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Mera po6GOTH — BU3HAUNTH AJITOPUTM JIIATHOCTUKH Ta JIIKYBAHHS XBOPUX i3 HU3bKOPOCJICTIO 3 yPaXyBaHHIM IHANBILya bHIX
0cOBIMBOCTEN KJIIHIYHOTO Hepebiry 3aXBOPIOBAHHS Ta ayKCOJIOTTYHIX | FOPMOHATIBHUX TTOKA3HUKIB.

Marepiauu ta metoau. O6cTexkerHo 41 maiienTa 3 JI0maTnaHO0 HU3bKOPOCIICTIO BikoM Bizt 4 10 18 pokis (17 aireii npeny6ep-
TaTHOTO BiKY i 24 — y nepiox myGepraty); 65 narientis (cepeaniit Bik (8,13 £ 1,23) poky) 3 03HaKaMu BHYTPIITHBOYTPOOHOT
3aTPUMKH POCTY i 32 MOJIOANX 0POCIHX BikoM 19—23 poku i3 COMaTOTPOIHOIO HEJOCTATHICTIO, IO BUHUKJIA B INTHHCTBI.

B ycix xBopux BusHauasu Bmict ropmona pocry (I'P) (Gasasbuii piBens i 1mik BUKuAY Ha TJ1 (DaPMAKOJIOTTYHIX TECTIB 3 HCY-
JIIHOM,/KJIOHIZINHOM) Ta piBeHb iHcyiHonomiOHoro dakropa pocry-1 (IMP-1) pagioiMyHOJIOMIYHIM METOIOM 32 JIOTIOMOTOM0
crangapranx Habopis Irma (Immunotech, Yexist). Ilepes moyaTkoM JikyBaHHs penapatamu pekombinanTHoro I'P npoBonim
tect renepaitii IOP-1 B oxuH abo y [Ba eranu. Y MOJOAUX JOPOCAUX i3 COMATOTPOITHOK HEOCTATHICTIO AOCI/KYBaIM PiBEHb
C-peakTHBHOTO rernTuzy, anoinonporeinis Al i B BrucokouyTgimBuM iMyHOTYpOIAMMETPUYHIM METOJIOM Y TJIa3Mi KPOBI Iiepes Ta
Ha TJIi JIKyBaHHS penaparaMu pekoMGiHanTHOTO T'P.

Pesyabraru ta o6roBopenssi. Pesyssratu tecty renepaitii IOP-1 Gy BimpaBHUMU IPU MPUITHATTI PillIeHHS T1PO TOYATKOBY
1103y Tipenaparis pekombinanTHoro IP. [litsim nipeny6beprartHoro Biky npenaparu npustadanu 0,033 mr/kr Ha 100y, a gitsm myGep-
TATHOTO BiKy a0 3 He3a/I0BIJIbHOIO uHAMiKOIO pocTy — 0,05 Mr/kr Ha 100y. Ha tuii Teparnii npemnaparamu pekombinantaoro I'P
BifidHauwasm ocToBipHe 36ibineHus piHst IOP-1 y nurasmi kposi. Tpusanuii gedinur engorenHoro Py MOIOANX 0POCTUX
ACOIHIOETHCST 3 IOCTOBIPHUM ITiIBUIIEHHSIM piBHsi C-peakTuBHOrO 6iJiKa Ta aucbamancom arnosinonporeigis Al i By niasmi kposi.

BucHoBku. /s TAIIEHTIB 3 HU3bKOPOCJICTIO BHACIIOK 3aTPUMKH BHYTPIIIHBOYTPOGHOTO PO3BUTKY Tepallisi mpernaparamu
pexombinanTHoro I'P ehexTrBHA 3 METOIO KOPEKIIii POCTY; Y MOJIOHX JIOPOCJIUX i3 COMATOTPOITHOIO HE[OCTATHICTIO TaKa Tepartis
CIpus€ 3HMKEHHIO CEPIIEBO-CYAMHHOTO PU3UKY.

Kio4oBi ciioBa: HU3BKOPOCIICTD, IarHOCTHKA, JIIKYBaHHs, TeCT reHepaiiii incyrinomnogi6Horo dakropa pocry-1, IMHKY CyJib-
(at, aHasor smoniGepuny, C-peaktuBHuit 6i10K, anosinonporeinu A1, B.

HHSbKOpOCHiCTb, 3a AKOl 3picT Gljblie HiX Ha
ABa craHjgaptHux BigxuieHHsa (SD) Biacrae
Bi/l BIITIOBIZTHOTO CEPEHBOTO POCTY JJSI TEBHOTO
BiKy i crari, 6e3 03HaK CHCTEMHOIO €HIOKPUHHOTO
3aXBOPIOBAHHS, 32 BIJICYTHOCTI PO3Ja/iB XapuyBaH-
Hs1 200 XPOMOCOMHUX aHOMaJIiil, 32 YMOB HOPMaJib-
HOI JIOB)KMHM Ta MAacH TiJia IPU HAPOJ)KeHHI, BBaXka-
€ThCs ifionatnuHolo Husbkopocraictio (IH) [27].
[IpuynHa 3aXBOPIOBAHHST 3aJIMINAETHCS HEBCTAHOB-
aenoro y 60—80 % mnarnientis, yracsigok doro go [H
MOKYTh OyTH 3apaxoBaHi KIIHIYHI BUIIAKU HU3BKO-

POCJIOCTI 3 PI3HUM €TiONATOreHe30M, TPOrHO30M POCTY
Ta MoAiMOpGdi3MOM KJiHIYHOI cuMmTOMaTuku [21,
38]. Lle 3ymMoBIIt0€ HU3KY IIPOGJIEM IIijl Yac JAiarHoc-
TUKU Ta 00paHHs aJleKBaTHUX METOMIB JIiKyBaHHS i
MOHITOPUHTY TAIi€EHTIB 3 JIarHO30M <i/lionmaTuyHa
Hu3bKOpocaicTh» [19, 25]. 3rigro 3 MixkuapogHum
KOHCEHCYCOM 3 J[IarHOCTUKHU U TaKTUKU CIIOCTepe-
JKeHHs 3a XxBopuMHu 3 [H, BUOKpeMJIfooTh 1Bi OCHOB-
KOZKHOI 3 HUX € JIiTH 31 cBoeuacHUM ab0 3aTpUMaHUM
craTeBUM po3BuTKoM [13].
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Eriosoris i matorene3 ITH o choronni 3ammmaioTs-
cg He3'sicoBaHUMU. Benmky yBary B 1IbOMY 3B’SI3KY
MPUIASAIOTh TeHeTHYHUM YnHHuKaM [39]. Tak, BusiB-
JIEHO TMOOJMHOKI BHUIIQJKH TOYKOBHMX MyTalliii aGo
nenenis SHOX (short stature homeobox — contai-
ning gene) y ICEBIOABTOCOMHIN [IJISHII ONHIE]
3i crareBux xpomocoMm (Xp22 ta Yp11,3) [7]. Bera-
HOBJIEHO, 110 GinbinicTs nanientis 3 IH maiors gedi-
T iHcyainonoai6Horo gakropa pocry (IMP-1) pis-
Horo cryneHs [34]; y nesakux miteit 3 IH y mmasmi
KPOBi BU3HAYAlOTh HU3bKY KOHIIEHTpaLilo OijKa, 110
3B’s13ye ropmoHn pocty (I'P-3b), sixa acortitoeTbes 3
Hu3bkuMu nokazaukamu [OP-1 [17].

Bsaskarors, mo TH mMoske GyTu 110B’s13aHa 3 4aCTKO-
BOIO HeUyTJuBicTIO 10 Topmona pocry (I'P) Bracmi-
mok myTariii B reHi perienrtopa I'P (GHR) y niteii
3 IH. 3umxkenns uyriauBocti 1o I'P Moxe 6yTu pisHo-
ro cTymneHs BUpas3HocTi — Bix nomipHoi npu [H o
nyske sHauHoi npu curapomi Laron [24]. T. Edouard
ta cruiBasT. (2009) BcTraHOBWIM HASIBHICTH AedilUTy
IOP-1 y 0,8 % mpemybepraTHux MiTell 3 HU3BKUM
3poctoM, a R. Teissier ta cniBasr. (2014) —y 2,5 %
miteit 3 IH [15, 37].

Myrartii B gisistaii rena perienitopa I'P, sikuit komye
MOBaKJITHHHII JIOMEH perernTopa, Oy i BUsIBJIeH] y 4 i3
14 mireit 3 Hm3pkopociictio [18]. Mosekyiapuuii aHa-
JTi3 TIOKa3aB HAsIBHICTH MYTAIliil y JIJISHIN TeHa perier-
topa I'P y 15,5 % niteit 3 TH, 22,9 % manu sunxeHHst
piBust IOP-1 y kposi mentne «minyc 2 SD», ay 53,5 %
BcTaHoB/ieHO Bianosiab IMP-1 mig vac mposeneHHs
tecty rerepaitii IOP-1 miskue 40 % (0—38 %) [16].

Oxpim BijoMuX TPUYUH HeuyTaAnBocTi g0 ['P
(nmedextn pertentopa I'P, curranbaoTO 11IEpeTBOpIoBaUa
Ta aktuBatopa TpaHckpumiii 5B-STAT5B, kucnoro-
nabinbroi cybonuumii IGFALS, IMP-1), Ha choroi
BCTAHOBJIEHI ¥ 1HINI TeHeTUYHI TOPYIIEeHHs, 1O CIIo-
crepiraiotbest ipu ITH. PisHomaniTHI reTepo3wroTHi
nedextu perenitopa IOP-1 — BigHOCHO YacTa Ipudn-
Ha MPEHATAJIBHOI Ta TOCTHATAIBHOI 3aTPUMKU POCTY
[40]. MonorenHi BUMA KM HU3BKOPOCJIOCTI, aCOIIiifo-
BaHi 3 HuU3bKUM piBHEM [MP-1 y miasmi KpoBi Ta 3
HOpMasibHUM /BUCcOKUM piBHeM ['P, 3ymosieni nedek-
tamu reda I'P (Giosoriuno HeaktusHuii T'P), pererro-
piB rpesiny, perteriropiB I'P tomo [33]. TereposuroTauii
nedext rera penenrtopa I'P He 3arampHUN 1711 BUHUK-
venns [H. Oxnak onucani fedki i3 mux MyTarii, 1o
MOJKYTb CTaTH MPUIMHOIO YACTKOBOI HEUYTJIUBOCTI /10
I'P; BomHOYAC HASIBHICTH TETEPO3UTOT HE 3aBXK/IU aACO-
IIIOETBCST 3 HUBBKOPOCJICTIO. [eTepo3uroTHi myTartii
rena perentopa I'P Busnauaiors y 5—58 % miteii 3 [H.
Tak, mostekyiapuumii anastia reHa pertenropa I'P noka-
3aB HasiBHICTD 3MiH tiocizioBrocti y 19 (58 %) i3 33 na-
mientis 3 TH. ¥ Toii ke yac aHajoriusi sMinu Oysiu
3Hal/IeH] 1 B YJIEHIB IXHIX POAUH 3 HOPMAJIbHUM POC-
ToM, i B rpymi kouTposio [18]. Ilogampuimii po3BuToK
i BIPOBA/KEHHS METO/IIB MOJIEKYJIIPHOI TeHEeTHKH
JIACTh 3MOT'Y BCTAHOBUTH NMPUYNHU po3BUTKY 1H.

TiarHoctuka TH rojioBHUM 4YuHOM 0asyeThcsi Ha
BU3HAYEHHI ayKCOJOTIYHUX KPUTEPIiB Ta BUKJIIOYEHH]
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iHmMX martosorivHux cranis. OGOB’SI3KOBO BPaXoBY-
I0Th CIIAJKOBICTB, 3’ICOBYIOTH OCOOJMBOCTI CTATEBOrO i
(hisuyHOTO PO3BUTKY UJIEHIB POJIMHU TIEPIIOTO TA JIPY-
TOTO CTYIIE€HSI POIMHHOCTi, PO3PAXOBYIOTbH IiJIbOBUIA
(cepeaiil 6aTbKIBCHKMIT) 1 MPOrHO30BAHUI KiHIIEBUI
3pict (K3). g namienris 3 [H xapakrepna rerepo-
TeHHICTb SIK TEHOTHITY, TaK i (DEHOTHILY; ITifl Yac TOPMO-
HAJIBHOIO OOCTEKEHHS BU3HAYAIOTh HU3BKOPOCHICTh
Ha /1 Husbkux pisniB IMP-1 i 6isika, 1110 #i0ro 38’s3y€
(IOP-3B-3), Ta HOPMAIILHOTO/BUCOKOTO iKY BUKUIY
I'P ipu ipoBesieHHi CTUMYJISATIIHHNIX TECTIB.
PizHOMaHITHICTh KJIIHIYHUX BUSBIB 1 TEHETUYHNUX
3HaXiZIoK y narienTis 3 TH Buk/mkae neski npodaemu
3 BUOGOPOM cTparerii JIKyBaHHsI i CIIOCTEPEKEHHST 3
TakuMu JiTbMmu. Ilig yac oOGcTexkeHHs JiTeil 3 yio-
BIJIBHEHOIO IIBU/KICTIO POCTY Ta HU3bKUM piBHEM
[®P-1 na 11 HOpPMaJbHUX/BUCOKUX IOKA3HUKIB
cTuMyJboBaHOTO PiBHA [P pekomengoBaHO TpoBe-
neuns tecty renepanii IMP-1. CranpapTamii Tect
IIPOBOJISITH TIJISIXOM YBEJIEHHsI TIperapaTry pPeKoM-
6inanTHOro ropmona pocry (pI'P) B mosi 0,033
MI/Kr/mo6y yotupu xo6u nocmijab; piserb IOP-1 i
[DP-3b-3 BusHavyatoTh Ha HYJbOBY i Ha YETBEPTY
no6y recty [9]. Tecr renepauii IMP-1 BBaxaoTh
e(heKTUBHUM TECTOM i1 vivo JJisl BU3HAYEHHS KJa-
crunol HeuyTmBocti g0 T'P, ognak, 6e3yMOBHO, BiH
norpebye nozpasbinoi Moaudikaiii 3 METOIO JiarHoc-
TUKHA HU3bKOPOCJIOCTI, TIOB SI3aHOI 3 TIOMiPHOIO /9acT-
koBoto HeuytyuBicTio n0 [P [31]. IIpocnexTushi
JIOCJTI/IDKEHHST TATBEP/KYIOTh JIOIIJBHICTH TPOBe-
nenns tecty reneparii IMP-1 mig vyac inenrudikarii
JliTell 3 HU3BKOPOCJIICTIO 3 MOXKJINBOIO HEUYTJNBIiC-
Tio 10 I'P. InpuBinyasnpHO TallieHTH MalOTh HU3b-
kuil pisenp 6asanbnoro IMP-1 ta/a6o IOP-3B-3 i
HU3bKY BIJIMOBIb ITi/] Yac TeCTy TeHepallii, 1o Mnpu
acortiatiii 3 Bucokum mikom I'P yHaciiok mpoBoxartii
BKa3y€e Ha 4acTKoBy HeuyTsuBicTh g0 ['P [14]. Kpim
Toro, xapaktep Bianosigi IOP-1 i yac npoBeneHHs
TeCTy MOKe OyTH TPeAMKTOPOM eheKTHBHOCTI Tepa-
nii pI'P ta BusHaueHHst rpynu MaIi€eHTIB, SIKi MOTpe-
OytoTh JikyBaHHg pekoMmOiHaHTHUM IDP-1 (pIDP-1)
[28, 33, 32]. Tepamito mpemapatamu pI'P mmpoxo
3aCTOCOBYIOTH y Te[iaTpUYHIN TPaKTUIll; Tak, 3
2003 p. YnpaBiiHHS 3 CaHITAPHOTO HATJISLY 3a SKic-
TIO XapyoBUX MPOAYKTIB Ta MeankameHTiB (FDA,
CIITA) 3aTBepANIO MOXKJUBICTH JIKYBaHHS iTel
3 IH npemapatamu pI'P y mosi 0,30—0,37 mr/kr
Ha THOKIAEHDb 3 MOKJIMBUM iABHUIEHHSAM 103U 10 50
MKI/KI'/100y 32 HEJOCTaTHbOI e(eKTUBHOCTI, OJHAK
Ha ChOTO/IHI BiJICYTHI €IMHI MOHITOPUHTOBI aJTOPUT-
MU JIarHOCTUKH, e(DEeKTUBHOCTI Ta OE3IIeYHOCTI TPH-
BAJIOTO JIIKyBaHHS TaKWX MAIi€HTIB /103aMU TTOHA/
50 mxr/kr/mo6y [12, 13]. 3agoBiabHy BiAloOBiab Ha
teparito pI'P maiors He Bci aitu 3 ITH, tiabku 40 % 3
HUX JIOCATAIOTh IIJTBOBOTO 3pocTy [34]. locaimkenns
piBust IOP-1 (pa3oM 3 ayKCOJOTIYHUMH MOKA3HUKA-
MU) B AMHAMII[ 00CTEKEHHST Ta JIIKYBaHHSI A€ 3MOT'Y
BU3HAUUTH ONITHMAJIbHY I Oe3leuHy 103y IpenapaTy
pI'P, mocsirty 1iiboBOTO 3pOCTY, YHUKHYTH TIEPEI03Y-
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BaHHs (3 TEOPETHMYHUM PU3UKOM MaJlirtizamii) abo
3aHMzKeHHd 1031 pI'P (3 MOTeHIINHNM PU3UKOM cep-
11€BO-CY/IMHHUX 3aXBOPIOBaHb) [24].

Pimennst mpo movyaTok JIiKyBaHHS Ta HOTO BEKTOP
noTpedye peTesbHOTO 00CTEKEHHST MallieHTa i OIliH-
KU MOJKJINBOI e(DeKTUBHOCTI JIIKYBaHHSI.

Merta poGOTH — BU3HAYUTH QJTOPUTM AiarHOCTHU-
KW Ta JIIKYBaHHS XBOPUX HA HU3bKOPOCJICTh 3 ypaxy-
BaHHSM IHAMBIZYaJbHUX O0COOJUBOCTEN KJIIHIYHOTO
nepebiry 3aXBOPIOBaHHS Ta ayKCOJOITYHUX 1 TOPMO-
HAJTbHUX TTOKA3HUKIB.

Marepianm Ta MeTOIU

O6c¢rexeno 41 marienrta 3 TH (24 xuomuuku i 17
JIiBYaTOK) BiKOM Biz 4 110 18 poxkis (17 miteit mperry-
GepraTHoro BiKy Ta 24 — y mnepiomi mybeprary).
Oxkpewmi rpymu chopmyBanu 65 mamieHTiB (cepeanii
BiK (8,13 £ 1,23) poky) 3 03HAKaMU BHYTPINTHBO-
YTPOGHOI 3aTPUMKH POCTY 1 32 MOJOAMX AOPOCIUX
BikoM 19—23 pokm i3 coMaTOTpPOIHOIO HEIOCTaTHIiC-
TIO, 1[0 BUHUKJIA B IMTUHCTBI.

ITepen moyaTkoM 00CTEKEHHS Ta JIIKYBaHHS Y BCIX
HamieHTiB/ixHix 6aTbKiB OTpUMau iHGOPMOBaHY
3rofly. ¥Yci XBOpi 3BepHYyJINCS 31 CKapraMy Ha HeJo-
CTATHIN 3PICT 1 HE3aIOBIJIbHY MIBUJKICTH POCTY IPO-
TSITOM OCTAHHIX POKIB. BifctaBanHs y pocTi cTajo
MOMITHUM Y T1epioft BiJi 3 710 8 poKiB.

[lo 3BepHEHHST B KIIHIKY MaIliEHTH He MPUUMaJN
npenapatis pI'P a6o iHIINX rOPMOHAILHUX IIPEIAPATIB.

Binbiricts i3 41 xBoporo 3 TH manu HopmasibHy Macy
Ta JIOBKMHY Tijla TIpu HapopkeHHi. O3HaK TeHeTUJHOI
ab0 TAKKOI COMATMYHOI MaToJIOrii He BCTaHOBJIEHO.
OOGTsKeHyY CIIAZIKOBICT 100 HU3bKOPOCJIOCTI MaJIi
27 xBopux (65,8 %), cepen HEUX 17 0ocib Maju OLHOTO 3
GaTbKiB 13 3aTPUMKOIO CTATEBOIO PO3BUTKY B AaHAMHESI.

ITix yac oryisgay XBOPHX 3BEPTAIM yBary Ha 0co0-
JuBOCTI OyZ0BU Tija, HassBHICTH cTHTM eMOpiore-
He3y, CTaH BOJIOCCS, ITKIpU Ta BHYTPIITHIX OpPraHiB.
[lyist BUBYEHHST TMOKA3HWKIB (hi3UYHOTO PO3BUTKY
BUKOPUCTOBYBAJIN AHTPOIIOMETPUYHI METOIM (3picT
BUMIipIOBaJIN 3a JOIOMOTOIO cTaaioMeTpa Sistem
Dr. Keller J.; macy tiza (MT) — 3a 10I10MOTOI0 €JIeKT-
POHHUX Bar; KoedilliEHT CTAaHAAPTHOTO BiIXWJIEHHS
(SDS) nua 3pocty Bu3Havau 3a (hopMyJIoio:

SDS = X-X;/SD,
ne X — 3picT martienTa, X; — cepeaHii 3picT AT XPo-
HOJIOTIYHOTO BiKYy i crari, SD — crangapTHe Bijgxu-
JIEHHS JIJIsT XPOHOJIOTIYHOTO BIKY 1 CTaTi; NIBUIKICTH
POCTY BU3HAYAJIU METOJIOM TIEPIEHTUIBHUX KPUBUX;
obumcsoBanu ingeke Macu tia (IMT)). TIporto-
30BaHNH (TeHETUYHUI) 3pICT PO3PaxXOByBaTIU 3a

bopmymamm:

JUIsl XJIOIYUKIB — (3picT Garbka + 3pict marepi +
13)/2 (cm);

JUis jgiBuatok — (3pict Garbka + 3picT marepi —
13)/2 (cm).

Y cepeHbOMY TPOTHO30BAHUH 3PICT KOJIUBAETHCS
B TAKMX MeKaxX: Cepe/IHiii 3picT 6aTbKiB + 8 cM.
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s pospaxynky K3 BukopucroByBajiu TabiuIi
N. Bayley, S.Pinneay, misi BUSHaYeHHSI KiCTKOBOTO
Biky (KB) — aritac W.W. Greulich, S.P. Pyle (1993).

IMT Busnauasu 3a ¢popmysioio: IMT = m/p?,

Jle M — Maca TiJjia B KT, p — 3picT y MeTpax. Pe3ynsrati
OIIHIOBAJIM 32 JAHVMU TIEPIIEHTUIIBHUX HOMOIDaM JIJIsT
11i€] cTaTi Ta CepeIHbOTO XPOHOJIOTIYHOTO BIKY.

CrateBuii po3BuTok oiirooBaaun 3a J.M. Tanner
(1962).

B ycix xBopux BusHauasiu BMicT I'P (6asanbHuii
piBeHb Ta MK BUKU/LY Ha TJ1i apMaKOJIOTIYHUX TECTIB
3 IHCYJTIHOM /KJIOHIZIMHOM ). 32 HOPMY CTUMYJTbOBAHOI
cekpenii TP npu crangapruux npodax BBasKau
piBenb 10 ar/mu i Bumie. [lepes mouatkoMm JikyBaHHS
npenaparamu pI'P nposBoauian tect renepartii IO P-1
B ofivH abo y aBa eranu. HeoOXigHO 3a3HAYMTH, 1O
IIPOBE/IEHHS IIHOTO TECTY TAKOJK JIOIiJIbHE Y XBOPUX 3
HU3bKOPOCJIICTIO, ACOIIHOBAHOIO 13 3aTPUMKOIO BHYT-
pinrboyTpobHOrO possuTky (3BYP), cunapomom
Giosoriuno HeaktusHoro I'P (CBHTP) ta cunapo-
MOM perienrTopHoi HeuyTauBocTi 10 ['P, ssxux Ha nep-
oMy eTari AuQepeHIiiiHol iIaTHOCTUKA MOKHA
3apaxyBatu 0 rpynu agiteit 3 TH. /lna xBopux i3
CBHI'P xapakxrepHe 3HMXeHHS (Pi3UYHUX MMOKA3HU-
KiB (3pocTy) TP HAPOKEHHI, TiBUIIeHHs piBHs [P
(6azanpHUU 1 CTUMYJIBOBAHI) Ta 3HMIKEHHSI PIBHSI
IDP-1. Kpim 1poro, mig 4ac mMpoBeNeHHS TECTy B
mamienTtiB i3 CBHI'P cnoctepiraerbcst Makcumamb-
HUI BUKUJL yKe Ha TEPIIOMY eTalli TeCTy.

[Tig vac Tecry Ha cTumyJsiio IMP-1 npusnavanu
npenapar pI'P yorupu xobu nocminp y posi 0,033
MI/Kr/m00y HiAIKIpHO, OMH pas Ha A00y. 3a HeoO-
xigHOCTI IPOOY mpoaossKyBaiu (puc. 1).

Pesysnbratu TeCcTy MU BUKOPUCTOBYBAJIU [IJISI BH-
3HAYEHHS JOIIJIBHOCTI Ta e(heKTUBHOCTI Tepartii mpe-
napatamu pI'P. 36inbmenns pisusa IOP-1 Ginbine
HiXK y 1,5—2 pasu pO3UIHIOBAIN SIK MO3UTHBHUI
pesyabrar (nikysanHs pI' P mae 6ytu eeKTUBHUM),
MeHIe Hix y 1,5 pagy — sk HeraTuBHUN (JIiKyBaHHS
pI'P, imoBipHo, Gyie MaoeheKTUBHUM).

JlikyBanHs1 nepenbavac GesnepepBHy il MOCTIHHY
OLIHKY eeKTUBHOCTI i Ge3IeKH, a TAKOK MOJKJIMBICTD
3MiHU Tepartii, cTpaTerii Y1 IPUITMHEHHS Tepartii y Bu-
Ma/IKy He3a/I0BLIbHOI POCTOBOI Bi/IMOBI/I, KOJIN XBOPUI
JIOCATAE OYIKYBAHOTO pOCTy abo B pasi BIIMOBH Bijl JIKY-
BanHd. [liz yac JikyBaHHS HU3BKOPOCJIOCTI BUKOPUC-
TOBYBAJIM BCl IOCTYIIHI 3acO6K: XapuyBaHHsl, 30aradeHe
OliKaMM, BiTaMiHOTEparilo 3 JOJABAHHSAM MIiKpoOeJe-
MeHTIB (1101, IMHK, KaJiblliii). JloBeseHo, 1110 /10/1aBaH-
HsI IIUHKY JI0 PAIliOHY Xap4yBaHHS MTO3UTUBHO BILIU-
BA€ HA JITHIWHUI PICT ANTUHM, JAePIIUT IIUHKY BUSBIIS-
I0Th y OLIBIIOCTI XBOPHX 13 HU3bKOpOCicTIO [2, 3, 5].
[Ipenaparu, 1110 MicTATH TMHK (IIMHKY CyJIb(MAT) PpEeKo-
MEH/IOBAHO JITSIM HE3AJIESKHO BiJl CTYIIEHS BiJCTaBaH-
HA y pocTi, Biky Ta ctarti. /[o3u imHKy cysbdary cTaHo-
BUJIA: Uit iteit Big 4 mo 10 pokiB — 124 mr/no0y, Bix
10 o 18 pokis — 248—372 mr/n00y. ouinbre KoMObi-
HOBaHe 3acTtocyBaHHs mperapaTiB pI'P i nmuHKy cyiib-
(aty, 1110 cyTTEBO IPUIIBU/IIIIYE PICT MAIIEHTIB.
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260 XPOMOCOMHMX aHOMaAIN

3picT Giablue Hixk Ha 2 SD BiaCTaE BiA BIAMOBIAHOIO CepeAHbOro PoCTy AASl AQHOTO BiKy Ta CTaTi,
He BCTAHOBAEHO 03HaK CMCTEMHOro abo eHAOKPUHHOIO 3aXBOPIOBAHHS, BIACYTHICTb PO3AAAIB XapuyBaHHS,

BmicT IOP-1 abo N

PiBeHb [P — N, BuKkua P Ha TAI cTumyAduiniHnx Tectis N

1 etan. Tect Ha ctumyasiuio IOP-1 (ao3a pI'P 0,033 mr/kr)

!

v

36iAbLueHHs BMicTY IDP-1
GiAblLe HIX y 2 pasu

36iAbLUEHHS BMiCTY
IOP-1y 1,5—2 paszu

HeraTtuBHuin

!

Y

CuHapom 6ioAoriuHo
HeaKTMBHOrO ropMoHa PoCTy

laionaTMyHa HU3bKOPOCAICTbL

!

2 etan. Tect Ha cTumyAsuio [PP-1
(a03a pI'P 0,05 mr/kr)

v !

36iAbLLEHHS BMICTY
IOP-1 B 1,5—2 pasu

HeratuBHui

v

CuHApom AapoHa
(peuenTopHa HeuyTAMBICTb AO [P)

Puc. 1. AndbepeHuiiiHa AiarHoCTMKa HU3bKOPOCAOCTI 3a TecToM reHepadii IOP-1

Hoza pI'P npu IH cranosmia Bix 0,033 mr/KT Ha
106y 1o 0,05 mr/kr Ha 100y. IIpenapar pI'P BBoamIM
MiJIITKIPHO, IO/HST TIEPel CHOM, 32 JIOMIOMOTOT0 MYJIb-
THU/I030BUX INPUIl-pydok. Tepmin mikyBanus pI'P y
XBOPUX KOJIUBaBCS Bijx 6 Mic 10 2 poKiB.

¥ 10 nartienTiB (8 XJOMYUKIB 1 2 IBYNHKN) 3 O3HA-
KaM¥ [T0YaTKy CTAaTEBOIO PO3BUTKY JIJISI HOTO TAJbMY -
BaHHS BUKOPKCTOBYBaJIK aHasIor o riGeputy (aJIT-PT,
TPUITOPEJIiH) — HalicyJ4acHINMI 3acib TaJbMyBaHHS
TOHA/IOTPOIT H3AJIEKHOTO CTaTeBOTO POo3BUTKY. [Toka-
BaHHSIMU IS 3aCTOCYBaHHSI IIbOTO IIperapary OyB
He3a0BiIbHNI TTporHO3 K3 mpu mocsraeHHi KicTKO-
BOTroO BiKy /10 12 pokiB — y miB4aTok Ta /10 13 poxiB —
Y XJIOIMYUKIB. AJIeprilHiX peakiiil, moGiYHuX il iz
yac JIIKyBaHHS He BiJiMivaJIn.

Jluist BUOGOPY aleKBaTHOI TaKTUKMU JIKYBaHHS BPaxo-
BYBaJIi HAsIBHICTh OOTSIKEHOT CIIAJKOBOCTI Ta HE3a/10-
BUIBHOTO TIporHo3oBaHoro K3, BiK XBOPOTro, CTyTiHb
BiZICTABaHHS B POCTi, HASIBHICTb 3aTPUMKHU CTATEBOTO
nmo3piBaHH, BifictaBanHs KB Big XpoHOMIOTIYHOTO.

[Tpu 3apoBisbHOMY TIporHO3i K3 y XBOpux y Billi
Oiablie 7 pokis 6e3 00TsKEHOI ClIaJKOBOCTI, 3 BigcTa-
BaHHSAM y pocrti Bix miryc 1,5 SD mo minyc 2 SD Tta
BigcTaBanaam KB Bixg macmoprtHOoro Ha 1,5—2 pokn
MIpU3HAYAJIN TIOJTiBiTAMiHHI ITperapaTy B TOEAHAHHI 3
rpenapataMmy IMUHKY BiIMOBIHO 710 BIKOBUX J103.

VY Bumajkax HasgBHOCTI OOTSAKEHOI CITaZKOBOCTI
Ta He33/I0BUIbHOTO TIporHo3y K3, Biky XBoporo Bif
7 POKiB i3 BizcTaBaHHAM y pocTi Big Minyc 2 SD i Gib-
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me, ipu BifctaBanHi KB Bix macmoptHOro > 2 poku
[IpU3HAYAIM [OJIBITAMIHHI IIpenapat B KoMOiHaiil 3
MikpoesreMmenTamu Ta npemnaparu pI'P. IIpemapatu pI'P
npusHavaay B 1031 0,033 MT/Kr miANIKIPHO OMH pa3 Ha
100y y BedipHi TOAMHM, IIOAHS, TPOTATOM TPUBAJIOrO
yacy. I[Ipuryckaerbes, 1o B Gibiiocti giteit 3 TH sHu-
JKeHa 4y TMBICTh /10 BiaacHoro ['P, axy mMoskHa JiKBimy-
BaTH JIo/laBaHHsM ek3orenHoro I'P B 3amicHUX /103ax.

Jitssm nperryGepratHoro Biky npusHadaiu pl'P
0,033 Mr/kr Ha 100y, a AiTsIM IyGepTaTHOro BiKy abo
3 He3aI0BLILHOIO AnHamikoo pocty — 0,05 Mr/Kr Ha
n006y. Pesyasratu tecry renepaiii IOP-1 Gyiau Big-
MPaBHUMU TIPU TIPUMHSTTI PIllIEeHHS PO MOYATKOBY
o3y pI'P.

JlaGopaTopHi HOCHIpKeHHA 3AIHCHIOBAIN B aKpe-
matoBaHux Jraboparopisx 1Y «IHCTUTYT eHAoKpH-
HoJioril Ta 06miny peuosuH imeHi B.IT. Komicapenka
HAMH VYxkpainn» (atecrat akpexauraitii Ne 602485
Bix 14.07.2011 p.).

TopMoHabHe 00CTeKEeHHsI Tepeadadalio BUsHaYeH-
Hs1 6a3aJIbHOTO 1 CTUMYJIbOBaHOTO PiBHIB I'P y 1mmasmi
KPOBI PalioiMyHOJIOTIYHUM METOJIOM 32 [I0TTOMOTOI0
CTaHIapTHUX HaOOpiB, BUsHauyeHHs pisHiB IDP-1 y
J1a3Mi KPOBi Pa/Ii0iMyHOJIOTIYHUM METOJIOM 32 JIOTIO-
Moroto craHmapTHux HaGopis Irma (Immunotech,
Yexist). Pieb C-peaktuBHOro Gijika B IJ1a3Mi KPOBI
BU3HAYAIM BHCOKOUYTJIMBUM JIATEKC-TYPOiAnMeTpry-
Hum MetozoM (aHasizaTop i recr-cucrema Cobas 6000
(c501 momysib); Roche Diagnostics (IIseiiiapist) 3
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meskamu BusHaueHHst 0,1 — 16160 mr/ir); piBenb aro-
ginoriporeiniB Al Ta B y na3ami KpoBi — BUCOKOYYT-
JIIBUM IMYHOTYPOIIMMETPUYHUM METOAOM Iepes Ta
Ha TJ1i JTikyBaHHs nipenapatamu pI'P.

CratucTUyHNi aHaji3 31NCHIOBAJIN 3a JOIIOMO-
roio nporpamu Microsoft Excel na xomm’iorepi
Pentium 4 3 Bukopucramusm t-kputepito CTbioleHTa
Ta BU3HAYEHHSAM ITOKa3HWKa BipOTiIHOCTI Pi3HUIII
«p». Pisnuirio BBaanu siporiguoto mpu p < 0,05.

PesysbraTi Ta 0OTOBOpPEHHS

3aBsIKU pesyJibrataM 00CTEKEHHs 3'sICyBaJIH, 110
sarpuMka pocry 41 xsoporo 3 ITH Ha MoMeHT 00cCTe-
sKeHHs ctaHoBuia Big miayc 1,8 SD o minyc 3,0 SD,
nedirmut MT — nponopitiliHI 3aTPUMIL pOCTY — BijI
miryc 1,5 SD mo mimyc 2,8 SD. IMT cranoBus Bix
19,5 no 21 kr/m2 IIBuzakicte pocty 3a momnepenHi
poku ctanoBuja Bix 1 10 4 cm Ha pik. O3HAKHU cTarte-
BOI'O J03piBaHHs Oysu BigcyTHiMU y 17 XBOpHX TIpe-
ny6eprarHoro Biky. Cepes TallieHTiB mybepTaTHOTO
BiKy y 18 BcranoBjsieHO pyTy cTamio, y 6 — TpeTtio
crazito crateBoro po3Butky 3a J.M. Tanner. Cepen
UX HalieHTiB mybepTaTHOTO BiKy B 14 BUABJIEHO
3aTPUMKY ITOYATKY CTATEBOIO PO3BUTKY Ha 2—3 POKH.

Busnauennsa KB nokasaso, mo y 23 xBopux Biji-
crasanis KB Bii XpOHOJIOITYHOIO CTAHOBUIIO Oi/Iblie
2 pokis, y 18 marienris KB 36irascs 3 6iosoriaHum
abo Bigcrasas Ha 1,5 poky. ITij yac BUBHAYEHHS CTaHy
IIUTOIOAIGHOI 321031 He BUSABJEHO O3HAK Tilo- abo
rimeptupeosy. BMicT THPeOiHNX TOPMOHIB i TUPeO-
TPOITHOTO TOPMOHA — Y MeKaX HOPMAaTUBHUX 3HAYEHD
y BCiX 00CTeKEHUX.

J171s1 BU3HAYEHHST BIUIMBY HASIBHOI 3aTPUMKHU POCTY
xBoporo Ha K3 pospaxoByBasn IiIbOBUH 1 TPOTHO30-
BaHui 3picT. Po3paxyHOK cepesiHbOTo 04iKyBaHOTO (I1i-
JIbOBOI'0) 1 TIPOrHO30BAHOIO 3POCTY Y XJIOMIUKiB (6e3
obTskenoi criagkoBocti — (175,95 + 0,95) emi (164,56 +
£398) cm (p<0,05), 3 0OTAKEHOIO CHALKOBICTIO —
(167,79 = 1,33)em 1 (158,13 = 1,71) em (p <0,05))
BUSIBUB 3HAYHUN PO3PUB MiXK UMM TTOKA3HUKAMU.
V niBuatok 000X IPYII i TIOKA3HUKKM HEe MaJIi Biporij-
HUX BizMinHocTel. /{iBuaTka 3 OOTSKEHOIO CITaJIKOBIC-
TI0O Masu ripimii mporao3 K3 — (154,93 + 1,71) em i
(154,15 = 2,71) cm, Hixk miBuatka 6e3 0OTSIKEHOI CIiaj-
koBocTi — (166,25 = 8,75) cmi (164,25 + 15,25) cm.

He Bcranos/ieHO po30isKHOCTEN y 6a3abHOMY PiBHI
I'P y xBopux Ha IH ta y 3moposux aiteii — ((0,76 £ 0,16)
i (1,6 £0,4) ur/ma Bignosinno). Bukua I'P Ha ctumy-
JISIIIO KJIOHIAMHOM OYB BIPOTiIHO HUIKYUM Y XBOPHX 3
IH — (13,51 = 1,12) ur/mx (p <0,01) nopisusto 3
(21,8 £ 1,6) Hr/Mu y 31H0poBUX 0CiO, 1poTe BiH OyB
BUIUM 3a fiarHocTnuny Mexy 10 Hr/mi, gaky mu
BUKOPUCTOBYBAJIN $IK JIIArHOCTUYHUN KPUTEPIA TIPH
OIIIHIT CTUMYJISIIITHOTO BUKHLY.

Pienp IDOP-1 y mnasmi kposi xBopux 3 [H
nepebyBaB Ha HIIKHII Meki HopMmu abo JocsraB
cepeHbOro 3HAYeHHsT BijnosiHol Hopmu — (190,99 +
+ 28,92) ur/m.

N° 2 2016

Tect na renepartito IOP-1 nae 3mory He Juiie 1i-
TBepauTnu miarno3 IH, a i1 Bu3HaunTH momabILy
TAaKTUKY JIKYBaHHSI Ta MIPOrHO3yBaTH e(heKTUBHICTD
TAKOTO JIIKyBaHHS.

V¥ 17 xBopux 3 IH npe- i myGepraTHoro BiKy mpo-
Boamin TecT Ha ctumydisiiiio IMP-1. ITix yac npose-
JeHHs Tecty 3pocranHs Bmicty IDP-1y 2 i Giibire
pasu BijiMiueHo y 4 XBopux; 36isbinenHs pistst IOP-1
10 2-X pasis — y 7 xBopux; BmicT IDOP-1 micas npobu
3aJIMIIABCsT He3MiHEHUM ab0 3 He3HAYHUM ITiABUIIEH-
HaM y 6 xBopux (1eil (akT MoO)Ke CBIUUTH TIPO
YAaCTKOBY BTpaTy pelentopHoi yytausocti 10 ['P).
Jlpyrum etamom 0yJio nposeserHst Tecty 3 pI'P y posi
0,05 mr/kr y 6 xBopux 6e3 Buxuay IDP-1 Ha nepiuo-
My etari jgociijpkenns. Hanpukiniii apyroro erarmy
tecty npu BBestetti pI'P B 1o3i 0,05 Mr/kr oTpumMano
migsuients pishs IOP-1y 1,51 6iabiie pasy.

Jl7151 TOpPIBHAHHS OTPUMAHUX Pe3yJbTaTiB HABOM-
MO JIaHi PO 3aCTOCYBAHHSI 1IbOTO TECTY y XBOPUX 3
HUBBKOPOCJIICTIO THIIOTO TeHe3y — YHACI/IOK COMaTO-
TporHoi HegloctatHOCTI. [l yac mpoBeeHHsT TecTy Ha
reepaiito IOP-1 y momonux popociux (32 ocobu)
BikoM 19—23 pokiB 3 HU3BKOPOCJICTIO 3 AUTUHCTBA
BCTAaHOBJIEHO JIOCTATHIO Bianosiap piBust IOP-1 nHa
seegerns pI'P B 1031 0,033 Mr/kr Ha 100y (3011bIIIEH-
Hs 'y 2 i Gluibliie pasu), IO AAJIO0 MiACTaBU IPUILYCTUTH
JIOIIJIBHICTH 3acTocyBaHHs TipenapariB pI'P y nartien-
TiB wiel rpynu. HeoOxXiHO HAroI0CuTH, 110 B il BIKO-
Biif KaTeropii picT-cTUMYJISIIITHIN eheKT — He TOJI0B-
He 3aBJaHHs Teparil; Ha MOMEHT OOCTeKeHHs Oijib-
ricth XxBopux 1€l rpynu Masu KB 15 1 6isiblie pokis.
[Mokasauku spocry Oyiu Big 138 no 174 cm, IMT —
Bin 19,2 10 33,3 kr/m2. Ognak Kiainiko-jabopaTophe
JIOCJTIJIPKEHHST TIOKa3as0 y XBopux 19—23 pokiB cyTTeBI
3MiHM TIOKa3HUKIB JIMIIHOTO CTaHy, a caMe: BUCOKUN
piBeHb JHTOMPOTEIHIB HU3BKOI MIIJTIBHOCTI 1 3HIKEHUI
piBeHb JIHIOMPOTEiHIB BUCOKOI IIJIBHOCTI, MOPYTIEHHS
crmiBBimHOMIEHHST ApOoA-1/ApoB, BUCOKHII piBeHB
C-peaxTuBHoro Oijka, siKi BU3HAHI K YMHHUKU PH-
3UKy CepIeBo-CyIMHHUX 3axBopioBanb [1, 10, 23].
IIpusnauenns npemapatis pI'P Mosoaum m1opocanm i3
COMaTOTPOITHOIO HemocTaTHicTio B 71031 0,03—0,06 mr/xr
Ha 3yMOBJIIOBAJIO BiporijHe 3HM:KeHHs piBHS C-peak-
TiBHOro Oinka (p <0,001) i cupusio HopMasisanii
CITiBBiTHOMIIEHHS aroJinonpoteinis Al/B.

[Ile omHUM TIPUBOJIOM JIJISI BUKOPUCTAHHS TECTY Ha
renepatiito IOP-1 6yJio iioro 3acTocyBaHHs y XBOPUX Ha
3BYP. Iix Hawim HarysoM rnepebyBaiio 65 nalieHTis
BikoM (8,13 = 1,23) poky 3 o3Hakamu 3BY P;y 21 nutn-
HU BCTAaHOBUJIM CYTTEBO 3HWKEHI MOKA3HWUKW HIYHOI i
ctumyaboBaHol cekpertii ['P (Bignosizro p < 0,001 i
p <0,01) ta sumkennii pietab IO P-1 nopiBusito 3 HOp-
MaTuBHUME TToKazHukamu (p < 0,01) B kpoBi, 1110 gamo
3MOTY TIi/I Yac IHANBILyaTbHOTO aHAJI3y X MOKa3HU-
KiB [liarHOCTyBaTH pi3Hi hopMu 3aTpuMKH pocTy. Tak,
3Ti/IHO 3 IIATHOCTUYHUMHU KPUTEPisiMU y 8 XBOPUX BCTa-
HOBJICHO TIOBHY 130JIbOBAHY COMATOTPOITHY HEIOCTAaT-
HicTh, a B 14 — wvactkosy. Ilig yac iHAMBIyaTBHOTO
anasizy cekpeitii I'P Ta IDOP-1 y xBopux, siKi He Maju
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PiseHb [P — N, Bukua P Ha TAI cTumyasuinHmx Tectie N. Bmict IOP-1y a6o N, BU3HaYeHHs BMiCTy Zn y KpOBi
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AEDILUNT LUMHKY
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1 etan. Tect Ha ctumyasiio IOP-1 (ao3a pI'P 0,033 mr/kr)
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HeratnBHmit
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2 eran. Tect Ha cTumyasiito IOP-1
(a03a pI'P 0,05 mr/kr)

v

36iAbLueHHs BMicTy IOP-1 B 1,5—2 pasu

Y

Tepanis pI'P y A03i 0,05 mr/kr

Y

Puc. 2. AAropuTm AiKyBaHHSI XBOPMX 3 iAIONMAaTUYHOK HM3bKOPOCAICTIO

nedinury I'P, 3’sicyBasocst, mo y 8 miteit Bmict IOP-1
OyB 3HIKEHNM, a B 19 — mepeGyBaB Ha HIDKHINH Mexi
BiKOBOI HOpMU. [lOMisIbHICTD TTPU3HAYEHHS JTIKYBAaHHS
nperapatamu pI'P Ta fiMOBipHY eheKTUBHICTh BU3HA-
YJaJIl TaKOX 3a JIOTIOMOTOI0 TecTy renepartii [OP-1. Y
pasi MO3UTUBHOTO PE3YJIBTATy TECTY NMPU3HAYAIN TPU-
Bajie JiKyBaHHA Tpenapatamu pI'P 3 po3paxyHKy Bij
0,03 Mr/kr Ha 100y i3 3a10BLIBHIM €(DEKTOM.

VY nepeBaxniii 6iibinocTi BUIIAAKIB AiTH, AKi
crpakaaoTh Bifi 3BY P, MaioTh HOpMaIbHY CceKpelito
I'P, nopmasibhuii abo sumkenuii pisenb IDOP-1 Ta
[DP-3b-3. IlpunyckaioTb, 10 HU3BKOPOCJICTH Y
TaKMX XBOPUX 3YMOBJIEHA 3HIKEHHSIM Uy TJIMBOCTI /10
[P [29, 30]. Onnak y yacTUHM [iTell MOKYTb CIIOCTE-
pirarucs nopyiuenss B cucremi ['P/IDOP-1/1OP-3b-3
(marosoriuna cekperis ['P, nopyuienHs ii 1060B0ro
PUTMY, 3HUKEHHS PIBHIB 1HCYJIHOMOMIOHMX POCTO-
BUX (hakTopin). Hapasi BuUB4atoTh MOKJIMBICTD y4acTi
MmyTanii abo nosimopdismy renis IMDP-1 Ta renis
pettenitopa IDP-1 y natorenesi 3BYP [20, 40].

Ocrannix 10 pokiB y JiTepaTypi JOCUTHh aKTUBHO
006roBOPIOIOTh TMTaHHS Hokpaniendss K3 B xirei,
xBopux Ha [H. 3’ saBunucs nani, mo Ha TJ1i JiKyBaHHS
pI'P Taki xBOpi MOXyTb MaTH JOCTaTHIN POCTOBUIA
eexT mpoTATOM MEePIINX MICSIIB JIKYBaHHI, IPOTe
BHACJIZIOK PaHHBOTO IyOepraTy Ta MPUCKOPEHOTO
nudepenIiioBanHs ckesera K3 TakUxX XBOpHUX 3aJi-
ITAETHCST HE3IOBIIBHUM.

Ha Tai Tepamii pI'P Bigsmauamocss mocToBipHe
360iabients pisasa IOP-1 y mmasmi kposi. Ilpu
nbomy cepeaniit pisenb [DP-1 mporsrom ycboro
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Kypcy JIKyBaHHs IiepeOyBaB y MejkaX HOPMaJbHUX
3HavyeHb. He 3HalIeHO 3a/€KHOCTI MiXK CTyleHeM
30iabienns pisug IOP-1 i gosoio pI'P, xoua cepeari
nokazuuku SDS IMP-1 y xirteid, siki orpumysaau pI'P
B no3i 0,05 Mr/kr Ha 100y, Oy Aemio OLIbIIIMU
(cTaTUCTUYHO HE3HAYYIIIE).

MakcumanbH1il pOCcTOBUN epeKT criocTepirases y
XBOPHUX IMPeyOepTaTHOroO Ta IyGepTaTHOro BiKY, AKi
orpumyBaju npenaparu pI'P B komObinallii 3 nmpemnapa-
TaMU IIUHKY. MU JI0BeJIu, 110 JI0/IaBaHHs TIPeraparis
IIMHKY B KOMILIIEKCHE JIiIKyBaHHs (3 IpernapaTamu
pI'P) miTeil 3 HUBBKOPOCJIICTIO BiPOTi/THO TPUCKOPIOE
HMIBUJIKICTH POCTY ANTHUHU. KpiM TOTO, BUSIBJIEHO Bipo-
rigHe 3poctanust pisas [MP-1 uepe3 6 micsIiB Jiky-
BauHst pI'P — gax y rpymi mgiteii, siki oTpumyBasn
tisbku Teparito pI'P, Tak i B rpymi agitei, siki oTpuMy-
Basin kKoMGiHoBaHy Teparrito (pI'P i nmpemnaparu HUHKY )
(p <0,001). Arasoriuni 3MiHU criocTepirajucs i mij
yac aHauizy crynens BiacraBanus SD-IDP-1: Bipo-
rifHe 3MeHIIeHHsT cTyneHst BiacraBanus SD-IDP-1
mic/is iKyBaHHST 1 BipoTigHO Oi/IbII BUpaskeHe Bii-
CTaBaHHS 1[bOTO MOKA3HMKA B TPYII /IiTeM, SIKi OTpH-
MyBaJIii KOMOIHOBaHY Teparrio.

JlikyBannast mpenaparamu pI'P B mozax 0,033—
0,05 Mmr/kr Ha p00y OesledHe U CyNPOBOIKYBAIOCS
MIBUIIEHHSIM IBUAKOCTI POCTY B IEPEBAKHOI Oiib-
mocti giteri. Hopmasizaiifo pocTOBUX TOKa3HUKIB
yoKe uepe3 2 poKu JIiKyBaHHS MU criocTepiranuy 7 i3 41
murunu 3 [H; y 14 i3 65 narientis 3 osnakamu 3BYP.
Y MoJiofiX JI0POCJIUX MU HE BUSIBUJIU CYTTEBUX 3MiH
MOKa3HUKIB pocty, xo4a y 5 (siki masm KB 15 pokiB) 3
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32 oci6 BusHaumam npudasky B pocti 0,5—1,0 cM 3a
Bech TepMiH Teparii. [0JJ0BHUM YMHOM 3MiHU CIIOCTe-
pirajvcst 3 00Ky MMOKa3HUKIB JIIIHOrO OOMIHY, PiBHSsI
C-neritujy, CTaHy ceprieBO-Cy[IMHHOI CUCTEMU, Ipa-
1€3/IATHOCTI Ta TICUXOJIOTIYHOTO CTaHy TAIli€HTIB.

Hauri criocrepeskeHHsT y3roizKyoThCs 3 Pe3yJibraTa-
mu Z. Siklar ta crigasr. (2015), ki nmokasasiu, o Tpu-
BaJie JIiKyBaHHs Tipenapatamu pI'P 3HauHO 3HMIKYE
CTYTIiHB BiZicTaBaHHs B pocTi (3 Minyc (3,16 + 0,46) SDS
1o minyc (1,9 £0,66) SDS), a 40 % miteii 3 TH moxyTb
JIOCATHYTH 11iJ1b0BOTO 3pocty [34]. Ha chorozni moxa-
3aHO e(DEKTUBHICTD 1 Oe3MEYHICTh JIKYBaHHS [Iperapa-
tamu pI'P sk mpu comaToTpoIHiil HeOCTaTHOCTI, TaK i
MIPU HU3BKOPOCJIOCTI HA TJIi HOPMOCOMATOTPOITiHEMIl
[26]. K. Albertsson-Wikland Ta criBast. (2008) micsist
TPUBAJIOTO CIIOCTEPEKEHHS 32 3HAYHOIO TPYIIOIO JliTei
3 IH Biggnaunin Bucoky edexrusnicts pI'P y mocsr-
nenni K3 nanientis: cepejus npubaska B pocTi cra-
HoBusa 8 cMm (1,3 SDS) mopiBHAHO 3 HeJIKOBAHUMHU
aitemu (0,2 SDS), omnak aBropu crioctepiraiv 3Hau-
HUI /lialla30H 1HUBIyaJbHUX 3HAYEHb — BiJl BIZICYT-
Hocri 30ibientst K3 mo 3 SDS [6].

3aMniaeTbest AUCKyTabeIbHIM TUTaHHS J030BO-
ro pexkumy niperapatis pI'P. Tak, J.E Sotos i N.J. Tokar
(2014) BcranoBmim, 1o aitn 3 [H, gaki orpumysann
pI'P B n03i (0,32 £ 0,03) Mr/Kr Ha TUXKIEHD, JOCITAIN
IIJTBOBOTO POCTY, 1 KPalIuil pe3ysabraT CHocTepirain
npu Hecimeitniit ¢popmi TH [35]. PesysbraTu Gararo-
IIEHTPOBOTO BiIKPUTOTO IBOPIYHOTO IOCTIiZKEHHS
rokaszaJin, 1o naiientu 3 IH 3 BigcraBanusam 2 SDS
noTpebyroTh 6inbinoi qosu pI'P, Hixk nanienTu 3 gedi-
muroM TP (y cepenrbomy 119 i 65 MKr/Kr Ha 100y
BiJIITOBIZTHO), IO CBIIYUTH TTPO HASIBHICTH YaCTKOBOI
HeuytauBocTi o I'P y matmientis 3 TH, gka manidec-
TYE MPOTATOM JIiKyBaHHs BucoknuMmu fo3amu pI'P [11].

3a maHuMM Haloi KiiHikuy, nanienTu 3 IH cranos-
JTh 26,6 % cepell yCix MAIi€HTIB 3 HUBBKOPOCJIICTIO
(cepen nux 58,5 % xuonuukis) [4]. Hocaignuku
3aIPOTIOHYBAJIM KiJIbKa BapiaHTIB TIPOBEIEHHST TECTY
rerepaitii IOP-1 a1 BUsIBIEHHS NALI€HTIB i3 4acT-
KOBOIO HeuyTuBicTio 710 I'P, ockisbku BBasKaoTh, 1110
CTAaHJAPTHUI TECT He 3aBKIU [A€ 3MOTY BUSIBUTH
yacTkoBy HeuyTausicts 10 T'P. J.C. Blair ta crisasr.
(2004) pazowm 3i crangaptaoio 103010 pI'P (0,033 mr/kr
Ha 100y) PEKOMEHYIOTh 3aCTOCOBYBATH HU3bKY 03y
pI'P (0,011 Mr/kr Ha 100y) 3 BU3HAYEHHSM PiBHIB
[DP-1 ta IOP-3B-3 no BBenenns pI'P ta yepes 12,
36 i 84 rogunuu [8]. J. Smyczynska Ta criBast. (2013)
BBJKAIOTD, 1[0 CYTTEBE IiJIBUIIEHHS HE TiJIBKU KOH-
nentpaitii [OP-1 na tii Tecty renepartii, a i criBBiz-
nomenuss [MOP-1/I1OP-3b-3 Bkazye nHa edekTusn-
HicTh ozasbnoi teparmii pI'P [36].

3 METOI0 BUBHAYEHHS TAKTUKY JIIKYBaHHS MU TIPO-
Bojuuin tecT renepaitii IOP-1 y xBa eramnu, 1mo gano
3MOTY BUSBUTH TMAIIE€HTIB i3 YAaCTKOBOIO HEYYTJIH-
BicTio 10 I'P Ta BU3HAUMTH ONITUMAabHY /103y TIpera-
paty pI'P. Ha nepmomy erami goza pI'P cranosuia
0,033 mr/kr Ha 00y, 3a BiACYTHOCTI HOCTaTHBOI
Bignosiai IMP-1 nos3y npenapary 36iblryBagu 10
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0,05 Mr/kr Ha 100y. Ile y3roasKyeTbes 3 IyMKOIO, 110
JITH 3 4aCTKOBOIO HeuyTauBicTio 10 I'P norpebyorsh
Bumoi go3u pI'P nnsa edexTuBHOTrO JIiKyBaHHA —
0,053—0,067 mr/kr Ha go6y [6, 13]. Tluranus momn0
HasgBHOCTI 4acTKoBOi HeuyTsmBocTi 10 I'P y miteit 3
osnakamu 3BYP Ta, BimoBiiHO, cTpaTerii JTiKyBaHHS
TaKUX MAIi€HTIB 3AJIUIIAETHCS TUCKYCIITHUM.

3acrocyBanns aJIT-PI' nae smory npusynmHnTH 1my-
Geprar IISIXOM TaJbMyBaHHSI BUKHY JIIOTEIHI3yBaslb-
Horo (JIT) ta cdosnikynoctimy.osaibHoro (DCT) rop-
MOHIB, YHACJIOK YOTO 3HUKYETBCS PiBEHb CTATEBUX
TOPMOHIB, a caMeé — eCTPOTeHiB, YIOBIIBHIOETbCS Yac
3aKpUTTs ermipizapHux niimH. Panilie MU TOKasan
Jo1bHICTH BUKoprcTanus aJIT-PIy martienTis i3 Husb-
KOPOCJIICTIO Ta HE3aI0BLILHIM TIporHo3oM 1o K3 [5].

Y Bumaakax He3aJ0BIIbHOTO TPOTHO3Y Moo K3,
BiKy XBOpOTO Biji 12 pOKiB i3 BiZicTaBaHHIM Y POCTI BijT
Mminyc 2 SD ra BifcraBarasm KB Bix macnioptHoro 2 i
OlyIblIe POKIB, 3 0O3HAKAMHU TI0YATKY [TyOEPTaTHOTO PO3-
BUTKY HE3QJIEXKHO BiJl CIIAJKOBOCTI TIPU3HAYAJIU TIpe-
naparu pI'P y mosi 0,05mr/kr Ha g06y ta aJIl-PT y
KOMOIHAIT i3 IUHK-yMiCHUMU IpenapatamMy (IIBHI-
Kictb pocty csarasa 10 cm nHa pik). Taki mokazHukn
OyJIM OTPUMAHI IIPOTArOM IIEPIIOrO POKY JIKYyBaHHS.
ITpoTsaroM Apyroro poKy JiKyBaHHS TEMITH POCTY OyJIn
HIDKYMMY 32 TIOTIepe/iHi. Y XBOPHX, SIKi OTPUMYBaJIN
KoMOGiHOBaHe JiikyBaHHs penaparamu pI'P ta aJIT-PT,
KB nporpecyBas noBiJibHille Ha TJIi JIKyBaHHS MTOPiB-
HSHO i3 XBopuMH, siKi He oTpumyBasu aJIT-PT.

¥V xoqi criocTepeskeHHs 0yJI0 BUSIBJIEHO, 110 TOJIOB-
Hi YMHHUKH, IKi BU3HAYAIOTh POCTOBUN e(heKT JiKy-
BaHHS, 11e BiK oyaTKy Teparii i go3a pI'P. JlikyBanns
B ziTeit, siki orpumyBasu Buiy a03y ['P (0,05 mr/kr
Ha 100y), Oyno HaitepexkrusHimum. OpHak udepes
3HAUHY TeTePOTEeHHICTh KJIHIYHUX i TOPMOHATHHUX
xapakrepuctuk [H orpumani BiamMiHHOCTI MiXk Tpyna-
mu (ciMeitna i Hecimelina opmu) Oyiu He 3aBKAU
npoctoBipHuMHU. B 060X rpymnax crocrepiraBcst BeJu-
KU /lialta30H POCTOBOI BIIMOBi/II HA JIKyBaHHS (BijL
BUCOKOI e(heKTUBHOCTI /0 TTOBHOI HEUYTJIUBOCTI)
He3aJe)KHO BiJl OTPUMAHOI 03U mperapaty. Bik
MOYATKY JIKYBaHHS BUSBUBCS JIy;Ke BAKJIUBUM IIPO-
THOCTUYHUM YMHHUKOM Y TIJTaHI KOPEKIlii POCTY.

BucHoBKH

1. dx momartkoBWI MiarHOCTUYHUN KPUTEPill ifio-
MATUIHOT HU3BKOPOCJOCTI MOKHA BUKOPUCTOBYBATH
TecT reHeparii iHCyIiHOMOAIOHOTO (hakTopa pocTy-1
y BIAIOBiAb HAa BBEIEHHS PEKOMOIHAHTHOTO FOPMOHA
pocty (y ZBOX /1030BUX PiBHAX). BifcyTHiCcTh 1M031-
TUBHOTO PE3YJIbTaTy TeCTY 3 PeKOMOIHAHTHUM TOPMO-
HOM POCTY CBiJlYUTh Ha KOPUCTH YACTKOBOI BTPATU
YYTJIWBOCTI /10 TOPMOHA POCTY Y XBOPHUX 3 ijiona-
TUYHOIO HU3bKOpockicTio. IIpornos edektmBHOCTI
HOZAJIBIIOTO JIKYBaHHS TIpernapaTaMu PeKoMOIHaHT-
HOTO TOPMOHA POCTY BU3HAUYAETHCS aJIeKBATHUM ITiJ[-
ifoMoM piBHs iHCy TiHOMOAIOHOTO (hakTopa pocty-1 Ta
6iJIKa, 110 00 3B’53Y€, Y IJIa3Mi KPOBi.
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2. IlamieATr 3 HU3LKOPOCJICTIO BHACTIIOK 3aTPUMKHU
BHYTPIIIHBOYTPOOHOIO PO3BUTKY MOTPEOYIOTH Tepartii
npernapaTamMmyu peKOMGIHAHTHOIO TOPMOHA POCTY, SIKa €
eEKTHBHOMO IOAO KOPEKIIil PpOCTy, OAHAK Y GlIbIIMIX
J103aX, HIXK MTPU KITACUYHOMY ZIehiliTi TOpMOHA POCTY.

3. Y MoJioaux 10poCInX i3 HUISbKOPOCJIICTIO 3 TUTHH-
CTBa Ha TJI IeIUTY €HIOTEHHOTO TOPMOHA POCTY Ta
PIBKOr0 BHYZKEHHSI PiBHsI iHCyJIiHOMOAIOHOrO (hakTopa
pocty-1 Ta Gisika, 1110 #0ro 38’43ye, Tepaliis Iperapara-
MH PeKOMOIHAHTHOTO FOPMOHA POCTY CIIPUSIE SHIKEH-
HIO PUBUKY PO3BUTKY CEPIIEBO-CYIMHHIX 3aXBOPIOBAHb,
HacamIIepel Yepe3 HopMasTi3allifo TOKa3HUKIB JIiITiTHO-
ro oOMiny Ta piBHst C-peakTUBHOIO OLIKa.

4. Tepanig npenaparamMu peKOMOIHAHTHOIO FOPMO-
Ha pocTy eeKTUBHA B OLIBIIOCTI HALIEHTIB 13 HU3b-

KopocJticTio. Y pasi BUBHAUYE€HHS YaCTKOBOI HEUYyTJIH-
BOCTi /IO TOPMOHA POCTY 103y TIperapary IiJBUIILY-
10Th (111 KOHTPOJIEM PiBHS iHCYJiHOMOAIOHOTO (hak-
Topa pocty-1y mmasmi kposi). EdextnBaum € moen-
HAHHSI TIpenapaTiB PeKOMOIHAHTHOIO TOPMOHA POCTY
3 IpenapaTaMu HUHKY (LUHKY cyJibgat). 3a HeoOXij-
HOCTI TaJTbMyBaHHSI CTATEBOTO PO3BUTKY Ta IIPU3YITH-
HEHHST 3aKPUTTSI «30H POCTY» JIOIIJIBHO BUKOPUCTO-
BYBaTH aHAJIOTU JIIOJIIOEPUHY.

ITpoGiiemMa AiarHOCTUKK U JIIKyBaHHSI HU3bKOPOC-
JIOCTI — OJfHA 3 aKTyaJbHUX Yy CYYaCHIM KJIIHIUHIN
IUTSYiN eHpoKpuHosorii. HesBajkaloun Ha aKTUBHI
JIOCJIZKEHHS B IbOMY HAIIPSIMKY, 3aJIUIIAETHCS BEJTMKA
KIJIBKICTh He3'SICOBAaHMUX 1 /I0BOJII CKJIa[HUX IIUTaHb,
10 TIOTPEOYIOTh MOAAIBIIONO PETEIHBHOIO BUBYEHHS.
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HuskopocAoCTb: ycoBepLLeHCTBOBaHWE AUArHOCTUKM
M BbIOOP ONTMMAAbHOM TAaKTMKU A€YeHMS

E.B. boabluosa'!, O.4. Camcon?, H.A. CnpuHuyk', O.A. BuluHeBckas',
H.H. Mysb', U.B. Aykawyk', B.I. NMaxomoga’', T.A. Tkauosa'
TY «MHCTUTYT 3HAOKPUHOAOrUK 1 0OMeHa BelecTs umenn B.IM. Komuccaperko HAMH YkpauHbi», Kues
2 HaumoHaAbHasi MEAMLMHCKAs akaAeMusl MOCAEAMIAOMHOTO obpa3oBaHus nmenn MN.A. LLlynuka, Knes

Iesb paboTHI — ONPENEUTD AITOPUTM JUATHOCTUKHU U JIedeH st OOJIBbHBIX ¢ HU3KOPOCJIOCTHIO ¢ YYETOM HH/IMBU/LYAJIBHBIX 0CO-
GeHHOCTEH KIMHUUECKOTO TeUeHNUs 3a00JIeBaHUS U ayKCOJIOTHUECKUX U TOPMOHAJIBHBIX TIOKa3aTeiei.

Marepuainbt u Metozbl. O6ciie10BaH 41 TIAIMEHT ¢ UAMOTIATHYECKOIT HUBKOPOCIOCTHIO B Bo3pacte ot 4 j1o 18 et (17 mereii norry-
GepratHoro u 24 — mybepraTHOro Bo3pacra); 65 narmenTos (cpenHuii Bospact (8,13 = 1,23) roga) ¢ npusHakamMu BHYTPHYTPOOHON
3a/IEPAKKU POCTa U 32 MOJIO/IBIX B3POCIbIX 19—23 jietT ¢ coMaroTpoIHoil HeJIOCTATOUHOCTHIO, BO3HUKIIEH B JIETCKOM BO3pACTE.

¥V Beex 6OJIbHBIX ONpe/esiin cojepsxkanne ropmora pocra (I'P) (6asasibHblil ypoBeHb U MUK BIGpoca Ha GoHe (hapMaKoJIori-
YECKUX TECTOB € MHCYJIMHOM /KJIOHUANHOM) U YPOBEHb HHCYINHONO000HOTO (hakTtopa pocta-1 (MDP-1) pagnonMmmyHosornyec-
KMM METOZIOM TIPU MOMOIIH cTaHAapTHBIX Habopos Irma (Immunotech, Yexust). /o Hauasa JiedeHnst npernapatamu peKOMOMHAHT-
noro I'P npoBopniu tect na renepanuio MOP-1 B oaun wiu B iBa 9tana. Y MOJIOBIX B3POCJIBIX C COMATOTPOIHO HEJOCTATOY-
HOCTBIO UCCIIEI0BAIN YPOBEHb C-PEaKTUBHOIO TIENTH/IA, AlI0JUNONPOTeHOB A1 1 B BBICOKOYYBCTBUTEILHBIM UMMYHOTYPOU/IH-
METPHYECKUM METOJIOM B TIJIa3Me KPOBH Iepe/i U Ha (hoHe JiedeHus: pernaparamu pekoMouaanTHoro I'P.

Pesyabratsl u 0o0cy:kaenue. Pesysbrarsbl Tecta Ha rerepaiio MDOP-1 6buin oNpeessonyumMu Ipyu IIPUHATHI PEIIEHUs O
HaYaJIbHOU /103€ npernapatoB pekomOunantHoro ['P. [letsam gomybepraTHoro Bo3pacta mpenaparbl Haznadaau B gose 0,033 mr/kr
B CYTKH, & JIeTsIM yGepTaTHOTO BO3pAcTa WM TIPH HeyIOBJIEeTBOPUTENbHON auHamuke pocta — 0,05 mr/kr B cyrku. Ha done
Tepanuu rpenapatamu pekomGuuanTHOro I'P ormeuasnu pocroseproe ypesndenne ypoust UDP-1 B miazme kposu. [Ipojoi-
JKUTENBHBIH eurut angoreHHoro ['P y MOJIOIBIX B3POCJIBIX aCCOIMUPYETCS € IOCTOBEPHBIM IOBbITIICHUEM yPOBHS C-peakTHB-
HOTO GeJika U ¢ aAnchamancoM anogunonporenHoB Al u B B 1iasme KpoBu.

BoiBopl. /i1 MAIMEHTOB ¢ HU3KOPOCJOCTHIO BCJIEACTBYE 3a/IePKKU BHYTPUYTPOOHOTO PasBUTHs Tepalusi IpernapaTamMmu
pekomOuHanTHOTo ['P adherTrBHA € 11eJ1bI0 KOPPEKIMU POCTa, Y MOJIOJBIX B3POCJIBIX C COMATOTPOITHOM HEJOCTATOYHOCTHIO TaKast
Tepanus cocoOCTBYET CHUKEHUIO KapIMOBACKYISIPHOTO PUCKA.

KiroueBble cioBa: HU3KOPOCJIOCTD, AMATHOCTHKA, JIEYEHHE, TECT TeHEPAIMN MHCYJIMHONON00HOr0 (hakTopa pocra-1, nnHKa
cyabdar, anasor goyubepuna, C-peakTHUBHbII GeJIoK, arounonporerts A1, B.
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The aim — to determine the algorithm of diagnosis and treatment of patients with short stature based on the individual
characteristics of clinical, auxiological and hormonal parameters.

Materials and methods. We studied 41 patients with idiopathic short stature aged from 4 to 18 years old (17 prepubertal and 24
pubertal children); 65 children with intrauterine growth retardation (average age 8.13 + 1.23 y. 0.) and 32 young adults with
childhoodonset growth deficiency (19—23 y. 0.). The growth hormone concentrations (basal and the peak levels after pharmacological
tests with insulin/clonidine) were determined in all patients. Children underwent insulinlike growth factor1 (IGF1) generation test
before starting the growth hormone therapy. IGF1 level was determined by radioimmunoassay using standard kits «<IRMA IGF1»
(«Immunotech», Czech Republic). The levels of Creactive protein, apolipoproteines A1, B in blood were determined by high-
sensitivity latex turbidimetry method (analyzer and test system Cobas 6000 (s501 module); Roche Diagnostics (Switzerland).

Results and discussion. The results of the IGF1 generation test were determining in a choice of the initial dose of recombinant
growth hormone (GH). Median starting GH dose was higher in a pubertal patients (0.05 mg/kg/day) than in a preburtal
children (0.033 mg/kg/day). There was a significant increase of IGF1 levels on a background of GH therapy. Longterm GH
deficiency was associated with significant increasing of Creactive protein level and imbalance of apolipoproteins A1 and B in such
patients.

Conclusions. The recombinant GH therapy is effective in patients with short stature due to intrauterine growth retardation;
in young adults with GH deficiency this therapy reduces cardiovascular risks.
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