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SPECTRUM MULTIPLE MALFORMATIONS OF
MONITORINGAMONG NEONATES OF THE KRASNO-
DARTERRITORY

Data of monitoring of spectrum multiple malformations
among children in the Krasnodar territory for 1991-2005

years are presented. For the specified period the frequency
of multiple malformations was 3,24 in 1000 newborns.
Inclusion of hereditary components in this congenital pa-
thology was shown. 70 autosomal dominant (AD), 51
autosomal recessive (AR) and 9 X-linked disorders were
detected during the study.
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OLUEHKA SODEKTUBHOCTU
BUOXUMUYECKOTO CKPUHUHTA HOBOPOXXAEHHbIX
HA BPOXJEHHbIA TMNOTUPEO3 B KPACHOJAPCKOM KPAE
U PECNYBJIUKE AADITES

Kpaesasa knunuueckan 6onvnuya Ne 1 um. npogh. C. B. Ouanoeckozo,

Kybanckuii zocyoapcmeennwlii MeOuyuncKkuil ynueepcumem, 2. Kpacnooap

BpoxaeHHbin runotupeos (BIN) — ogHo n3 Hanbonee
pacnpocTpaHeHHbIX 3aboneBaHun B negunaTpuyeckom
3HAOKpMHONorun. MNo3gHAsS guarHoCcTUKa u HecBoeBpe-
MeHHas Tepanus Bl npuBogAaT k 3agepxke pocta, ncu-
XMYEeCKOro pas3BuTuS U, Kak cneactene, yMCTBEHHOWN OT-
ctanoctu y geten. CKPMHMHI HOBOPOXAEHHbIX MO3BO-
ngeT AuarHocTMpoBaTb MNOTMPEO3 U HayaTb neveHue
B NepBble HEAEnu XU3HW, YTO 3HAYMTENbHO yny4waet
NporHo3 3aboneBaHns U CHWXaeT KONMMYEeCTBO MHBanNu-
noB ¢ getctea [1, 5].

Mo AaHHBIM NONYMALMOHHBIX UCCMEeA0BaHUN, NpoBe-
aeHHbix B 2002 r., B cTpaHax, rae NpoBOAUTCHA CKPUHUHE,
eXerogHo npoxoaut obcnegoBaHne Okono 24 MUNNIMOHOB
HOBOPOXAEHHbIX [7]. C 39KOHOMUYECKON TOYKN 3pEHUS
obuecTBy B 4 pa3a gelueBne 06XoanTCsi MacCoBbIN CKpU-
HWHI, YeM fevyeHne AeTen, CTaBWunX MHBanvMaamu ns-3a
3ano3ganon avarHocTukm [3].

CKpuHUHT HOBOPOXAEeHHbIX Ha BIM B Poccuiickon ®e-
Aepaummn Hadan BHegpaTecsa ¢ 1990 r. [2], a ¢ 1993 r. npo-
BOAMTCH MaCCOBbIN CKPVHWHI HOBOPOXAEHHbIX B pamkax
npesngeHTckon nporpammbl «[etn Poccuuny» [4].

3a nepuog 1997-2003 rr. B P® 6bIno obcnenoBaHo
6onee 7 MUNNNOHOB 775 TbICAY HOBOPOXAEHHbIX N Bbl-
saBneHo 2174 pebexka ¢ Bl (yactota 1:3576 HOBOPOX-
OeHHbIX) [6].

B HacTosiee Bpems B xofe pa3paboTkn SKOHOMUYEC-
Knx npobnem 3apaBooxpaHeHns 6onbLIoe BHUMaHve yae-
NSeTca OUEeHKe He TOMNbKO MEeOMLMHCKUX U CoumanbHbIX
acnekToB, HO Y 3KOHOMWYECKON 3(PAEKTUBHOCTU pasnmy-
HbIX nporpamm. [ns oueHkn addHEKTUBHOCTM MacCOBOroO
CKpuHMHra Ha BN nepnoguyeckn npoBOAUTCA KOHTPOSb
3a TeM, Kakoe BpeMs TpaTUTCs, HaunHasi oT cbopa obpas-
LIOB 1 KOHYasi BbliBNeHmem 60rbLHOro, Ha4anom ero neve-
HWS 1 adbdekTnBHOM peabunutauum [8].

Martepuansl u meTogbl

B pamkax ®epgepanbHoOn nporpammbl MaccoBOro
ckpuHuHra B KpacHopgapckom kpae (KK) n Pecny6bnuke
Apbires (PA) Ha 6a3e yxe CyLLeCTBOBaBLUEro CKPUHMHTa
Ha PEeHNNKETOHYpUIo 6bin BHEAPEH CKPUHWMHT HOBOPOX-
OeHHbIX Ha Bl

O6criedosaHHbIU KOHMUH2EHM NpeacTasnan cobon
rpynny HOBOPOXAeHHbIX (583 274 yenoseka), poanBLUNX-
csa ¢ 01.01.95 . no 31.12.05 . B 52 pogoscnomorartens-
HbIX yupexaeHunsax KK n 8 pogoBcrnomoratenbHbIX y4pex-
neHunsax PA.

Y BCeX HOBOPOXAEHHbIX Ha 4—5-1 AeHb XU3HK (y Hedo-
HOLUEHHbIX Ha 7—14-i aeHb) 6panacb KpoBb (M3 NSATKM), B
BWAE Kanmnmn HaHoCMnach Ha cnelmanbHY NopucTyro unb-
TpoBanbHyto Bymary mapku «Schleicher & Schuell 2992».
Copepxanune TTI onpepenanu B Cyxux NATHaxX KPoBU C
nomoulbto Habopos «DELFIA Neonatal hTSH» duHckoi
dupmbl «Wallac» meTogomM MMMYHOMIOOPECLEHTHOIO
aHanusa C BPEMEHHbIM paspeLleHneM NIOMUHECLEHLN.

O6wenpuHaTein nopor yposHa TTI — 20 mE/n B uene-
HOW KpoBM (4TO 3kBMBaneHTHo 40 ME/n B cbiBOpOTKe npu
ypoBHe rematokputa 50%). OTa koHueHTpaumsa bbina pe-
KOMEeHAYeMOW ANsi HOBOPOXAEHHbIX 3—5 OHewn xu3Hu. Ha
BTOPOM 3Tarne CKPMHWUHra oLeHuBanu KoHueHTpaumio TTI
B NOBTOPHO B3ATOM 0b6pasLie kKpoBu. B cooTBeTCTBMM C pe-
KoMeHAaumamm Munsgpasa P® [5] npu ypoBHe ropMoHa
MeHee 5 ME/n peTecT cuntanu HenoaTBepxaeHHbIM. [Npun
ypoBHe TTI 6onee 5 ME/n HOBOPOXAEHHbLIX OTHOCUNN K
rpynne pucka no 3abonesaHuo BIC n Hanpaensanu k getc-
KOMY 9HOOKPUHOMOrY AN peLleHns Bornpoca O Ha3Hade-
HUM NeYeHus.

[ns oueHkn adhdPeKTMBHOCTM NeYveHns B crneumansHo
pa3paboTaHHble aHKkeTbl ObiNy BHECEHbI cBeAeHUs 0 60mb-
HbIX ¢ Bl HaxogmBLUMXCA Ha AucnaHcepHOM HabnwaeHun
B JINY kpasa n PA. OueHnBanucb pesynstaTtel nabopatop-
Horo koHTpons (ypoeeHb TTT, T,) Ha dooHe ropMoHanbHOw
Tepanuu, nokasatenu pmanyeckoro, NCMXOMOTOPHOTO pas-
BUTUS, pesynbTaThbl YNbTPasByKOBOro nccnegosaHuns LK
N peHTreHorpadumn KUCTen, a Takke yunTbliBanuch 3akmnto-
YeHUs cneunanucToB (4ETCKMN SHAOKPUHOMON, HEBPOMOT,
negmarp, NCMXonor), KypupyoLwwmx 6onbHbIX AeTen. MHaeke
UHTEnnekTyanbHoro passutus (IQ) oueHnBancs pucyHou-
HbIM TecToM «Hapwucyn 4yenoseka» no metopuke ygu-
Had-Xappuca npu KOHTponbHoM obcnefoBaHuu geTen ¢
BI' B MI'K. CornacHo meToauke npu nokasartensax Q<70
6annoB perucTpMpoBanocb oTCTaBaHWe B YMCTBEHHOM
pasBuTUK.



Tabnuya 1

Yactota BI' B KpacHogapckom Kpae A0 BHeAPEHUSI CKPUHUHTra
Ha BI' (1987-1993 rr.) u B nepuop ero nposeaeHus (1994-2004 rr.)

loabl HabnoaeHun YactoTa Bl Mloabl HabnoaeHun YacToTa BI

1987 1: 11 561 1994 1: 4821
1988 1: 19 064 1995 1: 6208
1989 1: 7126 1996 1: 3925
1990 1:17 524 1997 1: 3946
1991 1: 7482 1998 1: 4445
1992 1: 9347 1999 1: 3295
1993 1: 7309 2000 1: 3507
2001 1: 5353

2002 1: 5104

2003 1: 3811

2004 1: 3811

2005 1: 3966

1987-1993 1: 9958 1994-2005 1: 4151

Pesynbrarel M ux ob6cyxaenue

3a nepuop nposefeHus ckpuHuHra (01.01.95 —
31.12.05) B KpacHogapckom kpae u Pecnybnuke Aabires
poaunocb 583 274 HOBOpPOXAEHHbIX, o6crneaoBaHo
577 787 (oxBaT ckpuHUHrom 99%). Y 5646 HOBOpOXAEH-
Hbix (0,98% oT uncna obcnefoBaHHbIX) pesynbTaThbl CKpU-
HVMHra NPeBbICMINN MOPOroBbIA YPOBEHb. AT AT CoCTa-
BMINK rpynny pucka no BIM n 6binn BbI3BaHbI HA MOBTOPHOE
obcnenoBaHue (petecT). PesynbraTthl petecta noaTsepau-
nv amarHos By 137 HoBopoxaeHHbix (TTM-2>5 mE/n).

Takvm obpasom, No pesynbTaTaM CKPYHWUHIa YactoTa
BI' B KpacHogapckom kpae 3a nepuog 1995-2005 rr. co-
ctaBuna 1 cnyvan Ha 4092 HoBOpoOXAEHHbIX, B Pecnybnu-
ke Agbires — 1: 6553.

OpraHusaumsi CKpMHUHra cTpounacb Ha B3aMMoaen-
CcTBMM nabopaTtopun HeoHaTanbHOro ckpuHuHra KybaHc-
KOW MeXpernoHanbHON MeanKO-reHeTUYECKON KOHCYIb-
Tauum (MIK) n neyebHo-NponNakTNYECKUX YYpEXAEHNI
(JIr1Y) kpasi n PA ¢ cobniogeHnem cuctemaTnyeckon B3a-
nmooTtyeTHoCTU. [pn cBEpKe CBEAEHUN POAWIbHbBIX O0-
MOB C AaHHbiMu MIK BbigBRsnNucL aetu, He npollealine
CKPVIHWHF, U yCTaHaBNMBanucb Npu4nHbl X Heobcnenosa-
H1s. MiHdopmaunsa o kavyecTBe NPOBEAEHUSA CKPUHWUHIa
(ypoBeHb 0xBaTa, perynsipHoCTb A0CTaBkM Npob, CPOKM Mo-
CTaHOBKM AMarHo3a) exemecs4yHo nepefasanacb rnas-
Hblm Bpadam LIPB/LIMB TeppuTopun, exekBapTanbHO — B
AenapTameHT 34paBOOXPaHEHUs Kpas U B MUHUCTEPCTBO
3apaBooxpaHeHus PA.

B xone paboTtbl Obina paspabotaHa n BHeOgpeHa KOM-
nbloTepHasi nporpammMma «HeoHaTanbHbIA CKPUHUHIY, MO-
3BOMVBLUAA aBTOMAaTM3MPOBaTb PerncrTpauuio nocTynme-
LWwmnx 6naHKoB C KPOBbIO, AAHHbBIX O POAUBLUMXCSA M obcne-
[OBaHHbIX AeTAX, aBToMaTU4eckn cosfaBaTb OTYeTbl O

KayecTBe NPOBEOEHUSA CKPUHUHIa B OTAEMbHbLIX TEPPUTO-
pvsx 1 B LenoM B kpae u Pecnybnvke Agpires. B pesynesra-
Te MCNomnb30BaHWSA OAHHOW NporpaMMbl YPOBEHb OXBaTa
CKPUHMHIOM €XerofHo nosbiwancs (B cpeaHem Ha 0,1%),
COKpaTUNMCb CPOKU nepefayn aBTOMaTU3MPOBAHHOW WH-
dopmaumm no e-mail.

OpHako, HeCMOTPSt Ha NpoBefeHHble OpraHU3aLmnoH-
Hble MeponpusTus, 3a nepuog 1999-2005 rr. He NpoLLnn
obcnepoBaHne 2235 HoBopoxaeHHbIx (0,64% oT umcna
poamBLUMXCS). AHaNM3 NpMYmH HeobcneaoBaHNs HOBOPOX-
OEHHbIX MO3BOMNWIT ONpPeaennTb OCHOBHbIE U3 HUX: NOTeps
06pa3sLioB KPOBY Ha MyTV Nepegayn Ux 3 poaunbLHOro foma
B MK (34,5% oT uucna HeobcnefoBaHHbIX) U paHHAS Bbl-
nMcka HOBOPOXAEHHbIX U3 POAMUIIbHBIX AOMOB B y4aCTKO-
BYIO NMOMNUKIUHUKY (45,1% OT yncna HeobcneaoBaHHbIX).

O6beKkTMBHAdA OLEHKa NMPUYUH CHIDKEHWS OXBaTa CKpu-
HWHIOM NO3BOMMNa NPOBECTU MEPONPUSATUS MO UX yCTpa-
HeHUlo (NpuKasbl AenapTameHTa 34paBOOXPaHEHUs 1
MeToAMYeCcKne pekoMeHAaLMn no opraHu3aumm un ynyud-
LUEeHWIO KayecTBa CKpuHUHra Ha BI; exerogHble cnyxeb-
Hble MMCbMa MO UTOram MPOBEAEHUS CKPUMHWHIA; TemaTtu-
Yyeckne cemMuHapbl).

lMpoBeageHHble MeponpuUATUA NO3BONUAM [OOUTLCS
CcTabunbHO BbLICOKOro MpoLeHTa obcnefoBaHUs HOBOPOX-
OeHHbIX Ha BIM — 99,5-99,7% B 2003-2005 .

Takum obpasom, CKpUHWUHT Ha BIT obecneumn makcu-
MarnbHbI ypOBEHb 06CrNefoBaHNSA HOBOPOXAEHHbIX (OX-
BaT 99%), 4TO NO3BONUIIO MPOBECTU OOBEKTUBHYH OLIEHKY
yacToTbl 3aboneBaHus B ob6cnefoBaHHON NONynNALUN.
CpaBHuTenbHbIe AaHHble 0 YyacTtoTe BIT 4OCKPUHMHIOBOrO
nepuopa (1987-1993 rr.) n B nepmog ero npoBeaeHus
(1994-2005 rr.) npeacrtaeneHsbl B Tabnuue 1.

Mo gaHHbIM Tabnuubl 1, 4O BHEAPEHUS CKPUHUHTA




Tabnuya 2

Bo3spacTt Hauana ne4yeHus 6onbHbIX Bl

Tepputopus KpacHogapckum kpan Pecnyb6nuka Apbires
Yucno 6onbHbIX n=66 n=137 n=7
P — 1983-1993 rr. 1994-2005 rr. 1994-2005 rr.
abc. % abc. % abc. %
7-14 2 3,0 4 3,2 0 0
§ 15-30 1 1,5 28 22,4 1 14,3
% 31-60 2 3,0 61 48,8 6 85,7
g- g 61-90 5 7,6 16 12,8 0 0
2 ¥ 91-120 7 10,6 5 4,0 0 0
% E 121-150 7 10,6 6 4,8 0 0
§ - 151-180 2 3,0 0 0 0 0
,§ 181-360 13 19,7 5 4,0 0 0
> 360 27 41 0 0 0 0
Tabnuya 3
Pe3ynbTaThbl 06cnenosaHus aeten ¢ Bl BbisiBNeHHbIX Npu cKpuHUHre (1994-2004)
Yucno o6cne.c}oaa|-u-|b|x ‘-Iwcn9 n:::n:T
Aeten 3aknoyeHusi cneuuanncTos Aeten o6cnenos.
a6c. abc. %
EZXSj?MilanepMKa NCUXOMOTOPHOrO 2 263
MCMXOHEBPONOMMYECKWIA CTaTyC 3agepxka NCMXOMOTOPHOIo pasBUTUS 16 21,05
[n=76] 3agepxka MOTOPHOro pasBuUTUs 9 11,84
3agepxka pe4eBoro pasBuTus 10 13,16
3nopos 39 51,32
3ageprkka KOCTHOro Bo3pacta 24 34,29
KocTHbIN BO3pacT
[n = 70] CooTBeTCTBYET BO3pacTy 44 62,86
Octeonopos 2 2,85
Annasus/guctonus 1 15,27
YnbTpassykoBoe 06CnefoBaHe | Funonnasus 49 68.17
[n=72] OundpdysHas rmnepnnasms 2 2,78
Hopma 10 13,78

(1987-1993 rr.) yvactora Bl B cpegHem coctaensana 1:9958
HOBOpOXAeHHbIX. [pn 3TOM B OTAenbHble roabl Habnwae-
HU OTMEYanucb 3HaYUTENbHbIE OTNNYMSA B ypoBHe Bl oT
1:19 064 B 1988 . no 1:7126 B 1989 ropay.

YacTtoTta BI' B nepuog ckpuHuHra (1994-2005 rr.)
B cpegHem coctaBuna 1:4151 HoBOpOXAEHHOro, npu
3TOM YpOBEHb 4acTOTHOro pacnpegeneHus BN He nmen
peskux konebanuin: ot 1: 6208 B 1995 r. go 1: 3295
B 1999 roay.

Cpokun noctaHoBKM AnarHo3a y 6onbHbix Bl BbiBneH-
HbIX MO KNWHUYECKMM Mpu3Hakam 3abonesaHus ([OCKpU-
HUHIOBBLIN MEPWOA) M NO pesynbTataMm ropMOHanbHOro

obcrnenoBaHns HOBOPOXAEHHbLIX (NEPUOA CKPUHWHIA),
npeacrtaeneHsl B Tabnuue 2.

Kak BngHO 13 Tabnuupbl 2, 4O BHEAPEHUS CKPUHUHra
(1987-1993 rr.) cpokn Hayana Tepanum B BONbLUMHCTBE
cny4vaeB (61%) npeBbllwany nepeble 6 MECAUEB XU3HMU,
npu atom 27 getent (41%) Ha4yMHanu nevyeHve B Bo3pacTe
cTaplue oAHOro roaa wusHu. B nepuop ckpuHuHra 6onb-
LwnHCTBO AeTen (74,4% B KpacHogapckom kpae 1 85,7% B
Pecnybnvke Agbires) HaunmHanu neyeHne B Bo3pacte [0
2 mecsueB xunsHn. B 21,6% cnydvaes neyeHune 6bino Hava-
TO B BO3pacTe OT 3 Ao 6 MecsLeB Xu3Hu, B 4% — nosxe
180-ro AHSA XWU3HW.
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Co0umo1eHre TUCTIAHCEPHOTO PeKUM A

Mokasatenu |Q B rpynnax geten ¢ Bl, oTnnyarowmxcs no cobniogeHnto TepaneBTUYecKoro pexuma

Takum obpasom, nposedeHne ckpuvHuHra Ha BIM obec-
neynno nosnHoTy BbISBNAEMOCTU GonbHbIX (YacTtoTa B
BO3pocna Gonee 4yem B ABa pa3a B NepUOL CKPUHUHIa B
CpaBHEHWM C AOCKPVMHUHIOBLIM MEPMOAOM) U COKpaTUo
CpOKM MOCTaHOBKM AuarHo3a oT 6-12 mecsueB go 1-2
mMecaueB Xn3Hn. OgHako, HECMOTPS Ha NO3UTUBHbBIE COBU-
r, CPEAHUIA CPOK CTapTa Tepanum He COOTBETCTBYET MEX-
AyHapoAHbIM pekomeHaaumam (EBponerickoe obLiectso
negunatpoB-aHAaokpuHonoros — ESPE, 2000 r.), cornacHo
KOTOpbIM OMTUMarnbHLIMU CPOKaMW Havana fevYeHns npu
BI" aBnsatoTca nepBble 2 Heaenu xusHn pebeHka.

M3BecTHO, 4TO cBOEBpEMEHHas anarHoctuka BN n adp-
(heKTMBHOE rOPMOHarnbHOE neveHne obecneyrBaloT Hop-
MarnbHbIA POCT M pa3sBuTue (pr3nveckoe U NHTENNeKTy-
anbHoe) 60nbHbLIX AeTen.

Onsa oueHkn adpdekTMBHOCTU peabunutauumn geTten c
Bl B TeppuTopmm kpas 6bin caenaH 3anpoc o pesynbrartax
AncnaHcepHoro HabnoaeHus (oueHka MCUXOHEBPONoru-
Yeckoro craTyca, AaHHbIX R-rpadmm kucten pyk, ynerpa-
3BykoBoro o6cnegosarmns LLPK) 60mbHbIX, BbIABNEHHBLIX NPy
CkpuHuHre (tabn. 3). Bospact geren ¢ B[ Ha MOMeHT 06-
cnepoBaHusa coctaenan 1,5 roga — 11,6 roga XXusHu.

Kak BugHo 13 tTabnuubl 3, atuonorus BI' B 83,44% cny-
YyaeB Obina cBAsaHa ¢ gucreHesnen WK (68,17% — rvnon-
nasven, 15,27% — annasuewn/guctonuenn), B 13,78% cnyya-
eB ornpefeneHbl HopMarnbeHble pasmepsl WX, B 2,78% —
runepnnasua LK (306).

Pesynbtatbl peHTreHonormyeckoro obcrnenoBaHns y
bonblwnHcTBa Aeter ¢ Bl (62,86%) onpegenunn cooTeeT-
CTBME KOCTHOrO BO3pacTa MacnopTtHOMy, ogHako B 38,9%
cnyyaeB 6binuy BbisiBNeHbl oTkNoHeHus (33,3% — 3agepx-
Ka KOCTHOro Bospacta, 5,6% — KOCTHbIN BO3pacT NpeBbl-
wan u3nonorm4ecknii).

PesynbraTthl ncnxoHeBponornyeckoro obcnenoBaHust
6onbHbIX B 51,3% cny4yaes onpefenvnm HOpMmy, O4HaKo B
48,7% cny4aeB 6binNn BbISIBNEHbl OTKNOHeHUst (23,7% —
3agepxka ncuxomoTtopHoro passutus, 11-13% — 3agep-
XKa MOTOPHOIO MINN PEYEeBOro pPasBUTUS).

Takum obpasom, No 3aknyeHUsaM cneumanmcTos (ne-
anaTtpbl, 93HAOKPUHOMOMM, HEBPOSOrK), MOXHO caenaTb
BbIBO4 00 9(pHEKTVBHOM NEYEHUN N 3HAYUTENBHOM YIyu-
LLUEHUN B COCTOSHWUM 300pOBbsA Bonee 4em y nonosuHbl 06-
cnepoBaHHbIX. OgHako B 48,7% cnyyaeB getu ¢ BIM nmenu
HapyLleHnst MCUXoHeBponornyeckoro cratyca u B 38,9% —
HapyLUeHNs pasBUTUS KOCTHOW cucTeMbl. MNpakTnyeckn Hu
B OOHOM U3 3aKIOYEHWIN CNeLmanucToB, KypypyoLwmx 6onb-
HbIX AeTeW, He OLleHMBarncs ypoBeHb UHTENMNEKTYanbLHOro
passuTus [1Q].

[Ins BbISCHEHUA NPUYMH HapYLUEHUs pa3BUTMA 4eTu C

BI, BbIsIBNEHHbIE Npu CKpUHMHIE, 6binn npurnatueHsl B MK
ans nonyyeHus noapobHon nHopmauumn o pesynsratax
nevyeHus n gucnaHcepHoro HabnwogeHnsa. YpoeHb 1Q
npunbbiBlwnx B MK geTten oueHnBancsa pucyHOUYHbIM Tec-
ToM «Hapucyn yenoseka» no metoauke lNyguHad-Xap-
puca.

lMnoTtesa, nexawas B OCHOBE TecTa, BblpaXaeT aMnu-
pryeckn Habniogaemyro 3aBMCUMOCTb Mexay 0CobeHHOC-
TSIMW OETCKOrO PUCYHKa M OBLWMM YMCTBEHHbIM pa3BUTU-
em pebeHka. [laHHaa mMeToAMKa LUMPOKO MCMOMb3yeTcs
B Ka4yeCTBe KOMMOHEHTa KOMMIeKCHoro obcnenoBaHns
pebeHka, 0COBEHHO NMpu 3afepXKKe peyeBOoro pasBUTHUS.
OpHako pYCYHOYHBIN TECT MOXET BbICTynaTb Kak 4acTb
obcnepoBaHus, NPpeanoyYTUTENbHO HavanbHas, Ang no-
ny4yeHnsa nepBoro npeacraBneHns o6 ypoBHe pas3BuUTUS
pebeHka.

CpeaHun Bo3pacT obcnegoBaHHbIX (N=26) cocTtaBun
6,91 £ 2,64 roga xu3Hu (2,6—-11,5), npn atom 12 geten
(46,15% ot uncna obcneaoBaHHbIX) JOCTUMMN LLKONBHOMO
Bo3pacTa (7,5-11,5 roga). Pe3ynsrartbl NCMXONOrM4yeckoro
TEeCTUPOBaHWA Nokasanu, YTo cpefHui yposeHb 1Q y ae-
Ten ¢ Bl Haxognncsa Ha ypoBHE HYKHEW rpaHuLibl HOPMbI —
76,4 + 35,9, a MmeamaHa gaHHOro nokasartens obina Huxe
noporoBon BenuuuHbl — 67,5 6anna. Yucno gerten ¢ Hop-
ManbHbIM MHTEennekTom (IQ > 70 6annoB) N CHUXEHHbIM
(IQ < 70 6annoB) 6biro paBHo 50%. [ins BbIACHEHWSA Npu-
YMH CHWKEHUS WHTEMNNEeKTyanbHoro passuTtuns geten ¢ Bl
BbISIBIIEHHbIX MPY CKPUHUHIE, Obln NpoaHanu3npoBaH pe-
XUM OucnaHcepHoro HabnogeHusi 60mnbHbIX.

Mo pesynbTatam AncnaHcepHOro HabniogeHus getu c
BI' Gbinm pasgeneHbl Ha 3 rpynnbl: 1) cTporo cobntogas-
e TepaneBTUYECKUI pexnm (cucTemaTmyeckoe neve-
H1e, NnabopaTopHbIN KOHTPOINbL YpoBHA TTT, T,), 2) He cTporo
(oTcyTcTBME nabopaToOpHOro KOHTPOMS, ANUTENbHbIE ne-
pepbiBbl B Nie4eHun) 1 3) He nevunncs (PUCyHoKk).

Kak BnaHO Ha pucyHke, 6onbumHeTBo aeten (91,7%) ¢
IQ>70 6annoB nonyyanu cuctemaTu4eckoe nneyeHne, npo-
BOOMIIN PErynapHbIA KOHTPOIb ypoBHA TTI, T, 1 HaunHa-
nn neveHue ¢ nepeoro mecaua xusHu. B 8,3% cnyyaeB y
aeten ¢ HopmManbHbIM MHTennektom (IQ>70 Gannos) oT-
MeYeHbl HapyLUeHWs TepaneBTUYECKOro pexvMa — nepe-
PbIBbI B NIeYEHUMN (HEANUTENbHbIE, Kak MPaBuIo, OOHOKPaT-
Hble), Mpy 3TOM ypoBeHb TTI npu cTapTe Tepanuu He npe-
Bbilwan 50 mE/n.

50% peten ¢ IQ<70 GannoB cuctemaTuyecku nomnyya-
nn neyYeHne n UMenu perynspHbIi NabopaTopHbIA KOHT-
pornb ypoBHA TTI, ogHaKo HaYMHanM neyeHne B Bo3pacre
cTapLue 2 MecsLeB XU3HU.

B 28,6% cnyyaeB petn ¢ IQ<70 6annoe BoBpeMsi




HauMHanu neyexHne (0o 1-ro Mecsua Xu3Hun), ogHaKo Ume-
N NepepbiBbl B NNEYEHUN, UHOTAA ANUTENbHbIE (0T 6 Me-
cqueB [0 2 neT), YacTb AeTeln He Npoxoauna cuctematu-
yeckunin nabopatopHbIi KoHTporb yposHsa TTI, T,. B 21,4%
cny4yaes getu ¢ Q<70 6annos BoBCE HE NEYUNUCH.

BoiBogbl

YcTaHoBneHa YacToTa BPOXAEHHOro rmnotnpeosa
y HoBOpOXaeHHbIX B KpacHogapckom kpae (1:4092) n Pec-
nybnvke Agpires (1: 6553).

OntumaneHas opraHusaumnsa GMOXMMUYECKOro CKpu-
HWHra HOBOPOXAEHHbIX, pa3paboTaHHas cucrema B3au-
mogewncteusa JIMY n Meanko-reHeTudeckon cnyxbul on-
penensoT 3PEKTUBHOCTb OCYLLECTBNAEMOro MOHUTO-
puHra (nonHota oxesata — 0 99%, paHHUEe CPOKM AMarHo-
CTUKM M Hayara ropMoHarnbHOro nevyexHvs — oo 1-2 me-
CSILEB XU3HW, BbIPAXEHHas KnuHu4Yeckas peabunutauyms
6onbHbIX BIN).

lMpoBeaeHne afekBaTHOrO roOpMOHAaNbHOroO neye-

HWS (CBOEBPEMEHHOE Hayano, CUCTEMHOCTb, NepuoanYec-
KM BUOXMMUYECKMIN KOHTPOINb YypoBHS TTIM) nossonser y
50% 6onbHbIX BIM obecneunTsb 3HauMTenbHOE yrnydlleHne
ncuxomHTennekTyanbHoro passutus (IQ>70 6annos).

Pesynbrathl gucnaHcepHOro HabngeHs aeTen ¢
BI' onpepenuna HeobxoaumocTb Gonee 4YeTKOro BbINOI-
HEHVS BCEX 3TanoB CKPVMHWHIa, HanpaBrieHHbIX Ha paH-
HIol0 AnarHoctuky Bl u, cootBeTCTBEHHO, bonee paHHee
Hauarno nedveHus. Kpome Toro, uenecoobpasHa paspabor-
Ka HOBbIX MOAXOA0B K peabunuTtaumm aeten ¢ Bl Hanpas-
NEHHbIX Ha NOBbLILIEHNE NX UHTENNEKTYyanbHOro pasBmTus
1 ynyyleHuve agantauum B obLuecTse.

lMocmynuna 12.10.2006
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ESTIMATION OF EFFICIENCY OF BIOCHEMI-
CALSCREENING OF NEWBORNS ON CONGENITAL
HYPOTHYROIDIDSM IN KRASNODAR TERRITORY
ANDADYGHE REPUBLIC

Within the framework of Federal program of mass-
screening for congenital hypothyroididsm (CH) in Krasn-
odar territory and Adyghe Repablic was examined 577 787
newborns was born in 1995-2005 years. Frequency of CH
in Krasnodar region was 1:4092, in Adyghe Repablic —
1:6553. Organization of mass-screening was based on
interaction between the medical genetic department and
other medical offices. This interaction allowed to deter-
mined the efficiency of mass-screening for CH (was exam-
ined 99% of deliver newborns, diagnose CH was estab-
lished and treatment was began near 1 or 2 month of
newborns life, was determined high-grade rehabilitation of
patient with CH). Resalts of regular medical chek-up de-
fined the necessity of reduction of diagnosis terms before 1
month of newborns life and creation new approaches for
rehabilitation of patients with CH, directed to high intel-
ligent development.



