Ne 6 (135) 2012

N Hay4YHbI MeONUNHCKUN BECTHUK

KybaHckn

6Y[K 616.45-053.35-072.5 (470.620)

aMMHOKMCIOTbI, YTO MOSIHOCTbIO WCKMYaeT KOHTAKT pe-
OeHka ¢ annepreHom. 1o OCHOBHbBIM MULLEBbLIM WUHIPEeau-
€eHTaM cocTaB cMecu cneayolmin: 6enok — 1,95 r, xup —
3,51, yrnesoabl — 8,1 r, aHepreTnyeckasi LeHHoCTb — 71 Kkan
Ha 100 mn cmecu. [lneToTepanusi NpearnioXXeHHON CMeChHo Y
AaHHoro 6onbHOro Npofdoskanack 2 Mecsila, B Te4eHue Ko-
TOPbIX NMOMHOCTBIO KyMMPOBAICs KOXHbIA NpoLiecc.

KatamHecTuyeckoe HabnogeHve Ha NpOTSKEHUU
5 MecsiueB [OoKasblBaeT BbICOKYD 3(PEKTUBHOCTL U
6€e30MacHOCTb AJIMTENBHOIO NPUMEHEHUsT NeYyebHoro nu-
TaHUsa cMecbto «HeoKkeWT», T. K. MOMTHOCTbK COXpaHsieT
NMosiHOLUEeHHoe nuTaHne K obecneynmBaeT rapMOHUYHOE
un3nYecKoe N HEPBHO-NCUXNYECKOE pa3BUTUE pebeHKa.

CnepoBaTenbHO, OMUCAHHBLIN KIUHWYECKUA MNpumep
NOATBEPAWI, YTO NPU NEYEHUN NULLEBOW annepruv y ae-
Ten HeobXOAMMO YyYNTbIBaTb HE TONBbKO MHAUBUAYasbHbIE
ocobeHHoCTM pebeHka, HO 1 KMMHWYEeCKne NposiBNeHns an-
neprum co crekTpoM ceHcnbunmsauum nauneHTa.

Hanuune 3HaunTenbHOro noBblweHUs ypoBHSA IgE B
HEeCKOMbKMX Mpobax, pacnpoCTpaHEHHOro TsXKenoro an-
NEeprmyeckoro MopaKeHUs1 KOXHbIX MOKPOBOB, rMroram-
MarnobynuHeMun Mo3BONUIO NPEeAnoNoXUTb Yy AAHHOTO
60nbHOro CMHAPOM runepummyHornobynuHemnn E-HIES.
BbickazaHHOe npegnonoxeHue TpebyeT AanbHenwero Be-
OeHus pebeHka.
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UTOI HEOHATAJIbHOTO CKPUHMUHIA HA BPOXXKAEHHYIO
ANCOYHKUMIO KOPbl HAAMOYE4YHMKOB B KPACHOAAPCKOM KPAE
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O6cnenoBaHo 338 911 HOBOPOXAEHHBIX HA BPOXAEHHYH AUCHYHKLUMIO KOpbl HAaAno4Ye4YHkoB. MeTogom vccnenoBaHus siBns-
eTcsa onpegeneHne ypoBHsi 17a-okcunporectepoHa nytem nMMyHodrtoopecueHuun. OnpegeneHa yactoTa 3aboneBaHus, cocTaB-
nsowas 1:8069 HoBopoXAeHHbIX. PaHHAS anarHocTuka 3aboneBaHust NpedoTBpaLLaeT rmbenb AeTel OT CONMbTEPSOLLMX KPU3OB U
cnoco6CTBYET NpaBuIibHOMY BbIGOPY MOMIOBON NPUHAANEXHOCTY NPU BblPaXKEHHOW BUPUMN3aLMN HAPYXKHbIX FrEHUTaNUN y AeBOYeEK.

Kntoyessbie criosa: BpoXaeHHast AMCHYHKLUMUS KOpbl HAAMOYEYHUKOB, HOBOPOXAEHHbIE, ANArHOCTUKA, HEOHaTaNbHbIA CKPUHUHT.
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338 911 newborns were examined to expose congenital adrenal hyperplasia. The method of research is to define 17a —
oksigidroprogesteron level by immunofluorescent analyses. The frequency of disease is 1: 8069 of newborns. The early diagnoses of
disease prevent the children’s death from soltwasting crisis and encourage the correct choice of sexual characteristics in verilization
of girls’ external genitals.
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Beepenue
BpoxaeHHass — OuMCYHKUMS  KOpbl  HAAMOYEYHVKOB

aedpekta hepMeHTOB, OTBETCTBEHHbBIX 32 BUOCUMHTES 3TUX rop-
MoHOB [2]. B ctpaHax EBponbl yactota BOKH Bapbupyet ot

(BOKH) — rpynna 3aboneBaHuini ¢ ayTOCOMHO-PELIECCMBHBIM
TUNOM HacnefoBaHWs!, Pa3BUTUE KOTOPbIX CBA3AHO C HapyLLe-
HUEM CEeKpeLIM KOPTUKOCTEPOUIOB BCNEACTBME BPOXKOAEHHOTO

1:10 000 o 1:14 000 xumBopoxaeHHbIX aeten [1].
Mo3gHAs AnarHocTuka, HECBOEBPEMEHHASA N HEKOPPEK-
THast Tepanus BOKH npmuBoasT K TsKenbiM NocneacTBUaM:



mbenn pebeHKka OT COMbTEPSIIOLLMX KPWU3OB, OLUMOKam
B BblbOpe NOMOBON NPUHAAMNEXHOCTN NPU BbIPaXKEHHOMN
BUPUNM3ALMN HAPYXXHbIX TEHUTaNUn y [OEBOYKM, Hapy-
LLIEeHNAM pocTa 1 MonoBOro cospeBaHus, becnnoauvio [4].
Haunbonee pacnpoctpaHeHHon copmon BOKH (90-95%)
SABNAETCA He4OCTaTOYHOCTL 21-rmapokcunassl, ansa guar-
HOCTMKM KOTOPOW MPEASIOKEHO MpOBeAEeHME HeoHaTarb-
HOTO CKPWHUWHra, No3BONSAOLWEro BbiBUTbL 3aboneBaHue
Ha OOKMUHWYECKOW CTagun U CBOEBPEMEHHO HayaTb ne-
YyeHue. B ocHOBe CKpUHWHIa NexuT onpeaeneHne ypoBHSA
17a-okcurmgponporectepoHa (17-OHP) B cyxux obpasuax
KPOBW Ha TecT-OnaHkax [8].

B Poccun HeoHaTanbHbIM CKpUHUHT Ha BOKH nposo-
antea ¢ 2006 r. B COOTBETCTBUM C Nprka3oM MuHUcCTepcTBa
3[paBOOXpPaHEHNs U coumanbHOro passutusi Poccuinckoi
depepaunm ot 22 mapTta 2006 r. Ne 185 «O maccoBom 06-
cneaoBaHNM HOBOPOXAEHHbIX AeTel Ha HacneL4CTBEHHbIE
3aboneBaHus».

Llenblo nccnegoBaHvs SBUIICA aHanu3 MepBbIX pe-
3ynbTaTOB HeoHaTanbHOro ckpuHuHra Ha BAOKH B KpacHo-
[apcKoMm Kpae.

Matepuanbl u meToabl MCCNEAOBAHMS

MaTepuanomMm Ansi MccnefoBaHus CNYXWUMWM OaHHble,
nonyyeHHole B pesynbtaTe obcnepoBaHua Ha BOKH Ho-
BOPOXAEHHbIX, poamBlumxca B KpacHogapckom kpae (KK)
¢ 1.07.2006 r. no 31.12.2011 r. HakonneHne n obpaboTka
MHdOpPMaLny NPoBOAUNMCH C UCMOMb30BaHNeM pa3pabo-
TaHHOW B KyGaHCKOW MexXpervoHanbHOW MeauKo-reHeTu-
YeCKOW KOHCYNnbTaLMu KOMMbLITEPHON nporpammbl «Heo-
HaTarnbHbIA CKPUHUHIMY [5].

YposeHb 17-OHP onpepensnn MeTOAOM UMMYHO-
bNoOpeCLEHTHOTO TBEPAO(A3HOro aHanusa C BpeMeH-
HbIM paspeLleHneM nromuHecueHLn. CornacHo MeToau-
YECKMM pekoMeHAauMaM SHOOKPUHOMOrMYECKOro Hayu-
HOro ueHTpa [4], 3a NOporoBbIf YPOBEHb Y AOHOLLEHHbIX
HOBOPOXAEHHbIX (CpoK rectaumm Oonblie 36 Hepens,
Bec Gomnblie 2,5 kr) npuHumanu 3Hadvenus 17-OHP 30,0
HMOIb/M, ¥ HeOOHOLLEHHbIX Mpu cpoke rectaumm 33-36
Hepernb (Bec MeHblue 2,5 kr) — 60,0 HMonb/n, Npu cpoke
rectaumm 23-32 Hegenu — 100,0 Hmonb/n. MoaTeepxaa-
oLas AMarHocTvka npoBoaunach nyTem onpeaerneHvs B
KPOBMW YPOBHS Kanus, HaTpus, kopTnsona, 17-OHP un ynb-
TPa3BYKOBOro MCCrefoBaHUSA HAa4NOYEYHUKOB.

PeBY.I'Ib'I'GTbI UccnefoBaHus
MaccoBoe obcnenoBaHne HOBOPOXAEHHbIX Ha BOKH
B KK npoBogutcs ¢ ntoHsa 2006 r. 3a 5 net obcnegosaHo
338 911 (99,7%) HOBOPOXAEHHbIX, BbIIBNEHO 42 pebeH-
ka ¢ BOKH, 4Tto no3sonuno onpegenuTb 4acToTy AaHHO-
ro 3abonesaHusa 1:8069 HoBopoOXAeHHLIX. MOBbILEHHbIE

3HayeHusa 17-OHP yctaHosneHbl y 4060 (1,22%) HoBoOpoO-
XOEHHbIX.

3a BpeMs NpoBeAeHNs CKPpUHWHIA BbiSiBNEHO 42 pe-
6eHka ¢ BOKH (26 manbuukoB, 16 gesodek) (Tabn. 1).
OeTtn pogunuck Ha 3912 Hepene 6epeMeHHOCTM C Mac-
con Tena 34271653 r, gnuHon Tena 5215 cm. lNepsBuy-
HbI 3a6op kpoBu Ha 17-OHP npoBoguncsa Ha 4+1 geHb
XW3HW, NOBTOPHBIN — Ha 18£8 aeHb xun3Hu (c 10 no 34-i).
JleyeHne GonbHbIX 6bI0 Ha4aTo B Bo3pacTe 2012 gHen
KNU3BHU.

OCHOBHasi 4aCTb YCTaAHOBIIEHHbIX AMarHo3oB (38 ae-
Teln) oTMedvarnacb B rpynne HOBOPOXAEHHbLIX C YPOBHEM
HeoHaTanbHoro 17-OHP Gonee 100,0 Hmonb/n (cpen-
Hee 3HadveHune 602,2+384,4). MNpu petecte ypoBeHb 17-
OHP konebancs ot 32,0 go 1400,0 HMonb/N, B cpeagHeMm
597,2+448,4 nmone/n. Y 29 geten (18 manbumkos, 11 ge-
BOYEK) AnarHocTupoBaHa conbTtepsaowas opma AlrC, y 5
(2 manbuukoB, 3 geBo4ek) — BUpWIbHas, y 8 — Heknaccu-
Yyeckuii BapuaHT (7 ManbynkoB, 1 AeBoYKa).

B rpynne peten ¢ HeoHaTtamnbHbiM 17-OHP meHee
100,0 Hmonb/n (B cpeaHem 41,1+31,6) BoisBneHo 5 6onb-
HbIX (3 MamnbyuKOB, 2 [EBOYKM), U3 HUX C BUPUITbHON
dopmon — 3, ¢ conbTepawwen — 2. Y 2 geten gaHHON
rpynnel (1 geBoyka C HapyweHuem AgnddepeHLpoBKU
nona, 1 maneyuk c conbTepsaoLwen popmon BOKH) nep-
BMYHBIN ypoBeHb17-OHP 6bin B npegenax Hopmel (21,3 n
9,8 HMonb/n cooTBeTCTBEHHO). Oba pebeHka No TKecTH
COCTOSIHMSA cpa3y Mocne poXaeHus 6binv nepeBefeHbl B
peaHVMaunoHHOe OTAeneHue, nepen B3ATUEM KPOBU Ha
17-OHP nony4yanu uHy3noHHyo Tepanuio 1 ropMoHarnb-
Hble npenaparbl, YTO U MOTJIO NMPMBECTY K NOXHOOTpULa-
TenbHbIM pe3ynbTaTaM CKPUHUHTA.

AHanua pesynbTaToB HEOHATarbHOIO CKPUHMHIa Ha
BOKH 3a 5 net nokasan, 4yto 1,22% (4060 pneten) HoBo-
POXAOEHHbIX HyXAanucb B MOBTOPHOM 0OcCneaoBaHuu
(peTecTte) B cBA3M C MNOBbIWEHHbIM ypoBHeM 17-OHP.
Mo AaHHbIM 3apybexHbIX aBTOPOB, MPOLIEHT peTecTa MOX-
HO CHU3WTb MNPU OLIEHKE YPOBHS BEPXHEN rpaHuLibl HOPMbI
(cut-off) 17-OHP ¢ yyeToM cpokoB rectaLumn 1 Beca HOBO-
POXAEHHbIX [6, 7].

3a BEPXHIOK rpaHuLy HOPMbI MpPU MPOBEAEHUN CKPU-
HUHra npuHUMaroT 99-M nepueHTUNb Oonpeaensemoro
nokasartens y sgoposon nonynsuuu [9]. BHeapeHnue pas-
paboTaHHOM HamMu KOMMbIOTEPHOW nporpammbl «HeoHa-
TanbHbINA CKPUHWUHIY NO3BONNIIO NPOBECTM CTATUCTUYECKUIA
aHanu3 koHueHTpauun 17-OHP y 43 585 3a0poBbIX HOBO-
POXAOEHHbIX U onpefenuTb ero 3HadeHusa ansa 99-ro nep-
LEHTUNSI B 3aBUCMMOCTM OT Beca M cpoka rectaumu. Kak
BMAHO 13 Tabnumupl 2, 0TMEeYaeTCsi MOHWKEHME MOPOroBOro
ypoBHsA 17-OHP: ot 150,0 HMonb/n npu cpoke rectauum 30
Hefenb 0o 28,5 Hmonb/n npu cpoke rectauumn 40 Hegenb.

Tabauya 1

Pe3ynbTatbl HeOHaTanbHoOro ckpuHuHra Ha BAKH 3a 2006-2011 rr.

ConbTepstowas ¢popma BupunbHas copma Heknaccuueckasa dopma Bcero
lNon
Manbuukmn OeBo4ku Manb4ukm OeBoukn Manbumkmn OeBo4kn
2006 2 2
2007 5 3 2 1 2 13
2008 3 1 4
2009 1 1 1 3
2010 3 4 2 3 12
2011 4 2 1 1 8
Bcero 18 11 2 3 7 7 42
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Tabauya 2

Mokasatenu ypoBHsA 17-OHP y HOBOpOXAEHHbIX
B 3aBMCUMOCTMU OT CPOKOB recrauum

Cpok Yucno MNepueHTnu 17-OHP Hmonb/n (P)

recrauum obcneagoBaHHbIX P 25 P75 P 95 P 99
40 17 691 5,7 11,5 19,7 28,5
39 15 558 5,7 11,8 19,9 28,7
38 6277 6,2 12,7 21,8 33,3
37 1987 6,9 14,9 25,8 417
36 696 7,8 17,7 28,6 411
35 426 8,4 19,4 33,7 54,6
34 349 8,2 21,2 36,8 67,9
33 187 9,7 22,5 38,5 65,6
32 208 10,8 27 51,5 71,8
31 101 12,1 28 55,2 95,2
30 105 12,7 39,5 107,0 150,0

OGCY)KAEHVIE 3. Hosukos I1. B. HacnepactBeHHas naTtonorus B CTpykType 6ones-

Mo pesynbTaTaM HeoHaTanbHOrO CKPUHMHra onpe-
peneHa yactota B[JKH B KpacHogapckom kpae: 1:8069
HOBOpPOXAEHHbIX. OTknoHeHnss 17-OHP BbisiBNeHbl y
1,22% obcnenoBaHHbIX OeTel. YcTaHoBreHa Heobxo-
OUMOCTb onpegeneHus noporosoro ypoBHa 17-OHP
ans obcnegyemon nonynauum ¢ y4eToM recTauuoHHOro
CpoOKa M Beca HOBOPOXAEHHOro, YTo MO3BOMUT YyMEHb-
WNTb KONMMYECTBO AETEeN, HyXOaLKMXCA B NOBTOPHOM
obcnepoBaHun. BBegeHne HeoHaTanbHOrO CKPWMHWHIA
Ha BOKH nossonsiet cnactu geten ot rubenn oT conb-
TEPSIOLLMX KPU3OB M NPaBUbHO BbIGpaTh NOMOBYO Npu-
HaANEeXHOCTb NMPWU BbIPAXXEHHOW BMPUNU3aLUN HapyX-
HbIX FTEHUTanu y AeBOYEK.
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MpeacTaBneHbl CoBpeMeHHble B3rnaabl Ha hyHKUMOHanNbHoe nuTaHne AeTein nepBoro roga *m3Hu. OnucaHo npebuotnyeckoe
nenctere nakTynossl. MNMpeacraBneH MUKPOBHbLIN Nen3ax TONCToro kuweyHuka 20 geten, HaXOAALWMXCA Ha UCKYCCTBEHHOM BCKap-
MnvBaHuW, 1 15 geten, HaxogsaWMXcs Ha rpyaHOM BckapmnuaHumn. C npebroTnyeckol Lenbo AeTSM NepBoO rpynnbl HasHayancs
npenapat nakTynosbl. OTMeYeHO yny4lleHne KIMHUYECKMX CUMMNTOMOB M nabopaTopHbIX nokasaTternen y AeTel, HaxoasaLWwmxcs Ha
MNCKYCCTBEHHOM BCKapmrvBaHuu. [Mpenapat pekoMeHO0BaH kak NpebuoTvk Ans AeTe, NULWEeHHbIX MaTEPUHCKOro MosIoka.

Knrouesnbie criosa: petu, MMKpO6VIOLleH03, NakKkTynoaa, I'IpeGIAOTVIK.



