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HUTOI'M 1 OCHOBHBIE ITPOBJIEMBI, CBA3AHHBIE
C IITPOBEJEHUEM HEOHATAJIBHOT'O CKPUHUHI'A HA MYKOBUCIIN /103
B ACTPAXAHCKOM OBJIACTH

'OV BIIO «ActpaxaHckas rocyJapcTBeHHas MeIUIIMHCKas akaaemus: Poc3apasa»

VYTouHEeHa YacTOTa BCTPEYAEMOCTH MYKOBHCIHIO03a B ACTpaxaHCKOH OOJIaCTH IO DAaHHBIM HEOHATAJIbHOTO CKPHHUHTA 3a
2007-2008r., xotopas coctaBuina 1:7032H0BopoxaeHHBIX. Cpeay OCHOBHBIX IPOOJIEM, CBI3aHHBIX C BHEAPEHHEM HEOHATAILHOTO
CKpMHHMHIa B OOJIACTH OTMEUYECHBbI HECBOCBPEMEHHOE IIPOBEACHUS IIEPBHYHBIX TECTOB M OTCYTCTBUE JOJDKHBIX Pa3bICHEHUH
POAUTENSM y4aCTKOBBIMH MEMATPAMH B CIIy4ae MOJIOKUTEIbHBIX PE3YJIbTaTOB.

Knrwouesvie cnosa. mykosucyuoos, demu, CKpunure, Acmpaxanckas obaacme.

D.F. Sergienko, O.A. Bashkina, H.M. GalimzyanovANBelopasova

THE RESULTSAND MAIN PROBLEMSCONNECTED WITH CONDUCTION OF NEONATAL
SCREENING ON MUCOVISCIDOSISIN THE ASTRAKHANIAN REGION

The exact data on frequency of mucoviscidosis énAktrakhanian region according to the findingsebnatal screening of
2007-2008 was 1:7032 new-borns. The main problemsaected with introduction of neonatal screeninthanregion may be called
— irregular conduction of primary tests and absefaecessary explanations to parents by familyatedn case of positive results.

Key words: mucoviscidosis, children, screening, the Astrakhanian region.

Myxkosucino3 (MB, kucrodpubpo3) — Hambosiee dYacToe MOHOTEHHOE 3a0oJieBaHUE,
SIBIISTIOIIEECS] BaKHOW MEIUKO-COIMAAbHON mpobiemoii [1, 2, 5]. D10 cBsi3aHO C OOJIBIIUMHU
MOpaTbHBIMU, (U3UYECKUMU M MATEPUAIBHBIMH 3aTpaTaMU CEMbH, OpPraHOB MPAKTUYECKOTO
3/IpaBOOXpaHEHUs U OOIIECTBA B 1IEJIOM Ha TUArHOCTHUKY, JIEUEHUE, PEaOUIUTALMIO U COLUATBHYIO
ajanranuio 0oiasHEIX MB.

O¢ddexTuBHOCTh Tepanmuu U, CJIEeI0BaTEIbHO, KAaueCTBO M MPOAOKUTEIBHOCTh KU3IHU
O6onbHBIX MB 3aBUCHT OT paHHEH IMArHOCTUKM 3a00JieBaHMS M CBOEBPEMEHHOM IOCTaHOBKU
OOJLHOTO Ha y4eT B peruoHanbHOM IieHTpe. Eme nHemaBHo MB Obur mpoGiemoii meauaTpos, B
HACTOSAIIEE BpEeMsl Bce OOJbIIEe YUCIO CHEIHATMCTOB PA3HOro NpoQuiIs BOBIEKAIOTCSI B €€
pemenre. Heo0X0quMo OTMETHUTD, YTO B MOCJEIHUE TObI HA0II01aeTCsl TEHACHINS K YBETUUECHUIO
CpeAHel NPOMOJDKUTEIBHOCTH KHM3HM OOJBHBIX C KHCTOPHOPO30OM B Pa3BUTHIX EBPOIEHCKUX
ctpanax. Ecnmu B 1969r1. ona cocraBnsana 14 ner, To k 2001r. yBenmuuunace no 32. [lo maHHBIM
Kanpanosa H.U., oxxunaemast mpooKUTETLHOCTD KU3HHA 00bHBIX MB, poxxknenusix B 2000rony
B BemukoOpurtanuu, moxker npeBbicuTh 50 ser [1]. TlomoOHBIE MOCTHXKCHHS CBSI3aHBI Kak ¢
MPOrPeccOM B TEpamuu Heayra, Tak U C BHEAPEHUEM HEOHATAIBHOTO CKPUHUHTA, KOTOPBIA B
HEKOTOPBIX TOCYIapCTBAX OCYIIECTBIsETCS yxe Oomnee 20 ner.

C BBenennem B Poccun ¢ 2006rona 00s3aTeIbHOTO HEOHATATBHOTO CKPUHUHTA YITYUIIUIHCH
BO3MOXXHOCTH paHHEH IWarHOCTUKU 3a00JieBaHUS M, KaK CIEACTBHE, CBOCBPEMEHHOE OKa3aHHE
kBanuuupoBanHo momom [1]. OnpnHako Uis  TOJYYEeHUS OUIYTHMBIX — PE3YJIbTATOB,
COMOCTaBUMBIX C EBPOINEHCKMMHM M aMEPUKAHCKUMH, HEOOXOJUMO MOHUMAaHUE TOCYIapCTBOM
B2XHOCTU HE TOJIbKO CBOCBPEMEHHOTO BBISBIECHUS 00NbHBIX MB, HO U co3maHusi HEOOXOAMMBIX
YCIIOBUH AJI UX HAOMIOAECHUS U JICUCHUS.

ITo nanasiM MunucrepceTBa 31paBooxpanenust PO 3a 2007r., yacrora Bcrpeuaemocti MB B
Poccun cocraBuna 1:9863 HOBOpOXIEHHBIX. B CBsI3W ¢ HEOAHOPOAHOCTHIO TOMYJISAIUU TI0
STHUYECKOMY COCTaBy IIOKa3aTelbh 3HAYUTENBHO BapbHpyeT N0 peruoHam. Tak, yacTora
BcTpedaemoctt MB B MockBe 1 MockoBckoit o6mactu coctapmia 1:9000 — 1:1000(43 Anraiickom
kpae — 1:10123,Boponexe — 1:4700, BnaguBocroke — 1:6000, Tam6oBe — 1:4890, Tomcke —
1:2374 Huxeropoackoii oosactu — 1:4200 [2, 3, 4].



Heas. Onpenenuts 4acToTy BerpeyaeMoctd MB y nereit ActpaxaHckoil 0651acTy U BBISIBUTD
OCHOBHBIE MTPOOJIEMbI, BO3HUKILIKE MPU MPOBEACHUHM HEOHATAIbHOIO CKPHUHHUHTA, MPOBOJUMOTO B
nepuon ¢ okTsa0pst 2007mo okTs6ps 2008.

Martepuanbl U mMetoabl. [IpoBeeHO KOJIWYECTBEHHOE OMpPENEIeHUEe UMMYHOPEAKTUBHOTO
tpuncuna (UPT) B kpoBu 21096HOBOPOKICHHBIX IeTeH I. ACTpaxaHH U ACTpaxaHCKO# 001acTH, ¢
okTs0ps 2007t. mo okTss6ps 2008r. MeTon ucciaenoBanus — (GayopeCIieHTHBIN MMMYHHBIA aHAJN3.
[ToroBast mpoba mpoBeaeHa 59 maruentam Ha anmnapare «Macroduct» «Sweat-Chek»I'pem gersm
MIPOBE/ICHO FeHETHYECKOE TUITMPOBAHUE.

Pe3yabrarnl uMccienoBanus. MaccoBblli CKPUHUHI HOBOPOXXAEHHBIX Ha MB B pamkax
MPUOPUTETHOTO HALIMOHAIBHOTO MPOEKTa <«370pOBbe» CTapToBal B AcTpaxaHCKod oOmactu ¢ 1
okTs0pst 2007 roma. 3a nepuoa ¢ oktsops 2007 roga mo oktsa6ps 2008 roma ob6cnenoBano 21096
(oxBar ckpuruHroM 99,7%). Heonaranenast runeprpuncunoresemusi (ypoBenb Oosiee 70 HT/ M)
Obna onpeneneHa y 114 HoBopokaeHHBIX. COTIIaCHO MPOTOKOJIY CKPUHUHTA, PETECT JOHKEH ObLT
ObITh TpoBeeH Ha 21-28 nenp xu3HU Bcem 114 netsim, oHAKO aHamu3 ObUT CAENaH TONBKO 67
HOBOPOXKJEHHBIM. DTO CBA3aHO, C OJIHOM CTOPOHBI, C HECBOEBPEMEHHBIM MOJTyYEHUEM PE3YyIbTaTOB
MEPBOrO TECTa, MPOBEICHHOTO B POIMIBHOM jaoMe (M0 TEeXHHYECKUM IMpPHUYMHAM), C JPYrod —
OTKa30M poJuTeNiell OT MpeAsIoKeHHOTro obOcnenoBaHud. llpuriamenue ceMbu ISl MPOBENEHUS
MOBTOPHOM MpOOBI sBIsIETCS OOJBIION ICUXOJIOTUYECKON MpoOJIeMoif, Korma 3To Kacaercs
HOBOPOKJCHHBIX 0€3 KIIMHUYECKUX MPOosBIeHUM 3a00naeBanus. Kpome TOoro, B HEKOTOPBIX CIydasix
HalpaBJICHWE Ha TOBTOPHOE O0OCIelOBaHME YYAaCTKOBBIM IEIMATPOM HOCWIIO  CKOpee
PEKOMEHIaTeIbHBIN, UeM 00s13aTeIbHBIN XapaKTep.

[Monoxutensubiii perect (ypoBenb UPT Gonee 40ur/mu) Habmopancs y 17 uz 67 perei.
BnocnenctBuun um Obiia mpoBeneHa mnoToBas mnpoOa. [loMHMO HOBOPOXKIEHHBIX C JABYMS
MOJIOKUTENbHBIMU aHanm3aMu Ha WPT, ompeneneHue XJIOpUAOB B IMOTOBOW JKHUIKOCTH OBLIO
mpoBeAeHo eme 42 geTsM, Yy KOTOPBIX Ha TEpBOM JTarne CKPUHHUHTAa HaOJI0/1a1ach
TUIIEPTPUIICUHOTEHEMHS, a TOBTOPHBIN TECT HEe OBLI BHIIIOIHEH MO TEM WM WHBIM IPUYHHAM.

B nacrosiiee Bpemsi B OOJIBIIMHCTBE KPYIHBIX €BPOMEHCKUX LEHTPOB ISl MOATBEPIKICHUS
JIMarHO3a UCHOJIb3YIOT ONpe/eeHne KOHLEHTPAIIMH XJIOPUAOB B TIOTE OMOXUMHUYECKUM METOJIOM,
KOTOpBIM /10 CHUX MOp CYUTAETCS <BOJOTHIM» CTAaHAAPTOM JJsi MPHKU3HEHHOM JMAarHOCTHUKH
MyKoBUcIH103a. OTHAKO B MOCIEAHUE TOABI ObUIM pa3paboTaHbl anmnaparhl, KOTOPHIE MO3BOJISIOT
YHU(PUIIUPOBATh METOIMKY, YINPOCTUTh U YACIIEBUTh €€ IMPOBEJECHHWE M TJIABHOE YMEHBIIUTH
KOJIMYECTBO MOTA, HEOOXOIMMOE I MPOBEACHHS TecTa. B HaleM ucciae0BaHuU MTOTOBBIE MTPOOBI
ObUTH TIpOBECHBI Ha cucTeMe «MakpomakT» — «Sweat-Chek»Y 56 o6cieqoBaHHBIX pe3yIbTaT
ObuT oTpHnaTenbHblii — MeHee 60 mMmonb/n. B TeueHue roga geTd HaOMIOMANHMCH YYaCTKOBBIM
MEeUAaTPOM IO MECTY KHMTEIbCTBA C JIMArHO30M <«HEOHATAJIbHAS TUIEPTPUIICHHOTCHEMUS» IS
UCKJTIOYEHUS CIy4aeB THIOAMATHOCTUKH. Y TPOHMX MAIlMEHTOB PE3yibTaThl MOTOBBIX MPOO ObLIH
nojoxutenbbie (84 mmonb/i, 102mmons/n, 96 MMoib/in). Y BbIBICHHBIX 00JbHBIX ypoBeHb VIPT
[IpH TIEPBOM 00CJIEI0OBAaHUK KOJICOAICS B 3HAYMTENbHBIX Tpeenax — ot 85 g0 163 ur/mi. Ilpu
MIPOBEICHUH PETeCTa MMOKA3aTe/In ObUTH HECKOIBKO HIKe — 84u 76 Hr/miL.

Ha momeHT 06cnenoBanus, y BceX TpeX MalMeHTOK MPOCIEXUBAJICS XapakTepHblid st MB
CUMIITOMOKOMILIEKC: y IBOMX JAE€BOYEK ObUIM THArHOCTUPOBAHBI MOJMCETMEHTApHbIE THEBMOHUH B
COYETAaHWHU C KUIICYHBIM CUHIpOMOM (monudekanus, BUAMMAs CTeaTropesi, B3AYTHUE XKHUBOTA); Y
OJIHOM — 3a00JIeBaHNE CTAPTOBAJIO C MEKOHUATILHOTO UJIEYCa.

Hapsiny ¢ KuIIEYHBIM M pECUpPaTOPHBIM CHHAPOMAMH Yy OIHON MAalMEHTKH HaOJI0JIAIoCh
KU3HEyrpoxaromiee ocinoxkHenne MB — cuHzapom nceBno-baprepa, KOTOPBIM XapaKTepHU30BaJICA
BBIPOKCHHOW THUIIOKATUEMHUEH, TUTIOHATPUEMHUECH, THIIOXJIOPEMUEH U META0OJUYECKUM aTTKAIO30M.
Y aroro pebGeHKa MPOCIEKHUBAIICS OTATOLICHHBIA CeMEWHbIH aHamHe3. CTapmuii MaJbuuK ObLT
OoseH KUCTOPUOPO30M W yMep Ha MEPBOM MeECSIE KU3HHM, OJHAKO CEMEHHOW mape He ObLIo
MPEUIOKEHO TeHETHYECKoe 00cieIoBaHNe C MOCIIEAYIONIeH MpeHaTaTbHON JUAarHOCTUKON Heyra y
mwioja.



[Ipy reHeTHYeCKOM THUIMUPOBAHUN VY BBISABICHHBIX OONBHBIX OMPEICISAIACh TSKEIAsI»
mytarus del F 508rereposurotrnom cocrosiaun. Bropas myraiust Bo Bcex 3 Cilydasx onpejesieHa
He OBLIA.

Takum 00pa3oM, Ha OCHOBAaHHMH JaHHBIX HEOHATAIHHOTO CKPUHHMHTA, aHAIW3a KIMHUYECKON
KApTUHBI U PE3YJbTATOB JTA0OPATOPHO-UHCTPYMEHTAIBLHBIX METOJOB MCCIeNoBaHus nuarao3 MB
OBLT TOATBEPKACH TpPEM MamueHTaM. Y BceX OOJIbHBIX, YYHTHIBas HMMEIOIIHECS OCJIOKHEHHS,
JIMArHOCTHpOBaHa Tspkenas ¢opma 3aboneBanus. [lanmeHtam Oblla Ha3HAYCHA 3aMECTUTEIIbHAS
Tepamus KPEOHOM, a TaKXKe JICUCHHE MYKOJUTHKaMH, OpOHXOJIWUTHKAMH, aHTHOAKTEpHATIbHBIMU
npemnapaTamu.

Cpenu OCHOBHBIX MpOOJIeM, KOTOpbIE BO3HHUKAIM B XOJ€ TMPOBEACHUS CKPUHUHTA B
AcTpaxaHCcKkoit 001acT, HEOOXOJMMO OTMETUTh HECBOCBPEMEHHOE IMPOBEICHUS IEPBUYHBIX TECTOB
OMOJIOTHYECKOT0 MaTepuaja, MOJyYeHHOTO B IEPBBIC JAHM JKU3HU peOcHKa (Kak MpaBMIIO, II0
TEXHUYCCKMM TPUYMHAM) W OTCYTCTBHE JOJDKHBIX Pa3bsICHCHUH POIAMTEISIM yYaCTKOBBIMH
neauaTpaMu 0 HeoOXOIMMOCTH JAIbHEUINIUX MCCIICIOBAHUN TIPH MOJOKUTEIBHBIX Pe3yJbTaTax Ha
TUTEPTPUIICHHOT €HEMHUIO.

3akiioueHue. Pe3ynbTarel MCClIeIOBaHUS CBUJIETEILCTBYIOT, YTO YacTOTa BCTPEUAEMOCTH
MYKOBHCIIHI03a B ACTpaxaHCKOW OOJacTH 3HAYMTEIHHO HIDKE, YeM B cpeaHeMm mo Poccum u
coctaBisieT 1:7032H0BOPOXKACHHBIX. ITO MOXKET OBITH CBSI3aHO C HAITMOHAIBHBIMA OCOOCHHOCTSMH
HACEJICHHS, MPOXKUBAIOLIETO B pEruoHe (MIPEUMYIIECTBEHHO TMPEACTABUTEIN JKEJITOW pachl).
Crnenyer OTMETUTh, YTO HE BCEM JIETSAM I10 TEM WJIM MHBIM MPUYUHAM yIaJIOCh TIPOBECTH MOJTHBINA
0o0beM  HCCIEOBaHMM,  TMPEIyCMOTPEHHBI  MPOrpaMMoON  HEOHATAJIBHOTO  CKPUHUHTA,
clenoBaTenbHO, HCTUHHAas dYactora MB B Actpaxanckod oOnacTu OyAeT YTOUYHATHCS B
JAIbHEHIINX HCCIIEIOBAHUSIX.

Y mamueHTOB ¢ TSOKENBIM OCIOXHEHHBIM TEYECHHEM MYKOBHUCIIHMI03a HEOHATAIbHBIN
CKPUHHUHT TO3BOJIJI YCKOPUTH TIOCTAaHOBKY KIMHUYECKOIO JHarHo3a U MPEeIoTBPATUTH
MIPOTPECCUPOBAHNE MPOSBICHUHN 3a0osieBanuss. OIHAKO MCTUHHBIE Pe3yIbTaThl U d(P(HEKTUBHOCTH
CKPUHHUHTA MOKHO OLIEHUTH CITYCTSI HECKOJIBKO JIET MPHU YCIOBUU HEMPEPHIBHOCTU U COOJIOICHUN
MIPOTOKOJIA €r0 MIPOBEICHHUSI.
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