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[InhepeHuyitia AiarHoCTIKa
NeAKIX (hopM HN3bKOPOCHOCTI:
130M1b0BAHOr 0 AePILIMTY FOPMOHY
DOCTY, CUHAPOMY DIONOrYHO
HEAKTWBHOI 0 FOPMOHY POCTY,
DELLenTOPHOI HeYY TAMBOCTI

A0 FOPMOHY POcTY (KIMIHIKO-
NIarHOCTIYHI Ta MOJSIEKYMAPHO-
reHeTn4Hi ocobnmsocri)
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Pesiome. [pefcTaBneHo cyyacHi MeTtoau NabopaTopHOI Ta MONeKyNAPHO-TEHETUUYHOT IarHOCTUKI HY3bKOPOCNOCTI
B AiTell, NoB'A3aHOi 3 abCconoTHOW abo BIAHOCHOK HEOOCTATHICTIO FOPMOHY POCTY. HaBefeHO Migxoam Ao ix
avdepeHUinHoi aiarHoCcTUKM. ONmncaHo GeHOTMUM XBOPOTO i3 CUHAPOMOM GIONOMYHO HEAKTUBHOTO FOPMOHY POCTY.
HanaHo pekomeHaaLlii 3 NikyBaHHA H3bKOPOCNOCTI B AiiTelt 3anexHo Bif i dopmu.

KniouoBi cnoBa: comMatoTponHa HeAoCTaTHICTb, CUHAPOM 6i0N0rYHO HEAKTUBHOMO FOPMOHY POCTY, CUHAPOM

J1apoHa, Ait, ropMOH pocTy.

DiznuHMii PO3BUTOK JIIOANHKI PETYIIOETHCS B3A€E-
MOJII€I0 TEHETUYHUX, TOPMOHATHLHUX, METAOOIIUHUX,
KJITHHHKX i 6araThoX iHIINX CKJIQJHUX IIPOIIECIB B OP-
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raHi3mi. Y IUPOKOMY CIIEKTPi TOPMOHIB, 32 y4acTio
SKUX Bifl0YBA€ThCS PICT JIIOAMHK, KUTTEMISATbHICTD
i (ODyHKIIIOHYBaHHS OPTaHiB, KJIIOUOBUMH € COMATO-
TPOIHMUIT TOPMOH Ta IHCYJIIHOTIOAIOHI YHHHUKHU POCTY.

OcTanHiM 9acoM 3 aKTUBHUM PO3BUTKOM MeJIH-
KO-MOJIEKYJISIPHOI T€HeTUKHU Ta BIAKPUTTSAM HOBUX
COMAaTOTPOMIH-PETYJII0I0YNX GI0JOrTYHUX YNHHIKIB
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(TakuX fK emifiepMaJbHUI YUHHUK POCTY, YMHHUK
pocry ¢ibpobiacTiB, TpaHCHOPMYIOUI UYMHHUKU
pocty o i B, iHCyJgiHOMOAIOHI YMHHUKYE POCTY Ta
3B’s13ytoui ix OijKHM, iHTepJeiKiH-1, rpesiH Tomo)
IOTJIS/L HA eTionaToreHes, [ialrHOCTUKY Ta JIiKyBaH-
HSI COMATOTPOIHOI HEJOCTATHOCTI MOYNHAE 3MIHIO-
Batuch. /liarno3 rimodizapHOTO HAHI3MY CHOTOHI
Ha0yBa€ MUPIIOTO 3HAYEHHSI.

Binomo, mo npuunnu gedinuTy TOPMOHY POCTY
(TP) € pisHOMaHITHUMU: YUIKOJKEHHS TiloTaJa-
MiubuX abo rinmodisapHUX CTPYKTYP, IIOPYLIEHHS
nepudepuyHoi YyTIAUBOCTI 70 /il TOPMOHY BHACJIi-
JIOK MATOJIOTI] PeIenITOPHOTO arapaty Ha nepudepii,
cunte3 Gionoriuno HeaktuHoro I'P rtomo. Haxko-
[MYEHO O0CUTh HaraTo JAAHWUX MPO Te, IKUM YHHOM
TOPMOH pocTy Oepe ydacThb y TUX abo iHmux 6ioJo-
TiIYHKX TIPOIIecax i sIKi 101aTKOBI YNHHUKY 3a6e311e-
4yI0Th Oro poboTy.

[Mepuri nHaykoBi myOumikamii momo <«rimodiszap-
HOTO YNHHUKA 3 POCTOBOIO aKTUBHICTIO» HAJEKaJH
H. Cushing i 3’asusmcs 1912 poky sik pesysbraT
CTIIOCTEPEKEHHST KIIHIYHOTO e(heKTy OMepPaTUBHOTO
JKYBaHHSI XBOPOTO 3 aKPOMETAJI€EI0, TIPOBEIEHOTO
1909 poky. TpuBanuit yac ¢iziosoriyaa poJib rimo-
(hizapHUX CTPYKTYP, HA BIZIMIHY Bi/l iX aHATOMIYHOTO
OTIUCY, 3aJuinanacsa HeBijgomort. Jlume maitxe miB-
Biky moromy 1956 poxy C. Li Ta H. Papkoff ymepre
BU/ILJINJIM TOPMOH POCTY 3 TKaHUHU Tinodisa, a 1me
3HAYHO Ti3Hime O6yg0 pPO3MUGPOBAHO AMIHOKHC-
JIOTHY MOCJiJOBHICTh COMAaTOTPOIIHOTO TOPMOHY.

Hapasi Bimomo, 1m0 reH TOPMOHY POCTY JIOKaJi-
3YETbCST HA JIoBroMy 1tedi 17-1 xpomocomu (q22-24).
Y reHoMmi JIIOAUHY € KJactep i3 1wty re’iB — GH-N,
CS-L, CS-A, GH-Vi CS-B — i3 BUCOKOKOHCEPBATUBHU-
MU TIOCJTIIIOBHOCTSIMU. ¥Ci IT'SITh TEHIB § KJlacTepi Mic-
TATD 110 I ATh €K30HIB 1 YOTUPH IHTPOHU, B KOKHOMY 3
SIKMX MOXKYTb BifiOyBaTucst ot abo GiJibliie ajibTrepHa-
TUBHUX CILUIAHICUHTIB, 1[0 CTBOPIOE YMOBU IS PI3HUX
xiaiHiuanx moxmusocrell I'P. Ten GH-N, abo GH-1,
eKCIIPECYETHCST B COMATOTPOITHUX KJTITUHAX MEPeHbO1
yacTkH rinogiza. Bin koye menTuj, mo CKIaIacTbes 3
217 aMIHOKHCJIOTHUX 3JIUILIKIB, 26 3 SKUX BIIIEILTIO-
I0TBCST, BHAC/IZIOK YOTO YTBOPIOETHCS OLIOK 13 MOJIEKY-
JisipHOIO Macoto 22 kD, mo mictute 191 aminokucoT-
HUM 3amumiok. [{g i3ocdhopMa TipeBasitoe B opraHismi,
ii yactka ckmagae monax 85%. I 10-15% mosexy
TOPMOHY POCTY TIPEICTaBJIeHO iHIIO0 i30(opmoro,
MoJiekyJssipHa Maca sikoi 20 kD. [1s i3ocdhopma excripe-
CYETbCS TOJIOBHUM YMHOM Y TIJIAIlEeHTI U He Ma€ iHCy-
JinonoiGHoi akTuBHOCT. Teru CS-A i CS-B konyioTh
narentapuuii gakrored (HPL), sskomy Hane:xuThb ro-
JIOBHA POJIb Y PETYJISIIIil MATEPUHCHKOTO MeTa00Ii3MY.
Ien GH-V komye nienTu, IKWi €KCIPECYEThCS HA TTi3-
HiX cTaisx BariTHoCTi. CS-L € rceBoreHoM.
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PoJib TOpMOHY POCTY He 0OMEKYETHCSI JIUIITE pe-
rysiieio pocty. [lokazano, mo I'P Bukimkae Ges-
Jiu Giostoriunux edeKTiB, cepel SKUX, KPiM COMATO-
reHe3y, OIMCAHO HOTo y4yacTh y JaKTallil, akTUBAIlil
Makpodaris, iHcyJaiHOMOMIOHMIT 1 HiaGeToreHHUi
edextn Tomo. OTKe, TOPMOH POCTY TIPOSIBJISIE TIPU-
HaliMHiI Tpu TUIH Gi0JOTiYHOI aKTHBHOCTI, a CaMe:
COMATOTEHHY, JIAKTOTeHHY Ta MeTabosiuny. Bomno-
yac yTouHeHHs1 i3iosorii cucTeMu TimoTajamyc-
coMatoTpodu-niepu@epuyti YMHHUKA POCTy Ta il
(hyHKITIOHYBaHHS 32 YMOB TIATOJIOTi1 TPUBAE IOTETIED.
OpHi€o 3 TONOBHUX 3a/a4y O0CTEKEHHsI TIAIiEHTIB
i3 3aTPUMKOIO POCTY € JIOCJI/KEHHSI TOPMOHAJIbHO-
TO CTaTyCy JUTWUHU Ta MPOBeNeHHS AU(pePeHIiiitHoi
TiarHOCTUKY Pi3HUX (GOPM HAHIZMY 3 METOI0 BU3HA-
YeHHSI TOYHOTO TeHe3y HU3bKOPOCJOCTI, MPOTHO3Y
3aXBOPIOBaHHS Ta BUOOPY METO/IiB Tepartii.

JliarHOCTHKY HaHi3My MOB’S3aHO 3 TPYAHOIIAMH,
0OYMOBJIEHMMHU PI3HOMAHITHUMU (HOpPMAMU HU3b-
KOPOCJIOCTi, i THM, 1[0 TOPMOHAJIbHI METOU AOCIi-
JUKEHHSI COMaTOTPOIIHOT HEeJJOCTATHOCTI € BiTHOCHO
CKJIaJIHUMM, JIesAKi 3 HUX MalOTh Cepilo3Hi 1m0bivHi
edeKkTH Ta IHKOJIW TSKKO TePEeHOCATHCS iTbMU,
HaATO MoJioamoro Biky. Ile aukTye HeoOXimHiCTH
CTBOPEHHS MEBHUX QJTOPUTMIB JIJISL JIOCJIIsKEHHS
COMATOTPOIIHO1 (QYHKIIII B /iTel, MO BKJIOYAE Ha-
camriepe/l BU3HAUYEHHS KJIOYOBUX CUMITOMIB KOX-
HOTO BapiaHTa HU3BKOPOCJIOCTI, pO3pOOKY Ta IMpoBe-
JIeHHS HOBUX J[IalrHOCTUYHUX TECTIB 13 3aTy4eHHAM
MEeJIUKO-TeHEeTUYHUX JIOCHI/IKeHb, IKi TOJeTHYIOTh
mudepeHtliitHy 1iarHOCTUKY pi3HNX (hOpM HAHI3MY.

Cunre3 i cexperiss I'P 3pilicHI0ETBCS BHUCOKO-
creliaji3oBaHUMU KJIiTHHaMU Tirmodiza — comaro-
tpodamu. Perymoerpcs cekpemnisi CTT rimotasna-
MIYHUMM CTPYKTypaMU 4epe3 PUJIi3UHT-TOPMOHH,
SIKi CIPaBJISIIOTh CTUMYJIIOI0UMIA (coMaTosibepuH)
abo npurHivyrounii (comatoctatun) edexru. Kisb-
Ka POKiB ToMy OyJI0 BiiKpuTO (hisiosioriuny cucre-
MYy, sIka KOHTPOJIIOE TYJIbCOBY cekpeltio [P — pwi-
sunr-nentuau (IPPII). Hapasi cunte3oBano 1inmit
CIEeKTP PUJIIBUHT-TIENTU/IIB, 3JaTHUX IiJCHJIIOBATH
BU/IIJIEHHSI TOPMOHY POCTY, OJJHUM 3 SIKUX € TPEeJIiH.
Cexpertiig TimoTasaMivHUX TOPMOHIB, ¥ CBOIO Yepry,
KOHTPOJIIOETHCA JIEKIThKOMA HEUPOTPAHCMITEPHUMU
cucteMaMu (KaTexoJaMiHepriyHO0, CEPOTOHIHEPTIY-
HOTO, T0(haMiHEePTIYHOIO), MO CIPABISAIOTh CTUMYJIIO-
founit a6o iHTiOyounit eexTn.

Ocuosunm edexrom CTT € akTusaiisa anabosiu-
HUX MPOTIECIB, SAKI Peani3yloThCsI B POCTOBUN eexT,
30i/bIIEHHS M'I30BO1 MacH Ta MOCUIeHHs (i3UUHOI
akTuBHOCTI. IIpoTe BioMO, IO COMATOTPOTIH aK-
THBHO BIUIMBAE i Ha IHIII MPOIIECH, sIKi, 6E3YyMOBHO,
CHPUSIIOTH peasizaiii poctoBoro edekty. Tak, coma-
TOTPOIHMIT TOPMOH HiABUINY€E abCOPOLII0 KaabIIiio
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I TUM caMUM TIOJITIIY€E MiHepaJi3allilo KiCTKOBOI
TKAHWHU, aKTUBYE MPOIECU TJIKOTeHOJi3Y, JiT0JIi-
3y W TPAHCIIOPT IJII0KO3W B TKAHWHH, TTiACUIIOI0YN
TaKUM YMHOM eHepreTudHuit oOMin. JlimomiTuanuit
edext CTT crnpuse Tako 3HUKEHHIO Macu Tija 3a
PaxyHOK 3MEHIIEHHS KiJBKOCTI MiMKIPHOTO Ta Bi-
cresipHoro xupy. [inoxomecrepuneMivHuii eekt
TOPMOHY Pa3oM i3 Ge3nocepeIHiM f0T0 BILIMBOM Ha
CKOPOTJIMBICTb MiOKap/ia Ma€ iCTOTHE 3HAYEHHS JIJIs1
CTaHy CepIleBO-CYAMHHOI CUCTEMU. 32 PaXyHOK rop-
MOHY POCTY TOCHJIIOETHCS IHTEJEeKTyaJbHA aKTUB-
HIiCTb, HOJIIIIYIOTHCS 11aM’Thb 1 HaCTPiil.

CoMaToTpoIHy HHU3bKOPOCJICTb Y JIOJUHU He
3aBxAM ToB'g3ano 3 gedinurom I'P, e moBemeno
MOJIEKYISIPHO-010TIOTIYHUMY Ta TEHETUYHUMHU J[0-
chiprenusamu octannix 10-15 pokiB. Amke, Kpim
TOPMOHY pOCTY, € HHM3KAa YMHHUKIB, 3 SIKUMH BiH
B3a€MOJli€, abu MPOSBUBCS POCTOBUII edeKT, a 3a
YMOB TIOpPYIIIEHHS Ili€i B3a€EMOJIil CIIOCTEPIraeThest
MOPYIIEHHS POCTY.

Ane TP 3anumaerbcs ToJOBHUM TOPMOHAJIb-
HUM PEeryJisTopoM eKcipecii reHa iHCyJIiHOIOLIO-
Horo umHHUMKA pocty (IUP-I) gk y nwmpkyssiii,
Tak 1 B nepudepnyHUX TKaHWHAX (MEeYiHKa, ceplle,
JieTeHi Ta MiAnIyHKoBa 3an03a). Edexktu I'P mpo-
SBJISAIOTHCSA HA piBHI Tpanckpuriiii [YP-I, Tomy pi-
BEHb OCTAaHHBOTO 3HUIKEHO 32 YMOB HEJJOCTATHOCTI
TOPMOHY PoCTy. [HCYJTiHOMOAIOHI YNHHUKE POCTY
€ TOJIOBHUMU MeJliaTopaMy Ipe- Ta IMOCTHATAlIbHO-
ro pocty. ¥ po3BUTKY TI0/a 0COOJUBY POJIb Bijti-
rpae TUP-II. ¥V mocrHaraibHuii mepiog 6iibIIoro
sHaueHHst HaOyBae [YP-I, sixumit Mae meBHi BiKOBi
KOJIUBaHHS. Y CHUPOBATI[i HOBOHAPO/KEHOTO pi-
setb [YP-I ckaagae npubausuo 30-50% Big piBHs
B ZIOPOCJIO1 JIIOUHM. [3 pAHHBOTO AUTUHCTBA PiBEHD
[YP-I mocTynoBo miBUNYETHCS, AOCATAIOYN MaK-
CUMaJIbHUX 3HAYEHb y MyOepTaTHUil mepiof, Koiu
NepeBUIY€e piBeHb Y nopocaux y 2-3 pasu. [lovn-
Hatoun 3 20-30-pivnoro Biky koumentparis [YP-1
MOCTYIOBO 3HUKYETHCSI.

[IP-1 ta TYP-II € 6/aM3BKOCTIOPIHEHUMHE TIETI-
TUIHUMU TOPMOHAMM 3 MOJIEKYJISIPHOIO Macoio
npubausro 7 kD. Buepuie ix Oyio imeHTndikosa-
HO 1956 poky mij Ha3BOW <«coMaToMeziHu». Bonn
HaJeKaTb J0 ciMeicTBa NENTUIHUX TOPMOHIB, 110
BKJIIOYAE peJIaKCUH Ta iHCYJiH, i 32 CTPYKTYPOIO €
nysKe GIU3BKUMM JI0 TIPOiHCYIiHY. SIK i mpoiHCyJIiH,
BoHu MicTaATh A, B, C i D nomenu, yrBopowoun 3pi-
sii errruz [P O6u/iBa YMHHUKN CUHTE3YIOThCS 3
J0JIATKOBUM IenTUA0M E, ajse BHACIiIOK TOCTTpaHC-
JISIIIHHOTO TPOIECUHTY TenTua E BiAMETTI0EThCA.
Y nesxkux Bumaakax [YP (3oxpema, IYP-II) cexpe-
TYETBCS Pa30M i3 menTuioM E, i BHACTIIOK TJIiKyBaH-
Hs1 yTBOpIOoThCs Mosiekysn Bif 10 mo 20 xD.

len TYP-1 posramoBaHo Ha AOBTOMY TLI€Yi XPO-
mocomu 12 (q25aq26). Bin BkJIOYa€ MmicTh €K30-
HiB, /IBa 3 SKUX aJTbTEPHATUBHO BUKOPUCTOBYIOTH-
csa mip yac ytBopeHHst nonepennukis (IYP-TA Ta
[4P-1B). TonoBaumu perymasitopamu [YP-1 € rop-
MOH POCTY Ta PEKUM Xap4yyBaHHS.

BBenenHsa azexBaTHOI 03U COMATOTPOIIHY Ma-
mieaTaM i3 gedinurom I'P mpuBoauTh 10 3HAYHOTO
Ta mBuAKoro miBuienns pisas [YP-1y kposi BHa-
caigok ctumyoBanus cuuatedy [YP-1 y meuinii, 3
MaKCUMaThbHUM piBHeM depe3 12-24 romgma. Kpim
toro, excripecist [YP-1 ctumystoeTbes B pi3HUX TKA-
HUHAX, y TOMY YHCJi B emidizapHOMY XPSIili, 10
CIIPUSIE POCTY KICTOK Y IOBXKUHY. IcHy€e HeraTuBHUI
3BOPOTHUIT 3B’30K MMo/M0 cekpenii ['P, axuit iH1y-
KOBAHO SIK Ha TinohizapHOMY, TaK i Ha rinorajamiv-
HOMY PiBHSX: 32 YMOB He/JOCTATHbOI'O XapuyBaHHS
Ta natoJiorii perentopis g0 I'P piens [UP-1 3a1u-
MIAE€THCSI HU3bKMUM, a piBeHb ['P migBuiyeThes.

Bizomo, 1110 B m1a3mi KpoBi Ta iHIMX 6i0J10TiYHNX
pimuHax [YP kommiekcyerbes 3 [YP-38"a3ytounmn
6inkamu (IYP3DB), sKi € MPOBIAHUMU MOIYJISATO-
paMu JIOKaJdbHOTO Ta cucteMHoro edekrtis [YP.
Ha wmosekysngpHOMy PiBHI BMBUYEHO INiCTh KJIACIB
[YP-38’a3ytounx 6inkis. [YP3B-3 € equnum ceper
ycix 3B’a3ylounx OiJIKiB, 10 CAYIye pe3epByapoM
must TYP i 3anobirae 3HaUHUM KOJTMBAHHSAM KOHIIECH-
tparniii Bisbaux [YP y kposi. ¥TBOpeHHs moTpiii-
HOTO KOMILJIEKCY B IIpolieci 3B’3yBaHHS 3 KUCJOT-
HO-JabibHOW cyboanuuiieio (ALS) € BaxauBuM
€TaroM, OCKIJTbKU el BEJUKUHN KOMIIJIeKC (MoJe-
KyJsipHa maca csrae 125-150 kD) ne migmaerbest
KJyOOUKOBIii (ijsbTpallii Ta He IMPOXOAUTH y M03a-
CYIMHHMH POCTIP.

Kimpkicts [YP-11 [YP-1I1, a tako:x [YP3b-3 pis-
KO 3HWKYETHCS 3a JIeilIuTy rOpMOHY pocTy. ¥ Bill-
noBizb Ha Tepamito I'P y mamienTiB 36iibiyerbes
kinbkicTs [YP-1 Ta [YP3b-3. XapuyBanns Binirpae
MIHOPHY POJib Y PeryJsiiiii KiJTbKOCTi CHPOBATKOBO-
ro [YP3b-3, a pisens [YP na 11 rostoxyBatHs abo
TSKKUX POPM 3aXBOPIOBAHD, SIKi CYITPOBO/IKYIOTHCS
NOpYyIIeHHIM (QYHKINI MeYiHKW Ta iHIIUX OPTaHiB,
3HUKYETHCSI.

Oninka comarorpomnoi ¢ynkmii. OTxe, npu-
ynnu pedinury I'P € pisHomanitHumu. A6u posi-
Opatucs B IPUYMHAX HU3BKOIO 3POCTY IAI€HTIB,
MEePIIOYEPTOBO HEOOXITHO MPOBECTH TOCII/KEHHS
AHTPOMOMETPUYHUX TOKA3HUKIB 1 COMaTOTPOITHOI
hyHKIT.

3piCT Ma€ OIIHIOBATUCH 32 TAHUMHU TEPIEHTUITh-
HUX TAOJUIb CTAHAAPTIB 3POCTY Ta Barh, OKPEMO
IJIS1 XJIOTTUMKIB 1 IIBYATOK BiJIOBIAHOT TOTTYJISATII.

Kpim abcosmoTHUX TOKa3HUKIB 3pPOCTY, BKpaii
BAXKJIMBUM IIOKa3HMKOM € HIBUAKICTbL pocty. Ilep-
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IEHTHJIbHI TabJUI MBUAKOCTI PpocTy Po3pobiieHo
J.M. Tanner, P. SSW. Davies. ¥ ngiteii i3 gedinurom
CTT mBuAKicTh pOCTy He MEPEBUIIYE 4 CM Ha PIiK,
HaifuacTilre BoHa ckjafae 1-2 cM Ha pik.

3a BPO/KEHOTO Je(ilUTy TOPMOHY POCTY KiCT-
KOBMII BIK BifiCTa€ Biji aCIIOPTHOTO Oibliie HiX Ha
2 poku. /1 BU3HAYEHHS KICTKOBOTO BiKY IepeBask-
HO BUKOPHUCTOBYIOTHb ABa Metoau: I'posmxa-Ilaiina
ab6o TanHepa- Yaiitxayca.

Hocnipxennss CTT-dyukiii  HeobXigHO T1pO-
BOJZIUTU B CTaIliOHADHUX YMOBAaX i3 3aCTOCYBaHHSIM
CTUMYJISAIIMHUX TECTiB 3 1HCYJIIHOM, KJIOHIJIMHOM,
piamre — 3 aprininom ta inmumu. Heob6xigHoo ymo-
BOIO NPOBEIECHHST (hapMaKOJIOTiYHUX MpoO € eBTH-
peoigHuil cTaH, y BUMAAKY TIMOTHPEO3y HEOOXiTHO
MIPOBECTH MOTIEPE/IHIN KYyPC JIKyBaHHS TUPEOITHUMU
npernapaTamMy BIPOJOBIK IoHaliMeHIie 1 micsis, Ta-
KOX BUMAara€ KOMIIeHcallil aJ[peHOKOPTUKOTPOITHA
HEZI0CTATHICTh, KO MAIiEHTH MiATITKOBOTO BiKY
MaioTh BTOPMHHUN TilIOTOHAIN3M, TIEPE I0CiIKeH-
HsasM CTT-¢yHKIT iM He0OXiTHO NPU3HAYKUTH Tepa-
mito nepudepruyHUME CTATeBUMU TOPMOHAMM.

Cexperrist TOpDMOHY POCTY CXUJIbHA 10 M0OOBUX
KOJINBaHb 1 Ma€ MyJbCylOUUi xapakrtep. Maxkcu-
Mmajsibio Bucoki miku CTI crocrepiraiorbcsi BHOYI:
110 70% no6oBoi kiabkocti ropmony. Kpim toro, CTT
Gepe aKTUBHY yJ4acTh B a/[aNTAIlIHUX PEAKIISIX Op-
raHiamy, i, OTKe, I0OTO PiBEHb MPOTSIITOM 00U MOKE
3MIHIOBATHChH 1 3 1€l npuuuHu. Tak, MMiABUIIEHHS
BMICTy TOPMOHY CIIOCTEPITAETHCS TICIS TIMOTTiKe-
Mii Ta (izmyHOTO HaBaHTaXKEHHSI. AMIHOKHCIOTH,
TJTIOKaroOH, Ba3OINPECHH, TUPEOIAHI Ta CcTaTeBi TOp-
MOHHU TeX aKTHUBHO BIJIMBAIOTb Ha CUHTE3 1 BUJI-
senust CTT, mo HeoOXiHO BPaXOBYBATH.

Hanzsuuaiino akTyagqpbHUM € MTUTaHHSA Audepen-
IIfHOI /IIaTHOCTUKY BapiaHTIB HaHI3My B JiTell i
MiJITTITKIB 13 METOIO BUSIBJIEHHS cepell HUX Tal[l€EHTIB
i3 COMaTOTPOIHOI HepocTaTHicTIO. [HOAI mepuum
KPOKOM [[IaTHOCTUKU HU3BbKOPOCJIOCTI € TOCTIIKEeH-
s [YP-1 y kpoBi, 1o Moxe OyTH CKPUHIHTOBUM
TECTOM, SKUil JJ03BOJISIE 3alli/JO3PUTH COMATOTPOII-
HY He0OCTATHICTh. JHUKEHHS PIBHS COMATOME/iHY
cBigunTh mpo sumkenHs cekpetrii CTT abo mpo itoro
HeaKTUBHY Jiito Ha nepudepii. Bmict IYP-1 Ta #ioro
0CHOBHOTO 3B’s13ytouoro Oinka (IIP-1-38’s3younii
6iJI0K 3-TO TUITY) XapaKTepU3ye He Jiuiie abcooT-
uuit pisers CTT y kpoBi, a i ftoro 6iosorivHy akTUB-
HicTh. BU3HAueHHS IUX TOKA3HUKIB € HAJATO BaxK-
JIMBUM 32 HasIBHOCTI TaKUX MOPYIIEHbD, SIK CUH[POM
pesucrentrocti 10 CTT, aGo craHiB, 3a IKUX ceKkpe-
TyeThest Giomoriuno neaktuuuii [P (BHTP). [YP-1
ta [YP-1-38"a3y1o0unii 6iok 3 € CTT-3anmexnnmn.

Crorosni BusHaueHHs piBag [YP-1 y cuposati
KPOBi € OIHUM 13 JIOCUTDH MPOCTUX 1 JOCTYNHUX Me-
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TOMIB MU(EPEeHIIIHOI MIaTHOCTUKU Pi3HUX (HopM
HaHi3My. ¥ fiTeil i MiUIITKIB i3 KOHCTUTYI[IHHUMU
(bopmamu HuU3BKOpPOCTOCTI TOKasHWK [YP-1, sk mpa-
BUJIO, 3HAXO/IUTHCS B MEKaX HOPMAJIbHUX BEJUYMH.
Ileit daxT n03BOJSIE HEe MPOBOAMTU MOJAJBIIE JI0-
CJII/KEHHST COMATOTPOTHOI (DyHKINI. 3a BiZICYyTHOCTI
HOpMaJIbHUX BesqnunH comaromeniny C abo 3a mo-
Ka3HUKa, 110 HaOJMKAETHCS 10 HIKHBOI MEXKi, KPiM
KJIIHIYHOI KapTUHW, JJIS TiTBEP/UKEHHS /iarHO3y
HeoOXiIHO 5K Bu3HaueHHst GasaabHoro pisas CTT
Yy CUPOBATIli KPOBi, TaK i BUBUEHHS HOTO CEKperlil
y BI/INIOBi/Ib HA Pi3HI CTUMYJISITOPH.

bazanbne i1 ommopasoBe BusHauenns CTI e
MaJIOiH(OPMATUBHUM, TOMY JJISI Ti/ITBEPIKEHHS
JiarHosy HeoOXiIHO MpoBefeHHS (hapMaKOIOTiu-
HUX P00, CIPSIMOBAHUX HA CTUMYJISIIIO CEKPEIil
ropmony pocry. Bigomo, 1o 6araro ¢isiosoriununx
(coH, (izuuHe HaBaHTAKEHHS, CTeNU(DIUHI KOMIIO-
HeHTH ki — Giskn) Ta papmakosoriyaux (iHCyIiH,
kjaoHiauH, L-Jloa To10) YNHHUKIB CTUMYJIIOIOThH
BuBisbHeHHS CTT i3 rinodiza. MexaHi3mu 1i€i cTu-
MyJsiiii pi3HATbCS. baraTo peyoBUH CHPaBJSIOTH
CBill BIJTUB Yepe3 B3aEMO/IIT0 3 PEIleNITOPaMU HEHPO-
TpPaHCMIiTEPiB HA PiBHI rimorajamyca 3 MoAajblIuM
3aJTy4eHHsIM COMaTOCTaTHHY ab0 COMATOiGepUHY.

Jlnsa piarHoctuku HepoctatHOCTI cekpernii CTT,
SK TPaBUJIO, 3aCTOCOBYETHCS HE MEHIIE Bif 2 CTH-
myJolourx tectiB (tada.). Kpim 1mporo, GaxkaHo
BusHaueHHa putMmy cekpetii CTT, HagTo B mepion
cHy. Y 3-4-y crazio cHy (3a3Buyaii yepes 90 xBu-
JIMH TICJISA 3aCUHAHHSA) BMICT TOPMOHY POCTY B CH-

Ta6bnuua. Crumynauindi tectn gna ouiHku CTT-GyHKUT

XapakTep MNpenapar: Yac 3a60p¥ o
cexpeuii [P [o3a, meToq npo6 Kpos.i [Mo6iuHi Aii
BBefEeHHSA (xB)
CnoHTaHHa - 0, 30,60, 90, -
cekpeuin 120, 150,
180, nicna
3aC1HaHHA
CTMMynbOBaHa  iHCYNiH 0,15, 30,45, rinornikemisa
cekpeuin 0,1 MO/kr, B/B 60, 90, 120
KNOHIgWH 0, 30,60, 90, 3HWKeHHA AT,
0,15 mr/m?, peros 120, 150 COHNMBICTb
L-loda 0,45,60, 90, HypoTa,
« 125 mr — (Bara 120, 150 6110B0Ta,
<15kr) roNoBHUM
« 250 Mr — (Bara 6inb
15-30 kr)
+ 500 Mr — (Bara
>30 kr)
no. comatonibepuH 0, 15,30, 45, -
niarHoCTnKa 1 MKr/Kr 8/B 60, 90, 120

rinodizapHux i
rinotanamivyHmx
dopm
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POBATIII KPOBI 3HAYHO MiJIBUIYETHCS, a Y XBOPUX 13
HeqocTaTHiCTIO cekpettii ['P migBuieHus BiZcyTHE.
Y npaktuyno 3p0posux oci6 pisers CTT y cupo-
BATIli KPOBi IMiC/sI CTUMYJISIITHUX P00 TiABUIILY-
erbest 10 10 Hr/mu i Gisblie, 110 BUKJIIOYAE HasB-
HicTh HemoctaTHOCT cekperii CTIL. IlixBumenus
koutentpaitii ['P y BiamoBigp Ha CTUMYJSIIO 10
7 HT/MJI CBiIUNTH TIPO TOTANBHY, a Bifl 7 HI/MJ J10
10 ar/M1 — 1ipo yactkoBy HepoctaTHicTh CTT.

[Ipo6y i3 comaToNiGEPUHOM HPOBOAATH /IS [IH-
(bepenmiitHoi AiaTHOCTWKM TimoTajJaMidyHOi Ta Ti-
nogisapuoit Hegocrarnocti CTI. Comatosibepun
y 1031 100 MxT (717151 miTeit i3 po3paxyHky 1-1,5 MKr/Kr
MacH) BBOJAATH BHYTPINIHbOBEHHO Ta OepyTh IMpO-
6u KpoBi yepe3 KoxkHi 30 XBUJIMH YIPOIOBK 2 TO-
nun. Ilik migpumenns CTI crmocrtepiraeTbes Ha
30-60-i1 xguauni. [linBumenns pisuga [P y Biamo-
BiZib Ha BBEJEHHS COMATOJIOEPUHY CBIAYUTH IIPO
rinoTajamMiyHU# PiBeHb MATOJOTIi, BIICYTHICTH pe-
aKIli — 1mpo ypaxeHHs rinodisa.

3a yMOB BUSBJIEHHSI Y XBOPOTO i3 3aTPUMKOIO
pPOCTY CHUMIITOMIB TilMOTUPEO3Y, TITOKOPTUITUIMY
abo rinoronagmamy gocrimxents piasg CTT coig
MPOBOAMTH HA TJIi HACUUEHHS BiATIOBITHUMHU TOPMO-
HaMu BIIPOJIOBXK TfoHaliMente 1 micarg. udepen-
I[iTOBaHHS BapiaHTiB COMaTOTPOITHOI HEJIOCTATHOCTI
(nanrinonityitapusm a6o i3osiboBaHuil  gedinuT
CTT) mpoBozsiTh Ha mijfcTaBi KJAiHIYHUX i Jabopa-
TOPHUX JIaHNX, BPAXOBYIOUM IOKa3HUKHU TPONHUX i
nepudepuyHuX TOPMOHIB.

Amajoriuno, B iaTHOCTHIIi COMAaTOTPOITHOTO Jie-
inuty B miTelt BUCOKOIH(GOPMATUBHUM TOKA3HU-
KOM € PiBeHb B T1J1a3Mi KPOBi BUCOKOMOJIEKYJIIPHO-
ro [YP3b-3, axuii 3amexuTh Biji cekpellii rOpMOHY
pOCTy Ta 3HMKEeHWH 32 yMOB HefocTaTHOCTI ['P.

3a HasIBHOCTI MyXJIMHU 200 THITMX aHOMAJIH Timo-
TasaMo-TinodisapHoi cucTeMu OPYY 3 €HOKPUHHOIO
CUMIITOMATHKOIO BUSBJSIOTHCS O3HAKU OPTaHiYHOTO
YpasKeHHS HEPBOBOI CHCTEMU, TaKi SK 3BY:KEHHS TIO-
JIiB 30Dy, 3aCTiiHI SBUIA HA OYHOMY [[Hi TOIIIO.

Aue st Toro, o6 posibparucst y hopMax HU3b-
KOPOCJIOCTI, iHOAI Opakye BU3HAYEHHs JIUIIE CO-
MaTOTPOTHOI (YHKILI. Y CyJacHUX AOCIiKEHHSX,
NPUCBSIYEHNX PO3MU(PYBAHHIO CTPYKTYPU U yTOY-
HEHHIO MEXaHI3MiB eKCITPecii TeHIB, BUBYAETHCS POJIb
nedeKTiB Ha BCiX PIBHSX, BIIMOBIIAJbHUX 32 TIPOTIe-
CU POCTY ¥ PO3BUTKY Te€HIB, BKJI0OUatouu TeH [P, ren
petnteritopa I'P, ren pumisunr-ropmony I'P, a takox
HOPYIIEHHS MTPOBE/IEHHSI TOPMOHAJIbHOIO CHUTHATY
Ha pelelITOPHOMY i MOCTPelelITOPHOMY PiBHSIX.

CuHZPOM O0i0JIOTIYHO HEAKTHBHOTO TOPMOHY
pocty. 3aBJAdKM MPOBEIEHHI0 MeUKO-TeHETUUHUX
JIOCJIIJKeHb HAIPUKIHI[I MUHYJIOTO CTOPIYYS B TeHI
TOPMOHY POCTY ONMCAHO J[BA TUIIA MYTalliiA, OUH 3

SAKUX Bejle /10 11aToJIorii mijl HazBowo «cunapoM Ko-
BapCKu», ab0 «CHHAPOM 6i0JOriYHO HEAKTHBHOTO
ropmony pocty» (BHIP), inmmit — go matoJiorii,
MO0 XapaKTEePU3YEThCS 130JbOBAHUM JePilUTOM
ropmony pocty (IIT'P).

[TawieHTiB i3 CUHAPOMOM 0i0JIOrIYHO HEAKTUBHO-
ro TOPMOHY pocTy BIepiie 6yJo onucano 1978 poky,
ajie MOJIEKYJISIpPHE TiATPYHTS 1OTO 3aXBOPIOBAHHS
6yuio posmmdposano Y. Takahashi summe 1996 poky.
I3 1999 poky martomorito BHI'P Bigneceno no ne-
GbinuTy TOPMOHY POCTY TIEBHOTO MOXO/’KEHHS BPO-
mkenoi dopmu  (KIGS Aetiology Classificasion
List, Ranke MB, 1999).

Y. Takahashi 6ysio omucano gBa pisHUX BUTIAAKK
cuazpomy BHTP. ¥V nepmomy Bunazaky imynodep-
MEHTHHUI aHaJi3 BUSBJSB BUCOKWH piBeHb I'P, ane
HU3bKY KoHIeHtpaiio [YP-1, axuil iHAYKy€ETHCS
B3A€EMO/II€I0 TOPMOHY POCTY 31 CBOIM PEIelTOPOM.
KinbkicTh 11bOTO YMHHMKA 3HAYHO 301IbLIyBasa-
sl IMicJIsl IpU3HAYeHHS NAliEHTOBI TOPMOHY POCTY,
IPUYOMY CIIOCTepiranocs i MOCUIeHHS COMaTUYHO-
ro pocty. Ili 1ani € gy:xe BaxIMBUMY 17151 TudepeH-
MifoBaHHS «cWHApOMY KoBapcbKu» BiJl CHHIPOMY
perenTopHOl HeUyTIAUBOCTI /0 TOPMOHY POCTY.

Toro  poKy onucaHo HOBUI TUII HEUYTJIUBOC-
Ti 10 TOPMOHY POCTY BHACJIIOK [Iii €HAOTeHHOTO
antaronicta ['P, aKkuM € MyTaHTHUN TOPMOH POCTY.
Tereposurorna R77C-myTaiist IpU3BOAUTD /10 KOH-
dbopmartiiianx 3min mosekyau I'P i 3HmKy€ itoro
Giosoriuny akTuBHiCTb. Ileit MyTaHTHHIT TOPMOH
pocTy mposiBisIB y 6 pasiB Oiblry cropigHeHicTh
10 perenTopHoro 6ijka, 1o 38’s3yeThest 3 [P, mo-
PIBHSHO 3 HOPMaJbHUM TOPMOHOM pocTy. Takox
BiH 6s0KyBaB (hochopumoBanns Tuposuny B 10 pa-
3iB akTWBHINIE, Hixk HOpMmaapuuit [P, yHacmimox
qoro Kibkicts [UP-1 Ta [YP3B-3 Gyna 3HMKEHOO.
Orxe, 11€if MyTaHTHUN TOPMOH CIPABJISIB aHTAro-
HicTHYHY 200 JOMIiHAHTHO HEraTUBHY /i10, IPUYOMY
3aCTOCYBaHHS Teparii TOpMOHOM POCTY He MHiJIBU-
myBasio piBas [UP-11 He cripaBsisizio TepaneBTUYHOL
mii. Asie maHWil TPUKJAJ HE € TUIIOBUM JIJISI <CUH-
napomy KoBapchku», xoua B 000X IMX BHUIAIKaX
OTIMCAHO MYTaHTHi (OPMU TOPMOHY POCTY. 3 METOTO
Bu3HadeHHs1 popmu cungpomy BHTP i mpusnauen-
HS aJIeKBAaTHOI /03U TOPMOHY POCTY Y BiJTisieHH]
JIUTSY01 eHAOKPUHHOI martosorii [Hctutyty enuo-
KpuHOJIOTii Ta 00Miny pevoBuH im. B.I1. Komicapen-
ka HAMH VYkpainu 3acToCOBY€ETbCS YOTHPU/IEHHA
npoba 3 BBeseHHsIM [P i mopaibimuM K0OCITiKeH-
Hsim [YP-1. Ieii TecT nossirae y BBe/leHHI TeHHO-1H-
xereproro CTT (0,033 mr/kr Ha 100y, MiAMIKIPHO,
npotdarom 4 nuiB) i BusHavyensi piBHiB [YP-I nepen
nepioto in’'ekniero CTT i HacTynmHOTO JHS 110 3aKiH-
4eHHi MpoOH.
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KniHiyHa nekuis

JiarrnocTrka 6aratbOX PiAKiCHUX 3MillIAHUX CHH-
IPOMiB TIEPBUHHOTO TIOPYIIEHHS POCTY W XPOMO-
COMHOI MATOJIOTii TPYHTYETHCS TOJOBHUM YMHOM Ha
TUNIOBOMY (heHOTHTI. 3a JAaHUMU MTPOBEIEHNX Y Bijl-
TiJIEHH] UTSY01 €HJIOKPUHHOI maTosorii [HCTuTyTY
JIOCIIIKEHb, AiTH, SKi MalOTh CUHAPOM 010JI0TIUHO He-
AKTUBHOTO TOPMOHY POCTY, 32 (heHOTHUIIOM He Bifpi3-
HSIOTBCST BiJl TAKUX 3 130JIbOBAHOI0 COMATOTPOITHOIO
HEIOCTATHICTIO, a TAKOXK Bij[ JiTel, AKI MAlOTh HU3b-
KOPOCJIICTh BHACJI/IOK PElenTOPHOI HeUyTJAUBOCTI /10
ropMoHy pocTy. Ha T piskoro BifcTaBaHHS B POCTI,
3aTPUMKH ITBUIKOCTI POCTY ¥ KiICTKOBOTO JI03PiBaHHS
B JliTeil 30epiraloThcs HOpMaJIbHi MPONopIil Tija.

I301p0BaHa HETOCTATHICTH TOPMOHY POCTY

[ pyrarpyna myTtaiiiil y reHi TODMOHY POCTY TIPHU-
3BOJIUTH 10 130JTbOBAHOI COMATOTPOITHOI HEJOCTAT-
HocTi. /laHy maTosorio moAiNgTh HA YOTUPU TPY-
i IGHD (Isolated Growth Hormone Deficiency):
IGHD IA, IGHD IB, IGHD II ta IGHD III.

IGHD IA — ne mafits:xkua popMma 3aXBOPIOBaHHS,
sdKa Ma€ aBTOHOMHO-PeIleCUBHY clafkoBicTb. IIpo-
AYKIIiSl eHOTEHHOTO TOPMOHY POCTY TPAaKTHYHO
BificyTHs. XBOPI Li€l TPYIH, K TPABUJIO, HAPOKY -
I0TBCS1 3 BHYTPIIIHBOYTPOOHOIO 3aTPHUMKOIO POCTY,
He/[OPO3BUHEHUMHU CTaTeBUMU OpraHaMH, IPOJIOH-
roBaHolo TinepbinipybiHeMiclo Ta Trimoraikemieio
B Tepii poku XuTTSA. Ha Tepamito TopMOHOM POCTy
i Hali€eHTH BiJIOBIZAIOTh ZOOPUMU aHAGOMIYHUM
i pocToBUM edeKTaMu, ajie YACTO CIIOCTEPITra€ThCs
[OsIBa aHTUTLJI 10 TOPMOHY POCTY, SIKi OJIOKYIOTh
poctoBuii edekT. /lememnii Ta TOYKOBI MyTallii Tpa-
MJIAI0THCSL B yCiX T€HAaX KJAacTepa TOPMOHY POCTY,
asie Oinbini gesenii (Big 6,7 mo 7,6 TIH) BUSIBIEHO
B reri N, sikuit poOuTh HaHOIIbIINIT BHECOK Y PO3-
Butok natosorii IGHD TA.

I'pyna narosoriit IGHD IB Takox mae aBTo-
COMHO-PelleCUBHY cHajkoBicTh. Jledinut rop-
MOHY POCTYy He HACTiJbKU BUCOKUHW, K y TPy
IGHD IA, Tomy i 3picT Takux XBOPUX BUIIWIH, HiK
y rpymi IGHD TA. XBopi rpynu IGHD IB, sk npa-
BIJIO, TIO3UTUBHO pearyioTh Ha Teparilo rOpMOHOM
pocTy i NPOsBJSIIOTh IMyHHY TOJIEPAHTHICTb.

Y rpyni IGHD 11 3axBoptoBaHHS yCHaIKOBYETH-
csl 32 ABTOCOMHO-JIOMIHAHTHOK cXeMO10. PiBeHb
TOPMOHY POCTY Jiy’Ke HU3bKHIL, i XBopi 106pe peary-
I0Th Ha Tepallilo TOpMOHOM pocTy. Y 1iif Tpymni onu-
CaHO MIKpPO/IEJIeTNito B iHTPOHi 3 i CiM HYKJI€OTUTHUX
3amin y reni GH-N.

I'pyna IGHD III mae X-3uensneny cxemy ycmaj-
KyBaHHS, ajie MOJIEKYJISPHUN MeXaHi3M I[bOTO 3a-
XBOPIOBAHHS HE BUBUYEHO. PiBeHb TOPMOHY POCTY
HU3bKUHN; Y XBOPHUX YaCTO TPAILJISIETHCSI TAMMArjo-
OyineMist. Y JeSKUX TAI[i€HTIB BUSBIEHO JEJEIiio
Xp22.3 abo mymikamio Xq13.3-Xq21.1.
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Kputuuny posib y peryJdilii CMHTe3y TOPMOHY
pocty B rinmogisi i fioro cekperii Bifiirpae comato-
nibepun. CoMaToTiOepUH eKCITPECYETHCS TOTIOBHIM
YIHOM B apKyaTHUX sjipax TilmoTajaMmyca, a TaKox
B iHIINX KJIITHHAX I TKAHWHAX: Y IJIALEHTI, S€YHU-
Kax, gdedkax, JiM(OIuTax, MiANLIYHKOBIH 3aJ0-
31, NIJIYHKOBO-KUIIKOBOMY TPAaKTi, /le BiH IIPOSIB-
Jisie ¢Boto Oiosioriuny akTuBHiCTh. MyTaiiio B reHi
pertenropa  coMatoibepuHy  JIIOAUHE — OTHUCAHO
1996 poxy y nBoX 4sieHiB poaunu (ABi cectpu 3,9 i
16 pokiB, sIKi Masu TysKe MaJeHbKUH 3picT i HaaMip-
Hy Macy Tina). BHacaifok 1iei myTailii coctepiras-
cs 3HaYHUMN fedinmuT TopMony pocty. Lleit cunapom
OyJsio Ha3BaHO «KapaukoBicTh CiHpaxa», 32 iMeHEM
nposiuiii B [TakucraHi, ge 110 maToorito 6y/10 orm-
caHo Brepine. Bkazani mopyieHHS KOMIIEHCYBaJIu-
cs1 Tepallie€lo TopMOHOM POCTY.

3a i3ompoBanoro gedinuty I'P cunrtes3 Tpomuux
rOpMOHIB Timodisa He MopyuieHo, mepebir 3axBo-
PIOBaHHS JIETTIUH, a 3PiCT JOPOCAUX XBOPUX TPOXU
BUIIMIA, HiXK 3a yMOB rinomityitapusmy. CraTeBe
no3pisannsg y namnienTis 3 IGHD mounnaetbcsa Ha
2-4 poxu Mi3HilIe, HI’K cepell 30POBOI MOy IAIii,
aJie Ha TJii Tepartii mpemapaTtamu I'P mpruckopioeThes.
Ha MoMeHT BCTaHOBJIEHHS /iarHO3y <«KiCTKOBHil»
BiK XBOPHX BijicTa€ BiJl XpoHoJioTiyHOTO. [10 3aKiH-
4eHHI myGepTaTHOTO TEPioy 30HU POCTY Y XBOPUX
3akpuBaoThca. OTiKe, KIHIIEBUH 3picT Talli€eHTa
3aJIeKUTh HE JIUIIE Bijl COMATOTPONHOI DYHKITII Ta
aJleKBaTHOI 3aMiCHOI Tepartii, ajie i BiJ BiKy, B AKOMY
MoYaocsd cTaTeBe J03PiBaHHSA, BiJl HOTO TPUBAJIOC-
Ti Ta TEPMiHIB 3aBePIIeHHS KiCTKOBOTO pocTy. Tomy
kateropii xBopux 3 IGHD i3 mogBoio nepmux o3uax
CTATEBOTO /I03PiBaHHS PEKOMEHI0BAHO MPU3HAYATH
AHTUTOHAIOTPOTIHY Tepamio, abu 3yNUHUTH MPU-
CKOPEHHS 3aKPUTTs emmidisapHUX 30H 1 301MbITHTH
KiHI[eBUM 3picT maiiedTa. Y Bifi/liIeHH] JUTIYO01
€HJIOKPUHHOI MaToJiorii [HCTUTYTY Ticag 3acTocy-
BaHHsI KOMOiHOBaHOI Teparmii mpemapatamu CTT ta
aHAJIOTaMU TOHAZIOTPOMiH-PUIi3UHT-TOPMOHY OTPH-
MaHO [O3UTHBHI Pe3yJbTaTH CTOCOBHO KiHI[EBOTO
spocty xBopux 3 IGHD. /logatkoBa npubaBka 3poc-
TY /10 IPOTHO3HOTO CKJIaJajia Bifi 5 ¢cM 0 7 ¢M Ha
piK. 32 HAIMMU CIIOCTEPEKEHHIMU, OTITUMATbHUM
TEPMIHOM 3aCTOCYBaHHS aHAJOTIB TOHAZOTPOIIiH-
PUJII3UHT-TOPMOHY € 2 POKH.

PenenTtopHa HEUyTIMBICTh /10 TOPMOHY POCTY

Ax srapgysanocs Bumie, I'P, ax i Bci menTumHi
YUHHUKH, JIi€ Yepe3 3B’I3yBaHHS 31 CBOIM peIenTo-
POM Ha KJIITUHHIN MOBEPXHI, IO € TEPIIUM KPOKOM
peasisariii ioro eekTy.

Ten penenrropa I'P posramoBano Ha KOPOTKOMY
wiedi 5-i xpomocomu (5p13.1-p12), 1eii perentop €
npencrasaukom poauaun GH/PRL/cytokine. 3pina
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(opma perentopa ropMony pocty Mictuth 620 ami-
HOKHUCJIOTHHUX 3QIUIIKIB 1 CKIAZAETHCS 3 3 JOMEHIB:
LUTOIIA3MATUYHOrO, L0 MICTUTH 345 amiHokuc-
JIOTHUX 3aJIUIIKIB; TPAHCMEMOPAHHOTO, 1[0 MiCTHTh
30 aMIHOKMCJIOTHUX 3aJIUIIKIB, 1 ITO3aKJITUHHOTO
rOPMOHO3B’SI3yI040TO JIOMEHY, II[0 MICTUTD 245 ami-
HOKHUCJIOTHUX 3aJUIIKiB. Perentop TopMoHy pocTy
icuye y 1Box opmax: y hopmi meMOpano3B’si3aHOTO
perenitopa i y ¢opMi pO3UMHHOTO pelenTtopa, 1o
Bi/IIOBI/IA€ MO3aKIITHHHOMY JOMEHY MeMOPaHHOTO
perenitopa. B3aemofisi TOpMOHY poCTy 3 HWOTO pe-
IENTOPOM Ha KJIITUHHIN MTOBEPXHI Bejle 0 TUMePH-
3allii perenTopa TOPMOHY POCTY, 1110, Y CBOIO Yepry,
CIIpUsIE€ aKTUBAIli1l, aCOIifOBAaHOI 3 PelenTOPOM I1-
TOTLIa3MaTUYHOI TUPO3WHKIHA3H, sTKa hochopuiioe
K caM perenrtop, tak i iumi 6iaku. Ile € mepumm
KPOKOM CUTHAJIBHOI TpaHcAyKilii Ta cuaTe3y [UP-1.

JledinuT perentopa TOPMOHY POCTY MOJKE CIIPU-
ynautr miakosuty (GHI — Growth Hormone
Insensitivity) ab6o uacrkoBy (P-GHI — Partial
Hormone Insensitivity) neuytausicts n0 I'P. He-
YYTJIUBICTD /0 TOPMOHY POCTY BU3HAYAETHCS SIK He-
3/1aTHICTH TIAIIEHTA BiIIOBI/JaTH MO3UTUBHO SIK HA
eHJIOTEeHHUH, TaK 1 Ha eK30T€HHU TOPMOH POCTY.

CuHIpOM <«HEUYYTJIWBOCTI 10 TOPMOHY POCTY»
kaacudikyioTh Ha TIEPBUHHUIN 1 BTOpUHHUHN. BTo-
pUHHMHN, 260 HaOYTHiT CHHAPOM TPATLISETHCS Y XBO-
PUX i3 TSDKKMME CICTEMHUMU 3aXBOPIOBAHHSIMM, Ta-
KHUMU SIK ypeMis, Tskka popMa giabeTy, HeoiaHHs
i rimepkarabosiaM. Y 1bOMY BUIAAKY e(heKTUBHIM
€ JIIKYyBaHHSI CUCTEMHOTO 3aXBOPIOBAHHS.

[To crocyerbes nepsunHOl rpynu GHI, saxy mie
Ha3uBalOTh CUHAPOMOM JlapoHa, TO 110 MaTOJOri0
NOB’g3aH0 3 /edilluTOM PelenTopa TOPMOHY POCTY.
Cunzpom Jlapona Brepire 6yJio omrcano 1966 poky
Z. Laron et al. y Tpbox apaOChbKUX MAIli€HTIB, Y SIKUX,
MOTIPYU BUCOKUI PiBEHb TOPMOHY POCTY, CIIOCTEPiTa-
Jlacsl KJiHIYHA KapTuHa AediluTy TOPMOHY POCTY.
I smmme 1989 poxy OyJio mpeacTaBieHo eIl JaHi,
SKI IIPOJIEMOHCTPYBAJIN HAgBHICTb MyTalliil y resi
pererrtopa ropmony pocty. P.J. Godowski et al.
OTIMCAJIU JIeJIelil0 B IJISHIN TeHa, M0 KOAYE Mo3a-
KJITHHHIIT TOMEH pelenTopa, a S. Amselen et al. —
TOYKOBY MYTAIIit0 B I1iif ke JinsHi. [li3ninie y xBo-
pux i3 cunzpomom Jlapona 6ysio ONMUCAHO BEJHMKY
KiIbKiCTh TeHHUX gaedexti. Tum ycmnaaxyBaHHS
HaifyacTile aBTOCOMHO-PEIIECUBHUN, ajie OMMCAHO
TaKOK CKJIQJHI T€TEPO3UTOTHI Ta JOMiHAHTHO He-
raTUBHI IeTepPO3UTOTHI CXeMH YCIJKyBaHHS, IO
CBiIUUTH TIPO 3HAYHY TEHETUYHY TeTEePOTCHHICThH
curapomy Jlapona.

Cunpnpom JlapoHa TpajuIlifiHO acOIIIOOTD i3 TH-
noBUMM (EHOTUIIOBUMHU XapaKTePUCTUKAMU: HaJl-
3BUYAITHO HU3BKUI 3PiCT, X04a HA YaC HAPOJKeHHS

NOBXXKWHA Tilla AUTWUHU, SIK TPABUJIO, € HOPMaJib-
HOTO; YepPEeMHO-JTUITHhOBA UCTIPOTIOPILis, crieludiaHi
M’SI30BO-KICTKOBI il MeTabOJIIuHI O3HAKH.

[Mo crocyeThcsi TOPMOHAJIBHUX MOKA3HUKIB, TO
y TAIiE€HTIB i3 cUHAPOMOM JIapoHa BUSABISIETHCS BU-
COKUII piBeHb TOPMOHY pocTy, iHoi 10 50-100 Hr /M
(HOpMasbHUIT 200 MiABUINEHWH Y TOPOCINX), 3HA-
yHO 3HMKeHOo BMicT IYP-I ta [YP3b-3, xinbKicTh
AKUX He 3MIHIOETBCA 32 YMOB NIPU3HAYEHHS Tepartil
TOPMOHOM POCTY.

Jlns  mudepenItiitHoi  A1aTHOCTUKW — CUHJ[PO-
my Jlapona 3 inmumu dopmMamMu HU3BKOPOC-
JIOCTI  MOJKHA 3aCTOCOBYBATH YOTUPbOXJIEHHUN
[9P-I-ctumymotounii Tect. ¥ aiTeil i3 cMHIPOMOM
Jlapona BiacyTtHe migBumenns pisaiB [YP-1 Ha i
CTUMYJISIIT HA BIIMIHY BiJl TIAIIEHTIB i3 KJIACUIHUM
BapiaHTOM 6i0JIOTYHO HEAKTHBHOTO TOPMOHY POCTY.

JlikyBanna. Cporojui B ycboMmy CBITi st Ji-
KyBaHHS TinogizapHOro HaHi3My JOCHTH YCITIIITHO
3aCTOCOBYIOTH IIpenapaT reHHO-1HKEeHEPHOTO TOP-
mony pocty. Cranmaptaa no3a I'P, mo Buxopucro-
BYETHCS B JIiTeH i3 COMaTOTPOITHOIO HEJOCTATHICTIO,
nopisaioe 0,025-0,035 mr/xr/mo0y, moAeHHO, IMO-
CTiitHO, 10 3aKpUTTs elidizapHux 30H abo K0CAT-
HEHHS COIIaIbHO CIIPUSTIUBOTO 3pOoCTy. KIiHIYHUM
OPIEHTUPOM JIJIsT BiIMIHU JIIKYBaHHS € MEHINA Bij
2 ¢M Ha piK MBUAKICTH POCTY. Y MOAATBIIOMY TPH-
3HavaloTh HiaTpuMmytouy 103y I'P npotsarom ycboro
JKUTTS.

Ha Tai 3actocyBaHHs peKOMOIHAHTHOIO COMa-
TOTPOTIiHY JIOAWHU 3 JOTPUMAHHSIM BUIIEBKa3a-
HUX JI030BUX PEKOMEHJAIN y /IiTeill i3 CUHIPOMOM
6i0JIOTIYHO HEaKTMBHOTO TOPMOHY POCTY BijsHa-
YAETHCS HEJOCTATHIN POCTOBUH e(exT, IKNIT MOXKHA
MOSICHUTH aHTAarOHICTMYHUM BILJTIBOM MYTAHTHOTO
ropmMony pocty Ha perenitop ['P. Tomy HeoOximHO
B/IOCKOHAJIUTH AJTOPUTM JiaTHOCTUKHU Ta PO3PO-
OUTH HOBI IPOIO3KIIi B po3paxyHKy nos3u [P s
TaKuX JiTe.

Kpurepiem edeKTUBHOCTI CTUMYJTIOI0UO] PicCT Te-
partii € 36i/bIIeHHsT MBUAKOCTI POCTY Bijl BUXiAHOI
B KiJIbKa pa3iB. 3a IaHUMU Pi3HUX aBTOPiB, BOHA J10-
csATa€ B TePIIUH Pik JiKyBaHHA Bij 8 cM 10 13 cM.
MakcumanbHa TIBUJKICTE POCTY BiJI3HAYAETHCS
B TIePITUH PiK JIIKYBaHHs, HAJTO B 1epiri 3-6 Mics-
1[iB, IOTIM BiJOYBAa€ThCS YIOBIIbHEHHS MIBUIKO-
CTi POCTY BiJ IEPIIOTO O IPYTOTO POKY JIIKYyBaHHS
(31 3GepeKeHHSIM TIBUKOCTI POCTY MOHAA 5-6 cM Ha
pik). PaHo posnouare Ta peryJsipHe JTiKyBaHHS /103-
BOJISIE IOCATTH HOPMAJIBHUX, TEHETUYHO 3aIIporpa-
MOBaHUX MTOKA3HUKIB 3POCTY.

[TosutuBHUIT edhexT y MiTel i3 ediuToOM peren-
TOpa FTOPMOHY POCTY JIa€ Tepallisi peKOMOiHaHTHUM
iHCYIiHOMOAIGHUM YMHHUKOM I.
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KniHiyHa nekuis

[liarHoCTHKA BUIEOTIMCAHUX CTaHIB HU3bKO-
pPOCJIOCTI € JOCUTH CKJIAJHOI0, aJi’Ke TOPMOHAJbHI
MUChYHKIT He 3aBXKIU TIPOSIBISIOTHCS SCKPaBO
O/IHO3HAYHO Ta IHKOJM MACKYIOTbCS CYNyTHIMU 3a-
xBopioBaHHsIMU. HaliBaK/IMBINIO0O KIIHIYHOIO IIPO-
6JIeMOI0 3aTPUMKH POCTY B AiTell € audepenIiiiina
MiarHOCTUKA HaHI3MY Pi3HOI eTioJorii 3 MeTO BU-
3HAaYeHHS TOYHOTO BapiaHTa HWU3BKOPOCJOCTI, MPO-
THO3Y 3aXBOPIOBaHHS il BUOGOPY aJleKBAaTHUX METO-
niB teparii. Tomy npoBeieHHS MeIUKO-TeHEeTUYHOTO
00CTeREHHS JIUISI IeIKUX TIAIiEHTIB € HeOOXiTHUM.

OTike, pPo3B’si3aHHs TPOOJEM €TiOmaToreHesy,
B/IOCKOHAJIEHHST METOJIIB /[IaTHOCTUKHU Ta JIIKYBaHHSI
XBOPUX 13 MATOJIOTIEI0 POCTY € aKTyaJbHUM Y /U-
TSYif eHAOKPUHOJOTI. AJKe HOCATHEHHS OMNTH-
MaJIbHOTO KiHIIEBOTO 3POCTY B MeXaX TE€HETUYHO
IPOTHO30BAHOTO € OJHWM i3 TOJIOBHUX UMHHUKIB
y HOpMaJi3aillii mcuXoJ0TiYHOTO CTaHy Ta KUTTEBO-
TO TOHYCY TAITi€HTIB i, 3PEIITO0, TA€ MOKJINBICTH
3aiimMatucst yao0JeH0 CPaBoio B AKUTTI Ta 3a6e3-
nevye aJeKBaTHY COIIaJbHy aJalTalliio XBOPOTO
B CYCIIJIbCTBI.
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HaumnoHanbHas MeanLMHCKan akafemmna nocnearnaoMHoro 06pasosania

nm. TLI1L Wynunka

Pesiome. [pefiCTaBNeHbl COBPEMEHHBIE METOABI TaOOPATOPHOM 1 MO-
NeKyNAPHO-TeHETNYECKON ANArHOCTUKM HU3KOPOCTOCTU Y AeTel, npw-
UMHOWI KOTOPOII ABNAETCA abCOMIOTHAA UM OTHOCKTENbHAA HeloCTa-
TOYHOCTb FOPMOHA POCTa. IoKa3aHbl NoaXoAsl K AvddepeHUManbHoM
avarHoctvike ee dopm. OnmncaH GeHOTWM NaUMeHTOB C CUHAPOMOM
610NOrMYeCKN HEaKTVBHOIO FOPMOHa POCTa. [laHbl pekoMeHaaLmm no
NeyYeHMIo HU3KOPOCIOCTI Y [IeTelt B 3aBUCUMOCTH OT ee GOPMBI.
KnioueBble cnoBa: COMATOTPOMHaA HEJOCTaTOYHOCTb, CUHIPOM
61010rMYeCcKn HeaKTMBHOTO TOPMOHa POCTa, CUHAPOM J1apoHa, feTw,
FOPMOH pOCTa.

Differential diagnosis of certain forms of short
stature: the isolated growth hormone deficiency,
syndrome of biologically inactive growth hormone,
receptor insensitivity to growth hormone (clinical-
diagnostic and molecular-genetic features)

N.A. Sprinchuk

State Institution «V.P. Komisarenko Institute of Endocrinology
and Metabolism, Nat. Acad. Med. Sci. of Ukraine»

National Medical Academy of Postgraduate Education,
named after PL. Shupyk

Summary. The author presents the modern methods of laboratory
and molecular genetic diagnosis of short stature in children, due
to an absolute or relative deficiency of growth hormone, shows
approaches to the differential diagnosis of its forms, describes the
phenotype of patients with syndrome of biologically inactive growth
hormone. Recommendations are given for the treatment of short
stature in children depending on its form.

Keywords: growth hormone deficiency, syndrome of biologically
inactive growth hormone, Laron syndrome, children, growth
hormone.
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