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BUNAJAOK NI3HbOI AIATHOCTUKU CIMEMHOT ®OPMW BPOAXKEHOIO

NAHMINONITYITAPU3MY

YkpaiHcekuli Haykoso-npakmuyHuUl yeHmp eHOOKPUHHOT Xipypair,
mpaHcnnaHmayii eHOOKpUHHUX opeaHie i mkaHuH MO3 YkpaiHu, Kuie

BCTYN

linoniTyiTapn3am € 3axBOpPKOBaHHAM, WO BUHWKAE BHa-
CnifoK BifcyTHOCTI abo HeafeKBaTHOCTI ceKpeLlii 04HOro un
KiNnbKOX ropMoHiB nepeaHboi YacTku rinogisa. Bigomo, wo B
apeHorinodisi CMHTe3yTbCA | BUAINAIOTLCA Y KPOBODLIT TaKi
ropMoHu, Ak comatoTponHuin (CTT), agpeHOKOPTUKOTPON-
Hun (AKTT), moTeiHisytounn (JIN), donikynoctumynioounin
(®dCT), TnpeotponHmii (TTT) | nponakTuH, AediunT AKUX Npur-
3BOAWTb A0 3HVXeHHA QyHKLUiT BiANOBIAHMX €HAOKPUHHMX
3an03 (WwmTonofibHol, cTaTeBMX, KOPU HAAHUPKOBUX 3a103).
KniHiuHi nposBu xBopobu obymoBneHo BiAcyTHICTIO Aii Ha
OpraHiam ropMoHiB o3HaueHux 3anos. dediunt CTT nposs-
NAETbCA TiNOrNikemiAMM Ta NPOMOPUINHOI 3aTPUMKOIO
pocty, oediunT roHagoTPONiHIB NPU3BOAUTL 4O NPEHaTab-
HOI MiKponeHil Ta 3aTPMMKM CTaTeBOro po3sBuTKy, TTI — go
rinotupeosy, AKTI — po BTpaTu macu Tifa, rinornikemii,
BTOMJIIOBAHOCTI, FinoTeH3ii Ta iHoAi HaBiTb cmepTi. Ane gomi-
HYIOUUM Y KAiHiLi rinoniTyiTapusmy € CUMMTOM 3aTPUMKU
pocty (rinodizapHuii HaHi3Mm).

OpHielo 3 NpUYKH rinoniTyiTapmM3my € pOAMHHUI NaHri-
nonityitapmsm (CII), akuin moxe 6ytn | i Il Tuny. CMT | Tuny
Ma€ ayTOCOMHO-peLecBHe ycnaAKoByBaHHsA, a Il Tuny —
peLecrBHe, 34enneHe 3 X-XpoMOComot. [10 reHis, 3 AKMMN
NoB'AI3aHO CMaAKOBUI MHOXUHHWUIA AediunT ropmMoHiB age-
Horino¢isa, BigHocaTb: PIT-1, PROP-1, LHX-3, LHX-4, Hesx-1,
Pitx-2 [1, 2].

MyTauii B reHi PIT-1 nos’A3aHo 3 ogHoYacHUM pediyu-
Tom CTT, nponaktuHy i TTT. MyTauii B reHi PROP-1 cnpuun-
HioloTb KombiHoBaHui fediuut CTI, nponakTtuHy, TTT, JIT,
OCT i AKTT. Jedekt reHa PROP-1 € Hanbinbl nowmpeHo
NPUYNHOIO BPOAXKEHOrO rinonityitapusmy, i, Ha BigMiHY Bif
naui€eHTiB i3 natonorieto PIT-1, y Taknx XBOpUX PO3BUBAETb-
CA TaKOX rinoroHagusm i rinokoptuumsm. MNatonoria reHa
Hesx-1 cnpnunHae dopmyBaHHA Tpiaan BPOLKEHNX aHOMa-
ni cepefHLOro MO3Ky, 30pOBOro aHani3atopa Ta rinodisa
(cunppom de Morsier): 1) rinonnasis 30poBKx HepBIB i Xia3-
MK, 2) areHesia (rinonnasia) Npo3opoi NepeTHKN Ta MO30-
nucToro Tina, 3) rinonnasia rinogisa Ta rinonityitapmsm.

MATEPIANT | METOAU

Y cTaTTi HaBeeHO BMMAAOK POANHHOI GOPMYK MaHrino-
niTyiTapmnamy y 6pata Ta cectpu. [lo BigaineHHa eHAOKPUHO-

KniHiYHa eHAOKPUHONOriA Ta eHAOKPUHHa Xipypria 231) 2010

norii HOC «OXMATOWUT» Ha 06CTeXXeHHA 3 MpuBOAY 3a-
TPUMKM poCTy noctynunu 6part i cectpa (xnonunk M., 15
POKiB, i giBunHKa A., 13,5 poky; puc. 1). baTbkn Big3Haunny,
LL{O AiTK BIACTAIOTb Y POCTI Bifj OQHONITKIB i3 6-PiUYHOrO BiKY.

Ha MOMeHT HapomKeHHsA y xJionumka 3pict — 52 awm,
Bara — 3700 r, y giBunHkm — 53 cm, Bara — 4000 r. baTtbkn
BrepLue 3BepHYNUCA A0 eHaoKpuHonora 2002 poky (xnion-
YKKy 6yno 8 pokiB, AiBUMHL — 6), ane Bif 3aNpPONoOHOBaHO-
ro obcTexeHHA 6GaTbKu BigMoBUNUCA Yepe3 diHaHCOBY
ckpyTy. [Mepep rocnitanizauieto y HAC/ «OXMATANT» 2009
POKyY AiTh He obcTexyBanucs. 3pict 6aTbka — 170 cm, maTe-
pi — 155 cm.

JitTam 6yno npoBefeHO OOCTeXXeHHA BIAMOBIAHO [0
MpoTokony [4], Wo BKNOYANOo 3arafbHUI KAiHIYHWI ornAg 3
AHTPOMOMETPIEI: 3PIiCT (CM) 3 OLIHKOIO BiAXUNEHHA Bif HOP-
MaTUBIB — Yy CUrManbHUX BigxuneHHax (0); maca Tina (Kr);
iHoekc macu Tina (IMT, Kr/m?) — BigNoOBIgHO [0 NepPLUEHTWb-
HUX KPUBWX) [5], @ TaKOX 3 OLIIHKOIO CTaTeBOro PO3BMUTKY 3a
TaHHepoM [4]; nabopaTopHe (3arasibHi KNiHiYHi aHanisu, 6io-
XiMiYHi — 3 BM3HA4YeHHAM niNigorpamu, NpoTeiHorpamu,
NneyviHKOBUX NPO6, eNEKTPONITIB) i FOpPMOHanbHe 06CTeXXeHHA
(TTT, BinbHWA T, IOP-1, CTT (y T.4. HIYHWIA NiK, CTUMYNALiAHI
npo6wn), JIr, OCI, BiNbHWI TeCTOCTEPOH, eCTpafios, paHKo-
BUI KOPTW30J1 KPOBI); IHCTPYMEHTasIbHe [OCTiAXeHHA (peHT-
reHorpadisi KNUCTel 3 OLIHKO KICTKOBOTO BiKY 3rifHO 3 PeHT-
reHoNoriYyHMm atnacom kucren 3an‘actka (Greulich-Pyle),
EKI, Y3 wutononibHoi 3an103u, opraHiB YepeBHOI MOPOXKHM-
HW, 8iBYMHLi — OpraHis manoro Ta3a, MPT ronoBHOro mo3sky).
Kpim Toro, gitm 6ynun KoHcynbToBaHi odTanbMONOrom,
HEeBPOMaTONIOroM, FeHETUKOM, JiBUMHKA — FHEKONIOroM.

PE3YJIbTATUA TA OBrOBOPEHHA

XBopuin M., 15 pokiB (purc. 2) CKap>KMBCA Ha BigcTaBaHHA
y pocTi Ta cTaTeBomy po3BUTKy. Mloro 3pict cknagas 118 cm
(-6,6 0), maca Tina — 24,5 kr, IMT — 17,6 Kr/m? (<35-1 nep-
LeHTUni). bynosa Tina nponopuiiHa, «Tyny6He OXMPiHHAY.
Crurmn gusembpioreHesy BigcyTHi. LWkipa 6niga, opabna,
BMTOHYEHa, 0O/MYYS MACTO3HE, BONOCCA TOHKE, TbMSHE.
WntononibHa 3ano3a He 36inblweHa. TemnepaTypa Tina —
36,6°C, nynbc — 78 ya./xB., 3HWXeHn AT — 85/55 mm pT. CT.
CraTeBMIN pO3BUTOK NepepnybepTaTHWIA, BignoBigHO 1-1
ctagii 3a TaHHepom: F1 Ax1 P1 OfA6 Ar3.
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Puc. 1. Cectpa i 6part: giBumHka A., 13,5 poKy,
i xnonuuk M., 15 pokiB.

MoKa3HMKM 3aranbHOro aHanisy Kposi, ceui, 6ioximiuHo-
ro JocnigxeHHsA KpoBi — 6e3 natonorii. [MoKo30ToNnepaHT-
HUI TecT (i3 45 r rnoKo3K): HaTwe — 5,0 MMmonb/n, Yepes
1 rog. — 4,9 mmonb/n, yepes 2 rog. — 3,9 Mmonb/n.

FopMOHanbHe 0BCTEXEHHA BUABWUIO NOPYLIEHHA TPON-
Hoi dyHKUii ageHorinodisa:

— comatoTponHoi ¢yHKuii: CTI 6a3anbHUN piBeHb —
0,12 Hr/mn, HiYHUN Nik — 0,42 Hr/MA, Nicns Npobu 3 Kio-
deniHom (0,15 mr/m?) uepes 60 xB. — 0,04 Hr/mn, IOP-1 —
136 Hr/mn (BikoBa HopmMa — 150-350 Hr/mn);

— TupeoTponHoi ¢yHKuii: TTT — 2,87 MMO/mn (Hopma
— 0,7-6,4 MMO/mn), BinbHun T, — 0,73 Hr/an (Hopma —
0,8-2,0 Hr/an);

— roHagoTponHoi dyHkuii: OCI — 1,43 MMO/mn (Biko-
Ba Hopma — 0,81-8,18 MMO/mn), TT — 0,591 MMO/mn (Biko-
Ba Hopma — 0,69-7,15 mMO/mn), nicna npobwu 3 gudepeni-
Hom (0,1 mr) ®CI — 1,56 MMO/mn, I — 0,61 MMO/mn, Tec-
TOCTEPOH 3aranbHun — <0,025 Hr/mn (BikoBa HOpma —
0,025-15 Hr/mn), nicna Npobu 3 XOPIiOHIYHMM FOHAZOTPO-
niHom (1500 O1 — 3 gHi) TeCTOCTEPOH 3aranbHU —
1,68 Hr/Mmn.

— KopTn3on — 93,9 Hr/mn (BikoBa HopMa — 24-240 Hr/mn),
BiNbHWI KopTu3on y Aob6oBin ceui — 43 mMKr/poby (Hopma
— 58-403 mKr/go6y).

KictkoBui BiKk BignoBigae 7 pokam. ¥3[1 opraHis uepes-
HOI MOPOXHVHU, WuTonoAibHoT 3ano3u, EKI, MPT ronosHo-
ro MO3Ky NaTosorii He BUABUAN.

Xnonuvka KOHCYNbTOBaHO reHeTMKOM, opTanbMoso-
rom, HEBPOMATONOroM, IKi He BMABMAN cneundiyHoi naTo-
norii.

3rigHO 3 OTPMMaHMMM LAaHUMK BCTAHOBAEHO [iarHO3:
naHrinoniTyitaprsm, poanHHa ¢opma (MMOBIPHO, BHACIAOK
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Puc. 2. XBopun M.,
15 pokiB.

Puc. 3. XBopa A.,
13,5 poky.

MyTauii reHa PROP-1): rinocomaToTponi3m, BTOPUHHWI rino-
roHagusm, BTOPVHHWIA TinoTMpeos, rinokoptuumsm. lino-
bizapHUI HaHi3M.

XBopomy Oyno npusHayeHe NikyBaHHs 3rigHo 3 [po-
TOKOJIOM:

— npenapaTtu coMaTponiHy 3 po3paxyHky 0,03 Mr/kr Ha
no6y (0,74 mr) nig koHTponem IOP-1;

— npenapaTtu L-TupokcrHy 50 mkr/go6y nig KoHTponem
pigHsA BinbHOro T,;

— npenapaTtu XOpioHIYHOro roHagoTponiHy 750 Ol
ABivi Ha TvxaeHb N210, 4 Kypcn Ha piK, Nif KOHTPOoNeM piBHA
TECTOCTEPOHY, 3 NOAANbLIOK KOPEKLIEI0 NiKyBaHHSA;

— npepfHi30noH y fo6oBi f03i 3 Mr/M? NoBepXxHi Tina
(2,5 mr), 3i 36inblweHHAM 03U B 1,5-2 pa3un y pa3i npueaHaH-
HA CynyTHbOI iHdeKUil.

KOHTpoOnb NikyBaHHA Ta AMCMNAaHCEpPHe CNoCTepeXXeHHA
— 3rigHo 3 [poTtokonom [4].

XBopa A., 13,5 poKy (puc. 3) TakoX CKap»Knnacs Ha Bij-
CTaBaHHA Yy POCTi Ta CTaTeBOMY PO3BUTKY. 3piCT AiIBUMHKM
cknapas 112 cm (-6,7 o), maca Tina — 25,5 kr, IMT —
20,4 kr/m* (HopmanbHui, <75-i nepueHTuni). bygosa Tina
nponopuinHa, «TynybHe oXxumpiHHA». CTUrMm gmnsemopiore-
He3y BiacyTHi. LLkipa 6niga, apsabna, BUTOHUEHa, 06AnYus
nacTo3He, BONOCCA TOHKe, TbMAHe. LLiuTonoaibHa 3ano3a He
36inbleHa. Temnepatypa Tina — 36,7°C, nynbc — 68 ya./xs.,
3HWXKeHun AT — 75/55 mm pT1. cT. CTaTeBUN PO3BMTOK
nepegnybeptatHuii — BignoBigHo 1-1 cTagii 3a TaHHepom:
P1 Ax1 Ma1l Mel.

lNMoKa3HMKK 3arafibHOro aHanily KpoBi, ceui — 6e3
naTonorii. TecT TonepaHTHOCTI A0 rntoKo3u (36 r): HaTlwe —
4,2 mmonb/n. yepes 1 rog. — 6,3 mmonb/n, yepes 2 rog. —
6,6 mmonb/n. Big3HaueHo 3MiHW NiNiAHOro CNeKkTpy KpOoBi:
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xonectepuH — 6,3 mmonb/n (BikoBa Hopma — 3,11-
5,44 mmonb/n), Tpurniuepngn — 1,57 mmonb/n (BikoBa
Hopma — 0,46-1,56 mmonb/n), JINHLW, — 4,45 mmonb/n
(BikoBa Hopma — 1,55-3,89 mmonb/n), JINBLW —
0,91 mmonb/n (BikoBa Hopma — 0,78-1,68 mmonb/n).

FopMOHasibHe OBCTEXEHHSA BUABWUIO MOPYLIEHHSA TPON-
HoIT QyHKLiTi ageHorinodisa:

— comatoTponHoi ¢yHkuii: CTI 6a3anbHUA piBeHb —
0,35 Hr/mn, HiYHUA Nik — 0,26 Hr/MA, Nicns NPobu 3 Kno-
deniHom (0,15 mr/m?) uepes 60 xB. — 0,25 Hr/mn, IOP-1 —
110 Hr/mn (BikoBa HopMa — 130-600 Hr/mn);

— TupeoTponHoi ¢yHKuii: TTT — 2,68 MMO/mn (Hopma
— 0,7-6,4 MMO/mn), BinbHUM T4 — 0,487 Hr/on (Hopma —
0,8-2,0 Hr/an);

— roHagoTponHoi ¢yHkuii: OCI — 1,19 MMO/mn (Biko-
Ba Hopma — 1,02-9,24 MMO/mn), Il — 0,28 MMO/mn (Biko-
Ba Hopma — 0,28-29,38 MMO/mn), nicna npobu 3 gudepeni-
Hom (0,1 mr) OCI — 1,25 mMO/mn, JT — 0,26 MMO/mn,
ectpagion — <5 nr/mn (BikoBa Hopma — 25-410 nr/mn).

— Koptuzon — 70,9 Hr/mn (BikoBa HOpma — 24-
240 Hr/mn), BinbHUN KOpTK30oN y goboBin ceui —
50 mkr/po6y (Hopma — 58-403 mKr/po0y).

KictkoBui Bik Bignosiga€e 3 pokam. Y3[] opraHiB yepes-
HOT MOPOXHWHWY, WuTonoaibHoi 3ano3u, EKF, MPT ronosHo-
ro mMo3Ky natonorii He BuaBunn. Ha Y3[] opraHiB manoro
Tasa: MaTKa Bi3yani3yeTbca y BUrnagi taxka posmipom 10 mm
X 5 MM, A€YHMKM 3MEHLIEHi MO BiAHOLIEHHI OO0 BIiKOBOI
Hopmu. CTaTeBnin XxpomaTuH — 22%.

AVTUHY OrNAHYTO reHeTUKOM, MIATBEPAXXEHO AiarHo3
naHrinonityitapuamy. OdTanbmonor, HeBponaTosior He BUSA-
BUAW Y AUTWHU crieundivyHol naTonorii. FiHekonor giarHocTy-
BaB 3aTPMMKY CTaTEBOrO PO3BUTKY.

3rigHO 3 OTPMMaHMMN JaHUMK BCTAHOBAEHO [AiarHo3:
naHrinoniTyitTapmsm, poguHHa ¢opma (myTauia reHa PROP-
1): rinocomaTtponi3m, BTOPMHHWIA riNOroHagnu3m, BTOPUHHUIA
rinoTMpeos, BTOPMHHWUIA TrinokopTuumsM. [inodisapHuin
HaHi3Mm. linepninigemis.

XBopiln 6yno npusHayeHo NikyBaHHA 3rigHo 3 [lpo-
TOKOJIOM:

— npenapaTy COMaTponiHy 3 po3paxyHkKy 0,03 mMr/Kr Ha
[o6y (0,77 mr) nig koHTponem IOP-1;

— npenapaTtu L-TupokcnHy 50 MKr/goby nig KoHTponem
PiBHA BiNlbHOro T4;

Jama Haoxo0xeHHs 0o pedakyii 10.05.2010 p.
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— NpepHi3onoH y fo60Bil fo3i 3 Mr/m? (2,5 mr), 3i 36iNb-
WeHHsM 03U B 1,5-2 pa3u y pasi NpreaHaHHA CYMyTHbOI
iHbeKuil.

KoHTponb nikyBaHHA Ta AMcnaHcepHe CnocTepeXeHHs
— 3rigHo 3 NpoTokonom [4].

BUCHOBKUN

[iTn 6yab-AKOro BiKy i3 3aTPYMKOI POCTY Ta CTaTEBOro
PO3BUTKY NOTPEOYIOTb BUACHOTO, BCEGIYHOIrO OOCTEXKEHHS B
€HAOKPWHOJOra, OCKINbKMN Taki 03HaKN MOXyTb 6yTn Npos-
BOM rinoniTyitTapusmy. Lia naTonoria moxe nNpoAsBnaTUCh Yy
6yab-AKOMY BiLli, KpiM TOro, Cflifi Mam'aTaT NPO MOXUBICTb
poAVHHOT popmMK rinoniTyiTaprn3my, Lo BUMarae 06CTeXeH-
HA HWKWX AiTen, AKi MaloTb 3aTPUMKY PO3BUTKY.
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PE3IOME

Cnyuvain nosgHen ANarHoCTUKN cemMmeinHon GpopMbl
BPOXAEHHOro NaHrmnonuTynTapmusma
H.b. 3enuHckas, E.B. Tno6a, J1.B.Hugponmoea

B cTaTbe onucaH KNMHUYeCKni cnyyain cemenHomn Gpopmbl NaH-
runonuTyutaprsma y 6pata u cectpbl, KOTOPbI 6bi1 AUarHOCTUPO-
BaH B MNMOAPOCTKOBOM BO3pacTe, C NpeobnagaHvem KINHUKK
BblpaXKeHHOW 3aepPXKN pocTa U rMnoroHagm3ma.

KnioueBble cnoBa: feTy, NaHrMNONUTyMTapmnsm, AuarHoc-
TUKa.

SUMMARY

Case of late diagnostics of the familial hypopituitarism
N. Zelinska, Y. Globa, L. Nifontova

In the article the clinical case of familial hypopituitarism at
brother and sister was described. It was lately diagnosed in puber-
ty with prevalence of the severe delay of growth and hypo-
honadism.

Key words: children, hypopituitarism, diagnostics.
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