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ABSTRACT

Aim. To demostrate the complexity of the diagnosis and the consequences of the effect of insufficient hormone
replacement therapy on the prognosis of the patient with the viril form of congenital adrenal cortical hyperplasia.

Materials and methods. A retrospective analysis of anamnestic data, the course of the disease, laboratory and
instrumental data and ongoing treatment throughout the life of the patient from birth to 23 years was carried out.

Results. Since the diagnosis was established, frequent changes in periods of decompensation and compensation
were observed, which led to the development of central and peripheral adenomatosis — adrenal hyperplasia, pituitary
microadenoma, development of the polycystic ovary syndrome.

Conclusion. This case shows the importance of compensation for congenital adrenal cortical hyperplasia at all stages
of ontogenesis to prevent the development of complications.

Keywords: congenital adrenal cortical hyperplasia, polycystic ovary syndrome

BesepeHue Mane4YnkoB M aesoyek. B EBponerickon nonynauum
BIOKH — aTo ayTocomMHO-peLieccuBHoe 3aboneBa- 4actota BIKH pgocrtatoyHo BbiCOka M cocTaBnsieT
HWMe, C OQUHAKOBOW YacToTon BcTpevatoweecs cpegn  1-2,5:10000 HoBopoxaeHHbIX. ObLenonynsaumMoHHas
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yacrtoTa konebnetcs ot 0,3 go 1 %. B nogasnsioLwem
yucne cnyyaeB BbISBRSETCA geduunt depmeHTa
21-rmgpoKcunasbl, KOTOPbIN BCTPEYaeTCsa ¢ HacToTom
1:14000 HoBOpOXAEeHHbIX, a B Poccurickon denepa-
umm 1:9500. [lnarHocTuka atoro 3aboneBaHus BaxkHa
C nepBon Hegenu usHu pebeHka. [Opyrne copmbl
BIKH BcTpevatotcsa pegko: gedekt STAR, neduumnt
11a-rmgpokcunasbel, agedpuunt 17a-rmgpokcunassbl,
3B-rca, nedoviunt 11p-rngpokcmnasbl, 4edUUNT OK-
cvpopeayktasbl [1].

HecBoeBpeMeHHOCTb OUarHOCTUKM U OTCYTCTBME
3aMEeCTUTENbHOW rOPMOHAIbHON TEpanMM Ha paHHEM
aTane 3Ha4YUTENbHO yXyOLWalT MporHo3 3aboneBa-
HuA. B pasBuTbix CTpaHax NpoBOAUTCHA HeoHaTanb-
HbI CKPUHUHT Ha geduumnt 6enka 21-rugpokcmnasbl
C MOMOLLBIO ONpefeneHns ypoBHs 17-rmgpokcmnpo-
rectepoHa (17-Or1) B KpoBW, B3SATON U3 NSATKN HOBO-
poxageHHoro [2, 3].

HepoctaTtodHOCTb 21-rugpokcmnassl npoTekaeT B
OBYX KNMHUYECKMX hopMax: Krnaccuyeckonm (BUpwsb-
HOW U COmnbTEPAIOLLEN) U Heknaccuyeckon. Bupune-
Hble (POpPMbl YCNOBHO MOAPA3AEnstoT Ha BPOXAEH-
Hble 1 «MmsArkne» (nosgHue). BpoxaeHHble dopmbl
COMpPOBOXOAKTCS NpuM3Hakamu repMadpoamTuama
WU OMarHocTupyloTcs yxe npu poxaeHuu. [opasgo
TpyaHee AnarHoCcTMpoBaTb MO3gHME U OCOBEHHO
nateHTHble dpopmbl BOKH. BupuneHasa popma cuH-
OpomMa CBfidaHa C 4aCTMYHOM HeLOCTAaTOYHOCTbIO
21-rmgpokcmnasbl, YTO BbI3biBAET rMneprnpoayKLmio
(17-0r1). Hepeako npu nybeptatHon copme BOKH
pasBMBaETCsd CUHAPOM MOSIMKUCTO3HbIX SANYHWUKOB
(CIKA) [4]. B paHHoM cnydae pedvumT 21-rugpok-
cunasbl U OTCYTCTBME KOMMNEHCcaLMM HegocTaTka Kop-
TMU305a yCMnmMBaeT CMHTE3 aHApOreHoB. Pa3BmBaeTcs
Hagno4Ye4YHMKOBas rMnepaHaporeHnsi, B pesynbsrare
KoTopow nopasnsieTcs honnmkynoreHes, oBynsiLms
n passuaetcs CIKA. K HagnoyeuHukoBoW aHOpO-
reHMn npUCOEaUHSETCS OBapuanbHaa runepaH-
OpOreHnsi, Kotopas MMeeT BTOPUYHBIN XapakTep, U
pa3BMBaeTCs cMmellaHHasi bopma 3aboneBaHus [4].
OuddepeHunansHas guarHoctuka BOKH n CIKA
[OCTaTOYHO CrloXHAa B CBA3U C MAEHTMYHOCTLIO XKa-
no6 n KIMHWYECKon cumnToMaTtuku [5]. AKTyanb-
HocTb mayyennss BOKH n CIKA onpegensietca Ha-
pyLleHNEM MEHCTpyanbHON (PYHKUMM B cCOYETaHWUU
C TMpPCYTM3MOM, HeBblHaWMBaHMEM 6GepemMeHHOCTU
n Gecnnoguem, mMetabonnyeckMMn HapyLlEeHUsMH,
YTO OKa3bIBAET CYLLECTBEHHOE BNUSIHUE HA Ka4eCTBO
YKU3HW KEHLLMH.

Lenb uccnedoeaHusi: nokasaTb CINOXHOCTb Au-
arHOCTMKM M MOCNeAcCTBUS BIUSAHMS HEOOCTaTOYHOM
3aMeCTUTENBHOWM rOPMOHANbHOM Tepanun Ha NPOrHo3
naumeHTkn ¢ BupunsHomn chopmon BAKH.

Marepuanbi u meTopbi
I'IpOBep,eH peTpOCHeKTMBHbIVI aHalrnmiM3 aHaMHecCTun-
YecKUX OaHHbIX, TeyeHus1 3aboneBaHus, nabopartop-
HbIX, UHCTPYMEHTalbHbIX OaHHbIX 1 MPOBOAUMOIO ne-
YeHUNA Ha NPOTAXEeHUU XN3HU NaUUEeHTKN C poXXOeHNA
Jo 23 nert.

Pe3synbratbl M 06cyxpaeHue

MaumeHTtka 3., 18 net, B urone 2012 roga obpa-
Tunacb Ha kadegpy 3HAOKPUHOMNOMMM C kanobamm
Ha OTCYTCTBME MEHapxe, rofoBHble O0nu, yrpesyto
CbliMb, U3OLITOYHbIA POCT BOSIOC NO TeNy, rpyobin ro-
noc.

AHamHe3 6one3Hu

C poxaeHus BbiSIBNeHa knuvTopoMeranus. Takke
npu pOXAEHUM OTMEYEH Mnpexoadlimi oTek nuua,
napes kucten m cton (CBA3aHHbIA, NO-BUAMMOMY, C
3NEKTPONUTHBIMKU HapyLeHnsimn). Matepu Obino pe-
KOMEH,0BaHO MPOKOHCYNLTMPOBATb AEBOYKY Y SHAO-
KpuHorora cpasy nocrie poXxaeHusi, Yero caernaHo He
Ob1r10. C 2 neT nosiBMNIOCh OBOMTOCEHME MOMOBbLIX Op-
raHoB (nybapxe), yckopuncs pocT (B 2 roga KOCTHbIN
BO3pacT COOTBETCTBOBAnN 6-7 rogam).

B 2 ropa 3 mecsua BbicTaBneH amarHo3: BOKH,
aeduunt 21-rmgpokcunasel, BUMpunbHasa (npocTas)
dopma. [leBoyka Obina rocnutanvMsMpoBaHa B OET-
CKoe 3HOOKpUHonoruyeckoe otaeneHue r. KpacHoga-
pa. Mpu obcnenoBaHnK: 3HAYUTENBHOE MOBbLILIEHWE
cekpeummn 17-KC ¢ movon — 19 mkmonb/cyTku (y ge-
Ten go 3 net Hopma go 3,5 MkMonb/cyTku). eHeTn-
yeckoe uccregoBaHue MoaTBepawno kKapuotun 46
XX, nonoow xpomaTtnH 18%, 4TO Takke NO3BONUIIO
noateepants BOKH. MNpn ocMoTpe rMHeKkonorom Bbi-
SIBMEHbl Pa3BUTUE HAPYXHbIX MOMOBbLIX OPraHoB MO
WHTEepCeKCyarnbHOMY TUMYy: NEHMCOODPasHbI KNUTOP,
ypOreHuTanbHbIn CUHYC, eANHUYHbIE TEMHbIE BONOCHI
Ha nobke, rMnonnasnsa MaTku, YTO COOTBETCTBOBANoO
2-3 ctenenun supunusauuu no MNpagepy. B xoge npo-
Obl C JeKkcamMeTasoHOM 4 Mr B CYTKWU BbISIBNIEHO, YTO
n3HayanbHO noBbllleHHas cekpeuns 17-KC ¢ modyon
cHuaunnack 6onee 4yeMm Ha 50% OT ncxogHow. ITo CBU-
OeTenbCTBOBANO B MOMb3y HaAMO4Ye4YHUKOBOW Hemo-
CTATOYHOCTM U UCKITHOYANo Hanu4yme onyxonu. HasHa-
YeH NpeagHU30mnoH 5 Mr/cyTKu.

B BospacTte 2 net 7 mecdues bonbHasa npoxoguna
obcnegoBaHne B JHOOKPUHOMOIMYECKOM Hay4YHOM
ueHTpe Poccuiickon akagemun Hayk. NpexHuin ana-
rHo3 6bin noaTeepxaeH: BOKH, aedununt 21-ruppok-
cunasbl, NpocTtas BupunsHasa dopma. CteneHb BUpu-
nnsaumm no lNpagepy 2-3. MNpoBegeHa npoba ¢ cu-
HaKTEHOM, KOTopas no3sonuna guddepeHunpoBarb
Knaccuyeckyro U Hekrnaccuyeckyto dopmbl BOKH, B
xofe koTopoWn Bbin BbigBNeH 6asanbHbINn ypoBeHb 17-
Ol 6onee 12,8 Hr/mn (Npy BO3pacCTHO-MOJTOBOW HOp-
me 0,07-1,2 Hr/mn), a yepes 60 MUHYT Nocne CTUmy-
nauumn cuHakteHoMm 17-Ol1 npeBblwan 3HadeHne 12,8
Hr/MN (NpY BEpXHeW rpaHnLe HOPMbl CTUMYNMPOBaH-
Horo 17-OIl1 10 Hr/mn). B xogne npoObl 00wmi TecTo-
CTEpPOH, Kak 0GaszanbHbIl, Tak U CTUMYISILMOHHBIN,
coctaBun 0,8 HMonb/n 1 1,1 HMOMbL/N COOTBETCTBEH-
HO (BepxHsia rpaHuua Hopmbl 0,42 HMonb/n). Bbino
peKOMEHA0BaHO MPOJOIMKUTL JIEeYEHME [THKOKOPTU-
kovgamm (F'KC) (npeaHn3onoH/rmapoKopTU3oH) u 4o-
6aBMTb MUHepanokopTukouapl (nopuxHed 0,025 mr
B CYTKMW).

B 2 roga 9 mecsaueB pasBuncs npuctyn, conpo-
BOXAAKOLWMIACS pBOTON, criabocTbio, MOTEPEN CO3Ha-



HUS, rMNoHaTpuemuen 6e3 runepkanmemum, aueToHe-
MMEN, OLIMBOYHO pacUEHEHHbIN Kak MHAEKLMOHHbIN
ractpoaHTeput. locne BbIACHEHUS dhakTa Hanuyns
BOKH B/B BBegeHne MKC ycTpaHuno npucTym, Ko-
TOPbIA ABNANCS 3NM3040M OCTPOM HaANOYeYHMKO-
BOW HepocTaTodHocTU. B nocneaytowem nogobHble
Kpu3bl nosTopsanuce 2-3 pasa B rog ¢ 3 go 10 ner,
HauYMHaNUCb BHE3anHo, paHo yTpoM. bonbHas rocnu-
TanuMaupoBanach B OTAeneHne peaHuMaLmu, rae BHy-
TpuBeHHo Beogunuce NKC.

B 3 roga 2 mecsua geBoyka Obiria MOBTOPHO ro-
cnuTanuampoBaHa B QHOOKPUHOMOMMYECKMI Hay4YHbIN
ueHtp PAMH, roe 6bina npoBeaeHa onepauus — dgoe-
MUHU3MPYIOLLLAs NNACTMKa HapY>XHbIX reHuTanun (knu-
TOP3KTOMMS) B OAMH 3Tan. MccrnepoBanuch anbgo-
CTEPOH, PEHWH, aHMMOTEH3MH-1 NnasMbl: NokasaTenu
ObINK B Npeaenax HopMbl. BbiNo pekomeHaoBaHO Npo-
Aomxkutb Tepanuio 'KC 1 MuHepanokopTukongamu.

ropmoHanbHbIl cmamyc

C MOMeHTa ycTaHOBMEHUs anarHosa 6bino BbIsiB-
neHo nosbiweHne 17-KC n 17-0Ol ¢ 2 po 3 ner, 4TO
rosopuno o gekomneHcauum BOKH, a ¢ 3 go 4 net
[aHHble nokasaTenu OblnM Hopmanu3oBaHbl — 605b-
Has Oblna KomneHcupoBaHa. C 7 oo 9 neT Takke Obin
nepvof komneHcaumm no yposHsam 17-KC n 17-0Ol1, a
¢ 10 po 17 net 17-OI cHoBa noBbILIANCS, YTO FOBO-
puno o gekomneHcauun BOKH (Tab. 1).

®CI 6bin B HOpMe B npenybepTaTHOM nepuoae
n 2010-1011 rogax, Ho B 2005 rogy oTmeyanocb ero
nosblweHne. BoiasneHo nosbiweHue JII B 2005 rogy
W He3HauuTenbHoe ero cHuxeHue B 2011 rogy, a npo-
rectepoH u MNPJ1 octaBanuck B npegenax HopMel. He-
OOHOKpaTHO noBbILwancs obwmi TectoctepoH go 1,39
Hr/mMn (BepxHas rpaHuua Hopmbl 1,3 Hr/mn). C 2008
no 2010 rog nauMeHTKa NpuUHUMarna ACTPOXenb, a C
2010 no 2012 rog — NMporuHoBy, HO adhdbekTa MeHap-
Xe nonyyntb He yganocb. OQHOKpATHO MOBbILLIANCA
acTtpaguon Bbiwe 200,0 nr/mn B Hosibpe 2010 roga.
OctanbHble nokasatenu B npegenax Hopwmbl.

Mpn uHTepnpeTaumn nokasatenewn runodgusap-
HO-HaANOYEYHMKOBOW CUCTEMbI BbiABNEHO, 4To AKTI
B 2000 rogy 6bin HopmanbHbI, a B 2010 rogy oTme-
Yyanocb €ero NoBbILLEHNE, YTO Takke MoATBEpXKOaeT
aekomneHcauuo BOKH B Bo3pacTe 14 nert (tabn. 1).

UHcmpymeHmanbHbie uccriedoeaHust

Mo gaHHbIM Y3 opraHoB Manoro Tasa HEOAHO-
KpaTHO OTMeYanvcb rmnonnasvs MaTtku U ymeHblue-
Hne obbema sinyHMkoB. K coxaneHuto, Y3 nposo-
OUNocb pasHbIMKU CreLManMcTaMmm U Ha pasHbixX an-
napatax. Ha Y3/ ot 2010 n 2012 rogoB 6binn gaHbl
TOMNbKO 2 pasmepa ANYHWKOB, B CBSI3N C YeM O0ObeEM
nocuutatb He yaanocb. Ha ¢oHe npuema actpore-
HoB B 2010 rogy Bu3yanuM3vpoBanuncb eOuHUYHbIE
donnukynbl. [Ng 4eTKoro OTCRneXxXmBaHUs U3MeHeEHNI

Tabnuya 1/ Table 1

[aHHble nabopaTopHbIX UccrneaoBaHNN Ha (hoHe 3aMeCTUTENbHON Tepanuu
rMIOKO- U MMHEpanoKopTMkongamm

The data of laboratory studies against the background of replacement therapy
with gluco- and mineralocorticoids

Oarta AKTI 17'?3" 15 3amecTuTenbHasa Tepanusa
09.1996 a. - >12,8 MpegHn3onoH 5 mr/cyt, ®nopuHed 0,025 mr/cyT
06.1997 a. - 0,1 Kopted 15 mr/cyt, ®nopuHed 0,05 mr/cyT
02.1998 e. - 0,07 MpegHun3onoH,7.5 mr/cyt, ®nopuHed 0.05 mr/cyT
03.2000 a. 12,2 HMonb/N Kopted 15 mr/cyT, ®nopuHed 0,05 mr/cyTt
06.2003 a. - 0,2 KopTed 15 mr/cyT, ®nopuHed 0,05 mr/cyTt
07.2004 a. - 22,95 Kopted 15 mr/cyT, ®nopuHed 0,05 mr/cyTt
06.2005 a. - 26,14 Kopted 20 mr/cyT, ®nopuHed 0,05 mr/cyTt
12.2008 e. - 20,0 1 Kopted 20 mr/cyT, ®nopunHed 0,075 mr/cyT
03.2010 a. - 6,7 Kopted 25 mr/cyt, dnopuned 0,1 mr/cyT
02.2010 a. 37,0 nr/mn - Kopted 25 mr/cyt, dnopunHed 0,1 mr/cyT
11.2010 a. 78,5 nr/imn - Kopted 25 mr/cyt, dnopuned 0,1 mr/cyT
03.2012 a. 15,4 nr/mn 17,53 Kopted 20 mr/cyt, dnopuHed 0,075 mr/cyT
07.2012 a. 21,63 nr/mn 6,1 Kopted 20 mr/cyt, KoptuHedd 0,1 mr/cyT
072012 . 85,45 nr/mn 6onee 20 Hr/ Kopted 20 mr/cyT,KoptuHedd 0,1 mr/cyt
Mnn HekcametasoH 0,25 mr/cyT

10.2012 2. ) 2.12 Hr/mn Kopted 20 mr/cyt, KoptuHedd 0,1 mr/cyT
OekcametasoH 0,5 mr/cyT

03.2013 2. ) 520 Hr/M Kopted 20 mr/cyT, KoptuHedd 0,1 mr/cyT
OekcameTtasoH 0,5 mr/cyT

09.2013 2. ) 18.65 Hr/mn Kopted 20 mr/cyT, KoptuHedd 0,1 mr/cyT
[ekcameTasoH 0,5 mr/cyT

022016 2. _ 520 Hr/mn Kopted 20 mr/cyT, KoptuHedd 0,1 mr/cyT
OekcametasoH 0,05 mr/cyT

07,2016 2. ) 7.47 wriun KopTed 20 mr/cyT., KoptnHedd 0,1 mr/cyT
OekcametasoH 0,75 mr/cyT
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pasMepoB MaTKu Mbl paccymTann ee obbem 1 cpas-
HWUMK C BO3PaCTHbIMW HOpMaMu. Bbino yctaHoBMEHO,
4YTO MaTka Bcerga Obina pesko yMeHblueHa B 00be-
Me, HECMOTPS Ha HOpMaribHble BENUYMHBI HEKOTOPbIX
ee INuHenHbIX pasmepos. [Npn 3TOM ¢ Bo3pacToMm ee
obbem yBenuumBancs, 3a ucknoyveHnem 2011 roga,
4YTO Takke MOXET ObITb CBSI3aHO C npoBedeHnem Y3
pasHbIMK crieynanucTamm (Tabn. 2).

CTBEHHOCTb OTSIrOLLEHa No cepaeyHo-cocyancTon na-
TOMOrMM N OHKO3aboneBaHUsIM CO CTOPOHbI MaTepw.

HaHHble 06bLeKkmueHo20 ocmMompa

lMpn ocmoTpe ycTaHOBMEHO, YTO OonbHas aHapo-
WOHOTO TEMNOCNOXeHUs (COoTHoLWeHne obxBaTa nrey
k obxeaTy 6egep coctaenset 1,1), HecMOTps Ha 4-x
neTHWin npuem actporeHoB. Poct 160 cm, Bec 57,8 kr
(MMT=22,5 kr/m?). MporHo3vpyembli pocT pebeHka

Tabnuya 2 / Table 2

Y3WU opraHoB marnoro tasa
Pelvic ultrasound

l'op o6cnepoBaHus Martka MpaBbIN ANYHUK JleBbIN ANYHMK
1996 a. V=221 mn N He Bn3yanuanpyetcs V=1,4 mn |
2005 a. V=483 mn | V=1,7mn | V=2,3 mn |
2008 2. [Mpun3Haku runonnasmu (pasmepbl He yka3aHbl)
2010 . V=9,25 mn | 2,7%1,4 c HECKONMbKUMU 2,8%x1,5 ¢ Heckonbknumn
donnukynamm donnukynamm
2011 V=8,33 mn | V=1,5mn | V=1,1wmn |
Mapm 2012 e. V=10,1 mn | 1,7x1,1 | 1,6%x1,0 |
Wonb 2012 e. V=16,8 mn | V=7,3mn | V=3,1mn |
V=124 om® V=3,4 cm® aHTparnbHble V=41 cm?
OKkmsibpb 2012 2. M-0x0 — 4.7 MM donnukynel 3-4 MM C aHTpanbHbIMY PONNNKynaMmu
no Bcemy Teny no BCEMY Terny

Mo paHHbIM Y3WM Hagno4Ye4yHUKOB BbISBIEHO He-
OOHOKpaTHoe yBenuyeHne ux pasmepos 6e3 o6bem-
HblX 06pa3oBaHuUii, YTO TaKke CBUAETENbCTBOBANO B
nonb3y aekomneHcauun BOKH. C 1997 roga otmeve-
Ha aMddysHass HEOQHOPOAHOCTb NX NAapPEeHXNMBbI, YTO
yKasblBano Ha pa3Butuie ageHomartosa (Tabn. 3).

coctaBnsiet 175 cm. KoxxHble NOKpoBbI huanonormye-
CKOW OKpacKu M BMaXXHOCTWU. AKHe Ha nvue, nrevax,
cnuHe. OBunNbHOE OBONOCEHNE PYK M HOT, EOUHNYHBIE
TEMHble BOMNOChI BOKPYT apeori COCKOB, Ha CrWHe, Sro-
ovuax. benble cTpun Ha nepegHe-BepxHEN NoBepx-
HocTu Beaep.

Tabnuya 3 / Table 3

MHcTpyMeHTanbHble uccnegoBaHNA HaaNoO4Ye4YHUKOB
Instrumental methods of examination of adrenals

lopg uccnepoBanus Pe3ynbrarbl
1996 1 MpaBbIi HAANOYEYHUK HE YBENUYEH, NEBbIV HAAMNOYEYHUK HE3HAYUTENbHO YBENMNYEH —
1,9x0,7 cm
1997 r. MpusHaku yBennyeHns o060mx Hagno4Ye4YHNKOB
2005r. Matonormn He oBHapyxeHo
2012 r. MpusHakn anddpysHoro ysenuyeHus HagnoveyHmkos (KT)

MaTonorum WUTOBUAHOM Xenesbl HUKoraa He 06-
HapyXnBanocs.

AHaMHe3 XU3HU

Pogmnnacb ot nepBort 6epeMeHHOCTUN, NpoTekaBs-
el 6e3 OCrNoXHEeHWUI, B CPOK pocToM 54 cm 1 Becom
3500 r. PassuBanacb, onepexas BoO3pacTHble HOPMb!
(cena B 6 MecsiLeB, NepBble CrioBa Npou3Hecna B 9
MecsiLeB, XoauTb Hadana ¢ 12 mecsiueB, B rog pas-
rosapusana uensimu npegnoxeHuamu). OPBU, Boc-
nanuTenbHble 3aboneBaHUss BEPXHUX AblXaTeNbHbIX
nyten otMedaeT 1 pa3 B rog (Ha MOMeHT 3abonesa-
Hust go3a 'KC yBenuumeanacb caMOCTOSATENBHO B 2-3
pa3a). Mono4Hble enesbl yBENUYMUIMCb B pasmepax
(Tenapxe) B 12 net, Ha MOMEHT ocMoTpa — M1.

O6a poouTens sBNAKTCS reTepoHOoCUTENsIMA Oe-
dekTa reHa 21 rugpokcunasbl (CYP21A2). Hacnea-

Co CTOpOHbI AbIxaTenbHOW CUCTEMbI NaTonoruu
He BbisiBreHo. CepaevHo-cocyancTast Cuctema: TOHbI
npurnyLweHsl, putMuiHble, YCC=74 ygapa B 1 Mu-
HyTy. CUCTONMYECKUI LIYM Ha BEpXYLLUKE cepaua u B
Touke boTkuHa-Opba. ALl B nonoxeHun cuas 110/76
MM PT. CT., B nonoxeHun cros 93/70 mm pt. cT. Ma-
TOMOrMM LLMTOBUOHOW Xenesbl, NULLEBapUTENbHON 1
MOYEMOIIOBON CUCTEMBI HE OOHAPYXXEHO.

HaHHble nepeuyHo20 obpawieHuUss Ha kagheopy
3HOOKpUHoJI02UU

Mpn nepBnyHOM OOpalleHMn Ha kadeapy SHAO-
KpuHornoruu B utone 2012 roga nony4vana kopted 20
Mr/cyTku, koptuHedd 0,1 Mr/cyTku, NPOrnMHOBY nNo
cxeme. B ropMoHanbHOM cTaTyce 0TMEYEHO NoBbILle-
Hue 17-0l1 (BepxHsa rpaHunua Hopmbl 2,3 Hr/Mn), no-
BbILLIEHWE KOpTU30ra (BepXHUI ananasoH Hopmbl 600



Tabnuya 4 / Table 4
MarHuTHo-pe3oHaHCHas Tomorpadua
runodumsa
Magnetic resonance imaging of the
pituitary gland

Oata
Pe3ynkraTbl
nuccnepoBaHusA
Pasmepbl runocmsa — 4x11x12
07.2012 1 MM, B N€BOII Aone y4acTok
OKpyrnow popmbl 4 MM B fnameTpe
(MukpoageHoma).

MMOIb/I1) U TECTOCTEPOHA (BEPXHASA rpaHuLa HOPMbI
1,2 Hr/mn). B 6uoxmmumyeckom aHanuae kposwu Gbina
OTMeYeHa runepypukeMusi, CBMAETENbCTBYyOLWAd O
pasBUTMN METaboNMYecKoro cMHapoma, rmnepnpore-
WHeEMUs BCNEACTBUE akTuBauum 6enkoBoro obmeHa,
rMNOrNMKeMMS!, CBA3aHHas C MMNepPUHCYNNHU3MOM.

Ha Y3W opraHoe manoro tasa B utone 2012 roga
OTMeYeHa rmnonnasus MaTkm u sn4HNKoB (Tab. 2).

HuazHo3 (uronib 2012 eoda): BOKH, pecuumt
21-rmgpokcunasel, NpocTtasi BUpunbHasa dopma, He-
KOMMeHcupoBaHHasd. He ucknioyeH ageHomaros Hag-
no4ye4yHMKoOB M runodusa. He ucknioyeHa gucnnasms
COEOUHUTENBbHOW TKaHWU (Mepernd LUEKN Xen4yHoro
ny3bIpsi B HYXKHEW TPETU, NIOCKOCTOMNMnE).

Bbinn HasHauyeHbl crnegylwne MccnegoBaHus:
MPT runodusa, KT HagnoyevHukoB, Y3W reHutanun,
Y3 cepaua, anekTponuTbl KPOBU (HaTpui, Kanum,
xnopuapl, kKanbuun, marHui, gocdop, umHk), 17-0r1
n AKTT.

BbIno pekomeHZoOBaHO NPOJOIMKUTL NEYeHne Mo
NpexHen cxeme C NPEXHUMU JO3NPOBKaMU: KopTedd
20 mr/cyTkun, koptuHedd 0,1 mr/cyTkn, npornHosa 1
Tab/neHb

[Npn NnoBTOpPHOM uccregoBaHMM nokasatenun 17-
OnN n AKTT kpoBW BHOBb OKa3anucb MOBbLILLEHbI, YTO
noareepxaano aekomneHcaumo BOKH. Mpu ncecne-
OOBaHVM 3MEKTPONTUTOB KPOBW OTKIIOHEHWUA OT HOPM
He ObIno BbisABIeHo. [laHHble MPT runodusa 6e3 KoH-
TpacTa npeacTaBrneHbl B Tabnuue 4, KT HagnoyeyYHn-
KoB B Tabnuue 3.

YuntbiBas pesynbraTtbl UCCrnegoBaHuiA, Obina npo-
n3BedeHa KoppeKkuus MeauKaMeHTO3HOW Tepanuu:
OTMEHEH MPWEM MPOrMHOBLI, K nevyeHnto gobaeneH
aekcamertasoH 0,25 mr (1/2 TabneTku) B CyTku, rmto-
KOKOPTUKOMOHasN akTMBHOCTL koToporo B 30 pas npe-
BbILLIAET TAKOBYIO y KopTeda. PekomeHaoBaHO Takke
NpoAOXNTb Npuem kopTeda 20 Mr B CyTKU U KOPTU-

Hedppa 0,1 mr B cyTku nog koHTponem AKTT, 17-Ol1
KpoBu. HacTtoaTenbHO pekoMeH4OBaHO npoBefeHue
Y3W ceppua onst noaTBepPXKAEHUSA ANCNa3num coeam-
HUTENBbHOW TKaHMW.

Uepes mecsay us-3a omcymcemeusi a¢hghekmueHo-
cmu dosa Oekcamema3soHa bbina ysenu4veHa 0o 0,5
me (1 mabnemka) e cymku. B okmsabpe npuwna nep-
g8asi MeHcmpyauusi Ha ¢boHe HOPMasibHO20 YPOBHS
17-0OI1 (2,12 He/mr), 8 Hosibpe npuwina noemopHasi
MeHcmpyauyus.

Ocmomp 07.04.2016 2o00a (8 AuHamuke)

XKanobbr: 6GecnoKosIT HeperynsipHble MEeHCTpy-
aumm — yepegoBaHMe OMNCOMEHOPEU WU runepnonu-
MeHopeu, nrnoxas NepeHocUMocTb U3MYECKon Ha-
rpysku. [MIOKO- 1 MUHEpanoKopTukouabl NpUHMUMaeT
HeperynspHo, B BbIXOAHblE OHU MEPEHOCUT MPUEM
npenapatoB ¢ 7:00 Ha 12:00-13:00. OTmeyvaeT 3Ha-
YnTeENbHOE YMEHbLLUEHME POCTa BOMOC Ha pyKax, HO
NpPOAOIKaeTCa MHTEHCUBHbLIN POCT Ha 6egpax. Y oTua
BbISIBUIICA caxapHbI AMabeT 2 Tuna.

MMT=19,8 kr/m? (noxygena Ha 2 «r), A cuas
103/62 mm pT. CT., cTos 92/75 mm pT. cT. [Nynsc 100 ya/
MUH. [aHHble Y3U reHutanun ot 28.03.2016 r. npea-
cTaBreHbl B Tabnuue 5.

Huaero3 (07.04.2016): BOKH (oeduumnt 21-ru-
ApoKcunasbl), KNacCU4eCKUi BapuaHT, BUPUIbHas
cdopma, HekomneHcupoBaHHas. Onuro-oncomeHo-
pesi, YepegyloLwlasaca c runepnonMMmeHopeen. Ouc-
nnasvsi coeguHUTENbHON TKaHM? dopmupyroLLnncs
CVMHOPOM MOSTMKUCTO3HbIX IMYHUKOB.

PekomeHaoBaHO yBennunTb 403y AeKcameTa3oHa
no 1,5 Tabnetok B cyTtku (0,75 mr), go3bl kKopteda u
KopTuHeda ocTaBuTb npexHuMu. HactoaTensHo
pPEKOMEHAO0BAHO NPUHMMAaTL NpenapaTbl eXeAHEBHO
M B OOHM 1 Te Xe 4achbl.

Buaut 03.08.2016 r.: npuHMMana rnoKo- 1 MUHe-
panokopTMKonabl eXXeQHEBHO U B OOHU U Te Xe Yachl.

HaHHble pesynbmamoes obcrnedosaHusi 8 OuHa-
muke (26.07.2016): TTI — 3,75 ME/n, MNPJT1 — 703,4
MKME/mn, 17-OlN — 7,47 nr/mn — N, Butamunu [ 06-
wwu — 20,9 Hr/mn, ansbymuH — 40,8 r/n, kanbuun
— 2,34 mMonb/n, marimn — 0,7 mMonb/n, docdop —
1,11 mMonb/n, HbA1c — 5,4 %.

HanHble Y3W reHutanuin ot 03.08.2016 r. npen-
CTaBrneHbl B Tabnuue 5.

Ha MPT runodumsa B utone 2016 r.: runocus nve-
eT pasmepbl 11x13x4 MM, MUKpoageHombl HeT. KT
HaAMOYEeYHUKOB (cnupanbHbId TomMorpadg) B uione
2016 roga: naTonornvM He 0OHapy>XeHo.

Tabnuya 5 / Table 5
Y3WU reHntanuun
Genital organs ultrasound
V=14 cm® | V=10,7 cm?

28.03.2016 (28-1 V=34,6 cm®

neHb OML) M-ax0 — 3MMm

donnukynsipHebIn annapaT auddepeHUnpyeTcs HEYETKO, B Tene 06oumx
anyHukoB no 10 1 6onee donnukynos pasmepom 3-5 Mm

03.08.2016 (3-1
neHs OML)

V=27,6 cm®
OHaomeTpuin — 5 mm

V=3,79 cm®
donnukynbel 4O 7 MM,
0o 5 B cpese

V=4,62 cm®
donnukynel 4o 8 mm, B cpese 5
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2017: 24 (6)

U BeCMHUK

7 MeOUUYUHCKU

U Hay4HbIU me:

Kyb6aHcku

Ox0-KC: nponanc mutpanbHOro knanaHa B Mo-
noctb nesoro npegcepaus 3 MMm. Peryprutaums Ha
KnanaHe fieroyHon apTepun n MUTpanbHOM KnarnaHe.

ApeHomaTo3 HaAano4YeyHWKOB M MUKpoadeHoMa
rmnodunsa, CUMHAPOM MOMUKUCTO3HbLIX ANYHUKOB WC-
Yye3nu Ha dhoHe HopMarbHOro ypoBHs 17-0OTl1.

HuazHo3 (03.08.2016): BOKH (nedouumut 21-ru-
OpoKcunasbl), KNacCUYEeCKU BapuaHT, BUMpUIIbHAsA
dopma, KoMneHcMpoBaHHbIA. [ucnnasvs coeanHu-
TenbHOW TkaHW. Heknaccuduvumpyembin deHoTUn.
OTHocuTENbHLIN fednunT BUTamuHa .

PekomeHOoeaHoO

BbicokobenkoBas aneta ¢ GonbLUIMM coaepXaHu-
€M MOSIOYHbIX MPOAYKTOB, CIMBOYHOIO Macna, »ape-
Horo anua, xneba. NpunbaeBuTb B Bece Ha 3 Kr, kopTed,
10 mr — 1 1ab. B 7:00 4, %2 tab. B 16 4 n 21:00 y,
kopTuHedbd, 0,1 mr — 1 1ab. B 7:00 4, gekcameTasoH,
0,5 mr—1,5T1ab. B 7:00; akBagetpum 3 kannu B 0bep;
mMarHepot 2 1ab. 3 pasa B geHb 1 mecsu, no 2 1ab. 2
pas3a B OeHb BTOpoWl Mmecsil, no 2 Tab. 1 pa3 B AeHb
TpeTuin mecsy,. Yepes 3 mecsaua nccnegosatb 17-0OT1,
HbA,C, 25(0OH)3, kanbuwnit, ghocdop, MarHun, anb-
oymuH, TTT, MPJ1, Y3W reHuTanun Ha 2-n — 5- oeHb
OML, Y3W cepagua ¢ M-axo. HactosiTenbHO peKoMeH-
[OBaHO NPMHMMAaTbL [TOKO- N MUHEPANOKOPTUKONAbI
B OOHM U Te Xe Yacbl u 6e3 nponyckos. HabnoaeHue
Y4aCTKOBOIO SHAOKPUHOSOra.

O6cyxpneHue

Llenb Tepanum BupunbHon chopmbl BOKH y geten
— BocnonHeHne pgeduuuta NKC ana npegynpexae-
HUS1 pa3BUTUSA aJpeHarnoBblX KPU30B, NoAaBreHue
ceKkpeLmmn Haano4YeyYHMKOBbIX aHOpPoreHoB, obecneye-
HWe HOpMarnbHOro pocTa U pa3BUTUS CKeneTa.

Conbtepsitowtass opma BIOKH paseuBaetcs B
nepsble AHM-MecsLbl nocne poxaeHus pebeHka, co-
NpOBOXOaEeTCsi PBOTOM, Anapeen (06e3BOXMBAHUEM
— 3KCWKO30M), 3NEKTPOMNUTHBLIMU HapyLleHUsMu (ru-
nepkanMeMmmen, rmnoHaTpuemMmen, rmnoxropemMment),
BbIPa)XEHHOW TMMOTOHMEN C OPTOCTaTUYECKOW rmno-
TEH3nen, NOTEMHEHUEM KOXWN U CIIM3UCTLIX, NOTepen
Maccbl Tena 1 04eHb YacTo 3aKaH4MBaETCs NeTanbHO
elle B HeoHaTanbHOM nepuoge. YuuTbiBag Hadano
Tepanuu KO- U MUHEPaKoOPTUKOMAAMM TONBbKO C
MOMeHTa MOCTaHOBKM AuarHo3a B Bo3pacTe 2 neT,
BEPOSATHOCTb conbrepsitowen dpopmbl BOKH npaktu-
yeckn HeBo3MoxHa. lNMosbiweHne 17-Orl1 Bbiwe 12,8
Hr/MN B Xxode NpoObl C CUHAKTEHOM, HOpPMarbHbIE
nokasaTenu anbAoCTepOHa, PeEHWHAa, aHrMOTEH3U-
Ha-1 B CbIBOPOTKE KPOBU Takxe CBUAETENbCTBOBANM
B MOMb3y KNacCn4ecKoro BapuaHta BUpUIbHOM (Npo-
cton) copmbl BOKH. Kpusbl ¢ 2,5 go 10 net 6binu
obycrnoeneHbl gekomneHcauven BOKH n aensnuck
anM3ogaMy OCTPOW HagmnoyYeyHMKOBOW HegocTaToud-
HocTu. [MpuymnHOM nocnegHux Obin HeperynspHbIn
npuem NKC.

O hekTUBHOCTL NeveHus 3aboneBaHnsl OLEeHU-
BaloT no nokasatenam 17-Ol, OM3A-C, TtectocTe-
poHa, AKTI" B cbiBOpoTke KpoBu. Lleneson ypoBeHb
17-0r1, no-Bugumomy, 4omkeH ObiTb B 2 pasa Bbille

BEPXHEW rpaHuLbl HOPMbI, TaK Kak npu 6onee HU3KOM
YypOBHe BO3MOXHa nepeposuposka KC, a npu 6onee
BbICOKOM — HapylleHne penpoayKTUBHOW OYyHKLMK
N ycuneHvne aHgporenHnsauun. Criyyam ¢ Hawewn na-
LMEHTKOM noaTBepxaaer 3¢pdeKTMBHOCTL Hallero
neveHuns. Kputepuamm 9dEEKTUBHOCTM FeYeHus
BOKH sBnsioTcs Takke CKOPOCTb poCTa M KOCTHbIN
Bo3pacT — u3bbiTok KC yrHeTaer poct, a gecomuut
CHavana npuBOAUT K YCUIEHUIO NUHENHOro pocTa, a
3aTeM K NpexneBpeMEHHOMY 3aKpbITUO anudusap-
HbIX 30H pocTa.

Y Hawen nauneHTKn ¢ MOMEHTa YCTaHOBMEHUS
AmarHosa Habnoganucb YacTble CMeHbl NepuopoB
aexomMmneHcauumm n komneHcauum BOKH. Bbino Bbisie-
neHo nosbiweHne 17-KC, 17-0Ol1 ¢ 2 go 3 nert, 4Tto
roBOpMIio O AekoMneHcaummn 3abonesaHusi, a B BO3-
pacTHble nepuogbl ¢ 3 0o 4 net n ¢ 7 0o 9 nert gaH-
Hble nokasarenu Gbinn HopmanuaoBaHbl, U 6onbHasa
Obina KomneHcupoBaHa. HanpoTtuB, Becb nepuog
npenybeptata 1 nybeprata umena MecTO OEKOM-
neHcauuna BOKH, o yem cBMaeTenscTBOBan ypoBeHb
17-Ol, npeBbIWAKLWMIA HOpPMaribHble 3HAYEHUS.
INpn nHTepnpeTnpoBaHnn nokasartenen runocpusap-
HO-HaAMNOYEe4YHUKOBOW CUCTEMBI BbiABNEHO, YTo AKTI
B 2000 rogy 6b1n HopmarnbHbii, a B 2010 rogy oTme-
Yanocb €ero MoBbILLEHWE, YTO Takke NOATBepXAaeT
nekomneHcaumto BIKH B Bo3pacTte 14 net. 310 MOX-
HO OOBACHUTBL HacTynneHuem nybepTara, MoOBbILE-
Hnem noTpebHocTn B FKC 1 oTCyTCTBMEM afeKkBaTHON
KOppeKumMmn 0o3bl NpenapatoB Ha POHE MOBbILLIEHHbIX
ypoBHen 17-0r1. Boicokne o3l 'KC B nogpocTKoBOM
BO3pacTe MOryT NPUBOAUTbL K OXKUPEHMWIO N 3aepKKe
MeHapxe 1 nybepTarta ¢ cekcyanbHbIM MHpaHTUNN3-
MOM. HeagekBaTHO HU3KME O03bl NOCMEOHUX NPUBO-
OS9T K NpexgeBpeMeHHOMY MONI0OBOMY CO3pEBaHMIO,
HU3KOMY pOCTy. Y GOMNbHOWM MMENo MecTo Terapxe B
12 nert, a MeHapxe He HacTynano faxe Ha hoHe npu-
€Ma 3CTPOreHoB B TeYeHue OByX feT.

MNosbiweHne AKTT, rmnepnnasna Haagno4Ye4yHMKoB,
MUKpoageHoMa rmnogmsa noaTBEPANIN ONUTENBHOE
oTcyTcTBUE aaekBaTHOM A03bl [KC 1 pasBuTue ueH-
TpanbHOro n nepmndepryeckoro ageHomMaTosa.

B mapte 2016 roga no gaHHbiM Y3W reHuTanuin
BrepBble ObINo 3aPMKCUPOBAHO YBENNYEHNE SNYHU-
KoB B 06beme 6onee 10 cm® n Hann4ume B Tene obomx
sAnyHKnkoB no 10 1 6onee onnnkynos pasmepom 3-5
MM W HapyLleHWe MeHCTpyanbHOW YHKUMN — Onun-
ro-orncoMeHopes, YepeayLasacs ¢ rmneprnoiMmeHo-
peei. ATU U3MEHEHUSA CBUAETENbLCTBOBANM o op-
MUPYOLLEMCS CUHAPOME MOMMKUCTO3HBIX SUYHWUKOB.
Moyemy 31O NpounsoLwno? AsnAnNca nu rmaBHOM Npu-
YMHOW NOBbILLEHHbIN ypoBeHb 17-0lM7? Ho v paHee oo
18 netHero Bo3pacta Ha POHEe NOBbILLEHHbIX YPOB-
Her 17-Orl1 3TOT CMHOPOM He pa3BMBarncs v AUYHUKK
ObInn rmnonnasmMpoBaHHblie? MOXHO MpeanonoxnThb,
4yTO nNpuem gekcametasoHa nogaswusnt AKTI n Bbipa-
6GOTKY aHApPOreHOB B HagMNo4Ye4HMKax. ATo NPUBENO K
OTHOCUTENbHOMY YBEINMYEHUNIO 3CTPOreHOB. YUMUTbI-
Basi HeperynsipHbl Np1MeMm KO- N MUHEPariokopTy-
KouaoB, 3To crnocobcTBoBano konebanuam J1I' n ¢CIr



B runocpmse B CTOPOHY Gonbluero ysenuyeHus J1I un
cHmxeHua GCI. Ckopee Bcero, BCe 3TN N3MEHEHUS U
ABUNUCL npuymHon passutns CMNKA y gaHHon 6ornb-
HoW. TpebyloTcs 4ONOMHUTENbHbIE UCCNEAOBAHMS.

YuutblBas, 4to no AaHHbiM OXO-KC Obin BbisB-
NeH nponanc MUTpanbHOro knanaHa | crtenexHn ¢ mu-
TpanbHOW peryprutaumen | ctenexHu, nepernt Lwenkn
XKENMYHOro My3bIpsi B HWKHEW TPEeTu, NIocKocTonue,
CMMNTOMbI BEreTaTuBHOM ANCEYHKLUMMK, 6ONbHON Obin
BbICTaBNeH AnarHo3 — AMCnnasvs CoequMHUTENbHON
TKaHW, Heknaccuuuupyembln eHotun. MNpu gaH-
HOW MaTonorMm CoeauHUTENbHOM TKaHu Heobxoguma
MeauKaMeHTo3Has Tepanusa (npenapaTtbl MarHus, Bu-
TamuHbl B, C, E), Lenbio KoTopou SBNseTcs Hopmanu-
3auus CMHTE3a 1M CO3peBaHUA KonnareHa v anacTtuHa,
YMEHbLUEHNE CTENEHW pa3BUTUSA OUCMNIACTUYECKMX
npoLeccoB B cepaue, HMBenMpoBaHNe NpU3HaKoB Be-
reTaTuBHOWM ANCYHKUNN.

3aknioueHue

Ha npumepe paHHoW 60nbHOM MNOKa3aHa BaX-
HocTb KomneHcauun BOKH Ha Bcex aTanax oHTOre-
He3a Ons NpeaoTBpaLLEHUs pasBUTUS OCITOKHEHUN,
B 4aCTHOCTM — OCTPOro MMMOKOPTULM3MA, HU3KOro
pocTa, YCUNeHusi runepnnactuyecknx npoueccoB B
Hagno4YeYyHuKax u runodgmse BNIOTb 40 OMNyXONeBoro
nepepoxaeHus, dopmmpoBanns CIIKA. lMocne 3a-
KPbITUSt 30H poCTa BO3MOXEH MepeBof Ha CUHTETU-
yeckne aHanorn NKC (npegHM3onoH), a B BedepHee
BpeMst MOXeET BbITb Jo6aBneH gekcameTasoH. OCTpo-
reHol Moryt ObiTb gobaeneHbl k nedveHuto BOKH,
ecrnv Ha oHe HopMmarbHbIX ypoBHen 17-Ol1 He go-

CTUrHyTa YAOBMETBOpPUTENbHAA 3CTpOreHnsaums ae-
BYLIKKN. Ncxoas ud HabnogeHusa 3a Hawen 6onsHon,
no-BMAMMOMY, O NoaaepXkaHust cTaburnbHOro rop-
MOHarnbHOro M uanyeckoro cratyca Heobxogmmo
pekomeHaoBaTb ypoBeHb 17-0Ol1 B 1,5-2 pasa Bbile
BEPXHEN rpaHunLbl HOPMbI.
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