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AkTyajbHOCTh: Cunapom nepepbiBa HOxKH runodusza (CITHIT) — penxoe
BpPOXKJIEHHOE 3a00JIEBaHKE, YACTOTa KOTOPOTro cocrasisieT okoio 0,5 cmydaes Ha 1 000
000 >xuBOpOXKIEHHBIX JleTel. HecMOTps Ha HU3KYIO paclipoCTPaHEHHOCTh, CHHAPOM
MMEET BBICOKYIO KIIMHUYECKYIO 3HaUUMOCTh B CBSI3U C Pa3BUTHEM I'MIIONUTYUTapU3Ma
Pa3IMYHOMN CTENEHU BBIPAXKEHHOCTH.

CIIHI yamie BcTpeyaeTcs y JIUIl MY>KCKOTO T10JIa, TIPH 3TOM COOTHOIIIEHHUE MaJIBIUKOB
U 1eBouek Bapbupyet oT 2,3:1 1o 6,9:1. Knuauueckue nposiBIeHHUs] MOTYT
BapbUPOBATh OT HEOHATAJIBLHOIO NIEPUO/IA J0 3PEJIOr0 BO3pacTa, OJHAKO B IETCKOU
MIPaKTHKE HauOoJee YaCThIM MOBOAOM JIJIsl OOCIIEIOBAHUS SIBIISETCS BBIPAKEHHAS
3a/IepKKa pocTa.

B cBs13u ¢ Hecnenu(pUUHOCThIO KITMHUYECKOW KapTHHBI M IOCTENIEHHBIM Pa3BUTHEM
ropmoHasibHOTO nedunmra, qruarHoctuka CITHI Hepeako 3ama3apiBaet, YTO MPUBOIUT
K YXYALIEHUIO TPOTHO3a U CHIDKEHUIOo A dekTuBHOCTH Tepanuu. KiroueByto posib B
BepU(pUKAIIUU IMarHO3a UTPAaeT MarHUTHO-PE30HaHCHAsi ToMorpadus, IO3BOJISIONIAs
BBISIBUTH XapPaKTEPHYIO TPUATy: UCTOHYCHHUE UIIH OTCYTCTBUE HOXKKHU TUIIOPU3a,
TUTIOTUIA3HIO aJIeHOTUNO(Mu3a 1 IKTOMUI0 Helporunodusa.

B cBsI31 ¢ BBINIEU3II0KEHHBIM, 0COOYIO aKTyallbHOCTh MPEACTABISET aHATU3
KJIIMHUYECKuX ciiydaeB nmo3anent nuarnoctuku CITHI y mogpocTkoB.

Heas uccaenoBanms: [Ipoananu3npoBars KIMHUKO-TOPMOHAIBHBIE U
HEeUPOBU3YyAIM3AIMOHHBIE 0COOCHHOCTH CHUHIPOMA MepephIBa HOXKKHU TUTIO(PHU3a Y
MIOJPOCTKA C BBIPAXKEHHOH 3aJ€PKKOH POCTa U MO3IHEN TNAarHOCTUKOM.
MarepuaJbl M MeTOAbI Hccie0BaHusA: B pabore npencTaBieH KIMHUYECKUI
ciydaii marueHTa 17 net ¢ xanobaMu Ha BRIPAKESHHYIO 33JIEp>KKY pOCTa
OTCYTCTBHE ITPU3HAKOB MOJIOBOTO co3peBaHus. OOciie0BaHNEe TPOBOIMIOCH Ha Oa3e
MenuIMHCKoro 1eHTpa «Compass medicaly.

B pamkax 1uarHoCTH4YeCKOro MOMCKa BHIMOJTHEHA KOMILJIEKCHAs OLEHKA COCTOSTHHS
MayeHTa, BKIIOYAIOIas KITMHUYECKU OCMOTP C aHaTN30M (DU3HYECKOTO Pa3BUTHUSA,
nmabopaTopHble METObI UCCIIE0OBaHNUs (ONpeieieHe YPOBHENH TOPMOHOB
runogu3apHO-roHaHON, TUPEOUTHON 1 HaanoueuHrnkoBoi oceit: JII, dCT,
tecroctepos, TTI, UDP-1, AKTT, koptuzon), a Takke cTaHIapTHbIE
OOIIEKITMHIYECKUE aHATH3BI.

C uenbio OLEHKHU OMOJIOrHYECKOro BO3pacTa MpoBeieHa peHTreHorpadus KucTen ¢
OIIpeNeIeHUEM KOCTHOIO Bo3pacra 1o ariacy I peinmxa—Ilaina. [{nsa Busyanusanuu
runoTtaiamo-TunopuzapHon o01acT UCIOIb30BaHA MATHUTHO-PE30HAHCHAS
TOMOTpagusi TOIOBHOTO MO3Ta.

WNHTtepnperanus Moy4eHHBIX JAHHBIX OCYIIECTBISAIACh HA OCHOBAHUH
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COIIOCTAaBJICHUSI KIIMHUYECKUX, JAOOPATOPHBIX U HEUPOBU3YaIU3aLMOHHBIX
IoKasaresnen.

O06cnenoBaHue BBITIOIHEHO € COOIOICHUEM ATUYECKUX HOPM U TIPU HATTMYUHU
MH(GOPMHUPOBAHHOIO COINIACHSI 3aKOHHOT'O ITPEICTABUTEINS AIIUEHTA.

PesyabTarsl n o0cyxaenue: [Ipu kiMHUYECKOM OCMOTpE y nauueHTa 17 ser
BBISIB/ICHA BBIpA)KEHHAs 3a/lepKKa (PU3UUECKOro M M0JI0BOro pa3BuTHs. Poct cocraBuin
120 cm (Hmke 3-ro mepueHTuIs ), Macca teina — 22,8 Kr, MHASKC Macchl Tena — 15,8
kr/m?. [Iponopuun Tena coxpaHeHbl (COOTHOILIEHHE BEPXHETO U HUKHETO CETMEHTOB
1:1). [IpusHaku 1MoJI0BOTO CO3peBaHust OTCyTCTBYIOT (Tanner I).

T'opMoHabHOE HCCIeJ0BaHUE BBIIBUIIO CHUXXEHUE YPOBHEH roHasorponuHos (JII' —
0,100 MME/mn, ®CI" — 0,45 MME/mi) u Tecroctepona (0,087 aMons/m), 4to
COOTBETCTBYET IMIIOTOHAJOTPOIIHOMY THIIOTOHAaAU3My. OTMEUEHO 3HAUUTENBHOE
camwkenne ypoBHs UDP-1 (8,75 Hr/mir), 4TO CBUIETENBCTBYET O JePHUIIUTE
comarotrpornHoro ropmoHa. Yposenb AKTI cHmxken (3,16 nir/mi), mpu 3ToM
MOKa3aTesi KOPTU30J1a HAXOIMIIUCh B Mpeenax pedepeHCHbIX 3HaueHu (94,4 Hr/Mi).
VYposens TTI' — B npenenax nHopmsl (2,77 MME/mn).

[To manHBIM peHTTreHOTrpaduu KHCTEH KOCTHBIN BO3pacT cooTBeTcTBOBaN 11—-12 romam,
YTO YKa3bIBAa€T Ha €r0 BBIPAXXECHHOE OTCTaBaHUE OT IACIOPTHOI'O BO3pacTa.
MarHuTHO-pe30HaHCHas! TOMOTpa(dusi TOJIOBHOTO MO3Ta BBISIBUJIA THITOILIA3HIO
azieHorunogusa, ariasuio HOXKKU TUnodu3a u 3KTOMUYECKOE PaCIIOIOKEHHE
Helporunodusa, 9To COOTBETCTBYET KJIACCHUYECKOH TpHaie CHHIPOMa IepephiBa
HOXKKH THodusa.

[To nanupiM Y3 opraHoB MOIIOHKH pa3Mep SUYEK COOTBETCTBOBAJ Bo3pacTy 1 roja.
[IpencraBneHHbli citydail AeMOHCTpUpYeT Kinaccuueckue nposisinenus CITHI, ogaako
HUMeeT psAJ KIMHUYECKUX OCOOEHHOCTEH.

Bo-niepBbIX, cTeNeHb 331€pKKU pOCTa sIBIsieTCsl KpaifHe BbhIpaxeHHoH (SDS < —6),
YTO BCTPEYAETCS 3HAYUTEIBHO PEXKE U CBUAETEILCTBYET O AJTUTEIILHOM OTCYTCTBUU
3aMeCTHTEIbHOM Tepanuu. B nureparype 601bIIMHCTBO MALMEHTOB
JMarHOCTUPYIOTCS paHblIle, IPU MEHEe BBIPAXKEHHOM Jie(puniure pocra.

Bo-BTOpBIX, BBISIBIEHA JUCCOLMALUS MEXNY CHIKEHHBIM ypoBHEM AKTI n
HOpPMaJIbHBIM YPOBHEM KOPTH30J1a, YTO MOXKET OTPaKaTh:

1. YacTU4yHYIO COXpaHHOCTh TUNo(pu3apHoil GpyHKIMK

2. nu xomnieHcaTopHble MEXaHU3Mbl Ha/ITOYEYHUKOB

ITono6HbIe caydan ONUcaHbl B INTEPAType, OTHAKO OCTAIOTCS HEA0CTATOUHO
M3YYE€HHBIMHU U MOTYT 3aTPYAHSTh PAHHIOIO JUArHOCTHKY.

B-TpeThux, HECMOTpS Ha BbIpa)KEHHBIE KIIMHUYECKHE TPU3HAKHU (331€PIKKa POCTa,
OTCyTCTBHE ITyOepTara), TMarHo3 OblJI YCTAHOBJIEH TOJIBKO B IIOAPOCTKOBOM BO3pacTe,
YTO yKa3bIBaeT Ha:

- HEJIOCTATOYHYIO OIIEHKY POCTa B JUHAMUKE

- OTCYTCTBUE PAaHHETO TOPMOHAJILHOTO CKPUHUHTA.

BoiBoani: 1. CITHI" MoxeT JiIuTenbHO OCTaBaThCsl HEAUATHOCTUPOBAHHBIM JaXKe MPHU
BBIPAKEHHOW KIIMHUYECKON KapTUHE.

2. DKcTpeManbHas 3a/1epKKa pocTa U OTCYTCTBHE ITyOepTara sSBJISIOTCS KI0UEBBIMU
MapKepaMu TUIIONUTyUTapHu3Ma.

3. Hanmmume HOpManpHOTO ypOBHs KopTH30Ja npu cHrkeHnn AKTI He nckirouaer
CIIHI" 1 MoxeT oTpakaTh YaCTUYHBII TOPMOHAIBHBIN 1e(DUITUT.

4. PanHss quarHoctuka u nposeaeHne MPT KpuTH4ecKku BayKHbI 1S
CBOEBPEMEHHOTI'0 Ha4aJla TEPAy.
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Abstract. Pituitary stalk interruption syndrome (PSIS) is a rare congenital disorder
with an incidence of approximately 0.5 cases per 1,000,000 live
births, characterised by hypopituitarism of varying severity. We report a clinical case
of a 17-year-old male presenting with severe growth retardation and absent pubertal
development. Investigations revealed hypogonadotropic hypogonadism, growth
hormone deficiency, and the classical MRI triad of PSIS: adenohypophysis hypoplasia,
pituitary stalk aplasia, and ectopic neurohypophysis. The case highlights the
importance of early diagnosis and the need for regular growth monitoring and
hormonal screening in children with delayed physical development.
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