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Pe3yabTarhl JJeUeHUs1 NAIMEHTOK ¢ BIiepBble BHIABJIEHHBIMHU
HEKJIACCHYeCKUMH (popMamMu BPOKIAEHHON TUCHYHKIIUN
KOPbI HAINOYEYHUKOB

I'T. Panuxoea’’, A.B. Anukoeckasn’

"HAO «Meouyunckuu ynusepcumem Kapazanowry, Kapaeanoa, Pecnybnuxa Kazaxcman;
2TOO «Knunuxo-ouaznocmuyeckuii peaburumayuonnsiii yeump «SANAD»», Kapazanoa, Pecnyonuxa Kazaxcman

AHHOTANUA

AxTyaabHoOCcTh: Bpoxnennas nucdynkmms xops! HaamodednnkoB (BJIKH) — 3to ayrocomMHO-peneccuBHOE 3a00sieBaHNe, IPUBOASINEE K Ha-
PYILICHHIO PENPOAYKTHBHON (YHKIMH, KOTOPOE BCTpedaeTcs JoctarouHo 4dacto. Hekmaccuueckas ¢opma BJIKH (rdBAKH) npencrasmsier
co0oif "MArkui" BapHaHT TedeHHs OOJNe3HH, KOTOPBII UMEeT TeTepOreHHYI0 KIMHUYECKYI0 KapTUHY, YTO 3aTPyAHSET JUarHOCTHKY M JaJlb-
Heiflee BeieHNE MAlMeHTOK, YTO OOYCIOBIUBAET aKTyalbHOCTh AaHHOW mpoOnemsbl. [IpobGmema nuarnoctuku HOBAKH uMmeer HECKOIBKO
rpaneii. [Ipexxae Bcero, 3To CKpbITast KIMHUYECKas! KapTHHA U JIATEHTHOE TEUESHHE CHMITOMOB, KOTOpasi KOPPEIUPYET CO CTENEeHbI0 neduimra
(epmenrta. [lpyras rpaHb — 3TO HEOCTaTOYHAsI HHPOPMHPOBAHHOCTH JOKTOPOB O JAHHOM IATOJIOTUH U HEMOOLEHKA 3HAUCHNUS JaHHOI! ImaTo-
JIOTUH B CUCTEME PETIPOAYKTUBHBIX (DYHKIHUIL.

Lens nccaenoBanus — IPOAHATN3NPOBATH OCHOBHEIE IPUYMHBI IEPBHYHOTO 0OpaIeHHs KEHIIMH ¢ BliepBble BbIsBIeHHOW HOBAKH, ximun-
9ecKyIo 3()(EKTHBHOCTH MMAaTOTeHETHUECKOTO TOIX0/a B KOMIUTIEKCHOH Tepanuu HOBJIKH, a Takxe Bo3MOXxHYI0 KOppesuo ypoBHs 17-OH-
poreCcTepoHa ¢ KIIMHUNYECKUMU CUMIITOMaMH.

Marepuaas! u Metoasl: [log HaGmONeHHEM HAXOAWIOCH 137 )KEHIIUH, U3 KOTOPBIX 97 )KEHIIUH C BIIEPBHIC BRIABICHHBIM qrarao3oM HGB/I-
KH u rpynna xoHTpoist B konndectBe 40 manueHTok, oocinenoBanHbix U nponedeHHbIx B KJIPL «Sanad» (Kaparanga, Kasaxcran) ¢ 2020
o 2022 rr. Bece jxeHIMHBI NOIyYaal JICYCHUE HaJIOYEUYHHKOBOH T'MIEpaHJpOreHUH IPEeIHU30JI0HOM B 103ax oT 1,25 1o 5 mr B cyTku.
CrarucTraeckyio 06pabOTKy JaHHBIX IIPOBOIMIIH C HCIOIb30BaHUEM t-KpuTepus CThIONEHTA ISl HE3aBUCUMBIX COBOKYITHOCTEH, CTaTHCTHIe-
CKYIO B3aMMOCBSI3b OIPEICIISUTH ¢ HOMOLIbI0 KpuTepus Koppesiunu [Tupcona. Kpurnueckuii ypoBeHb 3HAYMMOCTH NIPH HPOBEPKE CTATUCTHU-
YECKHUX FUNoTe3 npuHuMacs pasasM 0,05.

Pe3yabTarsl: B nccnenoBaHuy BBIPaXKEHHOCTh KIIMHUYECKUX MPOSABIEHUH 3aBucena oT ypoBHs 17-OH-nporecrepona. OCHOBHBIMU MTPUYH-
HaMH o0pamniaeMocTu ObUTH: HapyleHHe MeHcTpyasHoro mukia (ML), akae, mprubaBka Macchl Telna, peaMeHcTpyanbHbli cuaapom (IIMC).
Tlocne Tepanuy mpeIHU30I0HOM HAOMIONANINCH YIyUIISHNS CO CTOPOHBI KOXKH, HEPBHOH CHCTEMBI 1 aHTPONOMETPHUYECKHX JaHHBIX B 100%
ciyyaeB; y 21 % nmanueHTOK HaCTyNHiIa KelnaHHas 6EpEeMEHHOCTb.

3akaiouenne: OCHOBHBIMY NPHYMHAMU OOpamieHus SBIIHCH Hecneruduaeckue a1t HOBAKH kinHudIeckue mposBIeHNs, TaKie KaK aKHe,
Hapymenue ML, [IMC u 6ecrmoaue. ¥ maneHTOK penpoayKTHBHOTO BO3pacTa ¢ HapyIleHHeM (pepTHIIBHOCTH cieayeT onpenenarts 17-OH-
nporectepoH kak Mapkep HGBJIKH. Pannee HanpaBiieHne K Bpady-9HIOKPHHOJIOTY HO3BOJIUT BBISIBUTH JJAHHOE OTKJIOHEHHUE U JOOUTHCS T10JI0-
JKUTEIBHBIX PE3yIIbTaTOB, B YaCTHOCTH C IIOMOIIBIO 3aMECTUTENILHON TIIFOKOKOPTHKOCTEPONJHON Tepanum.

KnwueBble cli0Ba: Hekiaccuueckas (opma 8posicOeH ol Ouc@yHKyuu Kopvl Haonoueunukos (HpBIKH), becniodue, cuHOpom noauKuUCmo3s-
Hoix auynuxos (CIIKA), eunepanopozenus.

Jost untupoBanms: Parmxosa I, SIHKoBcKast, A. Pe3yabTaThl j1eueHns MAUEHTOK C BIIEPBBIC BEISBICHHBIMH HEKITACCHYECKHMH (hopMaMu
BPOXKICHHON TUC(YHKINU KOPBI HaamodeyHukoB // Permpon. Mexn. — 2023. — Ne4(57). — C. 78-87.
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Treatment outcomes in patients with nonclassic
congenital adrenal hyperplasia (NCAH)

G.T. Rapikhova'?, A.V. Yankovskaya’

‘«Medical University of Karaganda» NCJSC, Karaganda, the Republic of Kazakhstan;
2«Clinical Diagnostic Rehabilitation Center «SANAD» LLP, Karaganda, the Republic of Kazakhstan

ABSTRACT

Relevance: Congenital adrenal hyperplasia (CAH) is an autosomal recessive that quite often leads to impaired reproductive function. Nonclassic
form of CAH (NCAH) is a «mild» variant of the disease with a heterogeneous clinical picture. Difficulties in diagnosis and further management
of such patients determine the relevance of this problem. The problem of diagnosing nfCACD has several aspects. First, a hidden clinical
picture and latent course of symptoms correlate with the degree of enzyme deficiency. Another aspect is the lack of awareness of doctors about
this pathology and the underestimation of its importance for reproductive functions.
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The study aimed to analyze the main reasons for the primary treatment of women with newly diagnosed nfCACD, evaluate the clinical
effectiveness of the pathogenetic treatment approach in complex therapy in women with nfCACD, and reveal a possible correlation between
17-OH-progesterone levels and clinical symptoms.

Materials and methods: The study involved 137 women examined and treated at the Sanad Medical Center (Karaganda, Kazakhstan) from
2020 to 2022. Of them, 97 were first diagnosed with NCAH, and 40 made a control group. All women received prednisone 1.25 to 5 mg
per for adrenal hyperandrogenism. Statistical data processing was done using the Student’s t-test for independent populations; the statistical
relationship was determined using the Pearson correlation criterion. The critical level of significance when testing statistical hypotheses was
taken equal to 0.05.

Results: In the study, the severity of clinical manifestations depended on the 17-OH-progesterone level. Major complaints included menstrual
cycle disorders, acne, weight gain, and premenstrual syndrome.

The prednisone therapy improved the skin and nervous system conditions and anthropometric data in 100% of cases; 21% of patients had a
desired pregnancy.

Conclusion: Most clinical manifestations, such as acne, menstrual cycle disorders, premenstrual syndrome, and infertility, were non-specific
for NCAH. Patients of reproductive age with impaired fertility shall be tested for 17-OH-progesterone as a NCAH marker. Early referral to an
endocrinologist will help identify this abnormality and achieve positive results, e.g., using glucocorticosteroid replacement therapy.

Keywords: nonclassic congenital adrenal hyperplasia (NCAH), infertility, polycystic ovary syndrome (PCOS), hyperandrogenemia

How to cite: Rapikhova G, Yankovskaya A. Treatment outcomes in patients with non-classic congenital adrenal hyperplasia (NCAH).
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AJTFall peT aHbIKTAJIFaH OyHpeK YCTi 0e3iHiH KbIPTHICHIHbIH
Tya OiTKeH IUCPYHKIUACHIHBIH KIACCUKAJBIK eMec (popmasiapsl 0ap
HAyKacTapabl eMey HOTHKeJIepi
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AHIATIIA

O3ekTiiri: Oyiipek ycri 6e3iHiH KbIpTHICHIHBIH Tya OiTkeH nucdynkuumsicsl (BYBKTB/T) - 6yt xkui ke3neceTin penpoayKTUBT (PKHKIMSICBIHBIH
OY3BUIBICHIHA QKeIeTiH ayTocoMmbI-perieccuBrti aypy. BY BKTB/l kiraccukainbsik emec popMackl-Oyi1 aypyabIH aFbIMBIHBIH "KEHIT" HYCKACHI, O
TeTepOreH i KJIMHHUKAIBIK KOPIHiCKe ne, OyJT MalueHTTep i JHarHOCTHKaay/Ibl )KaHe 0JaH api OacKapyasl KUbIHAATAIbI, OYJ1 OChl MACEICHIH
o3ekrinirin ansikTaiiael. BYBKTB/l nuarnoctikacs! mpooieMachIHbBIH OipHeme acrekTiiaepi 6ap. Ex anapiMen, OyJ1 )kachIpbIH KIIMHHKAJIBIK
KOpIHIC oHEe (epMEHTATHBTI )KETKUTIKCI3/1iK JopekeciMeH OaiiaHbICTh OeNTiIepAiH KaChIPhIH aFbIMBL. TaFbl Oip acmekT-gopirepiepaid 0yt
IaTOJIOT sl TYPaJIbl )KETKLTIKTI Xabapaap 0onMaybl )KoHE PerpoAyKTHUBTI jKyHe e OepiireH NaToorusiHBIH MaHbI3AbUIBIFBIH OaranamMay.
3eprreyain makcarsl — anram pet anbikTanFad bYBKTB/] kinaccukanbik emec Gopmacel 6ap oifennepai 6acTamnkel eMIeyAiH HETi3ri ceber-
tepit, BYBKTB]] xnaccukanbik emec opMachkl 6ap aifenmepse KelleHai eMAeyaeri MaToreHeTHKANbIK TOCUIAIH KIMHUKAIBIK THIMALTICIH,
coHpaii-ak 17-OH- neHreiiHiH BIKTUMAa KOPPEISAIUSICHIH Talaay OOJbIT TaObUIaIbl. KIMHUKAJBIK Oerisiepi 0ap MporecTepoH.
Marepuangap meH aaicrepi: 137 oiten 6axputanapl, onsiH iminae bYBKT/] knaccukanbik emec GopMackl AUArHO3HI ajFalll peT aHBIKTaIFaH
97 aiten xone 2020 xpuinan 2022 sxburra neiiin "Sanad" opransireinna (Kaparanael, Kazakcran) xapanran sxoHe emzenrer 40 HaykacTaH
TYpaThiH Oaxbutay ToOBI. bapibik offennmep Toymirine 1,25-5 Mr mosama mpexHH30JI0HMEH OyHpeK ycTi Oe3iHiH runepaHIporeHu3Mi OOHBIH-
ma eM ajjpl. MomiMeTTepai CTaTUCTHKANBIK OHAeY TIyenci3 momyisiusiap yiin CThIOAEHTTIH t-KpUTEepHili KoMETiMEeH JKy3ere achbIpblIbl,
CTAaTUCTUKANBIK OaitmansicTap [TMPCOHHBIH KOppEISIIUs KPUTEpHii apKbLIbl aHBIKTAIbl. CTaTUCTHKAIBIK OODKaMAapAbl TeKcepy Ke3iHge
MaHBI3ABUILIKTEIH ChIHU AeHreii 0,05-ke TeH KaObUIIaHIbI.

Harumkenepi: 3eprreyae KIMHUKANBIK KopiHicTepaiH aybipibirsl 17-OH-nporectepon aeHreitine OaiiaHbIcThl 6051161, KapamryabiH Herisri
cebenrtepi: erekkip nukmiHiH (EL) 6y3pu1ysI, Oe3ey, caaMak Kocy, eTekkip anasianars! cuagpom (EAC).

ITpenHuzononMeH Tepanusaan keiin 100% xarnaiina TepiHiH, XKYHKe XKYHECiHIH jkoHEe aHTPOIIOMETPHSIIBIK ACPEKTEPAiH KaKcapybl OalKka-
ner; [TanmentTepniy 21% KajiaraH KYKTUTIKKE KOJ KETKi3I.

KopsiTbinabl: Kapamynsiy Herisri cebentepi Oe3ey, KaH aifHaIBIMBIHBIH OY3BUTYBI, €TEKKIp aJABIHAAFBl CHHAPOM XXOHE O€leYIiK CHSKTHI
BYBKTB/] xnaccukanblk emec (opmachkl yIIiH crelu(UKaIbIK eMeC KIMHUKAIBIK KopiHicTep Oonapl. PempoayKTHBTI KacTarbl, KYHap-
JBUTBIFEI Oy3bUTFaH emaenymriiepae 17-OH-nmporecTepor 30p MIBIFapy >KOIIAPEIHBIH HH(EKINUACHIHBIH MapKepi peTiHe aHBIKTaIybl KepeK.
DOHJOKPHHOJIOTKA ePTEPEeK XKYTiHy OyJl aybITKY/Ibl aHBIKTAyFa KOHE OH HOTIKEJIepre KOJ JKEeTKi3yre KeMeKTece i, aran aiiTKaH/aa, NIFOKOKOp-
THUKOCTEPOUJITHI AIIMACTHIPY TEPaNUsICHIHBIH KOMETIMEH.

Tyitinai cesnep: oyiipex ycmi Oe3iniy KbipmuiCoiHblY Mya OimkeH OUcHYHKYUACbIHbIY Kiaccuxkanvik emec mypi (ke bYBKTE]]), 6edeynix, nonu-
Kucmo30wl ananvlk 6e3 cunopomul (IIABC), eunepanopozcenemus
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Beenenne: BpoxaeHnas qucyHKIHS KOPBI HAAMOYCUHH-
xoB (BAKH) mpencraBnser co0oii HacieacTBeHHOE 3a0oJe-
BaHHE C ayTOCOMHO-PEIIECCUBHBIM THUTIOM HaclieaoBaHus [1].
CymecTByeT MHOKECTBO NATOJIOTUIl SHAOKPUHHONW CHCTEMBI,
KOTOpBIE MMEIOT MPAMYIO0 MM KOCBEHHYIO CBs3b ¢ Oecriio-
JUEM M W3MEHEHUsIMU palbOoThl PENpONYKTUBHOW (YyHKINH
narnueHToB. Heknaccndeckas ¢opmMa BpOXKICHHONW AUC(HYHK-
mun kopsl HamnouewnnkoB (HGBAKH) pemxo Bctpewaercs
Ha MpakTHKe. B KOHTEKcTe HACIEICTBEHHBIX SHIOKPHHHBIX
3aboneBaHuit 3aaMaeT ocoboe mMecto, HOBAKH Hampsmyro
OKa3bIBaeT HETAaTHBHOE BIMSHHE Ha pabOTy pENpOLyKTHB-
HOW cHCTeMBbI, Hapymas ee pyHkumoruposanue [2, 3]. [Ipu
atoit popme BJIKH oTrmedaercst yacTuaHast HEIOCTaTOYHOCTD
21-rupoKcnITasbl, KOTOpasi MOXKET NMPOTEKATh Kak OTCPOUYCH-
Has (mocTiyOepTaTHas) MM aCUMIITOMHAs (CKpbITas) popma
TeueHus: 3abonesanus. [Ipu Hexnaccudeckol (¢opMe He Ha-
OmromaeTcs AeUIUT abIOCTEPOHA, OTCYTCTBYIOT aHATOMHU-
YecKHe M3MEHEHHMs IIPU POXKICHHH, a TaKkkKe J1abopaTopHble
OMOXMMHUYECKHE MU3MEHEHUS! MEHEe BBIPQKEHBI, N0 CpaBHe-
HHUIO C KJIACCUYECKUM BPOXKACHHBIM Je(UINTOM (epMeHTa
21-ruppokcunassl.

JlTenbHO CyliecTByolee HapylleHne OanaHca CTepous-
HBIX TOPMOHOB HaJIOYEYHUKOBOTO T€HE3a SBISETCS OCHOBO-
nonararomumM 38eHoM natoreneza HGBJIKH. Takoe Hapye-
HUE, MIPH JUIUTEIIEHOM €r0 TEYEeHUH, OKa3bIBaeT BIMSHHE Ha
PETYJSIINIO BBICIINX 3B€HBEB PETIPOLYKTHBHOM CHCTEMBI, UTO
BeJIET 3a COOOM ompeeNeHHbIe TOCAEACTBUA. A UMEHHO, BIe-
4eT 3a cO00W pa3BUTHE psAla HAPYIIEHHHA, KOTOPbIE SIBISIOTCS
MPUYHUHON O€CIIIIONWS M HEBBIHAIIIMBAHUS OEPEMEHHOCTH [2].
W3naganbHO OBUIN IIPETIONOKEHHS O TOM, YTO THIIEpaHIpOre-
HUS IPUBOIUT K N30BITKY 3CTPOTEHA depe3 neprupepuaecKyro
apoOMaTH3alHnIio, HO B MOCIEIYIOMIEM NTPOBEJCHO MHOKECTBO
WCCIIEIOBAaHNI M3YYalOMNX MPSIMOE BIMSHHUE MOBBIIICHHBIX
aHJIPOTEHOB HA T'€HEPATOpP MMITYIbCOB TOHAIOTPOIMH-PHIIH-
3uHT ropmona (I'aPT) [4].

I'mnepanaporenys B TeUeHUE JUIMTEIHHOTO BPEMEHHN MOJ1a-
BIIIET B SIMUYHMKAX 0Opa3oBaHus GosuKymnoB. [logaBieHHbIH
(onmKynoreHes sSBISETCS OXHON U3 NMPUYMH PA3BUTHS CHH-
JpoMa BTOPUYHBIX TMONUKHCTO3HBIX simaHukoB (CIIKS) [5].
AJIpEeHOTEHNTANILHBIH CHHIPOM MOCTENEHHO CII0COOCTBYET
MPOTPECCUPOBAHUIO NMATOJOTMUYECKUX M3MEHEHHH B pas3nind-
HBIX 3BEHBSX penpoaykTuBHOH cucrembl. CIIKS Ha Qone
BJIKH umeeT ocoOeHHBIC OTIINYHS, KOTOPHIC 3aKITFOYAOTCS B
MOpaXEHHH CHaYaJa TOJIbKO OJJHOTO SMYHHUKA Ha (DOHE MOBHI-
IIEHHOTO YPOBHS aHJIPOT€HOB, yXe MO3KE MPOUCXOANUT U3Me-
HEHHE CTPYKTYphl BTOPOTo sM4HuKa [3].

luneprponakTHHEMUS! CIIOCOOCTBYET YBEIMUYSHUIO KOJIUYe-
CTBa ONMOUIHBIX HEHPONENTUAOB — HHTHOUTOPHBIX MOMIYJIS-
TOPOB, TAaKUX Kak 3HIOp(UHOB u sHKedannHoB. [Tocnennue
MPUHUMAIOT YYacTHE B HAPYUICHUH PENPOAYKTHBHOHN CHCTE-
MBI, CHIDKass 00pa3oBaHHe TOHAIONMOEepHHA B THIIOTAIAMYyCe
W Hapymas 4YyBCTBHUTEIBHOCTH THIIOTATIaMO-TUIOGH3APHOH
CHUCTEMBI K OCTporeHam [6].

[NoBrrmenHslit ypoBeHs 17-OH-mporectepona nefcTByeT
Ha 10(QaMHUHOBYIO CHCTEMY, CHIDKas AeWcTBHE nodammHa.
ITox BO3AEHCTBHEM CTEPOHIHBIX TOPMOHOB HAATIOYECYHHUKOB
MPONCXOIUT YCKOPEHHBIN MpONEcC OOpaTHOro 3axBara MIo-
(hamMmHA, BCIIEACTBUE YETO, MOBHIMICHHBIN ypoBeHb 17-OH-
MPOTECTEPOHA OKa3bIBACT MPSIMOE BIMSHHE Ha yBEIHUCHHUC
oOpazoBanus nponakTuHa npu HPBJIKH. [ToBrImieHHEIH ypo-
BEHb IPOJIAKTHHA, KaK TOPMOH-aHTAarOHHUCT, OKA3bIBAET TOP-
MO3HOE BIIMSTHHE Ha JIIOTEHHNU3UPYIOIIHNH 1 POJUTHKYIIOCTUMY-
JMPYIOIIUE TOPMOHBI, YTO MOXKET OBITh MPUYMHON Pa3BUTHUS
HEJI0CTaTOYHOCTH JIIOTENHOBOH (ha3bl MEHCTPYaIbHOTO IIUKIIA
(MLI). danHbli nponecc MPUBOANUT K HapyIIeHHIO GopMHpO-
BaHMS JKEJTOTO Teja, CHIDKEHUEM BBIPAOOTKH IIpOTrecTepoHa
Y YMEHBILICHUEM TONLIMHBI SHAOMETPUS MaTku 10<10 MM K
KOHIly BTOpoii (ha3sl ML (mpu Hopme < 17 Mm) [2].

Takum 00pa3oM, CHIKEHHBIH YpOBEHb TOHaJIOINOepUHA
uMeeT OTpullaTeNbHoe BIusHUe Ha mpoxykiuio JII' u ®CT' B

runouse. [IponakTiH, 0cCOOEHHO IPH MOBBIIEHHOM €T0 3Ha-
YeHHH, CBA3BIBAETCS C PELENTOPaMHU TOHAJI0INOEepPHHA, KOTO-
pBIC HAXOMATCS B IMUYHHUKAX.

[locnennee MPUBOIUT K CHUXKEHUIO 00pa30BaHMsI CTEPO-
UIHBIX TOPMOHOB B SIMYHUKAX, CIEJOBATEIHHO, K CHIKCHHUIO
YpOBHS 3CTporeHoB. HemocTaTtok SCTPOTCHOB MPUBOIUT K
HapyIICHUIO CO3PEBaHUs (OJUIMKYIIOB, a TAKKE K CHHKEHHIO
00pa30BaHMs JKEJITOTO Teja, YTO SBIIAETCS MPUYMHOW CHH-
YKCHHOTO 00pa30BaHUs IporecTepoHa. IIpu IMTeT HO TeKy-
LIEM IIPOLECCe CHMKAETCS YyBCTBUTEILHOCTH DELETITOPOB
stmaankoB K OCI u JIT, mocnennee MpUBOAWT K IMOSBICHUIO
AHOBYJISITOPHBIX ITUKJIOB [7].

AHanu3 npHYMH 00pamaeMocTH, a TakXKe KOppessLuu
ypoBHs 17-OH-nporectepoHa U KIMHUYECKONH KapTHHBI I10-
3BOJIUT PaHbIIIE 3AIIOI03PUTh U JUATHOCTUPOBATH Y HMAIMCHT-
kn HOB/JIKH. OTcyTcTBHE YETKMX KIMHHUYECKUX PEKOMEH-
JAIAHA 3aTpyAHAET AUATHOCTUYECKUH MOWCK U OTpeJelieHNe
TaKTUKH JICICHU, TOITOMY BOIIPOC BEIOOpa TEpaIiuyl U OIICH-
Ka ee 3(p(PEeKTUBHOCTH HA CErOJHSALIHUI JIeHb IPEJICTaBISIET
0c00yI0 aKTyaIbHOCTb.

ean ucenenoBaHus — IPOAHATN3UPOBATH OCHOBHBIE MIPHU-
YMHBI IEPBUYHOTO OOpAIIEHNs )KEHIIMH C BIEPBBIC BHISIBICH-
noit HOBJIKH, knuHuueckyto 3¢(eKTHBHOCTh MaTOreHEeTH-
YEeCKOT0 MOoAXo/a B KoMIuiekcHo# Teparnu HOBJIKH, a Taxoke
BO3MOXKHYIO Koppemsnuto ypoBHs 17-OH-nporectepona c
KIMHUYECKUMHI CUMIITOMaMHU.

Matepuanasl U MeToabl: O0cienoBaHNe MPOBOIMIOCH HA
6aze KJIPL] «Sanad» (Kaparanma, Kazaxcrtan) cpeam >keH-
IIWH, KOTOpPbIC ObLTH OOCIIEIOBAaHBI M TONYYUIH JICYCHUE B
nepuox ¢ 2020 mo 2022 rr. O6¢cnenoano 137 xenmuH, y 97
13 HUX BBISBIICHBI N3MEHEHHUS B JTA0OPATOPHBIX MOKA3aTEIX,
Takue kak moBbleHue 17-OH-mporectepoHa, MOBBILICHHE
YpPOBHSI TpojiakThHa, WHCynuHa. TTI, HU3KO-HOpMaJbHbIE
ypoBHE JII' 1 scTpagmona B Qomukymsipayo ¢asy ML, a
TaKKe BBICOKOHOpMaibHOEe cozaepkanue J['DA-cynbdara
B KpoBH. KimHHMYeckass KapTHHa XapaKTepH30Balach YIJIH-
HenreM MII, mepromu4ecKMMU TOMOBHBIMH OOJSIMH, aKHE,
MOBBIIIIEHUEM MAaCChI Tena, OecmuioaueM. [1o MaHHBIM THUHE-
KOJIOTHYECKOTO OCMOTpa OTMEYAJIOCh yBEJIHUYEHHE KIUTOpa,
acUMMeTpHs OOJBINUX ITOJIOBBIX TI'y0, CHHIOIIHOCTH MAaJbIX
MOJIOBEIX T'y0. Bce BbINICNIEPEUNCIIEHHOE XapaKTepHO IS
upBAKH. Ocranbhbie 40 ManueHTOK OBLTH MPAKTHUCCKU
3[IOPOBBIMH U B3SITHI B TPYIITY KOHTPOJIS.

OcHoBHy10 Tpymity (n=97) cocTaBWJIM >KEHIIMHBI C BIEp-
BbIe BBIABICHHBIM quarHo3oMm HGBIKH B Bospacte ot 18 no
36 ner, Mmenuana Bo3pacta — 26,2 roma (18,2-36,4). I'pymmy
KOHTPOJISI COCTABIIIN 37I0POBBIC JKCHIMHBI PEIPOIYKTHBHO-
ro Bo3pacta (n=40), 4To OBLJIO COMOCTABUMO C HCCIENyeMOn
rpymmoii. MeraHa Bo3pacTa MarueHToK KOHTPOIbHOM rpyT-
el — 25,3 rona (18,5-36,6). ['1aBHBIM KpUTEpHEM BKIFOYEHUS
Ob110 oTcyTcTBHe mpuema 'K Tepamuu B CBs3HM C JHOOBIM
3a00JIeBaHUEM.

Hopmanenas amurensHocts MI[ — or 21 nmo 32 nHeid.
VYnnmuaennem MI] cunrTanachk ero JUIMTENBHOCTH Ooiee 32-X
nHei [8].

Jis mocranoBku nmuarHo3a HPBJIKH orenuBanu 6a3aib-
HBIM ypoBeHb 17-OH-mporectepoHa, a Takke ®KajuoObl, aHaAM-
He3 JKU3HU, 3a00JIeBaHHS, OCMOTpP THHEKOJIOTa, KIIMHIYECKOe
o0cieioBaHNe W PEe3yJbTaThl JJA0OPATOPHBIX KCCIICAOBAHHN
JAI'D9-cynwsdar, JII, ®CT [9]. B nHabmogaemoii rpymnme B pe-
3yabTare o0cienoBaHuid OBUTH BEISBICHBI OTKJIOHCHHS B pe-
MPOIYKTHBHOM 3/I0POBBE )KEHIIKH HA Pa3HbIX YPOBHAX MOBHI-
IICHHOW KOHIICHTpAIlu{ aHIPOTE€HOB. Y BCEX YYaCTHHI[ OBLI
oTMeueH aHoBynATOpHbIN ML, OTcyTcTBHE OBYASLUHU MOA-
TBEPXKAAJIOCH C MOMOIIBI0 JTUATHOCTHYECKUX TECT-IIOJIOCOK
C LIENBI0 KaueCTBEHHOro onpezeneHus JII' B Mode eXenHeB-
HO Ha mpoTspkeHnH Beero mukia [10]. Kputepuem nuarsosa
CIIKA sBsutoch Hanmuuue B stmaHuKe 12 1 6oiee HoJuMKyIoB
nuameTrpom g0 10 mm [11].
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B pesynerare ananmza amOynaTOpHBIX KapT HallUeHTKU
ObUTH pa3JesieHsl CIeAyIomMM o0pas3om: rpymma 1 — 6e3 Ha-
pymenns ML, Ho ¢ 6ecmionuem (n=19), rpynma 2 — ¢ Hapy-
menneM M1 u 6ecroauem (n=31), rpymnmna 3 —¢ HapyIIeHH-
em ML, 6ecrutoauemM u oxxupenuem (n=47).

YV mauueHToK eBpOonencKoro NpoOUCXmKIEHUS JUarHOCTH-
posamnu nossimeHHbI UIMT npu nokasarensax ot 25 no 29,9
kr/mM2 u oxxupenue — npu UMT >30 kr/mM2, y naiueHToK a3u-
aTCKOTO MPOUCXOXKIeHUS — moBbimeHHsidi UMT ot 23 1o
249 xr/m2 n oxxupenuem npu UMT >25 xr/m2.

HccnenoBanue yrieBogHOTO OOMEHA NPOBOAWIN ITyTEM
OIIEHKH TITIOKO3BI BEHO3HOM IUTa3Mbl KPOBH HATOIIAK, YPOB-
HS MHCYNTHHA B KpoBU Hartomak, mHaekca HOMA-IR (uH-
JIEKC MHCYJIMHOPE3UCTEHTHOCTH) U OPAJILHOTO IIIIOKO30TO-
JIEPAaHTHOTO TecTa ¢ 75 T' BOZOPACTBOPUMOM IroKo3sl [11].
HNunexc HOMA-IR paccunteiBanm no dopmyne: (MHCYIHH
00xmrroko3a 00) / 22,5, tne mokazatens > 2,7 yka3plBal Ha
HMHCYITUHOPE3UCTEHTHOCTh. HapylieHreM TonepaHTHOCTH K
IVIIOKO3€ CYUTAIUCH PE3YNIbTaThl NIF0KO3a KPOBU HATOIIAK /10
6,1 MMoIB/T, Uepe3 2 Jaca Iociie Harpy3KH TIIFOK03a KPOBU
ot 7,8 10 11.0 MMoOmB/m.

AHTpONIOMETPHUYECKHE HCCIEIOBAaHUS BKIIOYATIH HU3-
MepeHue pocra u Beca (Becel BMOH-200-50/100-11-A -
«Hopwma-4» ¢ mexanmueckumM poctomepoMm PIT) u pacuer un-
nekca Maccel Tena (MMT) o ¢popmyne m/h2, tne m — macca
Tesla B KMWIOrpaMMax, h — pocT B MeTpax.

JlaHHBIE THWHEKOJIOTMYECKOro ocMoTpa (pukcupoBamu
10 3aKIIOYEHHSM aKyIIepOB-THHEKOJIOIOB, TakXe IIpo-
BOIWIN cOOpP THHEKOJIOTHYECKOTO aHaMHe3a y YYaCTHHIL
HCCIIEIOBAHUS.

TopMoHanbHBIE HCCIIEIOBAHHUS BKIIOYAIH OIpE/elIeHne
ypoBusi 17-OIll, AI'DA-cynbara, TPONHBIX T'OPMOHOB
runodmza: JII, @CI, nponaktun, TTI. HccnenoBanue ma-
KPONPOJAKTHHA IIPOBOIWIN JJIsI BBIABICHHS (DeHOMEHa
MaKpOIPOJIAKTUHEMHUH, TAaKUE TMAIMEHTKH HE BKIIIOYAINCHh
B CTaTUCTHYECKYIO rpymiy. Kpurepuem rumnepnponakTuHe-
MUH OBIJIO MTOBBIIIEHNE YPOBHSI IPOTAKTHHA BhImIe 20 HI/MII.

Buzyanuzanuio cTpyKTyp TrojloBHOro Mosra (rurodmusa)
nposoauau ¢ nomoweo MPT uccnenoBanus ¢ KOHTpacTu-
posanuem (Hotarmra - 15 mu) Ha BbICOKOmOIbHOM MP-
ToMorpade 3akprITOro TUMa MOIHOCTEIO 1.5 Tecna.

Oxorpaduio OpraHoB Majoro Tasa MpPOBOIMIM Ha arra-
pare skcriepTHOro Kinacca komnanuu General Electric ¢ uc-
MIOJTb30BAHUEM TPAHCAOIOMHHANBHBIX U HHIOBAarMHAIBHBIX
KOHBEKCHBIX JJaTYMKOB. BOJNIBHBIM ¢ 1a00paTopHBIM H3MEHe-
HueM ypoBHs TTT npoBoannock Y3 mUTOBUIHON KeTE3bl.

Bce KeHIUHBI MOMyYaiy JICYeHNEe HaAIIOYeTHUKOBOH TH-
TIepaHPOTeHUH PETHU30JIOHOM B Pa3HBIX J03ax oT 1,25 1o
5 MT B CyTKH, OAHOKPATHO ITOCIIe y’KuHa. J[03a 3amecTuTeNns-
HOH Tepanuu OblIa 0100paHa M0 BBIPA)KCHHOCTH KIMHNYE-
ckoil kapTuHbl U ypoBHs 17-OH-nporectepona. B rpynne Ne
1, ¢ HauBBIcIIMMU pe3ynbsratamu 17-OH-nporecrepona, co-
craistroumu 4,59 +0,17ur/Mi, rtae n= 62 (64,6%) KeHIIu-
HBI IPUHUMAIH 5 MT B JIeHB; B rpymiie Ne 2 ¢ ypoBHeMm 1,71+
0,03 Hr/mim, Tne n=25 (26%) —2,5 Mr B neHp; B rpymnme Ne 3 ¢
ypoBHeM 1,34+ 0,02 ur/mi, rae n=9 (9,3%) — 1,25 Mr B 1eHb.

CrarucTiueckyro o0pabOTKy HaHHBIX IPOBOIWIHA C HC-
Mob30BaHueM t-kpurepusi CThIOAEHTa I HE3aBHCHMBIX
COBOKYITHOCTEH, CTaTUCTUUYECKYIO B3aUMOCBA3b ONIPEAEIIsIN
€ TIOMOIIBIO KpuTepHst koppersiuuu [Tupcona. Kpurnueckwuii
YPOBEHb 3HAYMMOCTH TIPH NTPOBEPKE CTATUCTUIECKUX T'HMII0-
Te3 npuHumacs pasueiM 0,05.

Pesyabratel: [1o pe3ynsraram aHanmza MpU4rH oOpalna-
€MOCTH OBUIO BBISBICHO, YTO Ha MPHEM K SHIOKPUHOIOTY B
6ompmmHCTBE caydaeB (83 m3 100, 83%) mamuenTkn ObUTH
HarpaBsJIeHbl THHEKOJIOTOM TOoCJIe 00CIIeJOBaHNH 110 TIOBOLY
HapylIeHus 1MKIa u Oecruioauns. [Ipy nepBUYHOM O0CMOTpe
Yale BCEro KEHIIUHBI XKaJoBaluch Ha yanuaeHne ML, Ha
npubaBKy B Bece, akHE, IEPHOANIECKHE TOJOBHBIE OOIH,
npeamencTpyanbHbiil cuaapom (IIMC). JlanHble npencTas-
JICHBI Ha pUCYHKe 1.

90%
Viunenue
80% MEHCTPYaIbHOIO LUK
(n=87)
70%
TIpubaBka Macchl Tena
60% (n=46)

0
30% Axne (n=31)

40%

30% TIpenmeHcTpyanbHbIi
cunapoM (n=36)
20%

10% IMepuoanueckue
ronosHsle 6omu (n=71)
0%

Pucynok 1 — YacToTra KIMHHYECKAX CHMIITOMOB IIPH IEPBHYHOM
oOpareHun

Figure 1 — Frequency of clinical symptoms at initial visit

B rpynmny HabironeHus ObIIH B3STHI BCE )KEHIIMHBI C TIOBBI-
meHHbM 17-OH nporecteporoM. ¥V 52 u3 97 HabnaromaeMbIx
ObuTH Ha BepXHUX rpaHumax u ' A-cyasdar B KpoBH B paH-
HIOIO TIepBYIO (pa3y ¥ He3HAUMTENbHBIC €JIe 3aMETHBIE aCUM-
METPHUHU TOJIOBBIX T'y0, IPYTUX OTKIOHEHUH J1a00paTOpHBIX
1 KJIMHUYECKHUX He Obuto. Hapsay ¢ MOBBIIICHHBIM YPOBHEM
17-OH-niporectepoHna, y 25 HMalMeHTOK OBLIN BBISBJICHBI IO~
BbIIIEHHBIE YpoBHH [l DA-cynbdara, mposlakTHHA, HHCYJIHHA
u TTI kpoBu. JlaHHBIE TPOAEMOHCTPUPOBAHBI HA PHCYHKE 2.

MosblweHne AM3A-cynbdara,
nponakTuHa, uHcynuua, TTI
(n=25)

BbicokoHopmanbHbi Fr9A-
cynbear (n=52)

Be3s ocobeHHocTen (n=19)

Pucynok 2 — JlabopaTopHbIe MoKa3aTelii y 00CIeI0BAHHbIX KEHIIHH
Figure 2 — Laboratory parameters in examined women

Y Bcex ManueHTOK B paHHIOK (QOIUIHKYIIpHYIO a3y ML
6511 noBeieH 17-OH nmporectepoH, B 3aBUCUMOCTH OT €TO
YPOBHSI OTMeyaslach XapaKTepHas KIMHUKa M Ha3zHavanach
71032 TIPEJHU30JI0HA.

Pesynbratel  obciemnoBanust ypoBHs 17-OH-mporectepona
MIPOAEMOHCTPUPOBAHBI Ha pUcyHKe 3. Bapuauus yposhs 17-OH-
TporecTepona cocraBmna ot 1,24 1o 6,1 Hr/mi, ipu HOpMme B QolI-
TUKyTsIpHYIo Gasy ot 0,2-1,0 Hr/mit. B 3aBUCHMOCTH OT ypOBHS
17-OH-nporecTepona NalMEHTKY pa3JeaeHbl Ha 3 TPYIbL.

Yposenn17-OH-nporecrepona

ot 1,24 fo 1,4 Hr/mn (n=9) ot 1,41 po 2,0 Hr/mn (n=25) oT 2,1 o 6,2 Hr/mn (n=63)

Pucynok 3 — Yposens17-OH-nporectepona y 00CIe10BaHHbIX KEHITUH
Figure 3 — Level of 17-OH-progesterone in examined women
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Bbbuia ormeyeHa koppensiius Mexay ypoBHeM 17-OH-mporectepoHa M KIIMHHYECKUMH, JIaOOPATOPHBIMU OTKJIOHEHUSMH.
HabGmionaercst craTucTHdecky 3Ha4MMast TOJIOKUTENbHAs Koppersiust Mexay 17-OH-nporectepoHOM 1 ypOBHEM NPOJIaKTHHA,
WHCYIMHA ¥ OTpHUIaTeNbHast Koppeminus Mexny 1 7-OH-nporecteporom u ypoBaeM JIT, a Takke scTpaanona nepBoit ¢aze ML
JlaHHbIE IIpeaCTaBICHHI B TabnuLe 2.

CTOUT OTMETHUTD, YTO, YeM BBIIIE ObUT pe3ynbraT 17-0H ImporecTepoHa, TeM OOJbIIe COMYTCTBYIOMINX OTKIOHEHHUH OBUIO BBI-
SBJICHO B J1a0OPAaTOPHBIX MOKA3aTeNsIX, TAKUX KaK TMIEPIPONAKTHHEMHUS, THIIEPUHCYTHHEMNS. sl HAITSITHOCTH, TMAIIMEHTKH
HCCIIEyeMOM TPYIIIBI O/IETICHBI Ha MOATPYIIIEI B 3aBUCHMOCTH OT ypoBHs 1 7-OH-nporectepona. [loarpynma 1 (n=9) ypoBeHs
17-OH-nporecrepona 1,34+0,03 ur/mi, noxrpynmna 2 (n=25) - 1,71+0,035 ur/mn, noarpynna 3 (n=57) - 4,59+0,168 ur/mi, noa-
rpymmna 4 (n=6) ypoBeHb - 5,38+0,214 ur/mn (tabmuma 1). IIpu sTom 3Hauerus scrpaanona u JII' B 1 ¢daze nukia Opu1H OIH3KH
K HIDKHEH rpaHuiie Hopmsl (Tabiuna 2).

Ta6nuua 1 — 3HadeHus MPOIAKTHHA M MHCYJINHA B 3aBUCHMOCTH OT ypoBHs 17-OH-mporecrepona
Table 1 — Prolactin and insulin values depending on the 17-OH-progesterone level

Hoarpynnsi Ioxka3aresn
HCCIEyeMBIX 17-OH-nporecTrepoH, Hr/mJ1 IIpojakTuH, HI/MJI HNucynnn, meME/ma
1 1,34+0,03 13,63+1,021 13,63+1,02
2 1,71£0,035 16,03+0,306 15,47+0,39
3 4,59+0,168 16,38+0,256 14,55+1,517
4 5,38+0,214 51,06+6,51 46,23+1,012

Tabnuua 2 —Koaddunpents koppensiipu Mexay ypoasmu 17-OH-nporectepona, nHCyMHa, nponaktuHa, JIT 1 actpaguona B nepsoii daze ML
Table 2 — Correlation between the levels of 17-OH-progesterone, insulin, prolactin, LH, and estradiol in the first phase of the menstrual cycle

n 17-OH- HNucynumn, IponakTuH, JI, MME/ma dcrpaamoJ,
oKazareiun

MPOrecTePoH, HI/MJI MKME/Ma HI/MJI nr/mJ
Uccnenyemas rpymma, 3,55+0,18 14,03+1,28 15,21+1,09 3,55+0,17 25,73+0,63
MCXOJHBIC ITaHHBIC
Koaddurment r=0,56 r=0,58 r=-0,58 r=-0,76
KOpPEJISIUN (p<0,05) (p<0,05) (p<0,05) (p<0,05)
I'pynma KoHTpOJIst 0,46+0,03 8,42+0,26 13,71£0,43 7,7£0,2 115,26344,81
Koaddurment koppensaiuu =0,37 r=-0,11 =0,33 =-0,12

Taxxe oTMeuanach IpsMO MPONOPLUOHANIBHAS CBA3b KIMHUYECKUX NPOsBICHUN U anutensHoctyd MIL. Jlannble npeacrasiie-
HbBI B Ta0nuie 3.

B 3aBucnMoOcCTH OT YAJIHHEHHS MEHCTPYaJIbHOTO IIMKJIA MAINEHTKN OBIIM pa3AeieHbl Ha IPyNbl. BbUIO 0OTMEYEHO, ITO MOBBI-
nienue ypoBHs 17-OH-mporectepona koppenuposaio ¢ yaauaenuem M1 (tabnuna 4).

Tabnuua 3 — Koppemsiuus KIMHAYECKHUX MPOSBICHAN B 3aBUCUMOCTH OT [UIUTEIbHOCTH ML]
Table 3 — Correlation of clinical manifestations and the duration of the menstrual cycle

Kannuveckue NMPpU3HAKH

Jdmureasnocts MIT Axne (n=31) Tanakropes (n=6) TonosukIe 60U ITpubaBKa Macchl
(n=71) Tena (n=46)

1 rpynmna (32+1-2011ei) 1 0 4 2

2 rpynmna (32+21-40 nueit) 4 0 12 10

3 rpynma (32+41-60 nueit) 6 0 23 14

4 rpymma (32+<60 nueit) 20 6 32 20

KoaddummenT koppensinuu r=0,90 =0,77 =0,998 r=0,99

Tabnuua 4 — JInurensHocts ML B 3aBHcHMOCTH OT ypoBHS 17-OH-nporecrepona
Table 4 - Duration of the menstrual cycle depending on the 17-OH-progesterone level

17-OH-nporecTepoH, Hr/MJ Janteabnocts MI, nHu p
I'pynmna xoHTposst (n=40) 0,46+0,03 25,93+0,6
Wccaemyemas rpynma Ne 1 1,34+ 0,02 25,22+0,5 p=0,39
Hccrenyemas rpymma Ne 2 1,71+ 0,03 40,7+1,2 p<0,01
Hccnenyemas rpynma Ne 3 4,59 £0,17 58,7£2.9 p<0,01

ITo nanueM Y3U manoro taza ¥ 0CMOTpa THHEKOJIOTOB Toxke oTMedainack kaptuHa CITKS. Takxke Obutn 0OHapy»XeHBI U3Me-
HEHUS B Pa3HOH CTETIEHH BBIPAXKEHHOCTH HAPYXXHBIX ITOJOBBIX OPTraHax: YBEJIMYEHHUE KIINTOPA, ACHMMETPHUS OONBIINX TOJIOBBIX
ry0, CHHIOITHOCTb MaJIbIX TYO0.

Ha ocHOBaHMY NIPEBHINIAIONIETO KOMNYECTBA (POJUTHKYIIOB IHaMeTpoM 10 10 MM, a Taroke aHoByasrtopHoro ML, manueix Y3U
OpTaHOB MaJIOTO Ta3a ¥ 3aKiIio4eHus aKymepa-ruaexosnora CIIKS BeisiBieny 19 sxennmmH, 9ro cocrasuio 19,8%.

[Mpu pusukansHOM ocMoTpe y 46 (48%) marnueHTok oT™Mevascs nosbinieHHbIi UMT.

Kpowme storo, mpu ocMoTpe Obliia BEIIBIEHA rajlaktopes | cTenenu y 6 maueHToK, 4To cocTaBmio 6,2%.
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B 100% cmyuaeB seuenwe mpoBomgmiock ['KC-
MIPETHU30JIOHOM B TaOJIECTKaX OJHOKPATHO, IMOCIIC Y)KUHA: 62
(64,6%) >xeHIIMHBI IPHHAMAINHA 5 MT B [IeHb, 25(26%) —2,5 Mr
B 1eHb 1 9 (9,3%) nanueHToK — 1,25 Mr B JIeHb.

ITo nanupiM Y3U mUTOBUIHOM *Kelle3bl U3MEHEHU BBISIB-
JIeHO He OBLTO.

VY uccnaenyeMbIx MAalMeHTOK ¢ THIEPIIPOJAKTHHEMHUEH, O~
Clle WCKIIOYCHHS Y HHUX ()eHOMEHa MAaKpOIPOIAKTUHEMUH,
6butn poBeneHsl MPT wmcciienoBanms rumodusa ¢ KOHTpa-
CTUPOBAHUEM C LEJIbIO MCKIIIOUCHUSA aJICHOMBI FI/IHO(I)I/ISa. ITo
pe3yasraraM o0ceJoBaHus 00pa30BaHui THITO(H3a BBIIBICHO
He OBLITO, IIO3TOMY THIIEPIIPOJIAKTHHEMIS ObLIA paclieHeHa KaKk
(dyHKUIMOHANBHAs (MaUonaTuyueckas). TakuM naryeHTKkaM Obu
Ha3HAYCHA CHMIITOMATHYCCKAs Teparus CEJICKTUBHBIM aro-
HUCTOM JO(aMHHOBBIX PELENTOPOB — KaOEPTOIMHOM B JI03€
0,125 mr 2pas3a B Hexemo Ha epuox 1-2 mecsma.

HccnenoBanre yIriaeBOAHOrO OOMEHA MPOU3BOAMIOCH
BCEM MAIMeHTKaM, y 25 JeoBeK ITI0K03a BEHO3HOH TIa3MBbl

Tabnuua 5 — [Toka3arenu yrieBogHOro ooMeHa
Table 5 — Indicators of carbohydrate metabolism

YTPOM HATOIIAK COCTaBUjIa OT 6,1 MMOJIB/IT 10 6,9 MMOJIB/II,
YTO COOTBETCTBYCT HAPYIICHHOW MTHKEMHUH HATOIIAK. Y BCEX
MAIUEHTOK JaHHBIN rpynnsl UMT Obi1 moBbIIeH (Boime 25
KI/M2 y IallMEHTOK €BPOIICOUIHO pachl U Bblle 23 Kr/M2 y
JKCHIIMH a3UaTCKOM pachl), Takke U3 HUX 19 jKEHIMH MMe-
mu CIIKS. [danHO# rpynme MCCIeAyeMBIX MAIMeHTOK OBLI
onpezaenen uuaekc HOMA-IR, kotopsiii siBisieTcst nHbOp-
MaTHBHBIM ITOKa3aTelieM HapyIICHUS YTIECBOJHOTO OOMEHA.
V Bcex 25u mammeHTOoK ObLI mOBBIMIEH nHIekc HOMA-IR
(ypoBeHnsb Ooiee 2,7) u uacyaud (6onee 9 MME/mi). B cBsizu
C 9TUM OBLIT IPOBEACH OPABHEIH TITFOKO30TONICPAHTHBIN TECT
¢ 75 rpaMm cyxoil moko3sl. [1o pe3ynpraTaM nIpoBEIEHHOTO
TeCTa BBIABICHA HApPYIICHHAS TOJICPAHTHOCTH K INTIOKO3€ Y
24,25% mnauueHToK. B CBS3M ¢ BBISIBICHHBIM HapylIeHUEM
TONEepaHTHOCTH K Tioko3e (HTT') mammeHnTKam B cxemy Je-
4yeHus ObL1 f00aBieH Merdopmun B no3ax ot 500 go 1700
MT B CYTKH, pa3jiclicHHOW Ha 2 mpueMa. [laHHBIE MPEICTaB-
JIEHBI B TAOIMIIE 5.

Hccnenyemasi rpynmna ¢ I'pynna xouTposs p
HTT (n=25) (n=45)
I'mioK03a KpOBU HATONIAK, MMOJIB/JI 5,3£0,08 4,93+0,08 p=0.0014
I'mroko3a kpoBu uepes 120 MuUHyT 6,88+0,14 5,39+0,06 p=0.000
ITOCIIC HATPY3KH, MMOJIB/JI
Wucynua, MKME/Mn 32,50+2,18 8,42+0,26 p=0.000005
HNugekc HOMA-IR 9,18+0,68 1,83+0,06 p=0.00

Bce HaOmtogaemble MPOXOAMINA KOHTPOJIBHBIH OCMOTp Ye-
pe3 1 mecsn ¢ gukcarueii pesyneraros 17-OH-niporecrepona,
nponaktuHa u TTT B 1 hazy MLI. V 50% nabmronaeMbIxX KeH-
IIMH OBUIM TIOJIOXKUTENbHBIE CIBUTU B J1a0OPAaTOPHBIX JaH-
HBIX, B OCHOBHOM — CHIKEHHE ypoBHs 17-OH-mporecrepona,
MIPOJIAKTHHA, WHCYAWHA. KOHTpONs MpOBOXMIICS KaxKaple 2
Mecsilia — JaHHbIE MPOIEMOHCTPUPOBAHBI B TA0IHULE 6.

B pesynbrare mpoBeIEeHHOIO MOJIHOTO Kypca JICYEHUs MO-
Jy4eH KIMHUYECKH TOJIOKUTEIBHBIA OTBET BO BCEX TPyIIax
KEHITUH: HopMamnu3oBaics ML, ymydmmnuce 1adoparopHbie
U KIMHUYECKUE IOKa3aTeNy, TaKhe KaK YIIydlleHUEe KOXH,
HEPBHOM CHCTEMBI, aHTPONOMETPUUYECKHX JaHHbIX. [locme

JOCTHIKCHU LCJICBBIX PE3YJIbTATOB 110 J'[a60paTOpHI)IM JaH-
oM Jedyenne ['KC mpenaparamu 3aBepiiajnocs, gaiee Ia-
IIUEHTKN OBIIM HAINpaBICHBl K aKylIep-THHEKOJoraM, Ine
JlaJIbHeHIIas Teparisi OCyIIEeCTBIsIIACh MpernaparamMy rmpore-
CTepOHa, KOMOWHUPOBAaHHBIMH OPAJbHBIMU KOHTpaleNTHBa-
MH. Y 8 xeHIMH u3 38, KOTOphIe HE MOIIH 3a0epeMeHeTh,
HaCTYIHJIa 3aIlJIaHUPOBaHHAasl 0EPEMEHHOCTh B €CTECTBEHHOM
1uKIie, 6€3 MPUMEHEHHS] BCIOMOTaTEIbHBIX PEIPOTyKTUBHBIX
TEXHOJIOTHIA. Bce OEpeMEeHHOCTH 3aBEPIIMIIACE ONaronpusT-
HO, XUBOPOXKJEHHBIMU J€TbMU B cpoke 38-40 Hemenb, po-
JIOpa3pelieHne MPOBOAMIOCH Yepe3 eCTECTBEHHBIE POJIOBHIC
My TH.

Tabnura 6 — Pe3ynbrarsl JiedeHHs MALIMEHTOK C BIEPBbIE BBISABIEHHBIMHU HEKJIACCUYECKUMU (popMaMU BpOXKAEHHON TUCHYHKIIMU KOPBI

HaAIIOYCYHHUKOB

Table 6 — Outcomes in patients newly diagnosed with non-classical congenital adrenal dysfunction

Pe3yJbTaThl JIeUeHHUs] MCCJIETyeMOi TPYIIbI
TMokazarenn I'pynna Hccnenyemas yepes yepes yepes yepes yepes
KOHTpOJIA | TpyIlna, UCXOA- 1 mecsn 2 Mecsa 4 mecsna 6 MecsIeB 8 MecsreB
HBbIC 3HAUYCHUS
1,34£0,03 (n=9) | 1,2650,04 | 0,4820,06
(p<0,001) (p<0,001) (p<0,001)
17-OH L7120.035 | 4 4900007 | 1,32£0,021 | 0,6£0,038 | 0,6+0,038
- - (n:25) s 5 s 5 ) ) ) b}
r[p/oreCTepOH, 0,46=0,03 (p<0,001) (p<0,001) (p<0,001) (p<0,001) (p<0,001)
HI/MJI
4’5(19;2’31)68 3.27+0,145 | 2,89+0,132 | 2,360,114 | 0,93+0,07 0’6(123’10)32
o (0<000) | ©=<000) | <001 | (=000 | T
11,35£0.32
TTT, vkME/n | 1,830,067 (N=25) 7,84£0,16 | 2,99+0,18
(o000 (p<0,001) | (p<0,001)
Tponairm, SLOGE6ST | 5y 8754360 | 15,74+0,64
H/M 13.7120,43 (N=25) (p<0,001) | (p<0,001)
(p<0,001) ’ ’
Vnoym, | g aproge | 3200218 | 25.73%1.63 | 18,89£087 | 13,012054 | 8.27+0,15
MKE/Mt 422026 1 1195) (p< 0,001) | (p<0,000) | (p<0,001) | (p<0,001) | (p<0,001)
20082041 | 2978041 | 29,67£0,42 | 29,04£042 | 2734£0,41 | 262038
UMT, kM2 | 21,4940.27 |\ 47) (5< 0,001) | (p<0,001) | (p<0,001) | (p<0,001) | (p<0.001) | (p<0,001)
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Obcy:xxknenmne: Ilo HaHHBIM HACTOSINIETO HWCCIEIOBAHMUSA,
nmaToreHeTu4eckas Tepanus NIIOKOKOPTHKOCTEPOUAAMHU IpU
HOBIKH umeer mocToBepHBIC pe3yibTaThl, B TOM YHUCIE Y
nanueHToK ¢ 6ecruronuem (p<0,001).

HoB/IKH Berpeuaetcs peiko, TOYHAs 4aCTOTa BCTPEIaeMO-
CTH B HACTOSIIEE BPEMsI OCTAETCs HeM3BeCTHOU. TTockonbky
YacTUYHAs HEJOCTAaTOYHOCTh (epMeHTa 21-THAPOKCHIA3HI
HMeeT He SIPKYI0 KIMHUYECKYI0 KapTHHY U B KaKHX-TO CIIy-
4asiXx OCTAaeTCs He JUArHOCTUPOBaHHON. B HacTodiee Bpems
HE CYIIECTBYET ONpPENEICHHOTO AITOPUTMa JHArHOCTUKU U
OOILENPHHATHIX PEKOMEHMAAIMN 110 BEIEHMIO TMAaIlMEHTOK C
HGBJ/IKH. Benenue nanueHTOK ¢ JaHHOW MATOJNOTHEH Tpe-
OyeT MHAMBUAYaJIBHOTO TIO00PA 103 C LENbI0 NOACPKaHUS
paBHOBECHS] MEKAY TMIEPAHIPOTEHHENH U MIPUEMOM IITHOKO-
KOpTUKOUIOB. Bo BceM Mupe BeayTCsl AUCKYCCHU IO TIOBOAY
HEOOXOAMMOCTH JICUEHHMSI TTAIEHTOK, He IUIaHUPYIOIUX Oe-
pemennocts ' KC npenaparamu, 0coOeHHO IPH OECCHUMITTOM-
HOM HJIH JIETKOM TEUCHHUU.

B pesynbraTe Hallero KIMHHYECKOTO UCCIIEIOBAHUS BbISB-
seHo 19,8% nauuentok ¢ CIIKS. Ilpu nanHoi nmatonoruu B
otnuuane ot CITKS manudectuporasmeid Ha ¢pone HOBIKH
Oyner nobimienne ypoHs JII' B nepsyro daszy MII. B uccrne-
JyeMoi rpymme yposeHb JII' Haxoquiics Ha HMXKHEW IpaHH-
e HopMbI, uTo mo3Boimino cumntars CIIKS mocnenctBuem
upBJIKH. Jloxa3zaHo, 4T0 M30BITOK MY)KCKHX ITOJIOBBIX TOp-
MOHOB UM HHCYIHMHOPE3UCTEHTHOCTb B KyIle HUMEIOT MECTO
op1Th Tipu CIIKA. Takum 0Opa3om, >KEHIIWHBI C ITOBBIIICH-
HOI Maccol Tejla UMEIOT HHCYIIMHOPE3UCTEHTHOCTh, KOTOpast
MIPUBOJUT K MOBBIIIEHUIO YPOBHS MHCYJIMHA B KPOBU U COOT-
BETCTBEHHO 3aIyCKAeT MPOLECC OTIOKEHUs KHUPOB, YMEHb-
I1ast JINIIOJIN3, TEM CAMBIM YCYTyOIIsisl HMEIOIeecs: OKUPEHHE
[12]. Pertenrropbl HHCYTMHA UMEIOTCS] HA CTPOMAJIBHBIX KIIET-
KaxX SUYHUKA M TeKa-KJIETKaX Pa3BHBAIOIIETOCS (HOJUTHKYJIA.
My’KCKHE TI0JIOBBIE TOPMOHBI OJIOKHPYIOT PELENTOPbI HHCY-
JIMHA, a TaKXKe MMEIT BO3MOXHOCTh AKTUBHPOBATh CHUHTE3
JCTPOTEeHA B )KUPOBOM TKaHU HE3aBHCUMO OT ToHaj. BiusHue
3CTPOTeHa Ha >KUPOBYIO TKaHb CIOCOOCTBYET Mpoiudepaun
U THIEPTPO(UH KUPOBBIX KIETOK, aaunonuros. [locnennee,
B CBOIO Ouepeilb, MPUBOAUT B KOHEYHOM HTOTe K MPOTPEeCcCH-
poBaHHIO OXupeHHs. Kak n3BeCTHO, OXMpeHHE CIIOCOOHO
CaMOCTOATENIFHO 3a0JIOKHPOBATh WHCYINHOBBIE PEIEHTOPHI
BHYTPH KJIETOK, YTO B UTOTE IMPUBOAUT K THUIIEPUHCYITUHEMUN
1 MHCyIuHope3ucTeHTHocTH [13]. BozaeiicTBue anaporeHoB
Ha MBIIIEYHBIE TKAHU CIOCOOHO YBEIWYHMBATH KOJIMYIECTBO
MBIIICYHBIX BOJIOKOH 2-TO TUMA. MBIIIEUHbIE BOJOKHA 2-TO
TUIIA UMEIOT MEHBIITYIO YyBCTBUTENBHOCTHIO K HHCYIMHY, UTO
MOBBIIIAET PE3UCTEHTHOCTh K HeMy [14]. ['mnepanaporenus
BCJIEJICTBHE YaCTUYHOM HemocTtaTouHocTH (epmeHTa 21 rH-
JIPOKCHJIA3bl 3aIyCKaeT sl MEXaHU3MOB HapyIICHHUS PEIpo-
JTYKTUBHOW CHCTEMBI. A MMEHHO, UMEET MECTO B Pa3BUTUU
CIIKS, yBenuueHun ypoBHS npojiakTuHa. Bee 310, BMecTe ¢
MOBBIIEHHBIM ypoBHeM 17-OH-mporectepona, BemeT k mo-
JIABJICHUIO TIPOXYKIMHM TOHAIONUOSpUHA, COOTBETCTBEHHO,
NPUBOANT K HapyuieHuto Beipadotku JII' n ®CT, cHmkenuio
YPOBHS 3CTPOTCHOB M Pa3BUTHIO COOTBETCTBYIOLIECH KIMHU-
YEeCKOl KapTHHBI B BHIE OeCIUIONUs, KOKHBIX IPOSBICHUIN
(akne), Hapymenuto ML, a Taxke OTCyTCTBHIO OBYJISLUH U
HEJI0CTaTOYHOCTH JFOTEMHOBOH (ha3bl.

l'unepnponakTHHEMUs, BBIABIEHHAA y 6,2% MaIMeHTOK
sBysieTcsl (PYHKIMOHAIBHOU BCJIEJCTBUE AMcCOaIaHca TOpMo-
HanpHOTO (hoHA. [ MnepnponakTuHemMus ormevaercs y 25-30%
0eCIUIOHBIX Map, 3TO OJHA U3 HanboJee YACTHIX IPUYUH JH-
JIOKPHHHOTO Oecrutofvs y skeHIIMH. [T0oBBIIEHHBIH yPOBEHb
ITPJI BBI3BIBaET MOAABIEHUE HOPMAJIbHOW MYJIbCHUPYIOLIEH
CeKpenny TOHAIOTPOMUH-prIu3uHr ropmora (I'HPI), uro B
CBOIO OYepe/ib 3aIyCcKaeT KacKa/l B HapyIICHUH TOJOBBIX TOp-
MOHOB [15].

CornacHo naHHBIM MOKpBIILIEBOH C COABT., IPH JIETKOH T'H-
MEPaHJPOTEHUHN WIN €€ OECCUMITOMHOM TEUEHHM HKEHIIH-
HaM, He IUIaHupyromuM OepemeHHocTh, ' KC He mokazaHb
[1]. HeoO0x0amMo TOMHHTE, 9TO TAKHUE KCHIITMHBI IMEIOT [IIAHC
CaMOIIPON3BOJIFHON OEpEMEHHOCTH, YTO MPEACTABISAET COOOH
PHCK I10 anbHeieMy BbIHAIIMBaHUIO 1yioaa. [losTomy pan-
Hss auarHoctrka HOBAKH HeoOxomuMa W BeleHWE TaKoH

KaTeropuy MalHeHTOB, KaK OepeMEeHHBIE JKCHIIUHBI JOJDKHO
MIPOBOAMTHCS COBMECTHO C BPavOM-3HAOKpHUHOIOroM.B mc-
cienoBannu Falhamma 57% GepemenHocTel ObIIM CIIOHTaH-
HBIMH 0€3 Kakoro-nubo sedenns, a 83% 3abepeMeHeBIINX ¢
HOBJIKH 3abepemenenu B TeueHue omnoro roxa [16]. s
JTUArHOCTUKU JAHHOTO COCTOSIHUS BO3MOYKHO MCIIOJIb30BaHHE
17-OH-nporectepoHa B kKadecTBE CKPHHUHT-METO/1a C COOITIO-
JIeHreM 00s3aTeIbHBIX YCIOBUH, TAKMX KaK OTCYTCTBHUE MPH-
ema ['KC nepen o6cnenoBanuem, NpoBeICHUE UCCIIEI0BAaHUS
HETIOCPECTBEHHO B (QOTHKYISIpHYTO (azy ML u mp.

B nmpocnexkTuBHOM HccnenoBaHUM AZziz W COABT.TaK-
ke Obla omperesieHa Iojb3a CKpuHHMHTa ypoBHsS 17-OH-
mporecTepoHa B kadectBe amarHoctuku B/IKH [17]. Ham
HE BCTpeYallch Jpyrue padoThl O MPOBEAECHHM CKPUHMHIA
HOBJKH.B cBsi3u ¢ stum BHenmpenune nuarnoctuku BJIKH
B CTaH/JapThl JUAarHOCTHKU JUIS aKyIIEPOB-TMHEKOJIOTOB U
SHAOKPHHOJIOTOB TTOKAa3aJI0 OBl YCHEITHBIE PEe3YIIBTaThl B IH-
arHocrtuke u sedeHnn HOB/JIKHu ero ormaneHHBIX mocien-
CTBHIH, TAKUX KaK )KEHCKoe OecIuroue.

ITo nanueiM I'pomnunkoit m coart., 17-OH-nporecrepon
obmagaer 100% wyBcTBUTENRHOCTHIO B 100% crierudmaHo-
CThIO B Ka4ecTBe TuarHocTudeckoro mapkepa HpBJIKH [18].

3akJoueHne: B xone nccneioBaHus IPOBEICH aHAIM3 OC-
HOBHBIX JKaJIOOBI TALIUEHTOK, YTO MOXKET CTaTh MOBOJOM IS
Havaja PaHHETO IMAarHOCTHYECKOTO ITOWCKAa SHAOKPHHHON
naronoruu. [IpoBejeHHOE HCCIleIOBaHUE TTOKA3aJI0 MOJI0KH-
TenbHbIe A(Q(EKTH MaTOreHeTHYECKOro MOAX0Aa B JICUEHUH
HOB/IKH.

B wuccrnenoBannn Obuta OTMEUYEHA MpsiMas B3aHMMOCBS3b
Mexay ypoBHeMm 17-OH-mporectepoHa W KIMHUYECKHUMH,
nabopaTopHBIMH OTKIOHEeHHAMH. HaOmonaercst crarucriye-
CKHM 3Ha4uMMasl TIOJIOXKUTENbHAs Koppemsinusa mexay 17-OH-
MPOTECTEPOHOM M ypoBHeM mnponaktuHa (r=0,58), MHCYIH-
Ha (r=0,56). Taxoke OTpHUIaTeNbHASI CBSI3b MEXAY YPOBHEM
JIT'(r=-0,58) u ypoBHeM sctpanuona (r=-0,76) B nepBoii dhaze
MLI. To ectb, yem BBIIIE OBLT pe3yIbTAT 1 7-0H MpOTecTEPOHa,
TeM OOJIbIIIE COMYTCTBYIOIIUX OTKJIOHCHHUH OBLIO BBISIBICHO B
71ab0paTOpHBIX MOKa3aTelsix. Tak jke 0TMEJansach OYCHb BbI-
CoOKas KoppessiioHHas CBs3b (1> 0,77) KINMHUYECKUX MPOSB-
JICHUH U JIuTeabHOCThI0 MII.

Uewm BeIme ypoBeHb 17-OH-nmporectepona Tem 6onee BBI-
pakKeHBI YBEIMUCHNE KIMTOPA, aCHMMETPHS OOJBIINX MOJIO0-
BBIX T'y0, CHHIOIIHOCTh MallbIX Ty0, akHe, HapymeHne ML B
BU/IE OTICOMEHOPEH, a TAK)KE MOBBIIIEHUE YPOBHEH NPOIAKTH-
Ha, TTI, uncynuna.

CHumxenue ypoHs 17-OH-nporecrepoHa npuBeso K cTaTu-
ctrdeckn 3HagnMoi (p<0,001) HopManu3armu ypoBHS HHCYIIH-
Ha, nipostaktiHa, TTT, a Takke criocoOCTBOBAIO HACTYIICHUIO
6epemeHHOCTH B 21% Ciiy4aeB y INIaHUPYIOINX OEPEMEHHOCTD
MAlMEeHTOK ¢ OECIIOMEM B €CTECTBEHHOM LIUKJIE M YCTaHOBIIE-
HHIO PETYIIPHOCTH X HOPMAJIbHOH IpoospkuTensHocTn ML B
100% cmyuaeB. Taxoke OTMEUEHBI CICAYIOIIHE YIYUIIEHHS: CO
CTOPOHBI KO)KH—YMEHBIIIEHHE TIPOSIBIICHUI aKHE B 30HE HIDKE
HOCOT'yOHOTO TpPEyTOJIbHUKA; CO CTOPOHBI HEPBHON CHCTEMBI
— YMEHBILIEHHE SMOIIMOHAIBHOH JTA0UIIBHOCTH, Pa3ipaKUTENb-
HoctH, cuMnToMoB [IMC; cO CTOpOHBI aHTPONIOMETPUIECCKHX
Mokazarelie — cHmkenue Macchl Tena ¢ UMT 29,98+0,41 no
26+0,38 kr/mM2 3a 8 MecseB.

W3 storo cnenyer, 4yTo Takhe KIMHUYECKHE CHUMIITOMBI Y
MAIMeHTOK, Kak ymnumaeHne ML, anosymsropusiii ML, 6ec-
wionue, [IMC, akHe, 0COOCHHO C COIMYTCTBYIOIIMM OXHpPE-
HHEM, JIOJDKHBI OBITh OOCIIEIOBAaHBI 1, B CIy4ae BBISIBICHHS
OTKJIOHEHH, HalpaBJIeHbl KAK MOYKHO PaHbIIIE K SHIOKPHHO-
JIOTY JIJIS1 COBMECTHOTO JISYEHHS C aKyIIepaMH-THHEKOIOTaMH
JUISL IOCTHIKEHHS JIYYIIero pe3ynbrara. Y HMalueHTOK Perpo-
JYKTHBHOTO BO3pacTa ¢ HapylleHHeM (hepTHIBHOCTH CIIEmy-
et omnpenenath 17-OH-niporectepon kak mapkep HOBJIKH.
HeznaunTtenbHOe U3MEHEHUE €T0 COJEP)KAHNS B KPOBH, HauH-
Hasl ¢ ypOBHSA 1,2 HI/MII, MOXET CIIy)XHUTb OJHOH W3 MPUYHH
BBILIEYKa3aHHBIX KIIMHUYECKUX TPOSBICHUH.

Pannee HampaBieHHE K Bpady-3HAOKPHUHOIOTY IO3BOJIUT
BBISIBUTH JJAaHHBIE OTKJIOHEHUsI, 3a110/103pUTh TuarHo3 HpB/I-
KH 1 100UTBCS MOTOKUTENBHBIX PE3YIIBTATOB, B YACTHOCTH C
MIOMOIIIBIO IITFOKOKOPTHKOCTEPOUIHON TEpaIuy.
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