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@I'BOY BO Ilepswuti MOCKOBCKUTE 20CY0apCmMBeHHblll MEOUUUHCKULL Yrueepcumen um. UM.
Ceuernosa Munsopasa Poccuu, Mockea

CuHOpom Kunbbepa — pacrpocmpaHeHHOe eeHemu4Yeckoe 3abornesaHue, rnpu KOMmOpPOM CHUXEHa akK-
musHocmb hepmeHma ypuduHOughocgham-antoKypoHunmpa+Hcgepasbi 1A1 8 neyeHu, ymo npueodum K Ha-
pyweHuro memabornuama bunupybuHa u dpyaux eewecms. Llenb uccnedosaHus: usydums ocobeHHocmu
rnpeHamarsnbHO20 U nocmaHanbHo20 pocma emel ¢ cuHOpomom XKunbbepa. Ha 6ase [Jemckol eopodckoli
KnuHuYeckol 6onbHuybl Ne 9 um. I"H. CnepaHckoeo (2. Mockea) obcriedosaHo 175 demeli 8 Bo3pacme om
3 do 17 nem ¢ cuHdpomom Kunbbepa. OHu 6binu pa3desieHbl 8 3a8UCUMOCMU OM YPOBHST HENPSIMO20 buru-
pybuHa 8 rnasme Kposu Ha 2 2pynribl: nepeasi — ¢ ypo8HeM Herpsmoao bunupybuHa bonbuwe 25 MKMOIb/N,
emopasi — MeHbwe 25 MKMonb/n. JnuHy u mMaccy mesna usMepsisiu cpasy rnocrie poxoeHus u 8 cmapuem
go3pacme. [pyniny cpasHeHUs1 cocmasursiu 300p08bie HOBOPOXOEHHbIE U3 HECTeyuanu3upo8aHHbIX poourslb-
Hbix domoe u 0emu om 3 8o 17 nem u3 mex xe omdeneHuli bosnbHUUBI, HO 6e3 cuHOpoma XKunbbepa u
Opyaux HapyweHul unupybuHog8o20 obmeHa.

lNokazamernu kak 0nuHbl mena (8 6onbwel cmeneHu), mak U Macchl rpu poxdeHuu y demel ¢ cUHOPO-
mom XKunbbepa bbiiu 3Ha4UMO 8bILUE 8HE 3aB8UCUMOCMU OM YPOBHS HerpsmMozo bunupybuHa e cmapuwem
gospacme. Pocm demeli cmapwe 3-x nem ¢ cuHOpomom XKunbbepa u «8bicokumy» bunupybuHom bbis 8biwe,
yem y demeli ¢ cuHOpomom XKunbbepa u boree HU3KUM yposHeMm bunupybuHa u'y 8emed u3 epyrnbi cpagHe-
Hus1. [apMOHUYHOCMb pa3gumusi makxe umesa credyrouue ocobeHHOCMuU 8 3a8UCUMOCIU OmM YPO8HS buru-
pybuHa: demu ¢ cuHOpomom XKunbbepa u «HU3KUM» yPOBHEM HENpsmMozo bunupybuHa He omu4yanaucs om
Oemel U3 epynrbl CpasHeHUs, Mo20da KakK y 60JIbHbIX C «8bICOKUM» HEMNpPsiMbIM 6unupyOuUHOM 6bIrio MeHbLE
demeli ¢ usbbimKoM Macchl mesa o cpasHeHuto ¢ 08ymsi Opyaumu epyrnnamul.

Takum obpa3som, y demeli ¢ cuHOpomom XKunbbepa 8 pesyribmame CHUXEHUS 2/1t0KypOoHUNmpaHcge-
pasHol akmueHOCMU 8 NeYeHU UMeom Mecmo MemabosiudecKue HapyweHus, Ha4uHasi ¢ 8HympuympobHo-
20 nepuoda, Komopble MpuUeodsIM K cmuMysayuu pocma pebeHka.

KntoueBble cnoBa: cuHOpom XKunbbepa, demu, macca mena, O5uHa mena

npssMoro 6unupybuHa B NpSMON U K NOBbLILIEHUIO

BeeneHue
KOHUEHTpauunn HenpamMmoro 6|/|n14py6|/|Ha B nnas3me

Mpn HekoTOpLIX reHeTuyeckmx 3aboneBaHUsX
MYTaHTHbIA reH HEMOCPEACTBEHHO NMPUBOAMT K Hapy-
LLIEHWNIO POCTa KOCTHOW TKaHW, Hanpumep, reH Kapnu-
KoBOoCTW. B GonbLUMHCTBE CryvyaeB Npu reHeTUYECKNX
3aboneBaHuAX HapyLlaeTcs cMHTe3 bepMeHTa, YTo
nNpuBOAUT K BoKy Buoxmmumyecknx peakumi [dorenb,
MoTtynbckn, 1990; Jlepya, 2010]. Ecnun HapywaeTca
0BMeH no katabonuyeckomy nyTu, TO B OpraHn3Me pas-
BMBaETCH 3HAOreHHbIN ToKCcMKo3. K nocnegHnm 3abo-
neeaHusiM oTHocuTcs U cmHapom XKnnbbepa (CXK).

Cungpom Xunbbepa [MIM number: 143500]
[MKB-10 E80.4] — pacnpocTpaHeHHOe ayTOCOMHO-
peLeccrMBHoOe 3aboneBaHune, NpY KOTOPOM CHUKEHaA
aKTUBHOCTb (bepMeHTa ypuauHaudgocdar-rmnokypo-
HunTpaHcdepasbl (YI'T) 1A1 B nevyeHn. CHuxeHne
FMIOKYPOHUNTPaHCepas3HoONn akTUBHOCTU B MeYeHU
npu CX npmBoguT K HapyLleHuo metabonunama He-

KpoBW. YpoBeHb 06LLEro n Henpsamoro GunupybuHa
CBUAETENBCTBYET O CTEMNEHU CHUXEHUM aKTUBHOCTU
depmeHTa [TabonuH, 1967]. OTOT cMHAPOM NPOosBNSA-
€TCH XENTYLUHOCTBIO KOXWN U CIIU3NCTbIX, NOAHEMOM
OunupybrHa npenmyLLecTBEHHO 3a CHET HEenpsiMOu
dpakumm, HapyLLleHMeM camoudyBCTBUS, Bonamn B
XNBOTE, AUCNencunemn, actTeHoBereTaTMBHbIM CUHOPO-
MoM. [MoakimoBa, 2005; UneyeHko ¢ coasT., 2006;
Gilbert, Lereboullet, 1906; Fretzayas et al., 2012]. CXK
4yacTo coyeTaeTcs ¢ 3aboneBaHUAMUN BEPXHUX OTAe-
NOB XenyaovHO-KMLIEeYHOro TpakTa [Une4eHKo ¢ co-
aBT., 2006; y6posuHa c coasT., 2014; BoTBUHbLEB
c coaBr., 2015a, 20156]. CXK npoTekaeT no Tuny Kpu-
30B, KOTOpble MPOBOLUMPYIOTCH ronogaHueM, UH-
TEPKYppPEHTHbIMU 3aboneBaHuAMUN, PU3NYECKON Ha-
rpy3Kon, CTPeccoMm, HapyLleHVeM AueTbl, MPUeMOoM
HEKOTOPbIX NEeKapCTBEHHbIX NpenapaToB, ankorons,
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KOHTaKTOM C TOKCHYeckumu Bellectsamu [[oasiMoBa,
2005; boTtBnHbLEB C coaBT., 2014].

CX Bctpevaetcsa y 3—9% esponenes [Bosma
etal., 1995; Biondi et al., 1999; Shorbagi et al., 2008].
PacnpocTpaHeHHOCTb MYTaHTHOrO reHa B CTpaHax
Esponbl gocturaet 35-40%. B HekoTOpbIX 3THMYe-
ckux rpynnax Adpukn ero yactota npesbiiaet 50%,
pexe 3TOT reH BCTpeyaeTcs cpean MOHrornouaHom
pacbl — 16-33% [Ando, 1998; Balram et al., 2002;
Horsfall et al., 2011].

depmeHTbl cemenctea YI'T 1A noMMmo neveHn
HaxoOdaT elle M B APYrMX OopraHax: nuuieBoae, xe-
nyake, KMWeYHUKe, nodkax, nerkmx [Fujiwara et al.,
2015]. depMeHTbI U3 3TOr0 CEMENCTBA, KPOME KOHbIO-
raumm 6unupybuHa, y4acTByOT B A€TOKCUKALUKN Kak
3HOO0reHHbIX MeTabonuToB (FOPMOHOB, HENMPOTPaHC-
MUTTEPOB U Op.), TaK U 3K30reHHbIX BeLlecTB (pas-
NNYHBIX KCEHOBUOTUKOB, KaHLLEPOreHoB, NeKapCTBEH-
HbIX nNpenapaToB) [Strassburg et al., 2008; Ehmer et
al., 2012]. Takum obpasom, npu CXK Bennka BepodaT-
HOCTb pPas3BUTUSA Pa3NUYHbIX MeTabonmMyecknx Hapy-
weHun. bonblwon nHTepec NpeacTaBnsAeT UsyyeHune
cBA3en Metabonuuecknx HapyweHun y geten ¢ CXK
C 0COBEHHOCTSIMU UX Mpe- U NOCTHaTanbLHOro pocTa.

MartepHaasl H METOIBI

B oTtaeneHusax TepanesTudeckoro npodouns Oet-
CKOWM ropofacKon KnMHu4eckom 60mnbHNLBI Ne 9 nmeHu
I"H. CnepaHckoro (r. MockBa) obcnegosaHo 175 ge-
Ten B Bo3pacte ot 3 go 17 ner ¢ CXK (105 manbum-
koB 1 70 geouyek). [Npn atom 69,7% coctaensanu aetm
B Bo3pacTe oT 12 go 17 nert, 22,9% — B BO3pacTe oT
7 no 11 net n 7,4% — B Bo3pacte o1 3 oo 6 net. lNo-
MUMO crHapoma XKunbbepa geTn Menu pasnmnyHyio
NaTonornio Xenygo4yHO-KNLWEYHOro TpaKkTa: XpOHM-
YeCKUW racTpOAyoaEeHWT, I3BEHHYI0 BonesHb ABeHaa-
LaTUNEePCTHOW KULLIKW, (DYHKLMOHAMNBbHYO AUCNENCUIO.
Pexe BcTpeyanacb natonorus noyvek: nHpekums
MOYEBOW CUCTEMbI, OCTPLIN U XPOHUYECKNIN HEPUT,
HenporeHHas OMChYHKUMA MOYEBOro Ny3bIpd; a Tak-
e Hepeako Mmenu MecTo BeretaTvBHbIe HapyLle-
HWs. [letn 13 rpynnbl CpaBHEHMS cTaplle Tpex net
(131 pebeHok) Gbinn 13 Tex xe oTaeneHuin, Ho 6es
HapyLleHu bunupybrnHoBoro oomeHa, ¢ aHanornyHbl-
MW COMYTCTBYIOLMMU AnarHosamu. Bropyto rpynny
ONS CpaBHEHUS COCTaBMIN 300pPOBble AOHOLLEHHbIE
HOBOPOXOEHHbIE M3 HecneuMannanpoBaHHbIX po-
OunbHbIX JoMoB (N=396).

B nccnegoBaHve He BKAOYanNucb AT C OCTPOK
KNLLIEYHOW MHpEKLMEN, C XPOHNYECKUMU BUPYCHBIMU
renaTutamMmu, reMonmMTUYECKON aHeMUEN, BPOXKAEHHbI-
MW MOPOKaMM Pa3BUTUS >KENYOOYHO-KMLLEYHOIO TPaKTa,

XPOHUYECKMMW BOCMANUTENbHbIMU 3aboneBaHnsamm
KULLIEYHMKA, OETU C XPOHMYECKOM NOYEeYHOM HeagocTa-
TOYHOCTBIO, @ Takke BonbHbIE, NoMyYaLme npena-
paTbl, BAMSAIOLWME HA MacCo-poOCTOBbLIE MoKa3aTenu
(rmtoKopTUKOCTEPOUALI, COMATOTPOMNHBLIA FTOPMOH).

Bcem getam npw noctynneHuun Bbinu onpege-
NeHbl YPOBHM 06LLEro, HeNpsiMoro, NpsiMoro Gunu-
pybuHa cbiBOpOTKM KpoBM No meToay Mengpaccuka-
podhdpa. 3HauveHns obuiero GunupybuHa nnasmbl
KPOBW y AETEN U3 OCHOBHOW rpynmbl Obiv NoBbILLe-
Hbl 1 BapbupoBanu oT 23,0 go 124,3 MkMonb/n, He-
npsimoro 6unupybuHa — ot 17,0 go 119,2 mkmonb/n.
CpeaHun ypoBeHb Henpsimoro ounmpybuHa coctaBun
25,3 mMkmonb/n. B 3aBUCMMOCTM OT YPOBHSA Henps-
Moro 6unmpybuHa ece getv ¢ CXK Gbinm pasgeneHsl Ha
2 rpynnbl: 1-9 rpynna geten ¢ CXK 1 «BbICOKMM» Bunm-
pybuHom (6onee 25 mkmonb/n, n=87); 2-a rpynna ¢ CXK
N «HU3KUM» BunupybrnHom (MeHee 25 mMkmonb/n,
n=88).

3HayeHns Macchl U ANWHbLI Tena geTten npu pox-
OEHVUM ObINM NOMNyYeHbl U3 MEOULIMHCKOW OOKYMEHTa-
umn. NamepeHust geTer NpoBoanunock cpasy nocne
poxaeHus. [okasaTenu aHanM3npoBanucb C y4eToM
YPOBHS1 Henpsimoro GunupybuHa B cTapLuem BospacTe.

[nsa 6onee pgetanbHOM XapakTEPUCTUKMA MacCo-
POCTOBBbIX MOKa3aTenewn Npu poxxaeHnn ety 6binv pas-
JOeneHbl Ha KNaccbl B 3aBUCUMOCTM OT ABYX MPU3HAKOB
opHoBpeMeHHO. Brina coctaeneHa koppensiLuMoHHast
Tabnuua, B KOTOPOK Nnepeble TPy rpaddbl COOTBETCTBYHOT
TpeM OCHOBHbIM KflacCcaM C BbICOKOW Koppensaumen:
MP — 3Ha4YeHus1, COOTBETCTBYOLLME «a0anTUBHOM HOp-
Me», Kyga BXogAaT AeTW CO CpegHUMM MoKasaTensamm
no Aym npusHakam (Mt'/,c — arvHa tena 50-52 cm
ans oboux nonos, Macca ans Manednkos 3250-3700 T,
ansa gesodek 3200-3650 r), 3aTem knacc, KOTopbin
BKITHOYaET AeTer ¢ 66NbLIMMY MacCo-pOCTOBbLIMU MO-
kasatensimu (M*) n knacc, BKNHOYaroLLMii 4eTEN C HU3-
KMMK Macco-pocToBbiMK nokasatenammn (M-). Takke
ObInNM cchopMUPOBaHbI OUCKOPPENSATUBHBIE KNACChl:
M°M-, M°M*, M-M?, M*M°, M*M-, M-M* (nepBas «M»
OTHOCUTCA K ANWHe Tena, BTopas — K Macce Tena) ¢
HapyLeHUeM Koppensaunum Mexay AfMHOW Tena u
Maccou nNpu poxageHun. lNokasaTenu guckoppenaTmne-
HbIX KflaccoB 00beanHeHbI cneayolwmm obpasom (3a
OCHOBY ObInu B3sATbI Nokasatenu pocta): 1) M-M° u
M-M* — pocT HMXe HOpMbI, @ Macca HopmarnbHas unm
n3bbiTouHas; 2) M°M- n M°M* — pocT HopmarbHbIl, a
Macca CHuxeHa unm musbbitTovHasi; 3) M*M° u M*M- —
POCT BblLLE CPEAHEro, a Macca B HOPME UMK CHUXe-
Ha. lNogpobHee meToa onucaH paHee [AnTyxoe, boT-
BMHbEB, KypbartoBa, 1979].

Mpu nocTynneHuun B cTaumoHap BCEM OETAM OT
3 po 17 net onpegeneHsl pocT U Macca Tena. Mave-
peHve ONuHbl Tena NPOBOAMIOCE C UCNOSb30BaHNEM
CTaHOapTHOro pocToMepa; n3MepeHne Macchbl Tena
C MCMNOMb30BaHWEM CTaHAAPTM3UPOBAHHbIX BECOB.
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Bomeunves OK, lyoposuna I'M, Konomununa AX.

OueHka aHTPOMNOMETPUYECKMX OaHHbIX OETeEN
crtapwe 3-x net (PoCT U rapMOHUYHOCTb pa3BUTUSA)
BbIMOMHEHA NO LEeHTUNbHLIM Tabnuuam [KOpbeB ¢ co-
aBT., 2003]. AHanu3 nokasaTenen AnuHbl Tena npo-
Be[leH B COOTBETCTBUM C BO3pacTom pebeHka. [Mpu
oueHKe pocTa bbinn B3AThLl 3a cpeagHee nokasarenu
4-ro «kopugopay; 1, 2, 3 «kopuaopbl» bbiINn o0bbe-
OWHEHbI B rpynny «poCT HUXe cpeaHero», 5, 6, 7 «ko-
puaopbl» — «POCT Bbille cpeaHero». Takke usyvanm
rapMOHMYHOCTb (PU3NYECKOrO PasBUTUS OETEN: CO-
OTHeceHne haKkTn4eckoro pocta pebeHka k macce no
LeHTUNbHbIM Tabnuuam. MapMOHUYHOMY pPa3BUTUIO
cooTBeTCcTBYHOT 3, 4, 5 kopuaopsl, 1, 2 kopuaopbl —
ONCrapMOHUYHOMY C «AeduunToM Macchl Tenay; 6,
7 — OUCTapMOHNYHOMY C «M3BbITKOM MaccChl».

[aHHoe nccneposaHue opobpeHo MexBy3oBs-
CKMM KOMUTETOM MO 3TUKE, BCE YYaCTHWKM cTapLue
13 neT noanucanu cornacue Ha yyactue B uccneno-
BaHWW; Ana geten, He gocturwmnx 13 net, cornacue
nony4vanu oT poauTenen.

[aHHble 6binn obpaboTaHbl C NUCNONL30BaHU-
eM cTaTuctudeckon nporpammsl Statistica 6.0. Bbinun
n3yyeHbl cpegHue BennyuHel (Mim), koacpduumeHT
Koppensauumn, ero HOpMMPOBaHHOE OTKNOHeHKe. [po-
BOAWUNU CpaBHeHWe gonen. [1ocTOBEPHOCTb BbIYUC-
nsanacb Metoaom CTblogeHTa 1 Npu NOMOLLN X2; pas-
nuyna 3Hadmmbl npum p< 0,05.

PesyasTaTsl

Bce obcnegoBaHHble HAMK OeTU C CUHOPOMOM
YKnnbbepa 6binyM OOHOLWEHHbIE, HECMOTPS Ha reHe-
TMYeckun cuHgpom. NpoBeaeHHbI aHanns He Bbls-
BUIT PasfnnYnin Macco-poCTOBbIX NokKasaTenen npu
poxaeHun y geten, nmetowwmx CX ¢ pasHbiM ypoB-
HeM noBblleHNst BunnpyobuHa. B 310l CBSI3M AaHHbIE
no AfiMHe Tena n macce npu poxageHnn 6oinm obbe-
OVHEHbI B OOHY rpynny.

Kak macca, Tak 1 gnvHa tena npu poxgeHun y
aeten ¢ cuHgpomom XKunbbepa Obinv Bhile, YEM Y
300pOBbIX HOBOPOXAEHHbIX. CpeaHee 3HayeHue Macchbl
peten ¢ CXK coctaBuno: 3541+32,1 r; pnvHa Tena —
52,110,1 cm, 4TO 6GbINO 3HAYUMMO Gornblue Tex xe
nokasartenen ons Aeten U3 rpynnbl CPaBHEHUA: Mac-
ca—3458+21 r (p<0,05); anuHa Tena—51,16+0,09 cm
(p<0,01).

Mo anuHe Tena getn ¢ CXK otnuyanuck ot 340-
POBbIX 3HAUNTENBHO GonbLue, Yem no macce. O6 aTom
CBMOETENbCTBYET KOAMMMPULMEHT KOpPensaunm mex-
Oy Maccom u anvHou Tena. Y geten ¢ CUHOAPOMOM
XKunbbepa oH okasancs 3Ha4Mmo HWKe M COCTaBuIl
0,71; Torga kak y AeTen u3 rpynnbl CPaBHEHUS OH
6bin paBeH 0,81 (p<0,01). 3TO NpomsoLwno 3a cyet

OTHOCUTENbHO BonbLUen ANVHbLI Tena AeTen ¢ CUHA-
pomom XKunbbepa: HOpMUPOBaHHOE OTKMOHEHME No
pocty coctasuno 30,0%, a no macce Tena — 19,7%.

[eTanbHbIl aHanNu3 ¢ y4eToOM ABYX MPU3HAKOB
(macca n gnuHa Tena) ogHOBPEMEHHO nokasar, YTo
Mexay aetbmu ¢ CXK 1 310pOBbIMU HOBOPOXKAEHHbI-
MU MMEIOTCSA CYLLeCTBEHHble pasnuuuna (Tabn. 1).
Cpeau naumeHnToB ¢ CXK 6onblue AeTen, y KOTOpbIX
pocT npeobnagan Hag maccon (M*M° n M*M-), B TO
Xe BpeMs, KOM4YecTBO AeTen C HU3KUMU 3HaYEeHUS-
MU Maccbl N pocta ogHoBpemeHHo (M-) okasanocb
HU3KMM. TakKe HECKOSbKO CHMXEHO KONMMYEeCTBO ae-
Ten Co CpefHUMU NnokasaTensimMu.

OTU AaHHble yKa3blBaloT Ha 0COBEHHOCTN BHYTPU-
yTpobHoro pa3suTtns aeten ¢ CX; y HUX HapylleHa
Koppenaumnsa Mexay ABYMS aHTPONoMeTpU4eCcKUMU
npu3Hakamu nNpu poxxgeHun ¢ npeobnagaHnem pocra
Hag maccon Tena.

Y neten crapue 3-x net ¢ CXK 6binn Takke BbiSiB-
neHbl 0COBEHHOCTU PU3NYECKoro pa3sutus (Tabn. 2).

Tak, cpeaun geten ¢ cuHapomom Kunobepa u
Bonee «BbICOKMM» HENpsMbIM BunupybuHom (1 rpyn-
na), npeobnaganv getn ¢ 6onee BbICOKUM POCTOM
Nno cpaBHEHWIO C AeTbMU C Boree «HU3KUM» Bunupy-
BuHOM (2 rpynna) n ¢ 4eTbMN U3 rPYNMbl CPABHEHUS
(p<0,05). Cpeau geten ¢ CXK 13 nepsow rpynnbl npe-
obnaganu OeTn ¢ poCTOM «Bbllle CpegHeroy, Torga
kak BTopas rpynna geten ¢ CX n 6unupybuHom
MeHbLUe 25 MKMONb/N He oTnuyanacb OT rpynnbl
cpaBHeHus. [leTen co cpegHMM pPOCTOM U POCTOM
«Bbllle cpeaHero» 6bINo NpPakTUYEeCKNn NOPOBHY:
47,7% v 46,6%. Takoe xe COOTHOLLUeHMe BbINo U y
peten ¢ CXK n «HU3kMM unupybuHom»: 46,6% un
46,6%. Torga kak y foeten ¢ 6onee BbICOKMM YpPOB-
HeMm GunupybuHa pocT «BblLe cpeaHeroy BcTpevarn-
Cc4 3HaunTenbHO Yawe (67,8% feten), a cpegHUn
pocT — 3HaunTenbHo pexe (28,7% peten) (p<0,05).

OueHka rapMOHNYHOCTU (PU3NYECKOro pasBuTUS
BblSiBMMNa cneagytoLume ocobeHHocTn (Tabn. 3). B rpyn-
ne cpaBHeHUs npeobnagaloT AeTU C rapMOHUYHLIM
passutnem (71,8%) n ¢ n3bolTkoMm mMaccbl Tena
(26,0%). NMopobHoe pacnpeneneHme MMeno MecTo u
y aeten ¢ CXK n «HU3kMM» GunupyobuHom. Torga kak
npu «BbICOKOM» BUNUpy6uHe BbliNo 3HAYUTENBHO
MeHbLLIee KONNYeCTBO AeTer C M36bITKOM Macchl Tena
(p<0,05). Oecumumt maccel Tena oTmeyeH y 5,7% ae-
Ten ¢ CXKwus 1 rpynnel, y 8,0% — ¢ CXK 13 2 rpynnsl 1
nmwb y 2,3% peten — 6e3 CXK.

AHanm3 nony4eHHbIX OAaHHbLIX BbISBUIT 3aKOHO-
MepHOCTb B pa3sutum geten ¢ CXK: poct npeobna-
[aeT HaJ Maccol Kak K MOMEHTY pOXOEHWs, Tak U B
TeyeHve AanbHenwero pa3suTnsa pebeHka.

[MoBbILLEHHbIV YPOBEHb HENPSIMOro GunupybuHa
YKa3blBaeT Ha CHUXEeHUe akTMBHOCTU pepmeHTa YI'T
1A1, 4TO BeaeT K HapyLUeHUIo MeTabonuama u K BKINo-
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Ta6nuua 1. PacnpeneneHue geteu ¢ cuHapomom Xunb6epa v 340pOBbIX HOBOPOXAEHHbLIX MO Knaccam,
BbleNeHHbIM C Y4eTOM aHTPONOMETPUYECKUX NPU3HAKOB NMPU POXAEHUN

Yucio Knacc AHTPOIIOMETPUYECCKUX IMPHU3HAKOB Z 5
neteit | \p0 ‘ M| M |1\/1°1\/rm\/1°1\/1+ MM uMM* |MM'u MM *
Jetn ¢ cungpomom XKunbbepa
n 54 | 45 12 40 2 22 175
% 130,9]25,7] 6,9 22,9 1,1 12,5 100,0 | p<0,001
310pOBbIE AETH
n |[145]| 85 55 95 7 9 396 | 31,309
% 136,6/21,4| 13,9 24,0 1,8 2,3 100,0
P p<0,05 p<0,05

Tabnuua 2. Oco6eHHOCTU pocTa AgeTen ¢ cuHgpomom Xunbb6epa B Bo3pacTte oT 3 go 17 net
B 3aBMCUMOCTU OT YPOBHSI HEMPAMOro 6unupybuHa

YpoBeHb HenpsMOro OunnpyOuHa
Pocr nereit 1. bonbe 2. Mens1ue 3. I'pynna p
25 MxMonb/1, N (%) |25 mxmoins/n, 1 (%) | cpaBHenus, n (%)
A. Huxe cpennero 3 (3.4%) 5 (5,7%) 9 (6,9%) -
b. Cpennnii 25 (28,7%) 42 (47,7%) 61(46,6%) P123<0,05
B. Beime cpeanero 59 (67,8%) 41 (46,6%) 61 (46,6%) | P125<0,05
> 87 88 131 —
p Ps-5<0,05 - -

Tabnuua 3. FapMOHMYHOCTb pa3BUTUA aeTeln ¢ cuHapomom XXunbbepa B Bo3pacte ot 3 oo 17 ner
B 3aBUCUMOCTU OT YPOBHS HENpsAMOro 6unupybuHa

VYpoBeHb HenpsiMoro OuIMpyOuHa
OCO6eHHOCTHu 1. BOHLLHCP ZI.) Mesnblue n 3. I'pynmna P
PAsBHTHA AeTen 25 mxmons/n, N (%) |25 mxmons/1, 1 (%) | cpaBHenust, N (%)
Jleduimr Macchl Tena 5 (5,7%) 7 (8,0%) 3 (2,3%) —
['apMOHHYHOE Pa3BUTHE 69 (79,3%) 55 (62,5%) 94 (71,8%) —
M306bITOK Macchl Tesna 13 (14,9%) 26 (29,5%) 34 (26,0%) | P125<0,05
> 87 88 131

YEHUIO PerynaTopHbIX MexaHu3MoB opraHmama. Co-
rnacHo Teopuun yHKLUMOHArNbHbIX CUCTEM akagemuka
M.K. AHOXMHa, 3TO OOMKHO NPMBOAMTL K akTUBaLUK
rmnoTanamo-runogusapHon cuctemsl [AHOXMH, 1973,
1980]. Mpun akTMBaUuKU runoTanamo-runocunsapHom
CUCTEMbI MPOMUCXOOUT YCUNEHMUE CUHTE3a TPOMHbIX
FOPMOHOB. YBenuyeHue anuvHbl Tena 6onblue cBA3bl-
BalOT C AEeNCTBMEM COMAaTOTPOMHOro ropmoHa [[e-
pos, lNetepkosa, 2006]. O4yeBMAHO, 3TO NPMUBOAMUT K
Bonee BbICOKMM MokasaTtensm pocta y 6onbHbix ¢ CXK
N «BbICOKMM» BUNUPYBUHOM.

OcobeHHocThio aeten ¢ CXK aBnsiercd 10, YTo y
HUX MacCo-pOCTOBbIE MOKa3aTenu Npy pOXaeHUn He
3aBUCEnM OT YPOBHA OMnMpybuHa B AanbHenLeMm.
OT0 MOXHO 06BACHUTL criefyowum obpasom: co3pe-
BaHMWe MIOKYpOHMNTpaHcdepasHoM CUCTEMbI Mpouc-
XOOMWT A0 ABYXHeOEeNnbHOro Bo3pacrta XusHu [Kawade,
Onishi, 1981], a y neten ¢ CX BO BHYTpMyTpOOHOM
neproae umeet Mecto bornee BbipaXeHHOe HapyLue-

HMe ee aKTUBHOCTW 3a cyeT PU3N0oNorMyeckon He-
3penocTu N reHeTud4ecknx PakTopos.

B ganbHenwem no mepe omanonorn4ecKkoro co-
3peBaHus MOKYPOHUNTpaHchepasHoM CUCTEMBI Ha
nepBoe MeCTO BbIXOOAT reHeTudeckne goaktopbl. U
rpynna geTen no ypoBH0 akTMBHOCTU doepmeHTa YI' T
1A1 1 Mo KOHUEHTpaUmMmn HenpsiMoro 6unmnpybuHa cTta-
HoBUTCS 6ornee reteporeHHon. NonyyeHHble AaHHble
NO3BONAT NPeanonoXxnTb, 4To y aeten ¢ CXK u 6o-
1lee BbICOKOW aKTMBHOCTbIO depPMEHTA, HapyLUEeHUs
mMeTabonnaMa B OpraHu3me He CTOMb BbIPaXeHbl U
He JoCTuratoT nopora akTMBaumm runotanamo-runo-
dur3apHON CcUCTEMBbI ANS yBENMYEHUs1 BblpaboTkM
TPOMHbIX rOPMOHOB. Toraa Kak y AeTen ¢ 6onee H13Kon
AKTUBHOCTBLIO [TTHOKYPOHUNTPaHCdepasHoOn CUCTEMBI,
MeTabonnyecKkne HapyLLEHWUS BblpaXKeHbl B OornbLuemn
CTENeHW, 4YTO M MPUBOAMWT K aKTUBaUMKU rMnoTanamo-
rmnor3apHOn CUCTEMbI, B YACTHOCTU, BbipaboTke
ropMoHa pocTta. AHanornyHble N3MEHEHUS B 3TON
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Bomeunves OK, lyoposuna I'M, Konomununa AX.

cucteme 6binu BbISBMEHbI B 3aBUCUMOCTU OT TSPKECTU
cocTosHus 6onbHbIX [BoTBUHBEB, 1975].

3aKiIro4YeHue

WNcxopsa 3 pesynsratoB nccregoBaHns, MOXHO
roBopuTb 0 TOM, 4TO y Aeten ¢ CXK dopmupyertcsa
ocobbIi heHOTUN, KOTOPLIN XapakTepuayeTtcs bonee
BbICOKMM POCTOM C HOpMasibHOW Maccomn nnu gedu-
uMTOM Macchl Tena. Nony4eHHble JaHHbIE yKa3biBa-
0T Ha pornb MeTabonunyeckux HapyweHni npm CX B
HOPMMPOBAHUN TENOCITOXKEHNS.
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PRENATAL AND POSTNATAL GROWTH CHARACTERISTICS
OF CHILDREN WITH GILBERT‘S SYNDROME

O.K. Botvin‘ev, G.M. Dubrovina, A.I. Kolotilina

IM. Sechenov First Moscow State Medical University, Russia

Gilbert's syndrome (GS) is a common genetic disease, related to decrease of uridine diphosphate
glucuronosyltransferase 1A1 activity in the liver, which leads to bilirubin and other substances’ metabolism
impairment. Aim of this study was: to assess specifics of the prenatal and postnatal growth in children with
GS. 175 children with GS were examined at the Children’s Clinical City Speransky Hospital (Moscow). Ages
ranged from 3 to 17 years. The children were divided into two groups according to unconjugated bilirubin
blood level: the 1st group — more than 25 mcmol/l, and the 2nd group — less than 25 mcmol/l. We have
examined body mass and body length of children with GS both at birth and in later years. The control group
consists of healthy newborns and children aged from 3 to 17 years without GS and other bilirubin metabolism
impairments.

The newborns with GS had greater both body length (in a greater extent) and body mass in comparison
with the healthy ones regardless of the level of unconjugated bilirubin concentration in later years. Children
older than 3 years with GS included in the 1st group had greater body length dimensions than children from
the 2nd group and the control. There were fewer children with overweight in the 1st group in comparison with
the 2nd group and the control. There were no differences in overweight between the 2nd group and the
control. Conclusions: As a result of decreased glucuronosyltransferase activity in the liver, children with GS
develop metabolic disorders starting from the prenatal period of ontogenesis, which lead to child’s growth
stimulation.

Keywords: Gilbert's syndrome, children, body mass, body length
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