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TQLLKEHTCK NMEANQTOUNYE CK MEAMLIMHCKA MHCTATYT

PecryGAVMKQHCKMM CreLmMAAM3POBAHHBIV HQYYHO-MPAKTUHE CK MEANLIMHCKIMM LIEHTP SHAOKPUHOAOMM M3 PY3,

r. TQlKeHT

CAYYAUN COYETAHNY CUHAPOMA
MYCTOIO TYPELKOIO CEAAA U ONMYXOAU HAANOYEYHUKA
C ANOXHbIM NPEXXAEBPEMEHHBIM MOAOBbBIM PA3BUTUEM
Y YETbIPEXAETHETO MAABYUKA

Peatome. OnvicaH ciyyari codeTaHns CUHAPOMA MyCTOro TYPeLKOro ceasna v Ornyxosu HaarnoYeyHMKa ¢ J10X-
HbIM MPexXaeBpeMEHHbLIM 10J10BbIM Pa3BUTUEM Y YETLIPEXIETHErO Masib4Yuka. oy 3TOM y naumeHTa 4o yaane-
HUSI OMYXOJIM HAAMNOYEYHMKa OTMEYaJI0Ch JIOXKHOE MNPexaeBpeMeHHOE r10J10Boe CO3peBaHue, a rocsie yaaneHus
OIyx0JIV ANarHOCTUPOBAaH rMMNoroHaA0TPOMNHbIV MMIOroHaaAN3M 1 HU3KOPOC/IOCTb Ha (POHE CUHAPOMA yCTOro
TypeLkoro ceana. Heobxoammo HazHadyeHne Tepanum reHHO-MHXEeHepPHbIM FrOPMOHOM POcTa (y naLmeHTa 30Hb!
pOCTa OTKPbIThI), & TAKXKE KYPCbl TEPArm XOPUOHUYECKUM rOHaA0TPOMUHOM.

KnioueBbie cnoBa: cvHAPOM MyCTOro TyPeLKOro ceana, JIOXKHOEe MpexaeBpeMeHHOe 0J10BOe CO3peBaHme,

OryxXoJi Haario4e4Huka.

TepmuH «nycroe Typeukoe cemio» (ITTC) npenso-
xui B 1951 rogy natonoroaHatom B. bym (W. Busch)
nocje M3y4eHUsl ayTOINCUHHOro matepuaia 788 ymep-
IIUX OT 3a00JI€BaHU1, HE CBSA3aHHBIX C MATOJIOTUCI TU-
nodu3za. AHaJoTMYHAasI TTaTOJIOTUSI OTIMChIBAJach U pa-
Hee IPYrMMU NaTojoroaHatoMamu, ogHako Busch ObL1
MEPBBIM, KTO CBsI3aJ] YaCTUUHO IYCTOE TYPEIIKOE CEII0
C HEIOCTaTOYHOCTBIO ero auacdparMel. DTa CBsI3b ObLIa
MOATBEePXIeHa U 6oJiee MO3AHUMHM UcCIeloBaHUsIMU. B
JIUTEpaType CIOBOCOUYETAHUEM «ITYCTOE TYpPEeIKOe CeJll-
JIoO» 0003HAYaIOT pa3JIMyHble HO30JOTMYECKUE (DOPMBI,
O0IIMM MPU3HAKOM KOTOPBIX SIBJISIETCSI paclIMpeHUe
cybapaxHOUAQIBLHOTO TPOCTPAHCTBA B MHTpAcesIsIp-
Hylo o0sacThb. [unoduszapHas ssMKa Mpu 3TOM, Kak Tpa-
Bujo, yBenumdeHa. [Mo ganueiM W. Busch, y 40—50 %
Joneil MMeeT MeCTO HeJAOpa3BUTHE WJIU OTCYTCTBUE
nuadparmel Typeukoro cemia. Cunapom [ITC HabGm0-
naetrcsay 10 % nacenenust u B 9 ciyyasix u3 10 He compo-
BOXIAETCs CUMIITOMaMU THUITOTaJaMO-TUTIODU3apHOit
nuchyukiun. B 80 % ciayuaes cunapom ITTC BeTpeva-
eTcs y XEeHIIWH, Ipu 3ToM 75 % MauueHTOB CTpagaioT
oxupeHueM. IMonHas popma cunapoma INTC nuarHo-
cTupyercst mpuMepHo B 75 % ciyyaes, Torna Kak B 25 %
cllyyaeB MUMEETCs JIMIIb YaCTUYHOE 3aMoJIHEHUE TMOJI0-
CTU TYPELIKOTO celljia HepeOPOCIUHATBHON XUIKOCThIO.

Ortnonorus u natoreHes cuaapoma I[ITC mo koHna
He BbIICHEHBI. [lomararoT, 4To IS Pa3BUTHUS ITYCTOTO
TYpPEeIIKOTO celijla He0OX0aMMa HeJOCTATOYHOCTD €T0 1~

achparMbl (YTOJIIIIEHHOTO BHIMSTYMBAHUS TBEPAOH MO3TrO-
BOI 000JI0UKM, 00pa3yloIlero Kphily TypelKoro ceuia
M 3aKpBIBAIOIIETO BLIXOM M3 HeTo). [Inacdparma otnenseT
MOJIOCTh Cce/la OT CyOapaXHOMIAJbHOTO IMPOCTPAHCT-
Ba, UCKJII0Yasl JUIIIb OTBEPCTHE, Yepe3 KOTOPOe MPOXO-
IUT HOXKa runogusza. [Ipukpennenue nuadparmsl, ee
TOJMIIMHA M XapaKTep OTBEPCTUsI B Heil TMOABEPXKEHDI
3HAUUTEJbHBIM aHATOMUUYECKUM BapualusiM. B ocHoBe
natoreHesa nepsuyHoro cuHapoma [ITC nexut Hemo-
pasBuTue auadparMbl TypelKoTo ceaja, Kak mpaBuiio, B
coyeTaHUuU ¢ (pakTopamMu, MPUBOASIIIMMU K €r0 HeloCTa-
TouHOoCTH. K 3TUM (hakTOpamM MOKHO OTHECTH: TTOBBIIIIE-
HUe BHYTPUUEPEITHOTO AaBeHUs (JIeTouHasl, cepaeaHast
HEIOCTaTOYHOCTh, apTepuaNbHasl TUTIEPTEH3Us U T.1.);
(busmonornuecKyo 1K MaToJOTMYECKy0 TUTIEPIIIAa3nIo
runodusa uian ero cTedss (MHOroYrMciaeHHbIe OepeMeH-
HOCTU, JUIUTENbHbIM MpPUEM OpajbHBbIX KOHTPALENTU-
BOB, JUIMTEJIbHASI HealeKBaTHasl 3aMeCTUTEbHasI Tepa-
Musi HEAOCTATOYHOCTHU TMepUGepUIECKUX IHITOKPUHHBIX
KeJie3); CIIOHTaHHbIE HEKPO3bI OIYyXOJIeil, TOsIBJICHUE U
W3MEHEHUe pa3Mepa KUCT Turodusa.
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KanHuyeckum cayyanm /Clinical Case/

OnyxoJiM HAAMOYEYHUKOB CUUTAIOTCS OIHUM U3
CJIOXKHBIX B IMAarHOCTUYECKOM M JiIedeOHOM IJIaHe pas-
NeJIOB KJIMHUYECKOW 3HAoKpuHomoruu. CoruaibHas
3HAYMMOCTb OTIyXOJIel HAJAMMOYEYHUKOB OMpPEeNeasIeTCs
PSIIOM  CYILIECTBEHHBIX OOCTOSITENbCTB. Bo-TiepBhIX,
OOJIBIIMHCTBO HOBOOOpa30BaHU HAAMNOYEYHUKOB
BBISIBIISIETCS Y MallMeHTOB B Bo3pacTte oT 40 no 70 ner,
npuyeM MUK 3a00JeBAEMOCTU MPUXOIUTCI Ha BO3-
pacTHy Kateropuio 45—50 ner. Bo-BTOpBIX, OQHUM
M3 BENYIIMX KIWHUYECKUX MPOSIBICHUI 3aboJjieBa-
HUSI y OOJIBIIMHCTBA TMAllMEHTOB SIBJSIETCS apTepH-
anbHas runeprteHsus (Al), koropas B psiie ciydyaes,
MpoTeKasi 3J0Ka4eCTBEHHO, IMPUBOAUT K Pa3BUTUIO
TSIXKEJBIX, HEPEAKO CMEPTEIbHbBIX, CEPAEUYHO-COCYIU-
CThIX OCJIoOXHeHui. M, HakoHel, 3J0KauyeCTBEHHbIEC
OMyXOJIM HAAMOYEUHUKOB, XOTS U OTHOCSATCS K YUCIY
penkux 3aboJieBaHUI, XapaKTepu3yIOTCsl KpaliHell ar-
PECCUBHOCTBIO U TSIXKECThIO KIMHUYECKOTO TEYECHUS,
HEYAOBJIETBOPUTEJbHBIMU pE3yJbTaTaMU JIEYEHUS U
HeOJIaronmpusITHBIM MPOTHO30M [1].

Hwuxe onucan ciyyaii couetanus cunapoma [ITC u
OMYXOJIM HAIMOYEYHUKA C JIOXKHBIM MPeXAeBPEMEHHBIM
MOJIOBBIM Pa3BUTUEM Yy UEThIPEXJIETHETO MaJibuuKa.
ITox Hammm aMOyaTOPHBIM HAOJIOEHUEM HaXOAUTCS
manpuuk P., 1999 rp., npoxuBatomuii B r. TamkeHre.
Co coB poauTeseid, MaluuMeHT XalyeTcsi Ha HU3Kopoc-
JIOCTb, OCTAHOBKY pOCTa, YBEJIMYEHUE TOJOBBIX Opra-
HOB, MOBBbIIIEHUWE TeMOpa rojioca, MOABEMbl apTEepH-
anbHOTO naBiaeHust (All), roaoBHbIe 00JIM, TOTEMHEHUE
KOXHBIX TOKPOBOB, MOHUWXEHHBIN armeTut. AHaMHe3
KM3HU: peOEHOK POIUICS B CPOK, POCT NIPU POXKIECHUU
50 cM, Bec 3000 . [TcuxoMoTOpHOE pa3BUTUE — C OIO-
3gaHueM. Poourtenu pebeHKa oOpaTMIIMCh K SHIOKPHU-
HoJjiory BriepBbie B 2003 I. B 4eThIpeXJIETHEM BO3pacTe
(ceituac emy 16 jeT), OB TOCITUTAIN3UPOBAH B JETCKOE
otneneHue PCHIIMII sunokpunonoruu M3 PY3 ¢ nu-
arHO30M: OMYXOJIb JIEBOTO HAaANOYEYHUKA, MpeXAeBpe-
MEHHOE MoJ0BOoe pa3BuTue. Torna emy ObLI BbICTaBIEH
CJIeNYIONIN KIMHUYeCKUii nuarHo3. OCHOBHOI: OITy-
XOJIb JIEBOTO HaAIoOYeYHUKa cMelaHHoro reHesa. Co-
MYTCTBYIOLIMIA: MUOTIUS JierKoii ctenieHn. OcoxXHeHue:
JIOXHOE TIpexaeBpeMeHHoe mojioBoe pazsutue (ITI1P)
HaJIMOYeYHUKOBOIO TeHe3a.

B cBs3u ¢ aTum B 2008 I. B TOM XK€ KIMHUKE O0IbHOMI
MPOOIEePUPOBAH: ylaJIeHUE OMYXO0JIU JIEBOTO HalMoYyey-
HukKa. PexoMeHgaluu NMpuUHUMAThH TIIOKOKOPTUKOUIBI
He BoimosHsMch. C 2010 roga crano nosbimathes A/,
Ha3HauyeH aHajanpui 5 mr, cyabdat marHeauu. C Taku-
MU Kajlo0aMu OOJILHOM €XEeroHO MOCTYyIaeT B AETCKOe
orneneHne PCHIIMLL sHOOKpUHOJIOIMM Ha CTalMo-
HapHoOe JieYeHne. YUUTCS B KOJIIEeIKe.

OOBEeKTUBHO: 00IlIee COCTOSHUE YIOBICTBOPUTEIb-
Hoe. KoXHble MOKPOBBI Y BUAMMBIE CIIM3UCThIE TEMHO-
ro 1uBeTa. B jierkux aycKyJabTaTUBHO BE3UKYJISIPHOE JbI-
xaHue. TOHBI ceplia pUTMUYHBIE, ITYJIbC 78 ya/MuH, AJl
180/120 MM pr.cT. ZKMBOT MSITKMIi, 06€300JI€3HEHHBIN.
IleueHb U cesle3eHKa HE YBEJIWYEHBI, IPU MaJbIALUU
6e360ae3HeHHBI. CTys u quype3 B HopMme. Poct 154 cm,
Bec 57 kr. Poct otua 170 cM, poct matepu — 160 cM.

ITy6epraTHbiii crtatyc: Ax2Px3, testis 20,0 x 20,0 mo,
penis auHoit 9,0 cm. [1yGepratHblii ctatyc o TaHHepy
COOTBETCTBYeT 3—4-ii cTanuu, 4TO HAOJIOJaeTCs C ue-
TBHIpEXJIETHETO BO3pacTa.

TopmonanbHble uccaegoBanus Kpou: CTI —
1,1 MME/n (B HopMme y aeteit or 5 mo 16 met 2,10 £
+ 0,53 MmME/n), AKTI — 21,7 nor/ma (mo 50), JII —
3,9 MME/n (B HopMe B mybGeprare ot 6 MME/n),
®OCI' — 4,6 MME/n (B HOpMe oT 6 MME/m), ATDA —
126 mxr/100 mn, anproctepoH — 140,1 (8,0—172,0 mir/mo),
aHruoreHsuH — 1,7 ur/mu/yac (0,5—1,9 Hr/miu/gac),
17-anbdarunpoxcunporecrepon — 0,83 HMOIB/7, CB.
TectocTepoH — 5,9 HmoJb/i1 (10—40 HMONB/1T), KOPTU-
3011 — B 08.00 yrpa — 368 amMoab/1 (250—720 HMob/11),
B 18.00 — 292 Hmonb/1, B mosHOYL — 148,1 HMOJb/1
(pUTM cekpeuurun KopTu3oJia B Hopme). OOLeKJIMHnYe-
CKMe MccleloBaHUsl KpOBU U MOYM B HOpMe. [lukeMus
HaTolak — 4,8 MMOIb/1, (GEepPMEHTBl U JIEKTPOTUTHI
KpOBHU B HOpME.

Ha MPT typeukoro cenjia u rojoBHOro mosra (ot
16.01.2015 1.) rumodu3 pacrooxkeH B IEHTPE TypelKo-
ro ceana, 0000BUIHOI (OPMEBI, pa3MepaMu (IepemxHe-
3aIHUI, BEepTUKAIbHBIN, monepedHsbIii) 10 x 4 x 12 MM.
[MepenHsst moJisi OMTHOPOIHOM CTPYKTYPhI, C UHTEHCUB-
HBIMU CUTHAJIBHBIMUM XapaKTepUCTUKAMU. 3aHss 10
pacnoJjioxxeHa o0bIYHO. BopoHKa He cMmellieHa (CMHAPOM
[1TC). B cTpykType CyOKOPTUKAIBHOTO U MEPUBEHTPU-
KyJsspHOro OeJjioro BelllecTBa MOJylIapuil TOJIOBHOTO
MO3Ta ¢ IBYX CTOPOH — MHOXECTBO y4aCTKOB IaTOJIO-
r'MYeCcKOll MHTEHCUBHOCTU. B mepemHux oTraenax BU-
COYHOI HOJM CIIpaBa — HEOOJBIIONH BHYTPUMO3TOBOM
YYacTOK IMaTOJIOTNIeCKOM MHTEHCUBHOCTU. YMepeHHast
arpodus T00HO-BUCOYHBIX T0Jei ¢ 00eUX CTOPOH.

Ha penrrenorpamme xuctu (ot 02.12.2014 r.) KocT-
HbBIH Bo3pacT 16—17 jeT, 30HbI pocTa oTKpbITHL. KT Haj-
nmoyeyHuKkoB (0T 16.01.2015): cocTosiHue mocJe onepa-
MM Ha JIEBOM HaAIOYEeYHUKe, TMpu3Haku auddy3Hoi
runepruiazuu oboux HaarnodyeyHukoB. DKL — putm
cunycoBwiit, YCC 75 yn/MuH, runeptpodus JeBOIro
xKenynouka. KoHcynbTaluss oKyiaucTa: MUOIUS TsKe-
Jioit cteneHu. HaumHaomuiicss 3acToit nucka 3puTesib-
HBIX HepBOB. KoOHCybTallMsl ypoJjora: TUIIOTOHAIN3M.
Ha ocHoBaHWM BbIILIEYKA3aHHOTO OB BBICTABJIEH
KJIUHUYeCKUil nuarHo3. OCHOBHOI: cocTossHUE Tociie
yaageHus OTMyXOoJU JIEBOIO HaJAMOYeYHUKa CMeIIaHHO-
ro rere3a (2008 r.). ConyrcrBytomuii: cuaapom [ITC
(nmepBuyHas (opma). BHyTpuuepernHasi TMUIIEPTEH3USI.
Muonus BbeICOKOU cTeneHW. OCIOXHEHUE: CHUHIPOM
apTepuaJibHON TUIEPTEH3NU. 3alepXKKa pocTa U MoJo-
BOTO pPa3BUTHS. [MIOTOHATOTPONHBIN TUIIOTOHATN3M.
Jeduuut ropMoHa pocTa.

[MTauueHTy peKOMEHIOBaHO MPOBeIeHNEe KOHCepBa-
TUBHOM Tepanuu: 6poMeproH no 1/4 tabi. nmepen CHOM,
9YTUPOKC 25 MKI exXeaHeBHO yTpoM, uupeoc 500 mo
1 Tabn. B 1eHb, OMCOMPOJIOT 5 MT 2 pa3a B IeHb, HOPBACK
5 Mr 2 pa3a B IeHb, TIJIMILIMH U Jp.

TakuMm o06pa3zomM, eciu y MalMeHTa N0 ynajleHus
OITYXOJIM HAAIOYEUHMKA OTMEYaJoCh JOXKHOE TpPexie-
BpEeMEHHOE IT0JIOBOE Pa3BUTHE, TO TOCJE €€ yaaleHUs
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OTMEYaeTCs] TUIOTOHANOTPOITHBIA TUIIOTOHAAW3M U
Hu3KopocaocTh Ha ¢oHe cuaapoma [I1TC. Drto ompene-
JIsieT Ha3HaYeHKWe Teparnuy FTeHHO-UHXEeHEPHBIM TOPMO-
HOM pocTa (y HalreHTa 30Hbl POCTa OTKPBITHI), a TAaKXKe
KYPCOB Tepamnuu XOPUOHMYECKUM TOHAJOTPOIIMHOM.
Takum oOpaszom, Hanuuue cuHapoma I[ITC Bieuder
3a c000If BEpOSATHOCTb Pa3BUTHUSI HU3KOPOCIOCTH U TH-

babaxoarkaesa LUL.A., YomaHoBa O.M.

TQLLKEHTChKV NEAIQTPUYHN MEANYHNM IHCTUTYT,
PecryOAiKQHCbK CrieLiani30BAHMK HAYKOBO-MPAKTUYHNA
MEANYHNI LIeHTP eHAOoKpuHoAoriT MO3 PY3,

M. TQLUKEHT

BUNMAAOK NOEAHAHHA CUHAPOMY
NMYCTOTO TYPELIbKOTO CIAAA i NYXAUHU
HAAHWPKOBOIT 3AAO3U 3 MEPEAYACHUM CTATEBUM
PO3BUTKOM Y YOTUPUPIYHOTO XAOMYMKA

Pesiome. Omucanuii BUMagoK TMOEAHAHHS CUHAPOMY ITYCTOTO
TYpPELbKOTO Cijia i MyXJIMHU HAIHUPKOBOI 3aJ103U 3 HECTIPABXHIM
repeqyacHUM CTaTeBUM PO3BUTKOM y YOTUPUPIYHOTO XJIOMYUKA.
[1pu upomy y maitieHTa 10 BUNAJICHHS IMyXJIMHU HaTHUPKOBOI 3a-
JIO3U BifI3HAYAIOCS HECTIPaBXHE MepeIyacHe CTaTeBe N03piBaHHS,
a Micasl BUIAJIeHHs MyXJIMHU AiarHOCTOBAHO TiMOTOHAAOTPOMMHU
TirMoroHaau3M i HU3bKOPOCJiCTh HA TJIi CUHAPOMY ITYCTOTO Typelib-
Koro cimra. HeoOximHe mpu3HauYeHHS Tepallii TeHHO-iHXXeHEePHUM
TOPMOHOM pocTy (Y Mali€HTa 30HU POCTY BiIKPHUTI), a TAKOX KypCH
Teparnii XOpioOHiYHUM FOHAAOTPOITIHOM.

KiouoBi cioBa: CHMHIPOM IIyCTOTO TYypeLbKOTO CcCimia, He-
CTIPaBXXHE TIEpeqYacHe CTaTeBe JO3PiBaHHS, MyXJIUMHU HAIHUPKO-
BOI 3aJ103M.

MMOTOHAOTPOITHOTO TUITIOTOHAAMU3Ma y TIOAPOCTKOB C
HEOOXOIMMOCTBIO TTOCJIeNYIONIEe COOTBETCTBYIOIIEH 3a-
MECTUTEJbHOM TOPMOHATbHOM Tepanuu. Y MalueHTOB ¢
III1P Ha doHe omyxonau HAAIIOYEYHUKA B ITOCIEOIepa-
IIMOHHOM TTepHOoJie MOXET Pa3BUTHCS 3alepKKa Mmydep-
TaTa npu Haauuuu cuaapoma IITC.
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THE CASE OF COMBINED EMPTY
SELLA SYNDROME AND ADRENAL TUMOR
WITH PSEUDO PRECOCIOUS PUBERTY
IN 4 YEARS OLD BOY

Summary. It is described a case of combined empty sella syndrome
and adrenal tumor with pseudo precocious puberty in 4 years old boy.
Before the operative treatment of adrenal tumor pseudo precocious
puberty was determined, then after surgery hypogonadotropic
hypogonadism and short stature on the background of empty sella
syndrome were diagnozed. The treatment with gene engineering
growth hormone (the patient had open physis) and course of
chorionic gonadotropin are required.

Key words: empty sella syndrome, pseudo precocious puberty,
adrenal tumour.
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