAeBpemeH-
HOe OBOJIOCEHMe. Y HEeKOTOPbIX MaSIbuMKOB MOKET 3Hauu-
TeNbHO YBENIMYMBATLCA MEHWC U NOABAATLCA SPEKUKA, HO NpU
3TOM TOPMO3UTCA Pa3BUTUE AMYEK. Y AieBOYEK HabnogaeTcs

NOXHbIN repmadpoanTriam. Y 060ux NONOB MOXET MPUCyT-
CTBOBATb rMMNepnrmeHTaLmsa KOXHbIX MOKPOBOB. B nogpocT-
KOBOM BO3pacTe Yy [AeBOYeK Habnopaerca Tenoc/oXeHve
1 OBOJIOCEHUE MO MYXXCKOMY TWMY, FONIOC NprobpeTaeT HU3-
KU TeMOP, MEHCTPYaLMM He HACTYMaloT, MOJIOYHbIE Xene3bl
He pa3BMBAlOTCA. Y B3POCSIbIX MPU HeKnaccuyeckon dpopme
BIOKH npwu oTCcyTCTBUN APKUX KIMHNYECKUX MPU3HAKOB Y, CO-
OTBETCTBEHHO, AMArHOCTUKM 1 neyeHnsa BOKH asnaetca npu-
YVHOW EHCKOTO 1 My>KCKOro becnioaus.

YuuTbiBas BO3MOXKHbIE MOCNEACTBUA OIS KU3HW 1 300P0-
Bbsl MaLMeEHTOB, HeobXxoArMa CBOEBpPEMEHHas AMArHoCTUKa
JaHHOro HapyLweHus. ONmuMasnbHbLIM MemooOM 8bls8/IeHUS
B/IKH 8o scem mupe 8 HaACmMosAwee 8pemMa cHumaemcs nposae-
OeHue HeoHAMAsnAbHO20 CKPUHUH2d. [lns 2unepmoHuyeckol
¢opmbl BKH oCHOBHbIM MApKepoMm A8715emcs onpeoenieHue
11-0e30KcUKOPMU30/1a — OCHOBHO20 NPEOWECMBEHHUKA KOp-
mu30s14a, Haxo0AWe20ca HenocpedcmeeHHO Haod epmeHmad-
MUuBHbIM 6JI0KOM C NOMOWbI0O MAHOEMHOU Macc-cnekmpome-
mpuu. lMpu Knaccudeckom 8apudHme 3a60/1e8aHUS OH OO/IKeH
npegbiluame Hopmy 6osnee yem 8 5—10 pa3s. Takxe 803MOXHO
uccnedosarue mymauyuti 8 2eHe CYP11B1 [1], o0Hako uccnedosa-
Hue mymayuti 8 2eHe CYP11B1 0718 0uazHOCMUKU 2unepmoHuye-
ckol popmel BJKH e Poccuu npogodumcs kpatiHe peoko [1].

O6LEeNPUHATEIM METOAOM MEAMKAMEHTO3HOW KOPPEeKLmM
BOKH cumtaetcs HasHaueHue FNoKOKOPTUKOMAOB (KOPOTKOro
U OUTENBHOTO AENCTBYSA), NMPY MPU3HAKaX MUHEPanoKopTu-
KougHoro geduumta — MMUHEPaNOKOPTUKOMAOB (Mpy HEOOXO-
aumoctn). Mpwn rneptoHnyeckon popme BOKH ¢ pednumtom
11B-rmgpokcnasbl geduumta B MMHEPAIOKOPTKOMAAX HET,
1 B IEYEHNM MPYIMEHSAIOT NPenapaTbl C IIOKOKOPTUKOVAHON aK-
TUBHOCTbIO. JleueHne BJIKH 3akntouaeTca He TONbKO B 3aMeCTu-
TENbHOV TepanuK, HO 1 B MEPBYIO oUYepeib NOAABIEHUN CMHTE3]
AKTT, uenblo KOTOPOro ABAAETCA CHUMKEHNE CTUMYNALIM KOPbl
HaZMOYEYHUKOB 1, COOTBETCTBEHHO, YMEHbLLEHME MPOOyKLMK
aHgporeHos. lNpenapatom BbIOOpa 3aMeCcTUTENIbHON Tepanum
y [eTell C OTKPbITBIMUA 30HaMU POCTa ABMAETCA TabneTmpoBaH-
HbI MMOPOKOPTU30H, Tak Kak OH B MeHbLLEN CTeneHy BInaeT
Ha ckopocTb pocTa [1]. Ecnn Ha poHe npriema rMIoKOKOPTUKO-
UOOB He YAAETCA CKOPPEKTMPOBaTb apTepurarbHyto rMrnepTeH-
3110, Npenapatamu Bbibopa Ansa cHuxeHusa Al snsioTca 6roka-
TOPbI KasbLMEBbIX KAHAMOB U KanuncoeperatoLyie anypeTuki.

Ona runeptoHnuyeckon ¢opmbl BAKH Ha ¢oHe pedu-
umTta 113-rugpokcmnassl, Korga nabopaTopHbIN KpUTepuii
AnA oueHKn KomneHcauum (yposeHb 11-[OK) HegocTyneH
B PYTMHHOW MPAaKTMKe, NOsIBEHME NMPU3HAKOB MMOKOPTY-
uM3Ma, F’MNepPaHapPOreHnH, a TaKkxe nosbiweHre ALl AaBnsaioT-
CA KOCBEHHBbIMM KPUTEPUAMU HEOOXOAVMOCTU KOPPEKLMM
Tepanun [1]. XKeHwuHbl ¢ BOKH HyXxpgaloTca B eXxerogHom
HabnogeHun ruHekonora. B cnyyae HapyweHWn MeHCTpy-
aNbHOTO LMKMa 1 afekBaTHOW KOMMeHcaumm 3aboneBaHus
peKOMeHAYEeTCs He yBEeNMUYMBaTb 03y MIOKOKOPTMKOUIOB
[o cynpadusmnonormyeckon, a fobaBuTb K Tepanu Komou-
HUPOBAHHbIE OpasibHble KOHTPaLenTuBbI [2].
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