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(57) Cnoci6 gudepeHUinHOT AiarHOCTUKM CUHAPOMY
6ionoriyHo HeakTMBHOro ropMoHy pocty (BHIP), Tun
KoBapcbku, i peLenTopHOi HEeYyTNMBOCTI 4O FOPMOHY

pocty (PHIP) B fiTelt 3 HU3bKOPOCHICTHO, LLIO BKIHOYaE
OOCHIQKEHHA KPOBIi, SKMMA BiApPI3HAETbCA TUM, LO
nauieHTy BBOASATb MNIAWKIPHO Ha HiY4 NpoTAroMm 4-x
OHIB FeHHO-iHXeHePHUA TOPMOH POCTY Ta MPOBOAATH
BM3HAYEHHS B KPOBi PiBHIB iHCYynNiHONOAIGHMX hakTo-
pie pocTy (I®P-1) HaTLe A0 nNepLuoi iH'eKLii Ta 3paHKy
HACTYMHOro OHA Micnsa BeYipHbOro BBEAEHHSI OCTaH-
HbOI iH'eKUiT i, AKWwo piBeHb IOP-1 nigBuweHun y 2
pas3u i Ginbwe, cTaBnNATb AiarHo3 cuHgpomy BHITP,
TMn KoBapcbkku, npu He3aMmiHeHoMy I®OP-1 - giarHos
PHIP.

KopucHa mogens HanexuTb A0 MeAWUMHK, a 30-
Kpema OuTaYoi eHAOKPUHONMOTi, i MOXe BUKOPUCTOBY-
BaTUCb AN AUPEepeHUinHOi AiarHOCTUKM CUHOPOMY
GionoriyHo HeakTMBHOro ropMoHy pocty (BHIP), Tun
KoBapcbku, i peLenTopHOi HeYyTNMBOCTI OO FOPMOHY
pocty (PHI'P) B oiTen 3 HN3bLKOPOCHICTHO.

MauieHTn 3 cuHgpomom BHI'P Bnepe 6ynu onu-
caHi B 1978 poui nonbCbkum nikapem KoBapcCbku,
TOMYy [aHy NaTonoritd 4YyacTto HasuBalTb "CMHOPOM
KoBapcbku", ane mMonekynsipHa OCHOBA LIbOrO 3axBO-
ptoBaHHs1 byna poswudpoBaHa Y.Takahashi Tinbku B
1996 poui. 3 1999 poky natonoria BHI'P BigHeceHa
0o pAediunTy TOPMOHY pPOCTY BM3HAYEHOro MOXO-
DkeHHs  BpomkeHoi  dopmm  (KIGS — Aetiology
Classificasion List, Ranke MB, 1999).

Bigomuii cnoci6 giarHoctukn BHITP, B OCHOBI siko-
ro NeXvTb BU3HAYEHHS COMAaTOTPOMHOI OYHKUIT Wng-
XOM MPOBEAEHHS CTUMYNALIMHUX NPOO Ta BU3HAYEH-
HA ©asanbHOro piBHA iHCyniHonoAibHoro dakTopa
pocty-1 (I®P-1). Y nauientieB 3 cuHgpomom BHIP
nopsg 3 KniHiYHMMM O3HaKamu i30NbOBaHOI COMaToT-
POMHOT HEAOCTATHOCTI (HU3LKOPOCHICTb) MatTb MicLe
HopmarnbHi abo nigBuLLEHi piBHI iMyHOpEaKTUBHOIO
ropmoHy pocty (IP) y cupoBatui KpoBi Ha Tri CTUMY-
nauinHmMx npo6, ane Hu3bki piHi IOP-1 (Oegos U.U.,
TionbnakoB A.H., MNetepkoBa B.A. ComaToTponHas
HegocTaTto4HOCTb. - M.: MiHaekclpuHT, 1998. - 302c.).

MpoTe, paHui cnocib € manoiHdopmMaTUBHUM,
OCKiNbKM nofibHi kniHivHi i nabopaTopHi 3miHu Biody-
BatloTbCcA y xBopux 3 PHIP, ane 3a nartoreHesom i
NiKyBaHHAM BULLIEBKa3aHa nartonoria i CUHOPOM
BHI'P, Tn KoBapcbkn, 3Ha4YHO Pi3HATLCS.

3a npoTtoTun B3ATUIA crocib andepeHLiiHoT aiar-
HocTukn cuHgpomy BHIP i PHIP 3a gonomoroto me-
OUKO-reHeTUYHUX OOCHiQKeHb KPOBi, SKMA nonsrae y
BU3HAYEHHi MyTaLin B reHOMi FOPMOHY POCTY AUTUHMU
(Takahashi Y., Kaji H., Okimura Y.et al.Short stature
caused by a mutant growth hormone with an
antagonistic effect /Endocrine.J. - 1996. - 43, Ne1. -
P.27-32).

MpoTe, uen MeToa CKNagHW Y BUKOHaHHI, 4OPO-
roBapTiCHUI i, Ha CbOrogHi, He JOCTYNHWUIA GiNbLIOCTI
XBOPUX.

B ocHoBy pOaHOi KOpUCHOI Mofeni nocTaBreHo
3adayy YOOCKOHaneHHs cnocoby AaudepeHuinHoi
piarHoctukn cuigpomy BHIP, Tun Kosapcbku, i PHIP
B OiTEN 3 HU3bKOPOCHICTIO LUNAXOM NPOBEAEHHS YO-
TUPWAEHHOT NPobK Ha YyTNUBICTb A0 FTOPMOHY POCTY,
O A03BOMUTL NiABULLMTM iIHPOPMATUBHICTL Ta A4OCS-
TN YTOYHEHHS AiarHo3y i BYacCHO NpU3Ha4MTN edek-
TMBHE naToreHeTu4He niKyBaHHs HW3bKOPOCIHOCTi i,
TakMM YMHOM, MNiABULLUTK MCUXO-CouianbHy aganTa-
Lito AiTen Ta nigniTkiB y CycninbCTBI.

MocTtaBneHa 3agada [oOCAraeTbCsA TUM, LWO B
cnoco0i, Lo BKIOYAE AOCNIMKEHHST KPOBI, KM Bigpi-

az U

a1 63324

as) UA



3

3HAETBCS TUM, LWO MNauieHTy 3 HU3bKOPOCHICTIO BBO-
OATb NIAWKIPHO Ha HiY NpoTAromM 4-X [OHIB FeHHO-
iHXXEHEPHWUI FOPMOH POCTY Ta NPOBOAATb BU3HAYEHHS
B KpoBi piBHiB IPP-1 HaTwe Ao nepuoi iH'ekuii Ta
3paHKy HaCTYMHOro AHSA Micnsi BEYipHbOro BBEAEHHSI
OCTaHHbOI iH'eKUii i, sKWwo piBeHb I®P-1 nigBuweHnn y
2 pasu i Ginblwe, cTtaBnATb AiarHo3 cuHgpomy BHIP,
Tmn KoBapcbku, npu HesamiHeHomy |PP-1 - giarHos
PHIP.

Cnocib gmdepeHUinHOT AiarHOCTUKN 30iNCHIOETb-
CSl HACTYMHUM YMHOM.

XBOpPOMY 3 HM3bKOPOCHICTHO BBOAUTLCHA TEHHO-
iH>XeHEepPHUN rOPMOH POCTY - COMAaTOTPONiH Yy A03i 3
pospaxyHky 0,033 mr/kr Ha poOy, niglKipHO, nepea
CHOM, npoTsrom 4 gHie. MNMpoBOAMTLCHA BU3HAYEHHA B
KpoBi piBHiB I®P-1 HaTLie A0 nepLuoi iH'eKUii rOpMOHY
POCTY Ta 3paHKy HacTYMHOrO AHSA MiCns BEYipHbOro
BBEOEHHS1 OCTaHHbOI iH'ekUil (Ha n'aTy goby). Mpoba
BBa)Xa€TbCHA NO3UTUBHOMD, SKLWO piBeHb |PP-1 nigsu-
LeHnn y 2 pasu i Ginblue. 3a yMOB NO3UTUBHOT Npobu
XBOPUM CTaBuTbCs AiarHo3 cuHgpomy BHIP, tun Ko-
BapCbky, i MpU3Ha4vaeTbCcs NiKyBaHHS TOPMOHOM pOC-
Ty. Akwo npoba Ha 4YyTNMBICTb OO FOPMOHY POCTY
HeraTmBHa - giarHoctyetbesa PHIP i nikyBaHHA coma-
TOTPOMHUM TFOPMOHOM He MNPOBOAWUTLCS, MpU3HaYa-
I0TbCA HecneumdiyHi npenapaTy pOCTOCTUMYMOKYOT
Tepanii, Taki Sk nonisiTamiHn, NOBHOLHHE Xap4yBaH-
HS | JO030BaHe i3nyHe HaBaHTaXEHHS.

[ana npoba € OOCTyMHOK AnA XBOPUX, HE LUKia-
NMBOIO ANA X 300POB'A, MOXe NPOBOAUTUCH SIK B CTa-
LioHapHuWX, Tak i B ambynaTtopHux ymoBax.

Mpuknag 1

XBopwuii |. - 4 pokn i 10 micsuis. 3BepHynuca 6a-
TbKM 3i CKapramy Ha BiACTaBaHHS OWTUHWM B POCTi 3
nepLmnx pokiB XWUTTS. 3a OCTaHHIi pik AUTMHA BUPOC-
na Ha 2 cm. PaHiwe xnonyuk He obcTexyBaBcsl, He
nikyBaBcs. AHaMHe3 XWUTTH: HapoaAUBCS B TEPMiH Bif
nepLUoi HopMarnbHOI BariTHOCTI Ta nonoris. [JoBXuHa
npu HapoaxXeHHi - 49 cm, maca Tina - 2700 r.

O6'extmBHUI ornsa: 3picT - 91,2 cM, maca Tina -
12,6 Kr.

H-SDS = - 3.8 SD. PeHtreH - Bik - 2,5 poku. IMT
=152 kr/m>.

MpaBunbHOI NPONOPLiNHOI cTaTypu, HOpMarbHO-
ro xapyysaHHs. Llkipa HopmanbHOi Bonorocti. Big-
3HayeHo cianononibHe nepeHiccs, WMPOKO pPO3CTaB-
TNeHi oyi, rinonnasisi HWKHLOI LWenenwu, BiACTOBOypYEHi
Byxa. [1CMXOMOTOpPHMI PO3BUTOK BIAMOBIAAE BIKY.
HeBponoriyHnn cratyc He nopyweHui. KicTkoBo-
M'A30Ba cMcTemMa B HOpMi. 3 BOKy BHYTPILLHIX OpraHis
- 6e3 naTonoriyHmx 3miH. CtateBuit po3BuUTok - 1 cta-
nist 3a TaHHepoMm.

Pesynbtatv nabopaTopHOro Tta ropMOHarnbHOro
obcCTexeHHs1: 3aranbHUin aHani3 kpoei Ta cedi - 6e3
NaToNOriYHNX 3MiH. BiOXiMIYHI MOKasHMKM - B MeXax
pedepeHTHNX 3HaYEHb.

TTr - 2,14 mkME/mn, T4 cBob. - 17,28 nmonb/n,
koptuson - 315 Hmonw/n, CTI (doH) - 0,44 Hr/mn,
CTI (knodpeniHoBa npoba) - 12,56 Hr/mn, ageksaTHa
peakuia CTI npu Bukugi 10 Hr/mn i Ginbwe. CTI (Hiy-
HWIM nik) - 7,9 Hr/an, I1®P-1 (comatomeanHy C) - 24,83
Hr/Mn, HOpMarnbHi BiKOBiI NOKa3Huku Big 49 Hr/mn o
171 Hr/mn.

Ha nigctaBi pesynbTatiB ropMoHansHoro obcre-
XKEHHS MOXXHa MpUMNyCTUTW, WO y nauieHTa CMHOPOM
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BHIP, akun HeobxigHO amndepeHuioBaTn 3 CUHAPO-
Mom PHITP.

3 MeTo YyTOYHEHHS fiarHo3y npoBefeHa npoba
Ha YyTNMBICTb 4O FOPMOHY pocTy. lNauieHTy npuaHa-
YeHwun Ha Hiv P y gosi 0,4 Mr Ha oy npoTaromM 4-x
[OHiIB.

Pesynbtatn npobu: I®P-1(1 geHb, paHok) - 21,15
Hr/mn,

I®P-1 (5 AeHb, paHok) - 52,3 Hr/mn.

Y paHin cutyauii nokasHuk IOP-1 36inbwmBcsa
OinbL HiXX B 2 pasu i 3HaxoanTbCs B Mexax pedepe-
HTHUX 3Ha4yeHb, TOOTO y OUTUMHM Mae MicLe CUHAPOM
BHI'P, Tn KoBapckbku.

HiarHos. linodisapHuii HaHiam. CuHapom bionori-
YHO HEaKTMBHOIO FOPMOHY pocTy, Tun KoBapchku.

MauieHTy Oona nikyBaHHA MNpPU3HaYeHWA TFOPMOH
pocty no 0,4 mr Ha goby, nepea CHOM, LLOOHSA, OOB-
roTpueano, 3 KOpeKLielo J03W i KOHTPoNeM aHTpono-
METPUYHUX NMOKa3HMKIB KOXHI 3 Micsaui. PiyuHa HapobaBs-
Ka 3pOCTy Ha nikyBaHHi cOMaTpOniHOM CTaHoBMNa
11,5 cm.

Mpuknag 2

XBopa K. - 9 pokiB i 2 micaui. baTbkn 3BepHynucs
3i ckapramu Ha BigCTaBaHHS AWTWHW B POCTi 3 Hapo-
DKEHHS. AHaMHe3 XUTTA: OiBYMHKA Hapoaunacs Big
BariTHOCTi 3 TOKCMKO30OM Yy MepLioMy TpUMECTpi Ta
HOpManbHUX BYacHUX nonoris. [JoBxuHa npu Hapo-
[KeHHi - 45 cm, maca Tina - 2450 r.

O6'ekTnBHUI ornsAa: 3picT - 114,3 cm, maca Tina -
22,5 kr.

H-SDS = -3.1 SD. PeHtreH - Bik - 6,0 poki. IMT =
17,3 Kr/m>.

[vTuHa npaBunbHOI NPONOPLINHOI CTaTypu, HOp-
ManbHOro Xxap4yBaHHsi. BigsHaueHo cignonoagibHe
nepeHiccs, WMPOKO PO3CTaBIIEHI OYi, rinepTenopmam,
BiCTOBOYpYEHi HM3bKO NocamkeHi Byxa. [cuxomoTo-
PHUI PO3BMTOK He MopyLlieHun. 3 BOKy BHYTPILLHIX
opraHiB - 6e3 natonoridyHmx 3miH. CTaTteBuii po3BUTOK
- 1 cTagia 3a TaHHepowm.

Pesynbtatn nabopaTopHOro Ta ropMOHanbHOro
OOCTeXeHHs: 3aranbHUA aHarni3 kpoei Ta cedi - 6e3
naTonoriyHMx 3MiH. BioxiMiYHi nokasHukM - B Mexax
pedepeHTHNX 3HAYEHD.

TTr - 1,18 MKME/mn, T4 cB06.-19,62 nmonb/n,
KopTnson - 296 HMonb/n,

CTrI (dpoH) - 9,67 Hr/mn, CTI (knodpeniHoBa npo-
6a) - 14,16 Hr/mn, agekBaTtHa peakuis CTI npu Bukugi
10 Hr/mn i 6inbwe. CTI (HiyHWA nik) - 16,2 Hr/an, |OP-
1 (comatomeauHy C) - 42,17 Hr/mn, HOpMarbHi BiKOBI
nokasHukuM Big 76 Hr/mn oo 499 Hr/mn.

Ha niactaBi pesynbtaTiB ropMoHansHoro obcre-
XKEHHSI MOXHa MPUMNYCTUTK, WO Y nauieHTa CUHOPOM
BHIP, akuin HeobxigHo andepeHuitoBaT 3 CUHAPO-
Mom PHIP.

3 MEeTOK YTOYHEHHS AiarHo3dy npoBefeHa npoba
Ha 4yTNMBICTb A0 FOPMOHY pocTy. lMauieHTy npusHa-
YeHun Ha Hiv P y gosi 0,7 Mr Ha oy npoTarom 4-x
[OHIB.

Pesynbtatn npobu: IPP-1 (1 peHb, paHokK) -
38,24 Hr/mn,

I®P-1 (5 geHb, paHok) - 36,83 Hr/mn.

Y paHin cutyauii nokasHuk IOP-1 He 36inbLumBcS,
TO6TO y nauieHTa He Mae YyTnMBOCTI OO TOPMOHY
pocty -y autuHn PHIP.
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MauieHTy Ana nikyBaHHA NpusHayeHi nonisitami- cungpomy BHIP, tun Koapcbkn, un PHIP, iy 21
HW Yy BIKOBIN Jo3i npoTarom 1 micsus, go3oBaHe i3u- ONTVHW Ha nigcTaBi Npobu Ha YyTAMBICTb 4O FOPMOHY
YHe HaBaHTaXeHHs (MnaBaHHA, i3nyHi BNpaBuM Ha pocTy Oyno BcTaHoBneHo cuHapom BHIP, tun Ko-
BUTSDKIHHS). BapCbKM, LLO CBigYNTb NPO BUCOKY e€(PeKTUBHICTb Aa-
Cnioci6 anpo6oBaHo y 24 XBOpUX AiTEN 3 HU3LKO- HOro cnocooy.

pocnicTio, kMM HeobxigHo 6yno BCTaHOBMTW aiarHo3

Komm’'toTepHa BepcTka M. Jlomanosa MignucHe Tupax 23 npum.
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