Puc. 2. ConoctasfieHne TekyLlero pocta M XPOHOSIOrMYECKOro
Bo3pacta (@) W TekylLiero pocta M KOCTHOro Bo3pacta (6) vy
60/1bHbIX C CUHAPOMOM TepHepa, NoslyvyaBLUMX JlevyeHne B TeueHue
4—7 net. 3HauYeHUs npepcTaB/ieHbl Kak cpefHue =SD, ropusoH-
TasibHble NINHUN — CpeHue AaHHble /11 KOHTPOJIbHON Monynsauum,
ncnonb3oBaHHble A. Lyon u coasT. [10].

Mo ocu opguHaT—pPOCT (B CM); MO OCKM abCUMCC — XPOHOMOTUYECKWi BO3pacT
(B rogax, 0), KOCTHbIli Bo3pacT (B rogax, 6).

HacTosiLLeMy MOMEHTY Tepanusl Gblna 3aBepLUeHa, YTo
NO3BOMWIO HaM [AaTb MpeABapuTE/IbHYK OLIEHKY ee
B/IMSIHUSL Ha KOHEYHbIA pocT. CnenyeT OTMETUTH,
O[HaKO, 4YTO 3TV pe3y/bTaTbl MOFYT HEe MOJIHOCTbIO
oTpaxaTb AelCTBUTENbHOCTb, Tak Kak MOXHO npen-
NONOXWUTb, YTO Y Tex OO/bHbIX, Y KOTOPbIX Jsie4eHne
6b1710 3aBEPLUEHO, POCTCTUMYANPYIOLWNI 3ODEKT Bbln
MakcumaneH. C Apyroli CTOPOHbI, pacuyeTHbIA KOHeu-
Hbli pOCT AN 3ToW rpynnbl 60MbHbLIX COCTaBASAN
143,8 cm, 4TO He OT/IMYa/IOCb OT CPEefHEero pacuyeT-
HOro nokasarenia Ans Bcex 62 naumeHToB. Kpome TO-
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ro, BMOJSIHE BEPOSTHO, YTO Y HEKOTOPbIX Hawmx na-
LMEHTOK POCT MOXET YBEIMUYNTLCSA €Lle HA HECKOJIbKO
CaHTMMETPOB B TeYeHue Mnocneaywmx feT, Tak Kak
Yy MHOIMMX U3 HUX elle He OblIM 3aKpbiTbl 30HbI
pocTa.

Taknm 06pa3omM, Ha OCHOBaHWM MMEKLLUXCA K Ha-
CTOsALEeMY BpeMeHU AaHHbIX NPeAcTaBAseTcs BMOJHe
NIOTMYHBbIM  BbIBOA O TOM, 4TO NedeHve [P, npume-
HAeMbIM KakK B KauyecTBe €[MHCTBEHHOro TepaneBTu-
UecKoro CpeficTBa, Tak U B KOMOMHAUMM C OKCaHApPO-
JIOHOM, MPUBOAMWT K YCKOPEHMIO TEMMNOB pocTa B Teye-
HUe nepBbiXx 5—6 €T Tepanuu U YBEIMYEHUIO
KOHEYHOro pocta. BHe COMHEeHUsi, KOHEUHbI/i POCT He
MeHee 150 cm fBNSIeTCA BMOJSIHE PeasIbHOM  LEeNbHo
POCTCTUMY/IVPYIOLLIE Tepanuu y 60/IbHbIX C CUHAPO-
MoM TepHepa. K nonoxutesibHbIM 3dydhektam Takol
Tepanuu crefyeT TakkKe OTHEeCTV HopMaIM3auuio
TEMNOB (HM3MYECKOrO pa3BMTUS B Mepuode [AeTcTBa
N BO3MOXHOCTb HauyaTb 3aMeCTUTE/IbHOE JIeueHue
acTporeHamy B 6onee (PU3MOMOTMYHbIE CPOKM.
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XPOHVKA WMN3YUEHUA HEAOOCTATOYHOCTW PELENTOPOB K ITOPMOHY

POCTA (CUHAPOM JIAPOHA)!

OTgeneHve neguatpuv MeguUMHCKOro Konnegxka YHusepcuteta dnopugpl, eliHcsunn, CLUA

OTnonorvss  CYMHAPOMOB  HEYYBCTBUTENIbHOCTU K
ropmoHy pocta (FP) npeactasneHa pasnyHbIMU
hakTopamu, OOHMM W3 KOTOPbIX SABNSETCA HepocTa-
TOYHOCTb peuenTopoB K ropmoHy pocta (HPIP).
B HacToslliee Bpems MPUHATO He YnoTpebsiaTb paHee
NPUMEHABLUNECHA TEPMUHblI — «KapPJ/INK» U «Kapuv-
KOBOCTb», NMO3TOMY /11 0603HAYeHUs HeJOoCTaTO4YHO-
CcTn peuentopoB K P pekomeHayeTcs ynoTpebnatb
3MOHMMWYECKOE Ha3BaHWe «CUHAPOM JlapoHa».

' CoobuieHo Ha XIII MexayHapoaHOM cMMno3uyme o npobne-
Mam pocTta, npoBogumoM dmpmoit «Kabu dapmaums» (laara,
Hupepnanabl, anpens 1992 r.).

KnnHunueckne mnccneposaHusA

B cBoeil cratbe «leHeTuyeckuii runogusapHbiii
HaHW3M C BbICOKOW KOHUeHTpauuer B kpoBun P —
CKpblBAETCA /1N NOA 3TUM 3araBuemM HOBOE BPOXAEH-
HOe HapylleHve MeTabonmama?». Z. Laron n coasT.
[3] onucann Tpex pgeTeit cubCOB C TUNOI/IVIKE-
Myeld N ApYrUMn KIUHUYECKMMU W nabopaTopHbIMU
npusHakamn HegoctatoyHocTm [P, HO ¢ o4eHb
BbICOKOW KOHLEHTpauuein nMmyHopeakTusHoro P B
CbIBOPOTKE KPOBW. ITU AeTu Oblav NEeMEHUTCKAMU
eBpesAMn, Oeaylika U 6abylika KOTOpbIX SABASAIUCH
[LBOOPOAHbIMM GpaToM W cecTpoir. B 1968 r. uccne-
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posatenu u3 W3pamna coobwmunm o 20 60/bHbIX C
BbICOKOW CTeneHbi poAcTBa, Hac/efoBaBLUMX 3a60/e-
BaHVe Mo ayTOCOMHO-peueccBHOMY Tuny. 310 3a60-
NleBaHVe BCTpeyasiocb TOJIbKO Y €BpeeB, MpoXmBato-
wux Ha bBnwkHem Boctoke [4]. B TOM e rogy
nosiBM/I0Chb coobueHne o neveHnn NP 22 60MbHbIX 13
14 cemeii, nevyeHne cONpoOBOXAa/I0CL 3aMETHOW MOOU-
nusaumyen cBOOOAHBLIX >XUMPHbIX KWUCMOT, PpeTeHuuein
asota UM ynydweHnem pocta 60/bHbIX. Y B3poc-
NbIX U NOAPOCTKOB BbISBUAN HOPMasibHOE coepXa-
Hne [P. Tllpegnonaranocb Haauume Yy HEKOTOPbIX
poauTenei reTepo3nroTHbIX aPHeKTOB, TaknX, Kak na-
TOJIOTMYECKN HU3KUIA POCT /MO0 MOBbIWEHHbIA YPO-
BeHb P [5]. T. Merimee wn coaBT. B 1968 .
onucany nepsBoro 60/IbHOr0, MPOXMBAKOLLEro He Ha
Tepputopun MN3pauns. Nm okasasca myxynHa 30nerT,
y KOTOPOro OTCYTCTBOB&/1 MeETabo/IMYeCcKUin OTBET
Ha 3k3oreHHbli TP [6]. Mpegnonoxunn, yto gedekt
MOXeT HaxoauTbcs B 0b6nactu nepudepnyecknx pe-
uentopos ansa P.

B 1969 r. W. Daughaday u coaBT. coobwmnm
0 HapylwleHHoM akTuBaumm P cynbdupytowero goak-
Topa y 6 60MbHbLIX C cYHAPOMOM JlapoHa w3 K3pa-
una [7]. B 1971 r. nosiBUNOCb COOOGLIEHME elwe 0
OBYX 60/bHbIX, TaKXKe ABNABLUMXCA XuTenammn M3pa-
unsa, 310 OblIM cMBCbI apabCKoro MNPOUCXOXAEHUS,
npoxuBarwe B 06/1acTM € BbICOKON 4acTOTOW
POACTBEHHbIX 6pakoB. Y 3TWMX NauUeHTOB He CMOIu
BbISIBUTb HW KOPOTKMX, HU [ONTOBPEeMEHHbIX MeTabo-
JINYECKMX OTBETOB Ha 9K30reHHbIi TP [8]. B Tom xe
rogy Z. Laron » coaBT. BHOBb BbISBUIU Y 3TUX
60/bHbLIX TUMNYHbIA, HO MeHee BbIPaXKEeHHbIV No cpas-
HEeHU0 ¢ 6OJIbHbIMWU C HefocTaTtoyHocTblo [P Mme-
Tabosimyecknii OTBET Ha 3K30reHHbln P u npopge-
MOHCTPUPOBa/IN OTCYTCTBME peakuun cynbupytoLe-
ro c¢oaktopa Ha I'P.

Brnoxumunyeckne uccnegosaHus

B 1973 r. 6bII0 MOKasaHO, 4YTO YPOBEHb CbIBO-
poToyHoro P y 60MbHbIX C CUHAPOMOM JlapoHa
He OT/iM4yaeTcs OT HopMasibHoro. R. Bala u J. Beck
onuca/in  HOPMaJIbHYK) KapTUHY, MOJIYYEHHYIO MpK
dopakumoHnpoBaHun P oT gByx 60MbHbIX 13 KaHa-
obl [10], ogHako B Hell OTCYTCTBOBa/lI MUK CBS-
3aHHoro [P. B 7O e Bpemsa cuuTa/in, 4YTO CBA-
3aHHasa hpakuua npeacTtaBniseT He3HauuTeNbHbIA ap-
Tectbakt [11]. HopmasbHoe cBA3biBaHMe P ¢ pas-
NINYHBIMW aHTUTEeNaMmn, UCMNoNb3yemMbiMU ANS Pajuvo-
MMMYHO/IOrMYeckoro aHanmsa P, Takke 6bl710 npo-
OEeMOHCTPUPOBaHo y 22 60/bHbIX [12]. B panbHei-
Wwux wuccneposaHusax L. Jacobs u coaBT. nokasanu,
yto P oT 7 60/MbHbIX C cuHAPOMOM JlapoHa
PYHKUMOHNPOB&UT HOPM&sibHO MpU MNPOBEAEeHUn pa-
[LMOpPEeLLenNTOPHOro aHasin3a, 4Yto NoATBepPXAasio npes-
NnosiokeHve 0 Haamumn fedpekta Ha  peuenTopHOM
ypoBHe [13].

D. Golde un coaBT. nokasa/ln HeCnoco6HOCTb
P akTmBmpoBaTb 3SpUTPOUAHbIE KIETKU-MpeLlecT-
BEHHUKW, BblAeNleHHble U3  nepudepuyeckori KpoBu
2 00/bHbIX, YTO YyKa3blBa/IO Ha reHepasiM30BaHHyo
HEeYyBCTBUTE/IbHOCTb KNEeTOoK K P [14]. B 1984 r. 6Gbl-
NI0 nokKasaHO, 4TO TrenartouuTbl, MOJIyYEHHbIE MPK
o6uoncuy neveHn y 2 O6OMbHbIX, HE CBA3bIBA/IN pa-
ONoakTUBHbIA P, TOorga Kak KOHTPOJ/ibHble KeTKU
neyeHu, MoJslydeHHble OT [OHOPOB noyek (N=6),
uvenun 7,9—24 % cBA3blBaHUA pPaavOaKTUBHOIO Sv-
raHga [15]. 9Tu gaHHble ABWAWCH NEPBbIM MPAMbIM
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[oKa3aTeNbCTBOM  HEeAOCTAaTOYHOCTU  peLenTopoB.
B 1987 r. M. Geffner n coast. [16], obcnenys
Tex Xe 60/bHblX, YTo N D. Golde u coasT. [14]
3a 7 net A0 3TOr0 MOMEHTa, O6HapYyXuau, 4to Yy
TpaHchOpPMUPOBaHHbIX T-K/1€TOK OTCYTCTBOB&/T MUTO-
FeHHbli oTBeT Ha [P, HO OH nosBAAACA npu
BO34EACTBUN Ha HUX WHCY/IMHOMOAOOGHLIM POCTOBbIM
aktopom | (MP®P-1).

S. Ymer n A. Herrington B 1985 r. [17] Bnepsble
NPOAEMOHCTPMPOBa/IM CXOACTBO Mexzay cneumduye-
ckum [P-cBasbiBaowum 6enkom (FPCB) mnekonu-
Tarowmx (Kponmybero) B CbiBOPOTKe KpoBu u MPCHB
LUMTO30M8 nNedyeHW. Yepes 2 roga nossBUNUCL [Ba
COO06LLEeHNs, CBUAETE/bCTBYOWME 06 OTCYTCTBUU
PCB y 60/bHbIXx ¢ HPIP (18, 19]. B Tom Xe
1987 r. nocne nypdgukaumm cbiBopoTouHoro MPCHB 1
pacwmndpoBk/ ero 6enkoBoil  nocrefoBaTelbHOCTM
CT&/I0 ACHO, 4TO N0 CTPYKTYpe OH WUAEHTUYEH
3KCTpaLesI/IASAPHOMY FTOPMOHCBA3bIBaKOLWEMY AOMe-
Hy Memb6paHocBsizaHHOro peuentopa kK P [20].
B 1990 r. nosBwuiocb Ccoo6LiEHME 0 3HA4YUTENb-
HOM KOHUEeHTpaumm 60MbHbix ¢ HPIP B un3onupo-
BaHHOW €BpOMeouaHON NOoNyAsauun, NPOXUBAtOLLIENA B
OOHOI M3 MPOBMHUMIA HOXHOro 3kBagopa 1 xapakTte-
pU3ytoLLenca MasbIM YAC/IOM BO/bHBIX MYXXUMH [21].
B nocnepyrowem 6bJI0 ONMCAaHO HOpMasibHOE MoJ1o-
Boe pacnpegeneHne [2] B rpynne OO0MbHbIX U3 KU-
HUYECKN U BUOXUMMUYECKM CXOAHOV nonynsaumm, npo-
XunBarollen B cocefHeil nNpoBuHUMW. Hapagy ¢ HU3-
Knm ypoBHeM VIP®-1 B 3Toii nonynsuum BbISBUIN
3HAUNTESIbHO CHWXKEHHbIN ypoBeHb VIP® 1l n NP®-
ceasbiBaowwero 6enka-3 (MP®CB-3), ABHY aKkTtu-
Bauuto cuHTesa VP® u NP®CbB-3 y nogpocTkoB 1
OTCyTCTBME W3MeHeHun copgepxaHnsa MTPCB B 3aBu-
cMMocTM OT Bo3pacTa. OCo6eHHO HeobXxoAMMO OTMme-
TTb 06HapyxeHne [PCB (Bnnotb go 30 % oT
HOPMaJ/IbHOrO  YPOBHS), OMNpPefesieHHOro  MeToAoM
renb-punbTpaunm, a B NO3gHNX paboTax ¢ NOMOLLbO
NUraHa-MMMYyHOOYHKUMOHa/IBHOTO  aHam3a [21 —
23]. B cBA3n ¢ OBHapy>eHUemM YMEPEHHO CHWDKEH-
HOro NMM60 HopMasibHOro ypoBHsa PCB npu cuHgpo-
Me JlapoHa BO3HMKaeT BOMNPOC O B3aMMOOTHOLLUEHMUU
Mexay uupkynvpywowmum FPCB 1 (PyHKUMoHMpoBa-
HUeMm peuentopa [24,25].

MaeHTUbUKaums MonekynsipHoro gedekra

Xapaktepuctuka D. Leung u coaBT. [20] reHa
peuenTtopa Kk 'P npuBena k nonbiTkam onpegeneHus
crneundnyeckoro  MOJIEKYNSAPHOro  gedekra  npu
HPI'P; 6bi10 06Hapy)XeHO, 4YTO HEecMOoTps Ha peg-
KOCTb 3TOro 3abosieBaHnsi, OHO OTINYAETCH reHeTude-
CKOl reTeporeHHoCcTblo. [lake BHYTPU KINHUYECKM
CXOAHOV ¥ NpU6M3UTENIbHO TOMOTEeHHON B PaccoBOM
OTHOLLEeHUW nonynsauum B W3pawne TONbKOo y 2 u3
9 nepBOHa4YasiIbHO 06CAef0BaHHbIX 60/bHbIX Oblna
obHapyxeHa pgeneumss 9KkcoHoB 3, 5 un 6 [26].
CoBepLUeHHO WHOr0 poja HapylleHne, a WMEHHO
3amMeHa eUHUYHOro HyK/ieoTuaa B aKCTpauensitonsap-
HOM AOMeHe reHa peuenTtopa K P, 6blna ob6HapyxeHa
B OAHOV 13 ABYX npoxusawwmx B CpeansemMHo-
Mopbe cemeli [27]. B panbHeinwmx uccnefoBaHusx
6blna BbIsIBfieHa MNOBTOPSAOLLAsAcA abcypaHas myTa-
ums reHa peuentopa K P, npuBogswas Kk gene-
HAM cBA3bIBalOLWEro fgomMeHa y 3 u3 6 obcne-
[OBaHHbIX 60NbHbIX [28]. OTAenbHbIn  gedekT, a
MMeHHo: MyTaumsa 180 kofoHa B 3KCOHe 6 peuen-
Topa Kk P, obycnosnusatwoLlias M3MeHeHne 06/1acTu



cnnalicuHra v geneHun 8 amMmHOKUCAOT K3  Mosie-
Ky/ibl peuenTtopa, 6bl1 06HapyXeH y BCeX, KpOMe 0of-
Horo, 37 6onbHbIX K3 3JkBagopa [29]. Bsaumo-
cBsA3b [PCB, wu3smepsiemoro xpomartorpacuyeckmm
METOAOM WA NUTraHAHbIM  UMMYHOMYHKLMOHA/TbHBIM

aHann3oMm, W YHKUMOHA/IbHON aKTUBHOCTU  K/le-
TOYHOW MNOBEPXHOCTM WM3yyanacb B AaJibHelLem
S. Bass un coasT. [30]. ABTOpbl MokKasasu, 4TO

CUHTETUYECKU/ MYTaHT C 3aMeLLeHHbIM eAVHUYHbIM
HYK1€0TMAO0M, OMMCaHHbIM S. Amseiem W COaBT.
[27], HopmasibHBIM 06pa3om cBA3biBasT [P npu BHeA-
peHun ero B Escherichia coli. MyTaHTHbIN peuen-
Top 6blA, O4HAKO, HeaKTMBEH B K/eTKaxX 3yKapuoTOB
[31]. MonyyeHHble HefaBHO AaHHble O CBSA3bIBAHWUN
P ¢ peuenTopamy KNeTOYHOM NOBEPXHOCTM MOKa3bl-
BalOT, UYTO oAHa Monekyna [P B3aumogeincTtByeT c
OBYMS1 peLenTopHbIMU  MOJIEKY/laMU, 3TO YyKasblBaeT
Ha CyLlecTByWLI/Ee pas3/imunMs B CBA3bIBaHUM P B
LUPKYNATOPHOM pycie W (PyHKLMOHUPOBaHUW peLen-
TopoB K P [32].

[MepcnekTnBbl fieveHus

KnoHupoBaHne reHa 4enoseyeckoro WVIP®-I B
1983 r. [33] u nocnegywwas paspadboTka pPeKoM-
OVHaHTHOW TexHonorun no npoussoacTsy VIP®-I B
TepaneBTUYECKMX KOMYecTBax CTa/im UCTOPUYECKM
BaXXHbIMW COObITUAMM A5 60/bHbIX [34]. BO3MOX-
HOCTb JIeYEeHUS He TOJIbKO SB/ISETCA eAUHCTBEHHON
Hagexnon 60 60/bHbIX AeTeil ¢ cMHapomMoMm JlapoHa,
BbISIB/IEHHbIX BO BCEM MUpPE, HO TakKe MOXEeT UMETb
60/blUOE 3HAYEHME O1A KOPPEeKuun HapyLlleHuin B op-
raHM3me 1 OCTeonopo3a, XapakTepHbIX WU3MEHEHWR y
B3pPOC/bIX C 3TUM 3aboneBaHnem [35].

OTaenbHble Aatbl U3 uctopun msydennsa HPIP (CuH-
npoma JlapoHa)

1966 .

— T[lepBble TpM MNauueHTa — MEMEHUTCKUE U3pa-
WUNbCKMe CcubCbl; AEeTU C BbICOKMM YypoBHeM [P [3]
1968 r.

— 20 60/bHbIX, 6/M3KME POACTBEHHUKW, €Bpen C
BnmxHero BocToka, ayTOCOMHO-peLEeCCUBHbIA MNyTb
HacnegosaHus [4]

— OTBeT Ha 3K30reHHblli 'P; HOpMaslbHbI ypo-
BeHb P y noapocTKoB M B3poOC/bIX [5]

— T[lepBblii 60MbHON 3a npegenaMmun TepPpPUTOPUN
M3panns; HeT oTBeTa Ha 3K30reHHbli TP [6]

1969 .

— OTcyTcTBME aKkTMBauuu cyrbupytolero gak-
Topa TP y 6 peteii [7]

1971 r.

— Cubebl apabCcKoro NponCXoXaeHns; oTCyTCTBUE
KOPOTKOrO W AO/ITOBPEMEHHOrO 3(PhekToB Ha 3K30-
reHHbli P [8]

— bonee Hu3KMn MeTabonuuecknii oteeT Ha [P
Mo CPpaBHEHWIO C HefocTaTOYHOCTb [P; HeT nosbl-
WeHnsa ypoBHA cynbdmpytowero caktopa [9]

1973 1.

— HopmanbHoe pakumoHnposaHne [P [10]

— HeunsmeHeHHOe cBA3biBaHve [P ¢ aHTuTenamu
112]

1976 .

— AKTUBHbIA TP K peuenTopy KAETKAM MNeyeHu
[13]

1980 .

6 Mpo6n. aHgoKpuHosorum Ne 2

— HecnocobHocTb P akTuBMpoOBaTb 3pUTPOMA-
Hble  KNeTKU-NpeALllecTBEHHUKN, MNOJlyYeHHble  OT
2 60NbHbIX
1984 r.

— OrtcyTcTBME CcBA3bIBAHUA [251-meveHHoro [P
MUKpPOCOMaMn neyvyeHn y 2 60/bHbIX [15]

1987 .

— TpaHcdopmrpoBaHHble T-k1eTKn 0T 2 60/IbHbIX
oTBevaloT Ha VIP®-I, HO He Ha TP [16]

— OrtcyTtctBne N'PCB [18, 19]

— [PCB vnaeHTnuyeH skcTpauessIionsapHoOMy Aome-
Hy peuentopa K P [20]

1989 .

— OO6HapyxeHne y 2 u3 9 601bHbIX 13 W3pa-
nna fdeneunii 3KCoHoB 3, 5 u 6 B reHe peuentopa
P [26]

— OG6HapyxeHVe 3aMeHbl eANHUYHOTO HyKeoTuaa
B reHe peuentopa [P B ofgHOW w©3 ABYX Ccemel
B CpegmsemHomopbe [27]

1990—1991 rr.

— bonblas KoHueHTpauus 60MbHbIX 13 HOXHOro
OkBagopa. BospacTHble (B OHOLIECKOM BO3pacTe)
nameHeHuns cogepxaHua VIP® u NP®CB-3, HO He
rPCb [2, 21, 22]

1991 .

— Tpoe 60nbHbLIX ¢ abcypgHoi myTauwen, 60/b-
Wwre geneumn reHa peuentopa Kk P [28]

— CWHTEe3UpOBaHHbIN MyTaHT [27] cBsA3bIiBaeT
HOopMasibHbIM 06bpa3om P B E. coli [30], HO He B
KneTkax aykapuoToB

— OpgHa wMonekyna [P ceBa3bliBaeTcs ¢ ABYyMS
peuenTopHbIMK Mosiekynamn  [32]

1992 r.

— 36 u3 37 60MbHbIX M3 JKBagopa C 3amMeHol
KogoHa 180 B 3KCOHe 6, Bbl3blBAlOLWEro ChaaiCuHr
[29]

3aK/iroyeHue

Pepnkoe 3abonesaHve, Takoe, kak HPIP, npega-
cTtaBnsieT coboli mogenb, MMerLy 60Mblloe 3Have-
HVe [NnA NOHUMMaHWsa npoueccoB pocta U MeTa-
6onM3Ma, a Takke BAUAHUA HepgocTaTouHocTn UTMP-1
n ero 3ameuweHua [35—37]. B TeueHne nepBbix
20 net nocfne onucaHus 3TOr0 COCTOSHUA  6bl10
BbISIB/IEHO 29 60/1bHbLIX B V3pawnie u npubnmsuTtesibHO
Takoe >e KOMYECTBO OO0MbHbIX B APYrMX CTpaHax
Cpenm3eMHOMOPCKOro pervoHa. B pesynbtate 20-neT-
HUX WccnefoBaHWii CTaslo MOHATHbIM, 4TO AedekT
pacnonaraetca B 06naet™ cBsA3biBaHUA [P c ero
peuenTopomM Ha MOBEpPXHOCTU KNeTku. 3a nocnegHve
5 net 6bi10 BbiABNEHO 20—25 cnopagnyeckux wn
ceMeilHbIX cnyyaeB: npuonusntenbHo 30 60MbHbIX
JeTeil 3apernctpuposaHo B EBponeiickom uccrefosa-
HAM no nedyeHuto WP®-1, a pgpyrve 56 60/bHbIX
naoeHTUdULMpoBaHbl B dkBagope. Havnbonee BaXHbIM
npeacTtaBnseTcsa TOT pakT, 4To 3a nocnegHue 5 net
6bI10 MOKaszaHo, 4To uupkynupywowwmii TPCB sB-
NnAeTcA SKCTpaues/IioAApHbBIM JOMEHOM peuentopa K
P Ha MOBEpPXHOCTW KNETKU, a TakxKe oxapakrepu-
30BaH reH peuentopa K P u onucaHo wMHoOXe-
CTBO MOJIEKY/ISAPHbIX AedekToB. Ocoboe 3HauveHue
MUMEIOT NOMbITKW SIeYEHUS NOJSTyYEHHbIM PEKOMOUHAHT-
HbiM cnocobom WP®-1. V3yyeHne 3TO yBJiEeKa-
TeNbHOV NpPo6/aeMbl C MCMO/Ib30BAHUEM COBPEMEHHbIX
BUOTEXHO/IOTNIA CNOCOBCTBOBA/IO Y/YULLIEHMIO Kak ee
Hay4HOro MNOHWMaHUA, TakK U COCTOSAHUSA OO/bHbIX.
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P. Po3seHdens

KIIMHUNYECKAA N BNOXUMUYHECKAA XAPAKTEPUCTUKA
HEOOCTATOUHOCTW PEUEMNTOPOB K NNOPMOHY POCTA

(CUHOPOM JIAPOHA)!

Kadhegpa negmatpum MepuumHCKOro konnemxa yHusepcuteta dnopuabl, FeiiHcesunn, CLUA; kadegpa aHAOKPU-
Hosnorun, BonbHuua Cs. Bapdonomesi, JIoH40H, BenvkobputaHus; yHusepcuteTckas getckas 6osbHuua, TIoBUHreH,

Fepmanus; VIHCTUTYT 3HOOKPUHOMOMMMN, MeTabonumsma u penpoaykuun,

Kynto, SkBagop; kKadegpa neguarpum

MegauumnHekol Wwkonbl yHuBepcuteTa CtaHdopga, KanudopHusa, CLUA

Cyfas no cooO6LeHUsAM, nauneHTbl, YUC/I0 KOTOPbIX
npesbiwaeT 150 [1], ¢ HeQOCTATOYHOCTLIO PeuenTo-
pa Kk ropmoHy pocta (HPI'P), B OCHOBHOM MpOXWu-
BaloT B CpegnseMHOMOpPCKOM pernoHe [2, 3], 3a
NCK/TIOYEHNEM 7 6OMbHbIX C MHOMACKOTO CYOKOHTU-
HeHTa {4, 6]. B N3panne n OkBagope OTMevaroTCs
Hanbosblive NOoNyNsAUMOHHbIE KOHLLEeHTpauun 6075b-
HbiXx ¢ HPI'P. Ons o60ux aTUX MecT MonysisiuMOHHbIX
KOHUEHTpauui TUNUYHbIM SBASETCA KPOBOCMELLEHNE;
Takke MMelTCs COoOo6LeHMs 0 nogoOHOM SB/EHUM
B criopagmyeckmx cnyyasx u3 gpyrux mect [7, 9].
Kak npu nwobbiX Hac/IeACTBEHHbIX HapyLUeHUsX,
no-BMAVMOMY, NMPU 3TOM COCTOSIHUM CYLLECTBYEeT Kak
LIMpOKasA TeHeTuyeckasds reTeporeHHoCTb, TakK

I Coob6ueHo Ha XIII MexayHapoaHOM cumMnosuyme no npobrie-
Mam pocTa, npoBoaumoM upmoli «Kabu dapmauua» (Maara,
HupepnaHabl, anpens 1992 r.).
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BapuabenbHas
[10—13].

CbeHOTI/II'II/ILIeCKaFI BbIPa)XX€HHOCTb

HoBopoxXAeHHbIi pebeHOK ¢ cuHApoMOM JlapoHa

BepeMeHHOCTb M pofbl O6LIYHO MNpOTEKAT HOp-
Ma/lbHO, XOTSl HEKOTOpble 3KBAAOPCKNE POAUTENN
pacrnosHalT feTeli ¢ 3TUM HapylleHUeM Yyxe npu
pogax Mo yeptam nunua, CKyAHOMY OBOJIOCEHUIO, Ma-
NbIM pasmMepaM pyK M HOM, a TakKe Hefopas3BUTUHO
HOrTeil. Bonpoc o TOM, SIBASIETCA /U A/vHA W Macca
Tena npu POXAEHUW HeHOopMasibHOW, ocTaeTcsi He-
AICHbIM, TemM 6ofiee 4YTO ITHMKOCMeuuuyeckne aaH-
Hble O0ObIYHO He WCMO/b3YylTCs. B nonynsuymn wms-
paunbTaH y 18 u3 21 nauyueHTa OTMevanMcb HOp-
MasibHble MokasaTesiv Macchbl Tesla Npu  POXAEHWUW,
B TO BpEMsi Kak TO/IbkOo Yy 6 U3 16 anmHa Tena oT/u-
yanacb 6o/ee yeM Ha —2 CTaHAAPTHbIX OTK/IOHEHUS
OT HOPMAaTMBHbLIX CPeAHUX BenuuuH. Cpeay aKBazop-
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