KAMHWYECKMIA CAYHAN

CASE REPORT

I103HS AMArHOCTHKA COJIbTepsonieii (hpopmMbl BpOKIAEHHOMH TUCHYHKIUU
KOpbI HAAMOYEYHUKOB Y B3POCJIOr0 NALUEHTA

© A5 PoxunHekas*, H.1O. Kaannuenko, XK.E. beaas, T.C. 3enkoBa, A.C. AyueHko, A.A. buttupoBa

DIBY «HauMoHaAbHbBI MEAMLIMHCKNIA UCCACAOBATEALCKMIA LI@HTP SHAOKPUHOAOTMM» MuH3apasa Poccun, Mocksa, Poccust

[NpeacTaBAeH YHMKAABHbIA CAyYait AMArHOCTUKM COAbTepsiolleit opmbl aepuumnta 21-rmApoKCHAasbl y naumeHTa 32 AeT, BeAy-
LWer Karoboi KOTOPOro A0 YCTaHOBAEHMSI TOYHOTO AMarHo3a sIBASAOCh 6ecnaoane. B A€TCKOM BO3pacTe MauMeHT OTCTaBaA B
pa3BUTUM, HYaCTO DOAEA, MHOTO NMOTPEDASIA COAM, YACTO ObIAM PBOTHI, OCTAHOBMACS B pocTe B 12 AeT. B MOAPOCTKOBOM nepuoae
pr3nYecKoe COCTOSHME YAYULNAOCH. B AaAbHEMIEM NALMEHT KEHUACS, HO OKa3aAcs becnaoaHbiM. [Mpu obcaeaoBannn B OIBY
«DHAOKPUHOAOIMHYECKMIA HayUHbIA LEeHTP» MuH3ApaBa POCCMM METOAOM TaHAEMHOM XpomaTtorpacdmnn-mMacc-CneKTPOMETPUM Bbl-
SIBAEHO 3HauMTeAbHOe MnoBbileHne yposHein 17-OlT 1 21-Ae30KCMKOPTM30Aa MPU HU3KMX KOHLIEHTPALIMSIX KOPTU30AA M 0bLLero
TeCTOCTEPOHA, HYTO MO3BOAMAO AMarHocTMpoBaTb BAKH, aedpuumnt 21-ruapokcmaasbl. AMarHo3 OblA MOATBEPXKAEH MOAEKYASP-
HO-TeHETUYECKUM UCCAEAOBAHMEM C BbisiBAeHMEM MyTaumn B rede CYP21 — [2 splice B roMo(remu)3MroTHOM COCTOSIHMM, UYTO
XapaKTepHO AASI COAbTepsioLer (POPMbl BPOXKAEHHOM AMCYHKLMM KOPbl HAAMOYEUYHMKOB. Takxe ObIAM BbIIBAEHLI BTOPUYHAs
AA€HOMA HaAMouYeyHUKa Ha (hoHe AAMTeAbHON runepcTUmMyAsiumMmn AKTI 1 BTOPUUHBIA MMNOrOHaAM3M, CBSI3aHHbIA C M3ObITO4HOM
NPOAYKLMER aHAPOreHOB aAPEHAAOBOIO MPOMCXOXKAEHHUS, MPUBOASILLER K 0OPa30BaHMIO M3OLITOYHOrO KOAMYECTBA 3CTPOreHOB,
noaasAsiolnx npoaykumio Al u OCI. HazHayeHue nauneHTy rAIOKO- U MUHEPAAOKOPTUKOMAOB, a 3aTeM aHAPOrE€HOB YAYYILIMAO
€ro KAMHMYeCKOe COCTOSIHUE U FOPMOHAAbHbIE MOKa3aTeAN.

KatoueBble croBa: BpOXA€eHHast AMCquHKLlMﬂ KOpPbl HAANMOYEYHNKOB, HAAMOYe4YHUKH, 2 7—I'I/IApOKCI/l/\a3a/ MYXKCKoe becrnroane.

Late-diagnosed salt-wasting congenital adrenal hyperplasia in adult patient

© Liudmila Ya. Rozhinskaya*, Natalia Yu. Kalinchenko, Zhanna E. Belaya, Tatiana S. Zenkova, Alexander S. Lutsenko,

Asiyat A. Bittirova

Endocrinology Research Centre, Moscow, Russia

We describe a unique case of diagnosing salt-wasting congenital adrenal hyperplasia (CAH) caused by 21-hydroxylase deficiency
in a 32-year-old male patient. Before establishing the diagnosis, the main patient complaint was infertility. In childhood, the
patient suffered from developmental delay, often illness, overconsumption of salt, and often vomiting; he stopped growing at the
age of 12 years. In the adolescent period, his physical condition improved. Later, the patient got married, but was infertile. Plasma
steroid profiling by gas chromatography-mass spectrometry (GC-MS) revealed markedly increased levels of 17-hydroxyprogester-
one and 21-deoxycortisol and a decreased cortisol level, which enabled the diagnosis of CAH and 21-hydroxylase deficiency. The
diagnosis was confirmed by a molecular genetic study that detected a CYP21 gene mutation — 12 splice in the homo(hemi)zygotic
state, which was characteristic of the salt-wasting form of CAH. Also, the patient had secondary adrenal cortical adenoma caused
by prolonged ACTH hyperstimulation and secondary hypogonadism associated with excessive production of adrenal androgens,
which led to elevated levels of estrogens inhibiting production of LH and FSH. Treatment of the patient with glucocorticoids and

mineralocorticoids and then with androgens improved his clinical condition and hormonal parameters.
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BpoxnenHast mUCYHKIMS KOPHI HAAIIOYEUYHUKOB
(BAKH) — 310 rpyrmia ayTocOMHO-peIeCCUBHBIX 3200~
JIEBaHU, XapaKTepU3YIOIIUXCs AeEeKTOM OIHOTO U3
(GepMEHTOB MM TPAHCIIOPTHBIX OCIKOB, IMPUHUMAIO-
IIMX y4acTHe B CHHTE3e KOPTU30JIa.

Hawnb6onee yactas ¢dopma BIAKH, BcTpeuaromasics
6ojee yeM B 90% ciyyaeB, oOyciIoBieHa Oe(PULIMTOM
depmeHTa 21-TMIPOKCUIA3BI, yUaCTBYIOIIETO B IIpeBpa-
1meHuun 17-rugpoKcunperHeHaaoH B 17-TUAPOKCUIIPO-
TeCTepOH M Ae30KCUKOPTH30JIa B KOPTUKOCTEPOH. B 3a-
BUCHUMOCTH OT CTETICHM TTOTEPU aKTUBHOCTU (hepMeHTa
BAKH Bcnencrsue nedunmra 21-rugpokcuiasbl MOI-
pazmessieTcsl Ha HeKJIaCCHMUeCKYI0 M KilaccuiecKue (Br-
puiIbHas U coibTepsiomas) ¢opMmbl [1]. B Mupe pac-
MPOCTPAaHEHHOCTh KJlacCu4eckKux (opm neduuura
21-ruapoxcunasbl cocrasiasgeT oT 1:8000 mo 1:20 000
HOBOpPOXAeHHbIX. B P®D, 1o gaHHBIM HEOHATAJIbHOTO
CKPUHUHTA, 3TOT IoKa3artesb paBeH 1:9500 [2].

HawnbGoinee tsxkenbiM BapuaHTOM aeduunTa 21-rn-
IPOKCHUIA3Bl SIBIISICTCSI COJIbTEpsIoNIasi popma, Xapak-

TEePU3YIONIASICSI COYCTAHHBIM Ne(DUITUTOM IITFOKO- M MU~
HepanokopTukounoB [1—4]. B orcyrcTtBue cBOEBpe-
MEHHOI0 JMarHo3a W MpaBUJIbHOIO JIEYEHUS AETU C
9TOil (hopMoIi 3ab0JieBaHUSI YMUPAIOT B TedeHue 1-ro
Mecsa X1U3HU, BCJIEICTBUE BIPAXKEHHOW IMITOHATPUE-
MUY U runepkaiveMuu. M3BeCTHbI OTaeNbHbIE CyYan
MO3aHEel MOCTAHOBKM AMaTHO3a CONbTEPSIONIeit (hOPMBI
BJIKH y nmereit B Bo3pacte 3—6 Mec; IIp1 3TOM COCTOSI-
HUE€ MAllMEHTOB PAaclEHMBAJIOCh KaK KpalHe TsDKeJoe.
MBI He 00HAPYXXUJIM B JIMTEPAType ONMUCAHUI CIIydyaeB
IIMATHOCTUKU coJibTepstonieii ¢opmbl BJIKH y B3poc-
JIbIX MAlUMEHTOB, HUKOIJA HE IOJydYyaBLIMUX JIEYEHUS
[JIIOKO- U MUHEPAJIOKOPTUKOUAAMM.

Onucanue cayvas

MyxunHa O., 32 roga, BriepBbie oopatmicsa B PI'BY
OHII ¢ xxanobamu Ha 6ecrioaue. I[Ipu 6oiee moapoo-
HOM aHaJIN3e XaJIo0 BBIICHWJIOCH, UYTO Y TMAlIMEHTa OT-
MEUalTCs CHIDKEHHUE apTepuaibHOro nasiicHus (All)
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1o 80/60 MM PT.CT., IEPUOTUIYECKH CYyTOPOTU B UKPO-
HOXHBIX MBIIIIIAX, TSTa K COJICHOMY.

W3 aHaMHe3a M3BECTHO, YTO POIUTEIN COCTOSIT B
POICTBEHHOM Opake (MaTh 3aMyKeM 3a CBOMM ILIEMSTH-
HMKOM), IBa POIHBIX OpaTa yMep/iu B MJIaficHYeCTBE Ha
(oHe pecniupaTopHbIX 3a00JIeBaHUIA, TIPUYMHA CMEPTH
TOYHO HE YCTaHOBJIEHA.

C paHHero Bo3pacra y naiueHTa OTMeYaauch Iio-
xasi IpubaBKa Macchl TeJla U OTCTaBaHWE B pOCTe, Ya-
CThIe 3a00JIEBaHMsI, COMPOBOXIABIINECS BbIPAXKEHHOMN
c1abOCThIO, PBOTaAMU, ITOBBIIICHHAsI TATa K COJIEHOM
Nuiie, ynoTpedaeHue 00IblIoro Kojauyectna conu. Om-
HaKo ¢ 7—8 JIeT COCTOSIHME TTOCTEIIEHHO YJIy4IaloCh;
MalMeHT cTaj pexe 00JieTh, OTMEYaIoCh YCKOpEeHHUe
TEMIIOB POCTa U IOSBJICHUE MPU3HAKOB IOJOBOIO CO-
3peBaHusl. B 12—13 JeT AMHENHHBII POCT OCTAHOBUJICS.
C 2009 r. cocTouT B Opake; HECMOTPSI Ha PETYISIPHOCTb
ITOJIOBOM KM3HM, JUArHOCTUPOBAHO OECIUIONME, XKEeH-
ckuii pakTop uckiaodeH. [1pu odbcnenoBaHUM MO MECTY
JKUTEbCTBA BBISIBJICHA TMIIOIUIA3Usl SIMYEK, CHYDKEHUE
o0beMa ISIKYJISATa, A300CTIEPMUST 1 HU3KUIA YPOBEHb Te-
croctepoHa — 7,4 HMoib/11 (Hopma 12—33 HMoOIB/M).
Kypchbl neyeHusT XOpMOHUYECKUMM TOHAIOTPOITMHOM,
KiaomuceHoM, TaMokcudeHoM — 6e3 apdekra. B2012T.
npu KT ObL10 BBISIBIEHO 00pa3oBaHUe B JIEBOM HaIMoO-
yeyHUKe pasmMepoM 3,9%3,5%4.5 cm. Pesynbrater MPT
TOJIOBHOTO MO3Ta BbI3BaJIM MOMO3PEHUE HA MUKPOAJIE-
Homy runoduza. JloodbcnenoBaHuss He MPOBOAUIIOCH.
B ananm3zax kposu B 2016 T. onpenesisiv MOBBIILIEHHBII
ypoBeHb AKTT (mo 108 mr/mu) u koptuzojia (1o 659
HMOJIb/J1). OT IPEUIOKEHHOIO XUPYPTUIECKOTO Jieue-
HMSI TI0 TTOBOMLY OITyXOJIM HAAIOYeYHUKA OTKa3aJICsl.
Harnpasien B ®I'BY DHII m1s vcKiioueHUsT TUIIEPKOP-
TULIM3MA Y YCTAHOBJICHUS IIPUYMH TUIIOTOHAIU3Ma.

Pe3ynbTaThl GU3NKAIBLHOTO, J1A00PATOPHOTO H
HHCTPYMEHTAJIbHOTO UCCJIeI0BAHUS

I[Ipy ocMOTpe HAa MOMEHT IIEPBOIO OOpAIICHUS
(puc. 1): poct 160 cm, macca Tena 73 kr, UMT 28,9 kr/m?,
KOXa YMEPEeHHO CMYyTJasl ¢ 3eMJIMCTHIM OTTEHKOM M
YMEPEHHON TUIIepITMTMEHTALIMEH OPEOJT M JTOKTEH, IO -
KOXKHasl XXUpoBas KJIeTyaTKa pa3BUTa M30BITOYHO, pac-
IIpeesieHa o abIOMUHAIBHOMY THUITY, TYPTOP CHIKCH,
AJl 80/55 MM pT.CT., OBOJIOCEHUE TI0 MY>KCKOMY THITY,
CKYIHOE, SIMYKU B MOIIOHKE, Npsioyible, 00beM 4 MIIL.
VYposenb TTI', TMpeoraAHBIX TOPMOHOB, MPOJAKTUHA B
HopMe. Matast ipoda ¢ IeKcaMeTa30HOM OTPHUIIaTelTb-
Has (koptusost 341 HMOJB/1).

ITpu MPT rooBHOTro Mo3ra JaHHbBIX 3a MaTOJIOTHIO,
B TOM uuciie Tunodusa, He momydeHo. IIpy MCKT
OPIOITHOM ITOJIOCTH Y TTAllMeHTa OblJIa BHISIBIICHA acHO-
Ma IPaBOro HaAIoYeYHNKa pa3MepoM 48X 35x43 mm Ha
(oHe IBYCTOPOHHETO VYTOJIICHUS HAAIOUYCYHUKOB
(puc. 2).

[Tpu Y3U TecTuKym: IpaBoe SMIKO — 00beM 3,9 M1,
CTPYKTypa OTHOPOIHAsI, B TOJIOBKE IpUAaTKa Ompee-
JISICTCST aBACKYJISIpPHOE aHAXOTEHHOE 00pa30BaHNE C UeT-
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KUMKM KOHTypamu auameTpoM 0,6 cMm. JleBoe sIMUKO:
00beM — 3 MJI, OMHOPOJHOM CTPYKTYPhI, 0€3 00bEMHBIX
obpazoBaHuii. [lluprHa BeH CeMEHHOro KaHaTUKa C
06enx cTopoH 0,2 cM.

B cBsI3u ¢ HEOOBIYHBIM COYETAaHUEM Y B3POCJIOTO
yesoBeka BbIcOKOTo ypoBHsSI AKTT, BbICOKOro ypoBHSI
pEeHMHA B IJIa3Me IMPU HOPMaJIbHbBIX 3HAYEHUSIX KOPTH -
30Jj1a, TTOBBIIIEHHOTO cofepKaHus 17-TUAPOKCUIIpOTe-
crepoHa (17-OTIIT’) 6bL1 MpoBeaeH MYJIbTUCTEPOUTHBIN
aHaJM3, 10 JaHHBIM KOTOPOTO BBISIBJICHO IMOBBIIIEHUE
ypoBHst 17-OIIT mo 337 umonb/a (Hopma 1,5—7.2),
21-ne3okcukoptuzona a0 204 umonw/n (0—1,24) npu
HU3KON KOHLEHTpalUM KopTu3ona — 8,5 HMOJb/J
(150—650), obmiero TecroctepoHa — 3,69 HMOJIbB/J
(13—33), uto no3Boawio nuarHoctuponatb BIKH, ne-
dumr 21-ruapokcunassl. Hamuyue B paHHEM Bo3pacTte
OOMJTLHBIX PBOT, CPHITMBAHUIA, TUTOXOM TTPUOABKKM MAaCChI
Tesa, MIageHYecKasi CMEPTHOCTD JIByX CUOCOB, BHICOKMIA
YPOBEHb PEHMHA B KPOBU U BbIPaXKEHHASI TsITa K COJIEHOM
MUILE YKa3bIBAJIM Ha COJIBTEPSIONIy0 popmy aeduimra
21-ruapokcunasbl. JlnarHo3 ObLUT MOATBEPXKIEH MOJIEKY-
JISPHO-TEHETUYECKU: BblsiBieHa MyTalusi B reHe CYP21
— 12 splice B roMmo(reMu)3uroTHOM COCTOSIHUM,, XapaKTep-
Hag 1t conbTepsitonieit popmbl BIAKH [3, 4].

JnutenvHast aekomneHcauusi BJIKH, compoBo-
JKIAMOIIAsICSl  3HAYMTEIbHBIM TMOBBILIEHUEM YPOBHS
AKTT, oObsicHsIET pa3BUTHE IBYCTOPOHHEH rumnepria-
3U1 HAMOYSUHUKOB U aIcHOMBI TIPABOT0 HAAOYEYHU -
Ka. B CBSI3M ¢ BBICOKMM ypOBHEM aHAPOTEHOB aapeHa-
JIOBOT'O MIPOMCXOXKIEHMS Y MallMeHTa pa3BUJICs TUIIOTO-
HaJIOTPONHBIA TUIIOTOHAIM3M, COIPOBOXKIAMOIIMIACS
TUIIOTUIa3Uel SIMUEK, a300CTIEpPMUEH.

Jleyenue

[NanmeHTy THULIMAPOBAHO JICUCHUE TITIOKO- U MH-
HEepPaJOKOPTUKOUAAMU: TIPETHU30JIOH 5 MI 2 pasa B
IeHb, iryapokoptrsoH 0,05 Mr 2 pa3a B IeHb. B cTammo-
Hape Obl1a JoCTUTHYTA cTabmam3anmst AL mo 120/80 mm
PT.CT.; CyOBEKTUBHO: yMEHbIIIEHWE OOIIei cnadbocTu,
MMOBBIIICHUE (PU3NICCKOM aKTUBHOCTH.

B teuenme 3 Mec 1ocie BBIMMCKA M3 CTAllMOHApa
OTMEYAJIOCh YITyUYIIICHUE OOIIEro COCTOSHUS TTalleHTa,
CTaOMIM3aLMsI TeMOTMHAMMYICCKIX TTOKa3aTesIeii, yYMeHb-
ImeHue ob1meit cmadocTu. OMHAKO 3aTeM BHOBB ITOSIBU-
JIMCBH 3KaJ00BI Ha BRIPAXKEHHYIO CIa00CTh, allaTHIO, COH-
JIMBOCTD, IPXOaBKy MacChl Tejla Ha 6 KT}, 1033 IMPEIHU-
30JI0Ha ObLIa yMEHbIIEHAa 10 5 MI 1 pa3 B [EHb,
(ynpoxopruzona — 10 0,05 mr 1 pa3 B 1eHb.

Hcxon n pe3yibTaThl MOC/IEAYIONIEro HAOTIO e HHUS

IIpu noBTOpHOI rocnutanu3anuu B ®I'BY DHII,
HECMOTPSI Ha MPEeIbsBIISIEMbIE 3KaJT00bl, OTMEUYEHO YIy4-
LIEHWEe TOPMOHAJILHBIX IOKa3zareieil (Tadiamua); npu
MCKT HaamouyeyHUKOB: JaHHBIX 32 OTPULIATENIbHYIO T1-
HaMUKY 10 cpaBHeHMIO ¢ MaeM 2016 I. He ToJIy4eHo.

OOpaiano Ha ce0s1 BHMMaHUE PEe3Koe CHUXKEHUE
YPOBHSI TecTocTepoHa (10 1,3 HMOJIb/J) TI0 CPaBHEHUIO
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Puc. 1. Brewnuii BuA naunenta O. Ha momeHT obpauenusi B @IBY «IHAOKPUHOAOrMYECKHUi HayuHbI LeHTp» Mun3apasa Poccuu.

¢ 10,7 HMomb/71 1O HavUasa JIeYeHUsI IPU HOPMaTU3alluu
ypoBHs roHanotporuHoB [JIT 4,3 en/n (2,5—11,0),
dCI' 8,9en/n(1,6—9,7)], uTo yKasbiBajuio, C OMHOM CTO-
pOHBI, Ha 3(PGHEKTUBHOCTL Tepanuy TIIOKOKOPTUKOU-
JlaMU, a ¢ IPYTroil — Ha HaJIMYue TMIIOTOHaau3Ma. Yuu-
THIBasi IPOTPECCUPYIONINE KaTOObI MallMeHTa Ha CHU-
KeHUe JTUOUAO M 3PEKTWIbHYI0 TUCGHYHKINI TOCTe
Ha3HAYEHMSI TIIOKOKOPTUKOUIOB, K Teparuu 100aBjieH
TECTOCTEPOH (cMech 3(pUPoB) — 1 MJT BHYTPUMBIIIIEYHO
1 pa3 B 3 Henenu, Ha (hOHE YETO CAMOUYYBCTBUE TTAlIEeH-
Ta 3HAYUTEJIBHO YIYYIIUIOCh.

OO0cyxaeHune

Conwtepsiomast popma BJAKH Bcaeactsue gedu-
uuTa 21-TUAPOKCUIa3bl SIBIISIETCS HauboJIee TSKEIbIM
BapuaHToM nepuunta CYP21 [1, 3]. Y pebeHka ¢ conb-
Tepstoleii GOpMOIt CUMHAPOM MOTEPH COJIM IPOSIBIISICT-
csl B TeYeHUE TIepBBbIX 2—3 Held XM3HU pedeHKa. DTo
SKU3HEYTPOXKAOIIee COCTOSIHIE, OMOXUMUYECKU XapaK-
Tepu3ylolleecs: TMIIOHATPUEMUE ¥ TUIepKaIUeMUeH,
MPUBOAUT K HETUApAaTAallUM OpraHu3Ma, HapylIeHUIO
paboThI cepilia, TOJTOBHOIO MO3ra, MOYEK U KeIynod-
HO-KUIIIEYHOI'O TpakTa. B oTCyTCcTBHE CBOEBpPEMEHHOIM
IIOMOIIIY JIETAJIbHOCTh IIPY 3TOM COCTOSIHUU JOCTUTAeT
100% [1, 5, 6]. YHMKaIbHOCTBIO IIPUBEACHHOIO CIIydast
SIBJISIETCSI TO, YTO, HECMOTpPSI Ha HaJM4Me Y IaleHTa
cospTepstolieit hopmbl aecbunnta CYP21, THMMAYHBIMU
KIMHUYECKUMHU TIPOSIBJICHUSIMU KOTOPOWI B paHHEM

BO3pacTe SIBJISUIMCHh OOUJIBHBIE PBOTHI, TII0Xasl MPUOaB-
Ka Macchl Teja, 4acThle 3a00JIeBaHUSI, COTPOBOXIAB-
1IMecss PBOTaMU, BBIPAXKEHHOW CJIab0CThI0, TAIUEHT
JIOCTUT 3pEJIOro Bo3pacTa 0e3 KaKoii-1ubo Teparuu.
PanHsist cMepTh B ceMbe IBYX MJIAZICHIIEB YKa3bIBaeT Ha
TO, UTO OHU, BEPOSITHEE BCETO, UMEJTH Ty ke (hopMy 3a-
0oJieBaHMSI, OCTABIIIYIOCSI HEPACTIO3HAHHOA.

OnHuM U3 KOMIIEHCATOPHBIX MEXaHW3MOB TIpU
BIKH Bcnencteue nepuiura CYP21 sBisieTcs TUIIEP-
TPOMYKIINSI aHAPOTEHOB AJAPEHAIOBOTO TIPOUCXOXKIE-
HUS, KIMHUYECKUM TIPOSIBJIEHMEM KOTOPOUl y HAIlero
raieHTa ObLJI0 paHHEe TMOSIBJIeHUE MPU3HAKOB BTO-
PUYHOTO TIOJIOBOTO CO3peBaHUsI, MPUBEIIIee K M3HA-
YaJIbHOMY YCKOPEHUIO TEMITOB POCTa C MOCTETYIOIINM
TPEXIEBPEMEHHBIM 3aKPBITUEM POCTOBBIX 30H U PaH-
Hell 0CTaHOBKOIi pocTa B 12-1eTHEM Bo3pacTe.

OnucaHHbIl clTydail ”HTEPECeH U TeM, 4TO, HECMO-
Tps1 HA HAJTMYUE PU3HAKOB BTOPUYHOTO TIOJIOBOTO Pa3-
BUTHSI, POCTA BOJIOC MO MYXCKOMY TUITY, y TIAallUEHTA
BBISIBJIEH BTOPWUYHBIN rurioroHagu3Mm. OObsicCHEHVEM
JMaHHOMY (DeHOMEHY SIBJISIETCSI U30BITOUHAS TIPOTYKITHST
AHIPOTCHOB ampeHaAIOBOTO (AA) TIPOUCXOXKICHUS, TO-
CTaTOYHAs JIJISI YMEPEHHO!N aHAPOTEHU3AlMY OPTaHU3-
Mma. bosee Toro, AA apoMaTu3npyroTcs ¢ 00pazoBaHUEM
3CTPOTEHOB, SIBJISTIOIINXCSI OCHOBHBIM PETYJISITOPOM TO-
HaJOTPONMHOB. TakuM 0Opa3oM, MPU OTCYTCTBUM Jie-
YeHUS N30BITOUHAS TTPOIYKIUS AA TIPUBOIUT K ITOBBI-
LIEHUIO YPOBHST CTPOTEHOB, MOJABIISIIONINX CEKPEIUIO
JIT u ®CT, yto B HalIeM citydae 0OyCIOBIIIO Pa3BUTHE
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Puc. 2. MCKT 6prowHoii noAroctu naumenTa O.
Ol'[peI[eJTHCTCﬂ aJicHoMa IpaBoro HaAINOYEYHNKaA, IBYCTOPOHHEE YTOJIIEHUE HAATIOUYCUYHUKOB.

AaHHble AaDOPaTOPHOTO 0OCAEAOBAHMSI UCXOAHO U Ha (DOHE AeueHus

TToxazarenb Huarnoctuka, Maii 2016 r. Ha done neuenust, Hosiopb 2016 1. PedepeHcHblii ananaszoH

AKTT, nir/mn 627/117 (y/B) 17,7 (y) 7—66
Koprtuson, HmMosb/1 346/270 — 60—413
AJTbIOCTEPOH, ITMOJTb/JT 1670 163 54,5—570
Penun (npsimoit), Mk ME/mn 599 348,5 2,8—39,9
17-OI1T, uMonb/1 48,5 16,8 0,84—9.8
JIT, En/n 0,2 4,3 2,5—11
DOCT, En/n 0,66 8,9 1,6—9,7
TecTocTepoH, HMOJIb/J 10,7 1,3 11-33,5
Kanwuit, MMosb/n 4.3 5,1 3,5-5,1
Hatpwuii, MMoIIb/1 138 140 136—145
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BTOPUYHOTO TMIIOrOHAaIM3Ma. 3arofo3pUTh CHIXKEHUE
TECTUKYJISIPHBIX aHAPOTE€HOB BO3MOXHO JIMIIb METOJOM
TaHAEMHOI XpoMmaTorpadumn-mMacc-cneKTpOMEeTPUUn
(TXMC), Tak Kak IpU OMNpeneJeHUU TEeCTOCTEpOHA
MeTomoM MDA 1epeKpecTHO U3MEPSIIOTCS M MeTabo-
qutel AA. TloaToMy y Halllero nmauueHTa IMpu u3Mepe-
HuU TecTocTepoHa MetonoM MDA ero ypoBeHb cocTa-
B 11,7 HMomb/71, Torna Kak rnpu nposeaeHun TXMC —
3,69 Hmonb/a [8]. AHanormyHo OOBSICHSIETCS U
3HAUYUTEIbHAsl pa3HUIA B UBMEPEHUU YPOBHSI KOPTHU-
3osa Mertogamu MDA (309,6 amonb/m) u TXMC (8,5
HMOJIb/TT).

OIHMM 13 YaCThIX OCJTOXKHEHUI MPU MO3AHEN nua-
rHoctuke BAKH uam ero mimTeabHOR HEIOCTATOYHOM
KOMIICHCAIIMU SIBJISIIOTCSI BTOPUYHbIE OOpa3oBaHUs B
HannoyeyHukax [9, 10], KoTopble ObLIM BBISIBICHBI U Y
Haulero nauuMeHTa. Tak Kak MosiBJIEHUE aJleHOM CBsI3a-
HO C JUIMTEJIbHOW MAaCCUBHOM TMMNEPCTUMYJISILIMENA HAl-
nouyeyHukoB AKTI, To B OONBIIMHCTBE CIy4aeB OHU
MOJBEPraroTCcsl perpeccuu Ha (DOoHe afeKBaTHOM cTepo-
WIHOU Tepanuu. XUpypruyeckoe JeyeHue mpuMeHseT-
Csl B UCKJTIOUMTEJIbHBIX CyYasiX, MPU MOSIBJEHUU TPU-
3HAaKOB (DYHKIIMOHAJbHOW aBTOHOMUM OOpPa30BaHUSI.
B Hamem ciydae 3HauuTelbHOE CHUKeHUE AA u 17-
OIII" Ha ¢oHe Tepanuu yKa3biBajJO Ha XOPOLIYIO YyB-
CTBUTEJIbHOCTb aIEHOM K CTEPOMIIaM.

VxynuieHue oOllero cocTosiHusl yepe3 2—3 Mec
rocJie Havaja Tepanuu oObsICHSIETCS HopMaiu3auueit
npoaykuuu AA, Ha (hoHe COXpaHSIOIIEerocsi BTOPUYHO-

CASE REPORT

ro runoroHanu3ma. OmHaKO yxe yepe3 6 Mec ypOBeHb
TOHAJIOTPONMHOB 3HAYUTEILHO ITOBBICUJICST, YTO CBUIE-
TEJIBCTBYET O IMOCTENIEHHOM BOCCTAaHOBJICHUU (PYHKIIUM
runodusapHo-roHagHoum cuctemsr [1, 11].

3akAloueHue

B craTbe npencrapieH YHUKAIbHbIN ClTydail TUarHo-
CTUKU conbTepstiolieilt popMbl neduruta 2 1-ruapokcu-
JIa3bl y B3pOCJIOTO MallMeHTa, Beayllel kano00ii KoTopo-
IO 0 YCTaHOBJIEHUSI TOYHOTO NHMarHo3a SBJsIoCh Oec-
mionue. [1pu o06cienoBaHUU MO MECTY KUTEJbCTBA ObLTO
BBISIBJIEHO 0Opa30BaHUE HAAMOYEYHUKA MTPU MOBBILIEH-
HoMm ypoBHe AKTT, 4To mocayXuiao moBoaoM sl Ha-
npaByieHus: nareHTa B OenepaibHblil LIEHTP IS WC-
KJIIOUEHUSI TUTIepKOPTULIM3MA. JJaHHBIN ciydail yKa3bl-
BaeT Ha BaxHOCThb uckioueHuss BIAKH kak mpuuuHb
Oecruiofusi cpeay MalMeHTOB, OCOOEHHO C OTSTOLIEH-
HbIM aHAMHE30M 10 HapYIIEHUIO MOJOBOTO CO3pEBaAHUS
B MOJPOCTKOBOM BO3pACTe U Y MalMEHTOB C HOBOOOPa30-
BaHUSIMU HAMOYEYHUKOB HESICHOTO reHe3a.

AonoAHuTeAbHas uHgopmaums

Coraacue namuenta. [1aimeHT 106pOBOIBHO MOAMKMCAT UHPOPMHUPO-
BaHHOE coTJiacye Ha IyOJIMKAIINIO TIEPCOHATTBHON MEIUITMHCKON UH-
dbopmauuu B 00e3nnueHHO hopme B kypHase «[IpoGiemMbl 3HIO-
KPUHOJIOTUW».

KonhumkT naTepecoB. ABTOPHI JEKJIAPUPYIOT OTCYTCTBUE SIBHBIX U 10~
TEHIUAILHBIX KOH(MJIUKTOB WHTEPECOB, CBSI3AHHBIX C ITyOIUKAIMen
HacTosILIEH cTaTbU.
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