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OBLIAS XAPAKTEPUCTHUKA PABOTbI
AKTYaJbHOCTb NPOOJIeMbI

bonee wem B 50 % cayudaeB cunapom JlayHa comnpoBoxaaeTcs
BPOXKJACHHON  KapAWadbHOW MATOJIOTHMEH, TpudYeM HauOoliee YacTo
BCTpedaeTcs moyiHas popma aTpuoBeHTpUKyIsipHoro kanana (ABK) - Goree
40% u nedexThl MexoKenyaoukoBoi meperopoaku (JAMXII) - B 25 %
ciydaeB [ Koznosa C.HU. ¢ coasm. 1996, Malec E. et al. 1999, Cksopyos U.A.
2000]. Cungpom JlayHa OTHOCHTCS K TPYIIE XPOMOCOMHBIX CHHAPOMOB C
MHO>KECTBEHHBIMU BPOKJICHHBIMU TOPOKaMU pa3BUTHs. [IpOIOIKUTEIIEHOCTD
KU3HH OOJBHBIX ¢ cuHApoMoM JlayHa 0Oe3 COMYTCTBYIOMICH BPOXKICHHOU
NaTOJIOTHH CEePCYHO-COCYIMCTOM CHUCTEMBI B cpeaHeMm coctamisier 40 ner.
[Tocne 40 neT y 5TUX MAIMEHTOB MMEETCSI MOTEHIIMATbHAS BO3MOKHOCTD,
BbIIIIE, YEM B MOIYJISALUHU, Pa3BUTHUS JIEHKO30B U Oone3Hn Asnbireiimepa. [o
mHeHuio psaa aBropoB [Clapp S et al. 1990, Cohen et al. 2002] nanuuue
BIIC sBnsiercs TiaBHBIM (HDaKTOPOM, BIUSIONIMM Ha TPOJOJKUTEIHHOCTH
KU3HU JgeTted ¢ cuHIpoMmoM JlayHa, OCOOEHHO B TEYEHHE IEPBOTO
aecsaTHIeTHsT XKU3HU. BeneactBue 3toro 44% manueHTOB C CHHIPOMOM
Jlayna noru6arot B MiajgendectBe [ Haworth SG. 1986, Clapp S et al. 1990] .

Hamumuue mannoro BIIC co3maer HeOnmaronmpusTHBIC YCIOBUS IS
Pa3BUTHS CEPACYHO-COCYJTUCTON CHUCTEMBbl BHYTPUYTPOOHO M TMPHUBOIUT K
Pa3BUTHIO CEPJCYHOM HEIOCTATOYHOCTH W BOJSHKE IUIoAa [Bypaxosckuil
B.U., Boxepus JI.A. 1996, Illlapvikun A.C. 2005]. ITomnas dpopma ABK
XapaKTEPU3yeTCsl TSKEIBIM €CTECTBEHHBIM TEUEHHWEM, YTO OOYCIIOBIIMBACT
27% neranbHOCTH y JeTei mepBbix 6 mecsieB xu3Hu U 40 % -k KOHIY
nepBoro roga. M3 ocraBmuxcst B KMBBIX K 4eThIpéM romam ymupaer 10 %
nereu [boxepus JI.A., I'opoauesckuu C.B. 2005]. OCHOBHBIMU TIPHYWHAMU
CMEpTH SIBJSIFOTCS CepieUHasi HeIOCTaTOYHOCTh, JierouHas runeprensus (JII)

u aput™uu [ Xamuoos A.B. 2002, bokepus JI.A., 'opoauesckuii C.B. 2009)].



JlerouHass TUTIEPTEH3HsI JAOCTUTAET BBICOKOW CTEMEHHU YXKE K KOHILY
[IepBOro roja >KU3HU, IPUYEM, IIPEXKIE BCero, 3To kacaercs aereit ¢ ClI, a k
KOHITy BTOPOTO TOJa Yy 3TOI0 KOHTHHTEHTa MAIMEHTOB YacTO BO3HUKAIOT
HeoOpaTuMble  MOP(OJOTHYECKHE M3MEHEHHs B JIETOYHBIX  COCYJax
[[opbauesckuti C.B. 1994, [Thaxosa B.B. 2002, Fokepus JI.A., ' opbauesckuii
C.B. 2005] . Xupyprudeckoe jedenue monHoi ¢popmel ABK Ha mepBom roay
’KU3HH TI03BOJISIET OCTAaHOBUTH mporpeccupoBanwue JII', B CBsI3H, ¢ 4eM yenvio

UCC/1€006aHUA SIBUIICS.

CpaBHUTENBHBIN aHANU3 PE3YJbTATOB XUPYPTUUECKOrO JICUCHHUS
MOJIHOW (POPMBI  aTPUOBEHTPHUKYJSIPHOTO KaHajla y JETed NEepBOTO roja
KU3HU C HOPMAJIbHBIM KapUOTUIIOM U € CUHApOoMOM JlayHa.

Jlist ucionmHeHus: paboThl HAMH TTOCTABIICHBI CIICTYIOIIHE
3a0auu’

1. Ilpoananu3upoBaTh ¥  CPaBHUTb  pE3ydbTaTbl  KIMHHUKO-
WHCTPYMEHTAJILHOTO HCCIIEAOBAaHUS HOBOPOXKICHHBIX C TMOJIHOW (popmoit
aTPUOBEHTPUKYJISIPHOTO KaHaia Ha (oHe cuHApoMa JlayHa M HOPMAaJIbHOTO
KapuoTHIIA.

2.  M3yunth 0COOEHHOCTH PAaHHETO IMOCJICONEePAMOHHOTO TIEPUOa Y
JI€Tel TMepBOTO rojia >KU3HU C TMOJHOM (OpMON aTPUOBEHTPUKYISIPHOTO
KaHaya Ha (hoHe cuHApoMa JlayHa U HOPMAIBHOTO KapHOTHIIA.

3.  Ouenutp BiMsiHUE cuHJpoma JlayHa Ha TeyeHUE OTIAJIECHHOIO
MOCJIEONEPAIMIOHHOTO TE€PUO/Ia TMOCJIEe XUPYPrUUeCKOM KOPPEKLUUU IMOTHOU
(GhopMBI aTPHOBEHTPUKYJSIPHOTO KaHajda y JE€TeW, MPOONEPHUPOBAHHBIX Ha
EPBOM IOy KU3HHU.

4.  IlpocrnenuTh TEYEHUE J0- U TOCICOMEPAIMOHHOTO TEPHOJIOB Yy
OONMBHBIX C TIOJHOM (POPMOI aTPUOBEHTPUKYJISIPHOTO KaHaima Ha (oHe

cuHapoMa JlayHa MU HOPMaJbHOTO KapuUOTHUIIA MO TPEM IMEpUOAAM. MEPHUO]L



HOBOPOXKJICHHOCTH, TPYAHUYKOBBIM  NE€pUOJ, TEPUOJ  PAHHEr0 U
JOIIKOJIBHOTO BO3pacTa.

5. OnpenenuThb 11e71€C000Pa3HOCTh 5 HEOOXOIUMOCTD
XUPYPrUYECKOro JIeYeHUsI MOJHON (HOpMbl aTPHOBEHTPUKYJISIPHOTO KaHaja y
JeTel ¢ CHHAPOMOM JlayHa Ha MepBOM rOy KU3HH.

Hay4Hasi HOBU3HA M IPAKTHYECKasA 3HAYUMOCTh

B HIICCX um. A.H. BakyneBa HakorieH OOJbIION XUPYPrUUECKUN
onbiT JsedeHus paered ¢ CJ[ m BIIC. HccnenoBanusa 1o H3yYEHUIO
pe3yJbTaTOB XHPYpPrudeckord koppekiuu mojHod ¢opmbel ABK y nereit
nepBoro rojaa xku3Hu U CJI, mo olneHke KayecTBa MX KU3HU B OTJAJICHHOM
NEpUOAEC HE TMPOBOAWIIM, YTO WU ONPENEIAECT HAyYHYH) HOBU3HY HAHHOU
paboTHI.

[IpoBenenHOe  WCCIEOBAaHUE WMEET  OOJBIIYI0  MPAKTHYECKYIO
LEHHOCTh I PEIICHUs BOMpOca O HEOOXOJUMOCTH M II€JIecO00pa3HOCTU
xupyprudeckoro jgeuenus noaHou Gopmsl ABK y nereit ¢ CIl. Ha ocHoBanuu
IIPOBEJICHHOI'0 MCCIIEIOBAHUS BbIPAaOOTaHbl PEKOMEH/IALUU TI0 JIECYEHUIO ITHX
NALWEHTOB, HAMNPABJICHHBIE HA CHIKEHUE JICTAIBHOCTH W YJIYYIICHUS
Ka4yeCTBA )KU3HU B OTIAICHHOM IEPUOJIE.

BHeapeHue B NIpakTUKY

Marepuanbl TUCCEPTAITMOHHONW PadOTHl HCIONB3YIOTCS B OTACIICHUU
WHTCHCUBHOM  HEOHATaJIbHOW  KapJWOJOTHH, OTACICHUU DKCTPEHHOMU
XUPYPrUM HOBOPOXKIACHHBIX, OTICJICHUH PEKOHCTPYKTUBHON XUPYpruu
HoBopoxaeHHbIX HI[ CCX um. A.H. bakynesa PAMH, r. MockBa; B A€TCKHX

kapauoioruueckux oraeneHusx 'Kb Ne67,r. Mockaa.
OCHOBHBIE I10J10)KEHHU S, BBIHOCUMbIE HA 3ALIUTY

1. ObocHoBaHHe HEOOXOAWMOCTH paHHEH KOPPEKUUU TOJHOW (POpMBI

aTPUOBEHTPUKYJISIPHOTO KaHaia y AeTeil ¢ cunapomom [layHna.



2. OHpCI[CJ'ICHI/IC pCKOMCHHaHHﬁ, HaIrpaBJICHHLBIX HAa CHUKCHUC JICTAJIbHOCTH
" YIIy4HICHUA Ka4CCTBa ) KU3HU B OTAAJICHHOM IICPUOAC.

Anpobanusi padoThl

OcHOBHBIE MOJOXKEHUS paboThl aojoxkeHbl Ha: |V Bceepoccuiickom
koHrpecce «Jlerckas kapawosnorus 2006» MockBa), Ha CHMIIO3UyME
«AKTyaJbHbIC BONPOCHI neauarpuu u jaerckoit xupypruu 2006» Mocksa),
«X Exerognoii ceccun Hayunoro LleHTpa cepaedHO-COCYIUCTON XUpPYypruu
uM. A.H. bakynea PAMH c Bcepoccuiickoit koH]epeHIuern MoJIoabIX
yueHbix 2006» Mocksa), «XII Bcepoccuiickom che3ne  cepacyHo-
cocymucthix xumpyproB 2006» Mocksa), Bropoit Bcepoccuiickoii
KOH(EepeHIIMn «AKTyaJlbHble BOMPOCHI KapJIUOJIOTMM PAHHEro JAETCKOTO
Bo3pacta 2006» WMocksa). [luccepranmmonnas paboTa ampoOWpoBaHa B

HICCX um. A.H. bakynesa PAMH 8 utons 2006-oza.
My6oankanuu
[To Teme nucceprauu OmyOIMKOBAHO S MeYaTHBIX PaboT.
Crpykrypa U 00beM qUCCEPTALUN

Huccepranmonnass  pabora  u3nokeHa Ha 106  crpanwmimax
MalTMHOMMCHOTO TEKCTa, COCTOWT W3 BBEACHUS, 0030pa JUTEpaTypHI,
OMMCaHWs  MaTepUaJOB M  METOJIOB,  pPe3yJbTaTOB  COOCTBEHHOTO
MCCTIeIOBaHMs, O0CYXICHUS TMOTYYCHHBIX JTaHHBIX, 3aKJIFOYCHHS, BBHIBOJOB,
NPaKTHYECKUX PEKOMEHIAIM, CIUCKa JUTepaTypsl. bubmmorpadpudeckuii
yKazaTeiab BkiarodaeT 187 wucrounwkoB: 51 oreuectBeHHbIX u 136

3apyOexHbIX. TekcT mwutocTpupoBad 24 tabnmuuamu U 11 pucyHkamu.
OCHOBHOE COAEPKAHUE PABOTbI

MarepuaJj 1 MeTOAbI HCCIAEAOBAHUS



3a mepuon c¢ sHBaps 1998 mo deppany 2005 rr. Hamu ObUH
oOcnenoBanbl 54 nanyeHTa nepBoro roja ku3Hu B Bo3pacte ot 0,03mec. 10
12 mec. (B cpeanem 4,8 = 2,5)c mosHo# GopMoii aTpHOBEHTPHUKYIISIPHOIO
kaHasna. Ha ocHOBaHMH XpOMOCOMHOIO 00OCII€IOBaHUSI BCE MAIMEHTHI ObLIN
pasneneHsl Ha aBe rpynmbl. 1-as — 33 manuenTta ¢ noaHoit (Gopmoit ABK B
couetanun ¢ CJ| m 2-a1 — 21 maument c¢ nonHoit Gopmoiti ABK wu
HOPMAJIBHBIM KapUOTHUIOM. MBI pa3ienuin MCCIIeIOBaHNe HA TPHU IMEPUOa
HaOJIIOJICHUI: TICPBBIN — Mepro,1 HOBOpOKAeHHOCTH (1etu B Bo3pacte ot 0,03
mec. 10 0,93 mec., cpennnii Bospact 0,53 £ 0,17)BTOpoii — rpyAHHYKOBBIH
nepuo/] (BBIICYKa3aHHbBIE TPYIIBI JETel B Bo3pacte ot 2,3 Mec. 10 12 mec.,
cpennuii Bo3pact 6,49 *+ 3,03,mocTynMBIIME HA OINEPATHUBHOE JICUCHUE
nonHoi (opmer ABK B HI[ CCX umm. A.H. Bakynesa), Tpetuii — nepuon
paHHET0 ¥ JIOIIKOJLHOTO Bo3pacTa (BbIMICyKa3aHHBIC TPYIIBI JIETEH B
Bo3pacte oT 20 Mec. 10 75mec., cpeanuii Bospact 56 + 15).

Ilepeuviii nepuood nabaodenu uydanu Ha 6a3e otnenennii HIICCX um.
A.H. bakyneBa PAMH, otaeneHuidi HOBOPOXICHHBIX M OTICICHUS JETEH
nepBoro roja xxu3Hu [lepunatanbHoro kapauosoruyeckoro nentpa npu ['Kb
Ne 67 (mupexrop — n1.M.H. AnameHko A.M., 3aM. aup. 1Mo AeTCTBY YepHsSBCKas
H.A.). Ilpu wuccrnenoBanuu aeredi B 00€MX TpyIax B TEUECHHE IEPBOTO
nepuosia HaOIOMCHUST OICHWBAIM W TIPOBOJWIM CPaBHUTEIHHBIN aHAJH3:
Cpoka OEpeMEeHHOCTM Ha MOMEHT POXIEHUsS MIIAJICHI; JaHHBIX
oOeknmHuyeckoro ooOcneaoBanusi; naHHbix OKIT u  penrtreHorpaduu
OpPraHoB TPyIHOW KJIETKHM; TIOKa3aTeleyd OJAHOMEPHOW, JIBYXMEpPHOU
sxoKapauorpaduu u JomiepIxokapauorpapuu.

Bmopoii nepuoo nabmoodenuu wiydanu Ha 6aze HIICCX um. A.H.
bakynesa PAMH B oTaeneHuM MHTEHCUBHON HEOHATAIbHOW KapJUOJIOTUH,
OTIICJICHUU  OKCTPEHHOM  XUPYPIMM  HOBOPOXACHHBIX,  OTHAEJICHUU

PEKOHCTPYKTUBHOM XUPYPIMM HOBOPOXACHHBIX, OTACICHUU JIETOYHOU



runepren3uu. [lpu uccinenoBanuu aeteil o0eux Irpymil B TEYEHHE BTOPOIO
MepHo/1a OIICHUBAIM W TIPOBOWIA CPAaBHUTEILHBIN aHAN3. COMYTCTBYIOIICH
NaTOJIOTUM W TEpPeHECEHHBIX 3a0o0JieBaHWl B  aHamHe3e; JaHHBIX
o0beKkTHUBHOTO oOcinenoBanus; nanHbix OKI' u peHTreHorpaduu opraHos
IPYIHOHN KIIETKH; TIOKa3aTesield OJHOMEPHOU, IBYXMEPHOU 3X0Kapauorpabuu
U JoIuiepaXokapauorpaduu; NaHHBIX JOONEPAIIMOHHON JUarHOCTUYECKOU
KaTeTepu3aluy cep/iia, KoTopas Oblja BhIMOJHEHA Yy 9 manueHToB u3 1-oif
rpynnsl Uy 8 u3 2-0if. O0beM XUPYpruyecKoro BMeIaTeIbCTBA U3ydaln 10
IPOTOKOJIaM onepanuu. TedeHne paHHero IMOCIeoNnepaluoOHHOro Mnepuoaa
M3ydad M0 PEaHUMAIMOHHBIM JHEBHUKAM W BBIMUCHBIM JSMHKpu3aM. [lpu
CpPaBHEHUU U aHAJIM3E TEYEHUS MOCIEONepaluoOHHOro nepuoaa B 1-oit u 2-out
rpynmnax oOICHUBAIU. OCOOCHHOCTH M OCJOKHEHHS TOCICONEPAITHOHHOTO
Mepuosia, JJIMTEIBbHOCTh BEHTWISIIIMM JIETKUX B  IOCJICONEPAIMOHHOM
HNepHoJie, YUCIO AHEH TroCHUTAIU3AIMU MOCIE ONepalud U UCXO]l JICUEHHUS.
Knvuanueckoe 3akioueHue O CMEPTH, Pe3yJbTaThl BCKPBITHUS H3YYaJId TIO
OCMEPTHBIM U NATOJIOTOAHATOMUYECKUM SIUKPU3aM.

W3yuenne W aHamM3 OTHAJICHHBIX pPE3YyJlbTaToB (mpemuii nepuoo
Habmooenust) nipooauan Ha 6ase ormenenmii HIICCX um. A.H. bakynesa
PAMH u 1o ankeTaM, MoJIy4€HHBIM OT POJMUTEINIECH, a TaKke, U3 HHGOPMaIIUH,
MOJIYYeHHOM OT KapJIUOJIOTOB IO MECTy JKHTelbcTBa. OToajicHHBIC
pe3yabTarhl nonyuuiau y 33 maruenToB. y 19 gereit ¢ C/ u y 14 nereit ¢
HOPMAJIbHBIM ~ XPOMOCOMHBIM HabopoMm. Tpertuil mnepuon HaOIOAEHUSA
cocraBui ot 1,7r 1o 6,4r (B cpennem 3,5 +1,0) ITpu 3TOM MBI paccMaTpuBaIu
HAaOOp mokazarenel, ABISIOUMXCS HauOosee HWHDOPMATUBHBIMU IS
OOBEKTHBHOW OIIEHKH KJIMHUYECKOTO COCTOSHUS TAalMCHTa W TOKa3aTelen
BHYTPHCEPICYHON TeMOJMHAMHUKA B OTJAJIICHHBIE CPOKH ITOCJIE OIepaIuu 1o
nooay aanHoro BIIC. Ilpu cpaBHeHHM pe3yJbTaTOB B U3yYaE€MbIX IpYIIax

OIICHUBAJIM M CpaBHHUBAJIM. CTCICHb HECAOCTATOYHOCTH MHUTPAJIBHOTO H



TPUKYCIUAANBHOTO KIIANIAHOB B OTIAJIEHHOM I10CIIEONEPALIMOHHOM IIEPUO/IE;
perauB  IeEKTOB  MEXKIPEACEPAHOH  W/WIM  MEXOKETyTO0YKOBOKH
neperoponok; crenenb HK mno Crpaxkecko-BacuieHko; NOBTOPHYIO
BaJIbBYJIOIJIACTUKY  Wiu  nporesupoBanne MK, BbDKHBaeMocTb U
JIE€TaIbHOCTbD.

PE3YJIBTATBI PABOTBI U UX OBCYXXEHHUE
CpaBHuUTe/IbHAS OLIEHKA KJIMHUYECKOT0 COCTOSIHUSI HOBOPOKIEHHBIX C
noJsiHoii ¢gopmoii ABK B coueranum ¢ CJI 1 HOBOPOKIEHHBIX €
HOPMAJIbHBIM XPOMOCOMHBIM Ha00pOM

[Tpu cpaBHUTETHLHOM aHANMHM3E (PU3UIECKOTO PA3BUTHS HOBOPOKICHHBIX
00eux IpymIl 0Ka3aloCh, YTO OHO CTPAAET YK€ BHYTPUYTPOOHO — BCE JIETH C
JAHHBIM TIOPOKOM HMMEIOT BECO-POCTOBOM NOKA3aTellb HA HUKHEH TPAHULE
HOpMBI (cM. Tab. 1).

Ta0Omuma 1

[Tokazarenu Gpu3n4ecKoro pa3BUTUsI HOBOPOKACHHBIX 1-0 1

2-01 Tpy1
_ _ JlocToBepHOCTH
[TOKA3ATEJIb 1 a(fllq D 31'511& 2 a(;;] p ]Sna paTTIH MKy
rpynnamu
Cpoxk 0epeMeHHOCTH 38,2+ 0,51 37,9+ 0,34 NS
(nen.)
Bospacr (mec.) 0,60 + 0,20 0,61 +0,15 NS
Bec (kr) 3,00+ 0,22 3,05+ 0,16 NS
Pocr (cm) 51,0+ 2,5 50,5 3,2 NS
Beco-pocrosoit 60,3+ 5,7 60,5+ 4,5 NS
noka3zateinb (%)
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[Mpu anammze OKI' HOBOpOXKAEHHBIX M3 OOEUX TPyHNI HaMH OBLIH
OoOHapy»eHbl CJIeAyIoIMe HW3MEHEHHs. Haimuuue JjeBorpammbl B 90% wu
neperpysKa npaBbIX OoT/IeNI0B cepiia 6osiee uem B 50%ciyuaes. [Ipu ornienke
¥ aHAJIM3€ PEHTICHOJOTHYECKOr0 HCCIIECIOBAaHUS COCTOSHHUS JIETOYHOTO
pUCYHKa W TIOJIOCTEH cepjlia y HOBOPOXACHHBIX, Mbl B Oosiee yemM 80%
cillyuaeB B oOOeux Trpymnmnax HaOJIIOAaId YCUJIEHUE JIETOYHOTO PHUCYHKA.
[TpubnusutenpHo 70% aeTelt U3 KaxI0M IPYIIbl UMEIN YBEIUYEHUE MPABBIX
u 6osiee 50% - meBbIX OTAENOB cepana. KapauoTopakaabHbI WHIEKC OBLI
YBEJIMYEH MPAKTUYECKU Yy Bcex jaerel. M3yuus tunsl noiaHoi ¢popmel ABK y
nered w3 obeux rpynn 1no jgaHHeIM OXOKI, Mbel He 0OHapyXuiIu
JOCTOBEPHBIX Pa3IMYMil IO YaCTOTE BCTPEYAEMOCTH TOTO MJIM MHOTO THMa. B
6onee yem B 80% cnyyaeB B 0o0eux rpymmax mpeodsiafaeT TUM «A» 10
knaccudukanuu Pacrennmu. Ha BTOpoM Mecte Mo BCTpedaeMoCTH B 00enx
rpymmax ctouT tin «C» —y 9% (3uen.) B 1-0ii rpynme u'y 10% (249en.) Bo
2-oii. Tun «B» nHadmoganu toapko y 3% (lyen.) B 1-oii rpynmne u'y 5% (1
4ell.) BO 2-0i. Pe3ynbraThl CpaBHUTEILHOIO aHAIM3a HAMOOJIee BAXKHBIX IS
JAHHOTO TOPOKA JIMHEHHBIX M OOBEMHBIX IOKa3aTeleil MpaBbIX U JIEBBIX
OTJIEJIOB Cepila y JeTedl m3 o0eux Tpymnm ToKas3ad, 4TO YK€ B TMEpHOJe
HOBOPOXKJEHHOCTH BHE 3aBUcHUMOCTH OT CJ[ mIpoucxoaut u3MeHEHue
BHYTPUCEPJICYHONH TEMOJMHAMHKH, YTO BhIpaxkaercs B yBenuuenuu KJ[P wu
K10 neBoro u mpaBoro >Keiyao4koB cepaua u pacumperue JIA (cM. Tabi.
2,3)

TaOmuma 2
Jluneitabie 1 00bEMHBIC TTOKA3aTEIIN JICBBIX OT/ICIIOB CEPANA Y

HOBOpOXKACHHBIX 1-0ii (N=33)u 2-0it (N=21)rpymim no JaHHBIM

sXoKapaAuorpaduu
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[TapameTpsbl KJP KCP K10 ®B
pametp (Mm) (Mm) (/M) (%)
1-as rpyrnma 1,63+ 0,16 0,94 0,25 450x 1,21 67,5 2,3
2-as rpyrnma 1,55+ 0,24 0,93t 0,22 44006 1,3 65,7+ 2,8
JIoCTOBEpHOCTH
pasnyuil MEXKIY NS NS NS NS
rpyImnamMu
Taomuma 3

Jluneiinble U 0OBEMHBIE MTOKA3aTEIHU MPABBIX OT/AEIIOB Cep/lia y

HOBOPOXACHHBIX 1-0fi (N= 33)u 2-oii (N= 21)rpymni 1o JaHHBIM

sXOoKapaAnorpaduu

I KZP KJIO JIA

apaMeTphl

PP (Mm) (Ma/m°) (Mm)
1-as rpyrina 1,73+ 0,21 53,3 2,8 10,4t 1,1
2-as rpynma 1,71+ 0,17 50,5 2,3 11,1 1,2

JIOCTOBEPHOCTDH pa3IuyHii NS NS NS
MEX1y TpyINIaMu

Bckope mocne poxaeHust y Bcex JeTed u3 o0eux Tpymni HalJoaanu
npusHaku HK u JII', Takue kak, ofplnika, Taxukapaus, yBEIIMYCHUE MEYEHU.
Okazanock, 4T0, HECMOTPSI HA OJWHAKOBBIM BO3pACT, Y MAIMEHTOB C MOJHON
dbopmoit ABK B coueranun ¢ CJ| x KOHIy mepuoja HOBOPOXKIECHHOCTH
ceplieyHas HEIOCTATOYHOCTh MPOTPECCUpyeT ObICTpee, YeM y JAeTell ¢
AQHAJIOTUYHBIM TOPOKOM W HOPMaJbHBIM XPOMOCOMHBIM Ha0opoM. Mpl
mpernoiaraeéM, 4ro 3TO CBsi3aHO ¢ AU(B(Y3HON MBIINIEYHOW TUIOTOHHEH U

c71a00CTBIO COCAUMHUTCIIbHO-TKAHHOI'O ariapara, KOTOPLIC 3aTparuBarOT BCC
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MBIl ¥ COCAMHUTEIBLHYIO TKaHb OpraHu3Ma. JlaHHBIE NpeICcTaBICHBI B
Tabnuie 4.
Taomuna 4
CreneHb HEIOCTATOYHOCTH KPOBOOOpAIIIEHUS Y HOBOPOKICHHBIX

1-oii u 2-o0if rpynn

HenocraTounocts
5 1-as rpynna 2-as rpymnna JIOCTOBEpPHOCTH
KpOBOOOpaIieHus,
P patt (n=33) (n=21) pa3uuni
CT.
HK 1 24 21 p <0,05
HK 2A 9 0 p <0,05

Pe3yabTaThl 00c/I€10BaHus TPYAHBIX JeTel ¢ moaHoii ¢gopmoiit ABK B
covyerannu ¢ C/[ u gereii ¢ HOPpMAJTBHBIM XPOMOCOMHBIM HA0OPOM 10
onepanuu

3a BpeMsi BTOpPOro Iepuoja HaOMIOJAEHUS 3a BbIICYKa3aHHBIMU
rpynnamMy JeTei, NOCTYNMBIIMX Ha xupypruyeckoe JjedeHue BIIC, wmbl
OTMETUJIU, YTO BCE JIETH, BHE 3aBUCUMOCTU OT Hanu4us Wi orcyTcTBus C/J
HAYMHAIOT 3HAYUTENLHO OTCTaBaTh B BECE, Y HUX Pa3BUBACTCS TMIOTPOQUSI.
Ha6nronaercs manmbHeiimee Hapactanme crenenn HK u JII', TpebOyromue
Ha3HAY€HUE TUTOKCHMHA U MOYETOHHBIX IpenapaToB. COCTOSIHUE BCEX AETel
Opu TOCTYIUIGHMM OBLJIO paclieHeHO Kak Tsbkemoe 3a cyer HK. VY
OosbinmuHcTBa Aeter kak u3 1-oit (90%), Tak u u3 2-oit rpynn (77%) mpu
noctymieHuun  Tsokectb  HK  coorBerctBoBama 2A  crenenHu. Crektp
COIIYTCTBYIOIIEH MaTOJIOrUU ObLT HEOOJBIIUM U OTHOCHJICS, IPEXKIE BCETO, K
netsiMm u3 1-oi rpynmbell y HUX JOCTOBEPHO Hallle OTMEYaId BPOXKICHHBIM
CTPHJIOP U y30CTh HOCOBBIX XOJIOB, Iuatre3bl. Takxke y nereid u3 1-oi rpynmsl

B l-om ClIydac Mbl OTMCHAJIM JIIAJICIICHUIO, B 1-om — runomiasuio qCpBi
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MO3KeuKa C Jeiikomansanued u B 1-om auadparmanbHyto rpeiky. Jletn u3 1-
Ol TPYIIIBI O ONEpalUU TOCTOBEPHO yalie 00JeNd OCTPhIMU THEBMOHHSIMH.
[TommydyeHHble HaMU JaHHBIE CBUACTEILCTBYIOT, 4TO manueHTel ¢ CJI B
coueTaHuu ¢ MoHoH popmoit ABK nMeroT 6obinyto mpeapacnoio)keHHOCTh
K WH(EKITMOHHO—BOCTIAUTEIILHBIM 3a00JIEBAHHSIM JIbIXaTEIbHBIX IMyTEH, HO B
IIEJIOM, TSDKECTh MX COCTOSIHUS, TPEXJIE BCEro, OOYCIOBIEHA BPOXKICHHBIM
MOPOKOM  cepaua. OJJEeKTpoKapAuorpaMMa MpOJOJDKAeT  yXYAIIaThes,
HapacTaloT MPU3HAKA TUNEPTPOPHUH MPaBbIX OTACIOB U MPHUCOSTHHSIOTCS
NpU3HaKU TUNEpTpoduu JEeBBIX OTHENOB. B Hamieit paboTe M3MEHEHHS Ha
OKT Brmouamu: 1) peskoe otkionenue J0C BieBo y 76% (254en.) nereit u3
1-oti rpymmel u y 81% (174en.) u3 2-oif; 2) yBeJIU4YeHHE MPaBBIX OTICIIOB
cepaa B 100% ciygaeB y nmeredt u3 obeux rpymm; 3) 6osee uem B 60% -
yBenuuenue JII1 u 6onee uem B 70% yBenuuenue JDK y manueHToB U3 00€Ux
rpynmn; 4) samemienne AB-npoeenenus (PQ=0,16")y 18% (6uein.) u3 l-oi
rpyrnbel 1y 19% (44en.) uz 2-0if; 5) HemonHyr0 010Kagy MpPaBOil HOXKKH
nyuka ['mca 6osnee yem B 60% cinyyaeB y oOeux rpymm jgereid; 6) moiaHyro
OJiokaay mpaBoil HOXKKM Tydka ['mca 6osnee yem y 35% nanueHToB B 00eHx
rpynmnax. Ha peHTreHorpamMmax mpu JaHHOM TOpOKe MbI HaOmromamu: 1) B
100% ciy4yaeB yCHIICHHE JICTOYHOTO PUCYHKA y JETeH M3 00eHux Ipyrmir; 2)
6onee yem y 70% maumeHnToB kak B 1-0if, Tak ¥ BO 2-0if rpynmne uUMeH
YBEIIMYCHUE MPaBBIX OTAENOB; 3) Oojece ueMm y 60% manueHTOB M3 00eHX
IPYNIl WMEJIM YBEJIUYCHUE JICBBIX OTICIOB;, 4) CcpeAHHe 3HAYCHUS
KapAHNOTOpaKaIbHOTO MHJAEKca M uHAekca Mypa Obuin 6onee 60% u 40%
COOTBETCTBEHHO Yy JieTell B 00enx rpymmax. BceM feTsiM Ha 1oornepaiioHHOM
ATare MpPOU3BOIWIM 3a00p KaMWUIIPHONW KPOBH IS MCCIIEOBAHUS ra30BOTO
cocrapa. Cuwmrator, uyto xaetu c¢ CJI cTpamaloT peUUAUBUPYIOIIUMHU
MHQPEKIMOHHO-BOCTIAIUTEILHBIMU  3a00JICBAaHUSIMI  BEPXHHUX JIBIXaTEIbHBIX

nyTeld U UMEIOT CKIIOHHOCTh K MPOTPECCUPYIOIIEMY 3a00I€BaHHUIO JIETOYHBIX
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cocyz0B, ocobeHHo npu nonHoi popme ABK. CrnenoBaTenbHO, Mbl MOTJIH ObI
0’KHJIaTh, YTO B TA30BOM COCTABE KAMMJUIIPHOU KpoBH Yy nererd ¢ Cl 1OmKHBI
IPUCYTCTBOBATh TMIIEPKAPOUs M pecnupaTopHbIi anuao3. OnHaKko, B HalllEeM
UCCJIeIOBAHUM, U3MEHEHUS Ta30BOT0 COCTaBa KPOBU KaK y JI€TEl B COUETaHUU
C/ c nonuoit popmoii ABK, Tak u y aereii ¢ ananoruuabiM nopokom 6e3 CJ1
COOTBETCTBOBAJIA CTENEHU TSKECTH HAPYIICHHS TeMOIMHAMUKH IPU 3TOM
BIIC. ITpu 3XOKI uccnenoBanuu B 3 ciayvasx (9%)u3 1-oui rpymmet u B 11
cinydasx (52%)u3 2-oii HaOIrOAAIN JOMOJIHUTEIbHBIC aHOMAIMK JieBoro AB-
KOMITOHEHTa U €ro cTpyKTyp. [Ipu 3TOM nmoTeHIHaIbHO NapantoTo00pa3HbIi
MK na6monanu B 33%cinyuaes y nereit 6e3 Cl. Bapuantamu noTeHIIMaIbHO
napanrtorooopasznoro MK y nereit uz 1-oii rpynnsl 0b11u: yasoenne MK B 1-
om ciydae u eauHcTtBeHHas [IM B JDK B 2-x ciywasx. Y nereit u3 2-ou
rpynnsl: ynBoenue MK B 2-x cmyuwasix, enunctBeHHas [IM B JDK B 3=x
cinyvasix, 2-€ rpynmnsl [IM 061M3k0 pacnoyioKeHHBIX APYr K JIpyry B 2-X
ciydasx. Jlucmiasuio CTBOPOK M XOPJAJIBHOTO ammapara B 2-X CiaydasxX |
TUIOIUIA3HI0 KianaHnHoro kojbia MK Takke B 2-X ciiyyasix oTMeuaiu TOJbKO
y Aereil u3 2-oi rpymnmnbl. B pe3ynbrare NpOBEIEHHOIO CPaBHUTEIBHOIO
aHanu3a, y nererd ¢ momHou (opmoit ABK 6e3 CJ| komudyecTBO aHOMAIWN
aeBoro AB-KOMIIOHEHTa U ero CTPYKTyp ObLIo goctoBepHOo Bbimie (p<0,05),
yem y nereit ¢ C/] m ananornunsiM BIIC. JloonepanyionHast peryprutanus Ha
neBoM U mpaBoM AB-kommoneHntax 6osee yeM B 90% cnydasx y jaereit B
obeux rpymmax Owwia B mpenenax 1-2+. Hegoctatounocts 3-4+ ma MK
ormeyanii 'y 1o pebenka u3 l-oii rpynnel u y l-ro u3z 2-oil.
JloomepaloHHy0 KaTeTepU3al|io IMOJIoCTel cepina BbmoiHsu y 9/33
nanueHToB u3 1-oit rpynnel u y 8/21 uz 2-oit. [lpu w3yueHnnm IaHHBIX
JOOIEPAIMOHHON KaTeTepu3aliu, y aeTeid u3 1-oi rpynmnsl NpucyTCTBOBAIH
OoJiee BBICOKHE YeM y JieTel u3 2-0i: 1) CUCTOIMYECKOE JIaBJICHUE B CUCTEME

aerouHont aprepuu: 87,2%Mm pr.ct.#9,84um pr.cT. M 72,12MMm pr.cT.*
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10,654m pr.ct. coorBercTBeHHO, P<0,05; 2)COOTHOIICHHE CHUCTOIMYECKOIO
nasneHust B JIA k cucrommueckoMmy nasiennio B aopte: 1,01+0,05u 0,86+
0,07 cootBerctBenno, p<0,05; 3)OJICC: 5,40ex. Bynaxl,92¢en. Bynau 4,17
+2,12 en. Byna coorBerctBeHHo, p<0,05. DtoT BBIBOA B HalieM
MCCJICIOBAHUY OTPAaHUYCH HEOOJBIITUM YUCIOM HAOIONCHUNA |, TIO HAIIeMy
MHEHHUIO, 3aclly’)kKMBaeT OoJjiee JETAIbHOTO H3YYCHHS HAa PacHIMPEHHOU

BBIOOPKE MAIIUEHTOB.

OueHka onepamuoOHHOr0 1 MOCJI€0NePAIMOHHOTO MEPUOIOB Y AeTeil
NMepBOro roja s;ku3Hu ¢ noJHoi ¢popmoit ABK B coueranum ¢ CIlny
AeTell ¢ HOPMAJIBbHBIM XPOMOCOMHBIM Ha00pOM

Xupypruueckass Koppekuus mosHoi ¢opmbl ABK Oblna BbIONHEHA
BceM 54 manueHnTtaM u3 obeux rpymnn. Koppekuus nopoka Obljia BBIIOJHEHA
ABYX3aIlJIaTHBIM METOJIOM B YCJIOBHSIX HCKYCCTBEHHOTO KpOBOOOpalleHus,
runotepmMun U Kapauoruierun. OmHomy pebenky ¢ CJI OHOBpPEMEHHO C
pajMKalbHOM  KOppeKIMeW MOopoKa cepaua MpOoW3BEACHa  IIACTHKA
auadparManbHON TpbbkU. Takke OJHOMY TAIMEHTY U3 2-0i TPYMIBI paHee B
BO3pacte 5,5 Mec. mepBhIM 3TAanoM Obljia BHITIOJHEHA PE3CKIUS KOAPKTAIHH
aopthl. [locrmeomnepanoHHblil mepuo mpoTekan ¢ ociaoxHeHusMu 'y 48%
nerert u3 l-oii rpynnel u 'y 63% u3 2-0it. Hamu OblIM 3aperucTpupoBaHbI
cienyromue ocioxkaenus: OCH ormeuanu y 24% (8uyern.) manueHToB u3 1-0i
rpynnsl 1y 57% (124en.) u3 2-0if; JIGTOYHO — FUICPTEH3UOHHBIC KPU3bI Y
6% (2uen.) u3 1-oit rpynnel 1y 10% (2uen.) uz 2-oi; naesmonnn y 49% (16
yeir.) u3 1-oi rpymmsl uy 19% (4uen.) uz 2-oi; cencuc 'y 21% (74en.) uz 1-
oif rpynmel. Cpeau HapyleHWd MPOBOAMMOCTH B HAIIEeM HCCIEIOBAHUU MBI
ormeyvanu [II16 y 18% (6uen.) neteii u3 1-oit rpynmer u'y 10% (24en.) uz 2-
oii. JIBym nersim u3 1-oii rpynmnsl OpuUTd UMITTIAaHTHPOBaHBI ocTosiHHBIE DKC
«Mearponuk curmMa» Ha 18€¢ u 24€ CyTkM T1Oclie  ONepaluwu.

[TocneoneparmonHas jgeTabHOCTh cocTaBriia 18% (64ei.) u3 1-oif rpymmsl U
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33% (7uyen.) uz 2-0ii. B nporiecce npoBeACHMS UCCIICIOBAHKUS Mbl OTMETHIH
pPa3HUIY B KOJMYECTBE MOCICOTEPANMOHHBIX WH(DEKIIMOHHBIX OCIOXHCHUH,
TaKUX Kak, MHEBMOHHSA W cercuc, Mexnay aetbmu ¢ CIl u merbmu 6e3
XpOMOCOMHBIX aHoMaiuii. Oka3zanock, uro aetu ¢ CJ[ mocTroBepHo wHarie
CKJIOHHBI K JIaHHBIM IOCJICONEPAIlMOHHBIM ocioxHeHusM, (p<0,05). Ipwu
9TOM MBI OOpaTHJIM BHUMaHHWE, YTO MPHYUHBI, 00YCIOBIUBAIOIINE PA3BUTHE
nHeBMOHMi y aeteit ¢ CJI uMeroT ompeneneHHblid XapakTep: B 2-X CIIydasix
PUYUHON MTHEBMOHUM ObLIa acTIMpaIysl )KeIyJOYHOTO COAEPKUMOTo, a B 10-
TH — aTeleKkTa3bl. TakkKe JOCTOBEPHYIO pa3HHUILy MbI MOJYYUIH TPHU
CpaBHEHHMH Takoro ocioxkHeHus1, kak OCH, (p<0,05).0Oxka3anock, 4to y neTei
C HOPMaJBbHBIM KapHOTHUIIOM 3TO OCJOXXHEHHE B TIOCICONEPAIIHOHHOM
neprojic HaOonanu Jame — B 57% ciyuaes (12 gen.), uem y aereid ¢ CII —
TOJIbKO B 24% ciydaeB (8 dven.). Mbl CBS3BIBAEM 3TO C JOIOJHUTEIHHBIMU
aHOManusMu JieBoro AB-kiamana, 0 KOTOpeIX ObUTIO ckazaHO Bheimie. Cpeau
aerei u3 1-oif rpynmsl mocue onepanuu ymepiao 6 ueiaoBek B Bo3pacte oT 4
mec. 10 11 mec. (cp. 6,6 £ 2,5) B cpennem Ha 16 cyr. + 8,3 cyr. B 5-tm
CIIydasx IPUYMHON ObllIa JBYXCTOPOHHSISI THEBMOHUS Ha (hoHe cercuca, a B 1
cinyuyae — OCH. Bo 2-oi1 rpynmne ymepau 7 4eaoBeK B Bo3pacTe OT 2 MeC. JI0
7,7mec. (cp. 4,2+ 2,1)B cpennem na 3,3cyt. £ 2,1cyt. [Ipuunnamu cmeptu
ObLTH: OTEK W HaOyxaHUE TOJIOBHOTO MO3ra ¢ BKIWHEHWEM — y 1 marueHTa,;
OCH B 6 ciyuasx, oOycioBieHHas y 2 aeTelt cy:kenueM otBepctusi MK, y 1
— JIETOYHO-TUNIEPTeH3UBHBIMU Kpu3amu, Y 1 —JIBC-cuHApOMOM, BBI3BaBIIAM
TpoM0OO3 BOCXOJAIIE aopThl W ee BetBed, y 1 — ToTampHOU
HemoctatoyHocThio MK, y 1 — BeIpaKeHHOW HEIWAarHOCTUPOBAHHOM
TUTOIUIA3WEe Jyrd aopThl. AHAIW3 TPUYMH JIETATHBHOCTH B pPaHHEM
MIOCTICOTIEPAIIMOHHOM TEePHOJIE TOKa3all JOCTOBEPHBIC pPa3IHuus MEXIY
JETbMU 00€uX TPyNI: 1eTh u3 1-0f rpymmbpl morudam OT Cerncuca, a JeTH U3

2-oi rpynmiel - or OCH (p < 0,05).ITo pe3ynbraraM Haimero UCCIIeIOBaHHS
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Ha TMOCJICONEPANUOHHYI0 JeTaTbHOCTh Yy aeted ¢ CJI, BeposITHO, TOBIUSIH
HAJMYHME COIYTCTBYIONIUX BPOXKICHHOTO MUMMYHOACHUIIUTA U BPOKICHHOU
MaToJIOTUM  JbIXarenbHbiX IyTen. [IpomoimkurensHocts WBJI,  cpoku
npeObIBaHMsI B OTJCICHUN pPEeaHWMAIlMd U B CTAllMOHApPE IOCJE OIMepaIiuu
3aBUCENHM OT HAJIMYUS TOCIICOTIEPAIIMOHHBIX WH()EKITMOHHBIX OCIOXHECHUU H
JOCTOBEPHO Pa3IMYaINCh My ooenmu rpymnnamu: 74% (20uen.) aereit u3
1-o¥i rpynmbl amuTenbHO Haxoawiauch Ha MBJI (B cpemnem 5,2 cyt.), B TO
Bpems kKak 57% (8uen.) u3 2-i rpynnsl Haxoauwiauch Ha VIBJI B cpenHeM B
teyenue 1,7 cyr. B cBs3u ¢ mmrenasHoit UBJI 74% (20u4en.) aereii mo u3 1-
O TPyl HAXOIUIIUCH B OTACIICHUN PEaHUMAIIUU B cpeHeM Oosee 6 CyT., u
tosibko 28% (3 uen.) mereit U3 2-0if rpymmbl HOTPeOOBAIM HAXOKICHHUS B
OTJICJICHUY peaHuMaIliil B TEYCHHWE aHaJorndHoro cpoka, (P < 0,05)Ha
MOMEHT BBITTUCKH U3 CTAIIHOHAPA Mbl CPABHUBAIHA U OIEHUBAIIN KIIMHUYECKHUM
CTaTyC ManMeHToB U creneHb HepoctaTouHoctd MK u TK, mpu 3Tom MBI He
ITOJIYYNJIM JOCTOBEPHOM PA3HULBI y AETEHM M3 3TUX TIPynn. bOIbIIMHCTBO
nereit umenn HK 2A crenenn: y 20 uen. (74%)u3 1-oii rpynnet uy 11 u3 2-
oii (54%).2tu et nocie BBIMKMCKH U3 CTallMOHAapa MPOJI0JDKAIN IPUHUMATD
MOYETOHHBIC MperapaThl, TMTOKCUH U ipenapathl kanus. HK 1 crenenn Obuta
y 7 yen. (26%)u3 1-oit rpynmsl 1 y 3 uen. (21%)u3 2-oii. MUHUMAIBHYIO
peryprutanuio Ha MK Ha6mronanu y 2 ven. (7%)u3 1-oif rpymmsl uy 3 4el.
(21,5%) u3 2-oii. Perypruranus na MK 1+ Obina y 22 yen. (88%) u3 1l-oi
rpynnsl Uy 8 yen. (57%)u3 2-oit; perypruramuio Ha MK 2+ otmeuanu y 3
gen. (11%)wu3 1-oii rpynmet u 'y 3 uen. (21,5%)u3 2-oii. Perypruranus na TK
1+ obuta y 23 yen. (85%) u3 l-oii rpynmel Uy 10 ven. (71%) uz 2-oii.
Peryprutanus va TK 2+ nabnromnamu y 4 ven. (15%)u3 1-oit rpynmet u y 4
genr. (29%) u3 2-ou. IlpencraBieHHbIC HAMH JaHHBIC CBUACTEILCTBYIOT 00

AICKBATHOCTHU BBIIIOJIHCHHOU KOPPCKIHH.
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OTtaasieHHBIE Pe3yJbTaThl XMPYPIrU4Y€CKOI0 JIEYeHH Y AeTeH C IOJTHOH
¢popmoii ABK B couerannu ¢ C/[ u aereil ¢ HOpMAJIbHBIM XPOMOCOMHBIM

Ha0opoM.

3a BpeMs TpPEThEro Iepuoaa HaOMIOACHUS HAMH OBUIM TIOJYYCHBI
oThaneHHble pe3ynbrarhl y 33 manuenToB: y 19 nereit ¢ CIl u y 14 nereit ¢
HOPMaJIbHBIM XPOMOCOMHBIM HabopoM. Ilepros mociaeayromux HaOI01eHUH
cocraBui oT 1,7 no 6,4r (B cpennem 3,5 £1,0).Bo3pact aereii Haxoauics B
npeaenax ot 20 mec. g0 75 Mmec., cpeaHuil Bo3pacT AeTed 00eux Tpymm

coctaBui 56 + 15.

B otmanennom mepuozae B cpemnem depe3 3,50 =+ 1,0r B 1-0if rpynme
ymepian  21% (4 wdgen.). IlpuuuHBI JCTATbHOCTH OBLIM  CJICAYIOIIHE:
JBYXCTOPOHHSISI HEMPEPHIBHO PEIUANBUPYIONIAsS ITHEBMOHHS C HCXOJIOM B
cencuc B 1-om ciyuae, acnupanuonHas mHeBMOHMS y 1-ro pebenka, y 1-ro —
neiiko3 u 'y 1-ro — mpuunHa cmeptu HemsBecTHa. COCTOSIHME BBDKHMBIIHUX 15
narueHToB B 1-o#i rpymme 6suio cienyromiee: HK O cr. —y 13,3% (2uen.),
HK 1 cr. —y 73,4% (11yen.), HK 2A cr. —y 13,3% (2u4en.) (cm. puc.l).
[Tpuunner Hapactanus HK Obumi: B 2- cmywasix — pekaHanm3anust 1eeKToB
MEXIIpEACepaHON TIeperopook 10 9vm m 1lvm; pexananmzanus aedekra
MEXOKETYI0UYKOBOM TIeperopoiku 10 SMM — B 1-om ciydae. JleT, y KOTOpBIX
npucyrcTBoBasia HK 2A cT., npruHUMAaIM AUTOKCUH, MOYETOHHBIC TIperapaThl
U TIperapaThl Kanus. B Omkaiiiee Bpemsl I€TH ¢ peKaHaau3anueil 1eexTon
MEXIMPEACEPAHON TEPETOPOAKH TOTOBATCS K TIOBTOPHOH  OIEpaIui.
CocrosiHuEe BHYTPHUCEPICUHON TEMOIMHAMUKHN XapaKTEPU30BATIOCh HATUIHUEM
peryprutanuu Ha MK B ipenenax 1-2+ -y 87% (13uen.), no 2-3+ -y 13%
(2 wen.). Perypruranms va TK 1-2+ - 93% (14ien.), 2-3+ - 7% (luen.).

Puc. 1 lunaMuKa HeJOCTATOYHOCTH KPOBOOOpAallleHNsl y JieTeil ¢

C/1 B oTIQJIEHHOM MOCJI€ONEPANIMOHOM MEePHo/Ie
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Crenenr HK

npu eésvlnuckKe 6 OMOAIeHHOM nepuode

HK1| 5 @ 2(1*) |[HK 0

@ 11 |HK1
Q 2 (3*)| HK 2A

HK2A| 14

* - ymeplue JeTH

Bo 2-oii rpynme B OTHajleHHOM NEPUOAE JIETAIBHBIX HMCXOJIOB HE
HaOmronanu. Beokmim Bce 14 manmentoB. COCTOSHHE ITAIIMEHTOB BO 2-OM
rpymre 0o cnenyromee: HK O cr. —y 14,3% (29en.), HK 1 cr. —y 64,3%
(9 wen.), HK 2A cr. —y 21,4% (3uen.) (cm. puc. 2). [TanmeHTsl, y KOTOPBHIX
npucytcrBoBasia HK 2A cT., npyHUManu ITUTrOKCHH, MOYETOHHBIC MPEnapaThl
U mpemapathl Kanusa. [IpudmHON yXyHOIIEHWs COCTOSHUS 3 TMAlMEeHTOB
MOCIYKUJio pasButue TotaibHoi MH, u B Bo3pacte 20 mec., 27 mec. u 31
MeC. WM OBUJIO BBITIOJIHEHO TPOTE3MPOBAHWE MUTPAITHHOTO KIIalaHa.
PesuayanpHble TeMOIMHAMUYECKH HE3HAYUMBIC JEPEKTHI MEXIPEICEPIHOM
NepPEropoaKu HAOIIOaIN Yy 2 YeJIOBeK, U elle Y 2 HaOJIoAanu pe3nu1yaabHbIe
reMOJIMHAMWYECKH HE3HAUYNMBbIe Me()EKThI MEXIKETyT0YKOBOM MEePETOPOIKH.
CocTosiHUE BHYTPHCEPACUYHON TeMOTMHAMUKH XapaKTEPU30BAIOCH HATUIUEM
peryprutanuu Ha MK B npegenax 1-2+ -y 78,6% (11uen.), no 3-4+ -y
21,4% (3gen.). Perypruranus na TK 1-2+ -y 100% (14qemn.).
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Puc. 2 JlunaMuka HeJOCTATOYHOCTH KPOBOOOpAallleHUs y JieTeH ¢
HOPMAJIbHBIM XPOMOCOMHBIM HA00OPOM B OTIAJIEHHOM

IMOCJEOoNnEPAlIMOHHOM IIEPHUOIEC

Crenenr HK
npu evlnUCKe 6 O0MOAIeHHOM nepuooe
N >
HK1| 5 1) 2 |HKO
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MBI HE BBISIBWIM JOCTOBEPHBIX OTJIMYMWA B PACHPEACICHUU CTEIECHEU
pEerypruTalny Kak Ha MHUTPAJIBHOM, TaK U Ha TPUKYCHUIAJIBbHOM KJIAIllaHax,
JUIL  IBYX TPyl TanmueHToB ¢ moiHoMl ¢opmoii ABK, mnepenecmmx

pPaANKaIbHYI0 KOPPEKIUIO ITOPOKa, B cpeiHeM OoJiee 3,3 Ha3al.

Puc. 3 AktyapHasi BLLKMBaeMOCTh y JieTeil 00euX rpyni 3a
6-J1eTHHI1 Nepuoa HaOII0AeHN i

100 -~
90 + $
80 +

S

[‘_j 70 -

g 60 - —e—rpynna 1
0 50 A (n=19)
@ 40 —=— rpynna 2
x 801 (n=14)
A 20 -

10 +

iM ‘6M ir ér ér er 5|L 6|J 7r‘
nepwvioa HabnogeH,r



21

Takum oOpa3oM, MNPOBENEHHBIM aHaIU3 MPOAEMOHCTPUPOBAI, YTO,
HECMOTpS Ha yAauHyro koppekiuio nonHo gopmsl ABK y nmereii ¢ C/ B
TEYEHHE JKU3HU MOTYT MOABIATBCA  3a00JIEBaHUS  CBSI3aHHBIE €
JOTIOJIHUTENBHON 21 XpOoMOCOMOM, @ UMEHHO: THEBMOHUH, JIEHKO3 — KOTOPbIE

MOTYT IPUBOJIUTH K CMEPTH OOJIbHBIX.
BbIBOABI

1. Knuanueckue nposiieHus: curapoma Jlayna (coemmHUTETbHO-TKAaHHAS
IUCILIA3Us, TEHEPAIIM30BAHHAS MBILIEYHASI TUIIOTOHUS, HApYyLICHUE Pa3BUTHUS
JIBIXaTEIbHBIX yTe) B COYETaHUU c MTOJIHOU dbopmoit
aTPUOBEHTPUKYJISIPHOIO  KaHaja YCYTyOJISIIOT ~ TSKECTh  KIIMHUYECKHUX
IPOSIBJIEHU IMOPOKA CEepALA.

2. [Tonnas ¢opMa aTpHOBEHTPUKYIISIPHOTO KaHalla y J€Tel MepBOro rojaa
KU3HU C CUHIpOMOM JlayHa IpUBOJUT K O0jiee paHHEMY Pa3BUTHUIO JIETOYHOMN
TUIIEPTEH3UHU.

3. VY MianeHneB ¢ moiHON (OpMOIl aTpUOBEHTPUKYISIPHOTO KaHaja B
COYETaHUU C CUHAPOMOM JlayHa aHOMaJIMHU JIEBOTO ATPUOBEHTPUKYISIPHOTO
Ki1amaHa (yIBOCHHE MHTPAJIBHOIO KIallaHa, CIWHCTBCHHAS IaNWUIIPHAS
MBIIIIIA, OJM3KO PACHOJIOKEHHBIC TPYMIBI NATUJUIPHBIX MBIIII, TACIIIA3US
CTBOPOK M XOpPJAJIbHOTO arrapara, THIOIUIa3us KJIAaHHOTO KOJIbIA)
BCTpeUaroTcss 3HaunuTenbHO peke (9%), weM y jgereld ¢ aHaJOTUYHBIM
nopokom 6e3 cunapoma layna (52%),p < 0,05.

4. BrlienepeunciieHHble  aHOMAJIMA ~ JIEBOI'O  ATPUOBEHTPUKYJISIPHOTO
KJIallaHa OCJIOKHSIOT BBIIOJIHEHHE a/JIEKBATHOM XUPYPTHUYECKOW KOPPEKLIHH
NoJIHOM  (OpPMBI  aTPUOBEHTPUKYJISIPHOIO  KaHaja, YBEJIUYMUBAIOT PHUCK
Pa3BUTHSI OCTPOM CEPACYHOU HEAOCTATOUYHOCTU M, KaK CIIEICTBUE, SABIIIOTCS
IPUYMHON TOBBIIIEHUS JIETAIBHOCTA B PAHHEM IOCJIEONEPALMOHHOM

nepuojie, yXyalas pe3ysibTaTbl XUPypPruyecKoro JCUCHHUS.
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5. HNcxogHoe  cocTosiHUE ~ MMMYHHTETa,  COCIMHUTEIbHO-TKAHHAS
JUCILIA3usA, TEHEPAIM30BAaHHAS MBIIICYHAs THUIOTOHUS B COYETAHUM C
HapyLIEHUEM Pa3BUTHUS JbIXATEIbHBIX IyTEN MIPU CUHApPOME J[layHa SIBISIOTCS
dakTtopamu pucka pasButus HBJl-accoruupoBaHHBIX THEBMOHUNU B
IIOCJIEONIEPAMOHHOM IIEPUOJE.

6. Pe3ynbTaThl XUPYPrUYECKOrO JICYEHUS MIOJIHOM dbopmbl
ATPUOBEHTPUKYJIIPHOIO KaHajda y MIIAJCHIEB C cMHAPOMOM JlayHa, Kak B
paHHEM, TaK M B OTJAJCHHOM I[IOCJIEONEPAMOHHOM IIEpUOAaX XYXKe
(KOJIMYECTBO TOCICONEPAIMOHHBIX OCJIOXHECHUH, JICTAIbHOCTh B OTAAJICHHOM
MOCJICONEPAIMOHHOM TIEPHO/IC BHIIIE), YEM y JIETeH ¢ aHAIOTUYIHBIM ITOPOKOM
0e3 cuHapoma JlayHa, U TakuMm 0Opa3oM 3aBHUCAT OT HAJIWYHUS CHHIPOMA
Hayna.

1. Hanmmume xpomocoMHoro aucbaianca y mrojeil ¢ cuaapoMmom JlayHa
3HAQUUTENBHO TMOBBIMIAET PUCK PAa3BUTHS  TSOKEIBIX  COMYTCTBYIOLIKX
3a00JIeBaHUM, YTO OKa3bIBACT HETaTHBHOE BIUSHUE HA MPOJOJLKUTEIBHOCTH
UX OKU3HM  JaXe TIpUd  yJAAa4YHOM  KOPpEeKUUU  TOJHOH  (OopMbI
aTPUOBEHTPUKYJIIPHOIO KaHAJA.

IIpakTHyeckue peKoMeHIAINA

1. Bce HoOBopoxaeHHble C CHHApOMOM JlayHa  JOJDKHBI  OBITH
BHUMATEJIbHO OCMOTPEHBI BPayOM — HEOHATOJIOTOM B POJAOME HA HaJM4YUeE
BPOKJIEHHOTO MTOPOKa CEPALIA,;

2. [Ipu MOATBEPKIACHUN MTOJTHOM bopmbl OTKPBITOTO
aTPUOBEHTPUKYJISIPHOTO KaHaja y HoBopoxkaeHHoro ¢ CJl, oH moimkeH ObITh
nepeBeieH MoJI CTporoe HaOJIOJIEHHE KapJuoJyiora B YCJIOBUSAX CTalMOHapa
WJIU TI0 MECTY JKUTEIbCTBA;

3. Bce wmagennst ¢ cunapomom Jlayma u  momHOM  dopmoii
aTPUOBEHTPUKYJSIPHOTO  KaHaJla  JIOJDKHBI ~ OBITh  ONEPUPOBaHbI B

MIIaACHYCCKOM BO3pacTe,
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4, B mnocneonepaninoHHOM Tepuojie TMAalMEHThl ¢ cUHApoMoM JlayHa
JOJDKHBI ~ HAaXOJOUTHCSA TOJ CTPOTUM  HAONMIOJEHWEM Kapawojora ¢
00s3aTeJILbHBIM BBIIIOJIHEHUEM BCETO KOMINIEKCA HEHHBA3WBHBIX METOJIOB
oocnenoanus (DKI', penrrenomornyeckoe uccaeaosanue, IXOKI') 1 pa3 B
romu,

5. YuuThiBasi BBICOKMH PHUCK Pa3BUTUS TSOKEJBIX COMYTCTBYIOIIUX
3a00ieBaHU ¢ BO3pacCTOM y TAIMEHTOB ¢ cuHapomoMm JlayHa,
O0OYCJIOBJICHHBIX HAJUYUEM XPOMOCOMHOIO jaucOajlaHca, OHHM JOJDKHBI
IPOXOJUTh €KEroJHOE OOCIe0BaHUE Y IeaUaTpa Mo MECTY JKUTEIbCTBA C
L[EJIbI0 CBOEBPEMEHHOTO BBISIBICHUS U JICYEHUS.
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Cnmcok cokpameHuit

KJIO — KoHEYHO-THACTOINYSCKUN 00BeM

KJIP — KOHEYHO-IMACTOINYECKUN pa3Mep

KCP — KOHEUYHO-CUCTOIMYECKUN pa3Mep

JIA —nerounas aprepus

JII' — terouHast runepTeH3us

JDK — neBblit xenynouex

MK —muTpanbHblii K1anaH

MH —MuTpanbHas HeI0OCTaTOYHOCTh

HK —HegoctatouHOCTh KpOBOOOpAIIEHUS

[IM — nanwisipHasi MbIIILa

[1I1b — nosiHast monepeyHas 0Ji0kaaa

C —cungpom JlayHa

TK — TpuKycnuaaIbHbIN KIanaH

®B — ¢pakius BeiOpoca



