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B 0030pe nuteparypbl paccCMOTPEHO COBPEMEHHOE
COCTOSTHHE TIPOOIEMBI ATHOTIATOTeHE3a PACCTPOUCTB ay-
tuctrdeckoro crnekrpa (PAC). Uucno nereit ¢ muarxo-
30M «ayTu3m» pe3ko Bozpocio ¢ 1980 roga, u mo mas-
weiM Centers for Disease Control and Prevention (CDC),
B 2014 romy y omHoTO pebernka u3 68 B CIIIA ects PAC.
Jlo HacTosilero BpEMEHU HET €IMHOM 3THOJIOTHYECKON
KOHLICNIMA ayTUCTHUUECKUX PACCTPOHCTB. B crarbe
IPE/ICTaBIICHBI JIBE HanOoJIee MOIMyNIsPHbIE MOJIEIN TH-
onaroreHeza PAC B Hactosiiee Bpems. [lepBast monens
paccMaTpuBaeT ayTH3M KaK T€HETHYECKOe YMCTBEHHOE
paccTpoiCTBO, KOTOpPOE OBLIO PACHpPOCTPAHEHO BCEIAa,
HO 3HAHHUS O KOTOPOM CTaJId PACTH JIUIIb B MOCIEAHEE
BpEMsI, 9TO MPHUBEIO K BUIAUMOHN (HO HE pealbHOM) JIH-
nemud. Bropast Mozens He OTPHIIaeT POJIb TeHETHIECKUX
(axTopoB, HO He MeHblee 3HaueHune (50%) B pa3BUTHH
PAC npupaer daxkropam BHELIHEH Cpejibl, IPU 3TOM KO-
JTUYECTBO OONBHBIX ACHCTBUTEIHHO BO3PACTACT, M 3TO B
3HAYNTEFHON Mepe CBSI3aHO C M3MECHEHUSIMH B OKpYyIKa-
fomieit cpene.

KiroueBble cjioBa: paccTpoiicTBa ayTHCTUYECKOTO
CIIEKTpa, TIEPBa3UBHBIC PACCTPONCTBA Pa3BUTHSI, PAHHIHA
JETCKHI ayTH3M, 3THOTIATOTCHE3.

In the literature review the current state of problem
of etiopathogenesis of autism spectrum disorders (ASD).
The number of children with diagnosis of autism has
increased significantly since 1980, and according to the
Centers for Disease Control and Prevention (CDC), in
2014 one child out of 68 in the U.S. have ASD. Still
there is no single etiological concept of autism. The
article presents two currently the most popular models
of etiopathogenesis of ASD. The first model considers

autism as a genetic mental disorder, which was always
circulated, but the knowledge about which began to grow
only in recent years, which led to the apparent (but not
real) epidemic. The second model does not deny the role
of genetic factors, but also attaches importance (50%)
to environmental factors in the development of ASD,
while the number of patients is really growing, and this is
largely due to changes in the environment.

Key words: autism spectrum  disorders,
pervasive developmental disorders, early child autism,
etiopathogenesis, genetic disorders, environmental
factors.

AyTH3M — 3TO CIIO)KHOE JI€3UHTETPATHBHOE Hapy-
IIEHHE TCUXMYECKOTO Pa3BUTHUS, XapAKTEPU3YIOIIEECs
BBIPaKCHHBIM BCECTOPOHHHUM JIE(HUIIUTOM COLNAIBHOTO
B3aUMOJICHCTBHS 1 KOMMYHHUKAIINH, @ TAK)KE OTPaHUYCH-
HBIMH HMHTEPECaMH W MOBTOPSIOIIMMHUCS HaTTEPHAMH
noBeneHus [ 19]. PaccTpoiicTBa ayTHCTHYECKOTO CIIEKTpa
(PAC) xapakTepHu3ylOTCs TCeHETHYECKHM TOIUMOPQH3-
MOM U (PCHOTUITMYECKON TeTEePOTeHHOCTEIO [6].

AKTyaJbHOCTD NPOOJIEMBI JETCKOTO ayTu3Ma 00-
YCIIOBJIEHA HE TOJIBKO BBICOKOW 4acTOTOM AaHHOI maro-
JIOTHU pa3BHUTHs Kak B Poccuu, Tak M 1Mo BCeMy MHpPY
(Cumamxosa H.B., 2013; Cyxopykosa 11.B., 2012), HO 1
OOJNBIIAM TIPOIICHTOM WHBANMKIOB NeTcTBa. B 2000 romy
CUUTAIIOCh, YTO PACHPOCTPAHEHHOCTh ayTU3Ma COCTaB-
JisieT oT 5 10 26 ciayyaeB Ha 10 000 geTckoro HaceneHusl.
B 2005 rony Ha 250-300 HOBOPOXIEHHBIX B CpPEIHEM
TIPUXOANIICS OIMH CITy4yaid ayTu3Ma; 1o JaHHBIM Beemup-
HOH opranuzauuu aytusma, B 2008 rony 1 cinyuait aytus-
ma — Ha 150 nereit. B 2012 rony LleHTp 10 KOHTpOIIIO 32
3200JIeBAEMOCTHIO B AMEPUKAHCKHX IITAaTax ParopToBal
B cpemHeM 00 | cimywae aytu3ma Ha Kakzaple 88 mereit
[1]. B 2014 romy, cormacuo manubM Centers for Disease
Control and Prevention (CDC), y ogHOTO pebeHka u3 68
B CIIIA ectn PAC [14].

Jlo HacrosIero BpeMEHNW HET €AWHON 3THOJOIHU-
yeckoi konmernmuu PAC [26]. Panee aytmsm paccma-
TpHBaJsCs Kak opranndeckas narosorus (Ban-Kpesenen
A., 1952; Muyxun C.C., 1967); HapymieHre ajanTamnu-
OHHBIX MEXaHW3MOB Hespenod nmuuHoctu (Huccen I,
1971); ocoboe KOHCTHUTYyHHOHANBHOE cocTossHHue (Prm-
nmaun b., 1964; bammaa B.M., 1974); mu3odpenmaeckoe
noctrpuctynHoe cocrosaue (Bpono M.III., bammnua
B.M. 1975); cocrosHue mpu CHHApOME (QparuibHOI
(momkoit) X-xpomocoMel. He nuckiroganachk pois cpemo-
BEIX (hakTOpoB B pazButuu PAC. B kadecTBe Takux ¢ax-
TOPOB M3yYallCh TSDKEJIBIE METAJUIbl; MH(PEKIIMOHHBIC
3a00JICBaHMUs; BAKLIMHBI; POILYKTHI MTUTAHUS; BBIXJIOIIBI
JM3ETbHBIX BUraTelNe; (hranaTel U EeHONbI; pacTBOPHU-
TEJIN; aJIKOTOJIb; IPEHATAIBHBIN cTpecc u 1p. [4]

B Hacrosiimee BpeMsi MOXKHO BBIIACIUTH IBE yC-
moBHBIe Mozenu 3tuomnaroreHe3a PAC. IlepBas monens
paccMmarpuBaeT ayTH3M KaK CTPOTO TEHETHYECKOE yM-
CTBEHHOE PaccTPOMCTBO, KOTOPOE OBLIO BCErAa CHIIBHO
pacIpoCcTpaHeHo, HO 3HAHUSI O KOTOPOM CTalll CTPEMH-
TEJIFHO PACTH JIMIIb B TIOCJIEAHEE BPEMS, YTO TPUBEIIO K
BHIMMOI (HO HE pealbHOW) srmuaeMun. Bropas Moxens
MIPE/ICTABISIET AyTH3M KaK TeHETHYEeCKH 000CHOBAaHHOE,
HO CKOPPEKTHPOBAHHOE TIOJI BIMSHHEM BHEIIHEH CpPEeibl
COCTOSTHHE, 3aTParuBaoliee MHOTHE CHCTEMbI OpraHu3-
Ma, TIPH 3TOM KOJIMYECTBO OOJIBHBIX JICHCTBUTEIEHO BO3-
pacTaert, ¥ 3TO B 3HAYNTEIBHON Mepe CBA3aHO C U3MEHe-
HUSIMU B OKpY’KaIOIIeH cpeze.

[IpuBepKEHIBI TEHETHYECKOW MOJEIH IIBITAIOT-
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csl MICHTU(UIMPOBATh T'€H ayTh3Ma M BbIOpaTh I'€H-
KaHAWJAT B TEHOME HAa OCHOBE MX OTHOIICHHUS K MO3TY
U moBeneHuIo [9]. FIMeHHO reHeTrKa BHECIa OCHOBHOM
BKJIaJl B CO3aHHUE MpeacTaBiIeHnit o ToM, uto PAC mpen-
CTaBJISIIOT CO00I MHOXECTBO, MOXET ObITh, COTHHU pa3-
JIMYHBIX 110 3THOJIOTHU (OPM, KOTOPBIE CXOASATCS B 00-
IIKM€ TIOBEACHYECKIE U KOTHUTHBHBIC (heHoTurbl [10].

B kauecTBe OATBEPKACHUS NIEPBOM MOJEIIH MOX-
HO HWCIONB30BaTh cienywomue nanueie. Jo 10% cmo-
panndecknx u 2% cemelHbIx ciydaeB PAC cBs3aHbI C
MHUKPOCKOITHYECKUMU ~ WJIM  CyOMHUKPOCKOIIMYECKUMHU
XPOMOCOMHBIMH a0eppaLlusAMHU 110 THUILY BapHaIMy KOJIH-
yecTBa Konwuii (copy number variations, CNV), Bo3HuKa-
tommmu de novo. Hexotopeie CNV BeTpedaroTcst 4acTo
U BO BIOJHE OMPEAETICHHBIX y4yacTkKax 15-i (myruimka-
un q11-13), 16-i (mymukamuy u genenuu pll) u 22-i
(menmermuu q11-13) xpomocom; kaxnas u3 »Tux CNV
BCTpeuaeTcst mpuMepHo ¢ gactoroit 0,5-1,0%, BO3MOXK-
HOE KOJIMYECTBO BapUAHTOB TAKMX MUKpoabeppaluii He-
M3BECTHO [25].

[Iponomxkaercss W3y4yeHHE TEHHBIX B3aMMOJCH-
CTBH, OTJCIBHBIX 3aWHTEPECOBAHHBIX JIOKYCOB, IIH-
POKHMX TEHOMHBIX accomuanuil. besycmoBHO, 3T Me-
XaHU3MBI BHOCSIT ONPEACICHHBIM BKJIAA B OOMIMI my:n
TeHETHYECKUX PHCKOB.

YacTe KaHAWJATOB HA 3BAaHME «ayTHCTHUYECKUX Te-
HOB» U3BECTHA: 3TO MMAaTOT€HHbIC MyTallUH, CBSI3aHHbIC C
reHaMH HeWpoiuruHoB, HeipekcmHa u SHANK3, Binu-
SIOIME HA CUHANTUYECKYIO aAre3ui0 U CHHANTHYCCKUI
romeocTa3. OHAKO 3TO MYyTaIlH PeIKHe, U Ha UX JOINIO0
npuxoautcs He 6onee 1% ciydae PAC [5].

BrlsgBrieHa B3aMMOCBSA3b MEXKIY ayTHCTUYECKHMU
paccTpoHCTBaMHU M HAJIMYUEM OTPE/ICICHHBIX TeHeTHYe-
ckux Hapymenuit [28], snunencueit [17] u B OonpInH-
CTBE CIy4aeB — yMCTBEHHOI OTCcTajocThIo [12].

CymiecTByeT ruroTesa, paccMaTpuBaroNas ayTu3M
B CBSI3U C SIUTeHEeTHYeCKUMU d(h(heKTaMu, To ecTh Hel-
POXMMHYECKUMHU BO3EHCTBUAMH, BIUSIOMIMMHU Ha 3KC-
MPECCHI0 T'€HOB, KaK CTPYKTYPHBIX, TKaHecnenuduye-
CKHUX, TaK M PETYIATOPHBIX.

Hccnenosanus yuactkoB JIHK, konupyromnmx 6ern-
KH{, BBISBUJIIM BBICOKYIO YaCTOTY MaJICHBKUX JENCIHH B
reHax, KOTOpble KOHTPOJMPYIOT IUTOCKENET U ayToda-
THIO, T.€. IIPOIIECC, C OMOIIBIO KOTOPOro KIETKU M30aB-
JISIFOTCSL OT TOBPEXKACHHBIX OEJIKOB M OpraHesul, TaKux,
KaKk MHTOXOHIpuH [6, 16]. MiccnenoBanus Taxxke mokasa-
JIY BBICOKYIO 4aCTOTY JI€JeLMi U HUHCEPCUH B I'€Hax, Npo
KOTOpPBIE U3BECTHO, YTO MX IKCIIPEeCcCHs (CHHTE3 3aKOIH-
POBaHHBIX UMH OEIIKOB) IPOUCXOAUT B TOJIOBHOM MO3Te.
OTH JaHHBIE COOTBETCTBYIOT CYIIECTBYIONIEMY MHEHHIO
0 TOM, YTO TMOBEJCHHE, XapaKTepHOe Ui ayThu3Ma, SB-
JISIETCsl Pe3yNbTaTOM HapylIeHUi B (DYHKIMOHUPOBAHUH
Mmo3sra [21].

KoH}nuKT MeXAy reHaMu, YHaclIeAOBaHHBIMU OT
OTIIa ¥ MaTepH, TaK’Ke MOXET UTpaTh POjb B PAa3BUTHH
ayTu3Ma. Peup naetr o reHoOMHOM MUMIIPUHTUHTE. CMBICT
ATOTO SBJICHUS 3aKIIFOYAETCS B TOM, YTO HEKOTOPHIC T€HBI
B IOJIOBBIX KJIETKAaX POIHUTENEH «METATCS» (METHINpO-
BaHHE LUTO3MHOBBIX OCHOBAHMH), W BIOCIECACTBHH Yy
MOTOMCTBA ITH T'eHbl He paboTaloT. OTKIIIOUEHNE TEHOB
MIPOMCXOIUT KaK B CIIEPMATO30MIaX, TaK U B SHIEKIIET-
Kax. B pe3ymprare MOTOMCTBO HaciemyeT HEKOTOPYIO
9acTh MPU3HAKOB TOJBKO OT Marepy (€ClIi COOTBETCTBY-
IOIIMe TeHbl OTKJIIOUCHBI B CIIEPMATO30MIax) WM He-
KOTOPYIO 9acTh — TOJBKO OT OTHA (€CJIM TeH OTKIIOYCH
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B SIUIEKJIETKE). B COOTBETCTBUMU C KOHLEMIIUEH «3TOU-
CTUYHOIO IeHa» YwibsMa ['aMWIBTOHA Ipenarnosaraet-
Cs, 9TO HEKOTOPBIE CIlyyad ayTH3Ma MOTYT OOBSICHATH-
Csl CIBUIOM OajiaHca aKTHMBHOCTH TI'€HOB, CBS3aHHBIX C
pa3BUTHEM MO3Ta, B OTILOBCKYIO» CTOPOHY H3-3a SPKO
BBIPQKEHHON CKIOHHOCTH K «BEIIIEBOMY» MBIIIICHUIO Y
ayTH4HbIX geteit [11].

HaxarumBarorcst pakThl 0 posid HEHpOIEenTHI0B
OKCHUTOLIMHA B PETYIALUH COLMATbHON MPUBA3aHHOCTH,
MOJTYYEHBI I0Ka3aTeIbCTBA YUaCTHs TeHETHIECKOM Bapu-
aluu B T€HE peIenTopa OKCUTOIMHA B dTHONOrnu PAC
[27].

B nactosimee Bpems PAC akTHBHO H3ydaroTcs B
6uonornueckoM acmexre. MIMMmyHonorndeckue padoThI
MOKa3aJi BOBJICYCHHOCTh B IATOTEHE3 ayTHCTHYECKUX
paccTpONCTB UMMYHHBIX MEXaHU3MOB C SIBICHUSIMH aK-
THUBALUK KaK BPOXKIACHHOTO, TaK ¥ MPUOOPETEHHOTO UM-
MmyHutera [3, 7].

HccnenoBanue 62 ManueHTOB JETCKOIO BO3pacTa
(3-12 ner) ¢ ncuxornuyeckumu ¢popmamu PAC BbIsiBU-
JI0, 4TO IIPU OTHOCHUTEIHHO ONAarompUATHBIX MO HUCXOAY
ncuxoruueckux popmax PAC umeer mecto npeumylie-
CTBEHHO aKTHMBAIUS BPOXKJCHHOTO MMMYHHUTETA (yBEIH-
YEHUE AKTHBHOCTHU JIEMKOLIMTAPHON 3y1acTas3bl U IOBbI-
mieHue ypoBHsi octpodasubix OenkoB) (Kiomnuk T.IT.,
CumamkoBa H.B., Turano A.C.). Bonee Tspkenoe mo-
pakeHHe MCUXUYECKON JESTeTbHOCTH COMPOBOXKAACTCS
MpHU3HAKaMHU aKTHBAIlMHM KaK BPOXKICHHOTO, TaK M MpH-
00peTeHHOro MMMyHHTETa (YBEIIMUEHHE YPOBHSI ayTo-
aHTUTEJ K HeWpoaHTHIeHaM B nepudepuyeckoil KpoBH
60mbHBIX) [2].

Ha ocHoBanuu ganseix Y. Yommr (2005) y 60s1b-
IIMHCTBA OOCJIEOBaHHBIX JIETeH C ayTU3MOM OTMeda-
JIUCH TUCOIEMEHTO3BI IO COACP)KAaHUIO MU U IIMHKA, U
OBLT ClIeJIaH BBIBOI O BO3MOXKHOM PO Oeika MeTaslio-
THOHEHHA B STHONATOTeHE3e Pa3BUTHUS ayTH3Ma. Mccie-
JIOBaHHE POJIM OelIKa METAIJIOTHOHEHHA B THOINATOTeHE-
3e pa3ButTus aytusma B PecrnyOnuke Benapych BbIsIBUIIO
(axTHyeckoe COOTHOIIEHHE KOAP(UIMEHTa MeIb/IIMHK
6onbie HOpMBI y 72 (83,7%) neteii ¢ aytusmMoM 'y 71
(82,6%) pomutens. Takum 00pa3oM, MOXKHO C/I€JIaTh BbI-
BOJl O POJIM METAJUIOTHOHEHHA Kak (hakTopa pa3BHUTHSI
PAC [4].

DakTOpbl OKPYXKAIOLIEH CPElbl UIPAIOT BAXKHYIO
POJb B KaXKJIOM OTJEIBHOM CIIydae ayTH3Ma, UX BKIAJ
COCTaBIISIET IPUMEPHO IOJIOBUHY OOIIEH CyMMbI pucKa
pa3BuTHs paccTpoiicTBa. OcTanbHas 4acTh MPUXOANUTCS
Ha HACJIEACTBEHHYIO MPEIPACIIONOKEHHOCTD [24].

W3BecTHO, YTO C yBEIMYCHHEM BO3pacTa pOIUTE-
Jei (Tmpekie BCero OTIIOB) BEPOATHOCTh POXKIACHUS pe-
OeHKa C ayTU3MOM HECKOJBKO TOBBINIAeTCs (Ha TpaHH
CTaTHUCTUYECKOW JTOCTOBEPHOCTH). DTO OOCTOSATENHCTBO
MIPEATNONIOKHUTEIBHO CBSI3aHO C YBEIMUYCHHEM C BO3pac-
ToMm yncia CNV [22].

ITo mamueiM C. Lord, C. Mulloy, M. Wendelboe,
y MAIMEHTOB C BBICOKO(QYHKIMOHAIBHBIM ayTH3MOM I10
CPaBHEHHUIO C HOPMAJIBLHO Pa3BHBAIOIIMMHUCS OpaThbsiMU
U cecTpamu OOJIbIIE CIIy4aeB OCIOKHEHHH OepeMeHHO-
CTH y MarepH, YBEIMYCHUN CPOKOB OEpeMEHHOCTH >42
Henenb [18]. Ilpu cunapome Acneprepa oOHapy>KeHO
npeoOiaganue ciayvaeB ¢ 0ojiee HU3KUMHU OajuIaMu 110
mKajge Anrap ¥ yBeJIHueHHE POXKACHUI MaTepsiMU B BO3-
pacte > 30 ner (Ghaziuddin M., Shakal J., Tsai L.) [15].

Uccnenosanune A. Rzhetsky, S.C. Bagley, K. Wang
(2014) moxa3zaso, 4TO POJib SKOJIOTUN B BOBHUKHOBEHUHU



MATEPHAJIBL, IIOCBALLEHHBIE FOFUJIEIO IIPODECCOPA A 10. UJIJIEKA

ayTH3Ma MOKET OBITh TOpa3fo BHIIIE, YeM Mpearoara-
JIOCh J10 9TOro. B KadecTBe mueHTHdHKaTOpa 00bEKTa
HCCJIEIOBATENN HCIOIB30BATH MY)KCKHE BPOXKICHHBIC
MOpOKH pa3BUTHA. B pesynsrare anamuza 100 mmsuin-
OHOB CTPaxOBBIX CIy4aeB OBUIM HaMJIEHBI KIACTEPHI
(cxomuienust) 6obHBIX ¢ PAC, mMpoXKMBAaKOIIMX BO BCEX
okpyrax o Bceil repputopun CIHIA. ITokazarenu 3a6o-
JIEBAEMOCTH ayTH3MOM OBLIM TECHO CBSI3aHBI C TEMIIAMHU
pocta B MOMYJSIIMU BPOXKICHHBIX MOPOKOB Pa3BUTHUS
PENpOLYyKTUBHO# Chepbl Y HOBOPOXKIEHHBIX MAJIBYMKOB.
Krnacrepusanus, kak MOATBEp)KIaeT aHAIN3, 3HAYNTEIb-
HO CBsi3aHa ¢ (haKTopamMM OKpYIKarolel cpesibl U B MEHb-
1Iel CTENEeHN 3aBUCHT OT YKOHOMHYECKUX CTHMYJIOB H
TOCYapCTBEHHON ITOMOINM, BIMSIONIMX Ha JHArHO3.
Knacrepsl 3a0oieBaHuii onpeesnsores: kKak reorpadu-
YEeCKHM KOMITAKTHbIE PAHOHBI, [JIe HeKasi 00JIe3Hb OKa3bl-
BACT 3HAYUTENIFHO MOBBIIIEHHYIO CKOPOCTh PACIpOCTpa-
HeHus [23].

S. Sandin u mgp. (2014) ucciaemoBanu pacmupo-
ctpaneHHOCTs PAC cpeanm ABYX MUJUIMOHOB JAeTel,
nosiBuBIIKXCS Ha cBeT B IlIBeruu ¢ 1982 mo 2006 rogx.
Y 14 516 w3 HEX ObBUIM AMArHOCTHUPOBAHBI pa3INY-
weie Tunbl PAC, B Tom uncie 5 689 ciaydeB ayTu3ma.
AHanu3 BKJIIOYAJ Tak)Ke JaHHBIC O YJIeHaX ceMeil me-
Teld — UX MJCHTUYHBIX M HEHJIEHTUYHBIX OJIM3HElax,
POJHBIX M JIBOIOPOJHBIX OpaThsix M CECTPax, a TaKKe
€IMHOYTPOOHBIX M €IMHOKPOBHBIX OpaThsiX U cecTpax.
Jlnst oleHKH MHAMBUIAYalbHOTO pucKka pa3BuTHs PAC
MPUHUMAJINCh BO BHUMaHHE (aKTOPbI HACIEICTBEH-
HOIi MPeIpacIioNoKEHHOCTH U (PaKTOPBl OKPYKAIOLICH
Cpelbl, KOTOPhIE JACNIINCH Ha Te, KOTOpble ObLIN 00-
MMM IS WICHOB CeMeil, U Te, KOTOPble MOXXHO ObLIO
CUNTATh YHUKAJIbHBIMHU B Ka)XK/IOM KOHKPETHOM Cilydae
(Hampumep, OCIIOKHEHHsI BO BpeMs POJIOB, HH(EKIH-
OHHbIE 3a00JIEBAHUS y MaTepH BO BpeMsi OEpeMEHHO-
CTH, IPUEM MEJUKAMEHTOB B Ipe- U NePUHATAIIbHBIH
nepuoa). B utore GbUIO yCTaHOBIEHO, YTO POJb Ta-
KHX YHHUKaJbHBIX (akToOpoB oueHb Benuka. Corinac-
HO OIleHKaM, B kaxjaoMm ciaydae PAC mpumepro 50%
pasBuBarTCs Ha (hOHE HEONArONPUATHOTO COYETAHUS
(bakTOpoB OKpyKaroIiei cpeasl, octaBmuecs 50% —
Ha (OHE HACIIECTBEHHON MPEPaCIIONOKEHHOCTH.

Eme onHum pesynbrarom paOoThl cTana Koliuue-
CTBEHHAsl OIIEHKA WHJMBHUIYaJIbHOTO PHCKA POXKACHHS
pebenka ¢ PAC B ceMbsiX, B KOTOPBIX YK€ UMEIOTCS Je-
TH-ayTUCTBI. Eciin 00IIenony sInOHHbBIN PUCK ayTH3Ma
COCTaBJISIET MPUMEPHO OJIMH K CTa, TO HAJTUYHE POTHOTO
Opara MM CeCTPBbI C TAKMM AMATHO30M YBEIMYHBAET ITOT
rokasaresnp Oosee uem B 10 pa3; HajIu4YMe eMHOKPOBHO-
rO WM €JMHOYTPOOHOro Opara WM CECTPhI C ayTU3MOM
MOBBIIIAET PUCK Oojiee 4eM B TpH pasa; B Cilyuyae JBO-
IOPOIHOTO Opara WM CeCTPhl Pedb UAET O ABYKPATHOM
TIOBBIIIEHUU pUCKa [24].

Taxum 06pa3oM, HECMOTPS Ha TO, YTO PETHCTPH-
pyercs 3HauuTenbHbI pocT PAC, ennHOro MHEHHS OT-
HOCHTEJIBHO MX 3THOMNarorene3a HeT. CyIIecTBYIOT JIBe
ycnoBHble Monenu sTronarorene3a PAC. CTOpOHHHKH
MepBOil MOzENH paccMaTpUBalOT ayTH3M KaK TeHETH-
YECKOe PacCTPOHCTBO, KOTOpOe OBIIO PacHpOCTpaHEHO
Bcerna. [IpuBepskeHIbl BTOPOH MOJENIN HE OTPULIAOT I'e-
HeTH4uecKyto ocHOBY PAC, HO IpuAaoT He MEHbIIIee 3Ha-
4yeHue (hakTopam OKPYKarollei cpejibl, KOTOPbIE UTPAIOT
0co0yI0 poJIb B KaXJOM OTJEIBbHOM Cily4dae ayTh3Ma.
TpelOyeTcs nanpHellee MpUCTaIbHOE H3YUYSHNE dTHOTIA-
torenesza PAC st pa3paboTKi METOIOB PaHHEH JHarHo-

CTHKH, YCHEUIHOW MPO(UIAKTHKH, NPUMEHEHUSI HOBBIX
JIEKAPCTBEHHBIX U ITOBEIEHYECKUX METOOB JICUECHHUS.
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PECULIARITIES OF CLINICAL
COURSE OF CONGENITAL
DYSFUNCTION OF THE ADRENAL
CORTEX IN CHILDREN
OF THE CITY OF PERM

!City childrens clinical hospital Nel5, Perm
?Academician E.A. Wagner Perm State Medical
University

[IpoBenena oreHKa 0COOEHHOCTEH KIMHUKH W Te-
YeHHS BPOXKACHHOU TUCOHYHKIIUH KOPHI HAAIIOYCTHIKOB
y nereil ropona Ilepmu 10 1 1ocie BBEAEHMsI HEOHATANb-
HOro ckpuHuHTa. Ob6cnenoBano 62 pebenka (24 mamm-
€HTa, AMArHo3 KOTOPHIM OBII TOCTAaBJICH /0 BBEICHHS
CKpUHUHTA, U 38 AeTell mocie BBeIeH!sI HEOHATAIHLHOTO
ckpuHuHTa). [IpoaHamuM3upOBaHbI CPOKH IOCTAHOBKHU
JIMarHo3a ¥ TeUCHUs 3a00JIeBaHus, TIOKA3aTeIu hU3nIe-
CKOT'O pa3BUTHSI, CPOKH BCTYIUICHHS B ITyOepTar, 0CoOeH-
HOCTU TU(GEPCHIIMPOBKH CKElIeTa, TOKA3aTeIH YPOBHS
17-OHP, 31eKTponauTOB, B MOMEHT TTOCTAHOBKH JIMarHO-
3a U Ha (pOHE MATOreHETHYECKOH Tepanuu. YCTaHOBIIe-
HO, YTO C BBEJICHUEM HECOHATAJILHOTO CKPUHHHTA B UIOHE
2006 roga pacmpoctpaneHHocts BJIKH yBenuuumnach
B 1,5 pa3a, COOTHOIIEHUE MAJBYMKOB M JICBOYCK CTAJIO
paBHBIM. 3HAYUTEIFHO CHH3HJICS BO3pPACT MAIMCHTOB
Ha MOMEHT MIOCTAHOBKH JIMAarHO3a BUPHIBHON (HOpMBI y
MaJIBYUKOB.

Kuawuesbie ciaoBa: BJIKH, nern, nuarnocruka,
JICYCHHE, HCOHATAIBHBIA CKPHHUHT.

The assessment of the peculiarities of the clinical
course of congenital dysfunction of the adrenal cortex
in children of the city of Perm before and after the
introduction of neonatal screening was performed.
We examined 62 children (24 patients, diagnosed
before the introduction of screening and 38 children
after the introduction of neonatal screening). Analyzed
the timing of diagnosis and course of the disease,
physical development, the timing of entry into puberty,
especially the differentiation of the skeleton; level 17-
OHP, electrolytes, at the time of diagnosis and on the
background of pathogenetic therapy. It is established that
the introduction of neonatal screening in June 2006, the
prevalence of CAH has increased 1.5 times, the ratio of
boys and girls was equal. Significantly decreased the age
at the time of diagnosis of virility shape boys.





