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Hcropust u3ydeHHss HOYHOTO dHype3a Ha Kadeape
Havyanack moj pykoBoiacTBoM A. B. IlamasHa paboroii
acriupanra [[. B. Mapymikuna B Hauasne 90-x rogos. B
1995 romy ycrienrHo 3amuIieHa TUCCepTaIus Ha TeEMY
«HouHoe HeaepkaHue MOYM y JIeTei, Hay4uHbI€ PYKO-
Bomutenu npod. A. B. [lanasnH, npod. B. U. Tlerpos.
Brepseie mokazaHa TeTEpPOreHHOCTh 3a00JeBaHUS U
pOTH HEBPOJOTHYECKOTO TeHe3a HOYHOTO JHypesa y
JICTeH, orieHKa 3(PEKTUBHOCTH MUKAMUIIOHA MTPH DHY-
pese. IlpogomkeHreM 3TOro HarpaBiIE€HUS SBISUINCH!
muccepranust A. A. Kysuaenosoii «ccnenosanue GyHk-
IIUOHAJILHOTO COCTOSTHUS MOYeK 1 dPPEKTHBHOCTH JieC-
MOTIpECCHHA TIPH JICYCHUH HOYHOTO dHype3a y JeTen»
(1997), nayunsie pykoBomutenu mnpod. A. B. [Namasm,
akanemuk FO. B. Harouun u qucceprauus A. A. I'aBpu-
muHo# «IIcmxocomarndeckue aclieKThl HOUHOTO SHYype-
3a y meTeiy, HaydHble pykoBomuTenu mpod. A. B. Ila-
nastH, npod. 3. I Ditnemuep.

Ha cmeny oOmenprHATOMY MPEICTABICHUIO O TOM,
YTO MOYKA CIY>KUT B OCHOBHOM KaK OpPraH BbIACIICHUS
MPUXOIUT TOHUMAaHHWE O Pa3HOCTOPOHHEH (yHKIHH
MOYKM KaK OpraHa, y4acTBYIOIIETO B O0Opa30BaHUH H
CeKpelur B KpPOBb (DU3MOJOTMYECKH AKTHBHBIX Be-
IIECTB, BIUSIONMX Ha (DYHKIUIO Pa3JIMYHBIX OPTaHOB
U TKaHedl. B mouke BbIpa0arhiBaeTCs psifi TOPMOHOB,
PETYANPYIOINX apTepuaNbHOE JaBieHne, obecredn-
BAaIOIINX aJ€KBAaTHBII ypOBEHb T'€MOII0’3a U PErys-
UU octeoreHesa. VccnenoBanus, NOCBSIIEHHbIE POIH

MOYKH B ITaTOre€He3e HOYHOTO SHype3a Hadaauch B 1995
TOJIy, COBMECTHOM paboToii ¢ jaboparopueit Gpu3noIo-
ruy Nodku MHCTUTYTa 3BONIIOLMOHHON (U3HOIOTHH U
ounoxumuu uM. M. M. CeueHoBa

Pesynbrarsl 3THX MCCIEIOBAaHUN BBISIBUIIN BAXKHYIO
POJIb U3MEHEHUS! PErYISUUK (PYHKLIUH ITOYKH B [1aTOTe-
He3e HOYHOTO dHype3a. ITO OOYCIIOBIECHO IBYMs (ak-
TOpaMH, OJIHUM W3 HHUX CIYXKHT YMCHBIICHHE CEKpe-
UK Ba30IPECCHHA THIIOPH30M, IPYTUM — YCHIICHHE
CEKpELH ayTaKOWJIOB B IOYKE, [J€ OHHM BBICTYNAIOT
JIOKaJbHBIMU AQHTAarOHMCTAaMHM BO B3aMMOOTHOIICHHSIX
C aHTHIUYPETUYECKUM TOPMOHOM U MOTYT OBITH IIPHU-
YHHOW yBEJMUYCHHUS AUYpe3a HOUBIO M Pa3BUTHIO DIIH-
30[10B HOYHOTO DHYype3a.

HuddepeHurpoBaHHBI MOAXOA K NOHUMAHHUIO
POJIM HOYKM B NATOTEHE3€ HOYHOTO 3Hype3a y JeTer
[O3BOJINIT YBEIUUUTH 3((HEKTUBHOCTD JedeHus. Brico-
Kast 23pdeKkTUBHOCTh M 0E30MaCHOCTD JICUCHUS J1ECMO-
MIPECCUHOM TO3BOJISIET PEKOMEHAOBATH €ro HCIOJb30-
BaHME JJIs JICYCHUSI HOUHOTO SHype3a y AeTeil. Y yactu
JIeTell ¢ HOYHBIM DHYPe30M MokazaHa 3(h(HEeKTHBHOCTD
MPUMEHEHUS TUKIo(peHaKa HaTpusl IJIsl HOpMaTH3aiuu
JIOKaJBHOTO CHHTE3a ayTOKOWJIOB, YTO MO3BOJISIET PEKO-
MeHi0BaTh ero npumeHenue (Kysnernosa A. A., 1997;
2006).

Pabota BeimonHeHa mpu nogmepxke PODU (mpo-
exT Ne 11-04-01636), nporpammsl «Benyiue Hay4HbIe
mkose (mpoekt HII-65100.2010.4.).

OCOBEHHOCTU NUNNAHOIO OBMEHA Y OETEW C HEOPOTUYECKUM

CUMHOPOMOM
© E. B. KynuHa, B. B. OnuH, U. M. OcmaHoB

®TY MoCKOBCKMiA HAY4HO-MCCNEL0BATENbCKMIA MHCTUTYT NEAMATPUM W LETCKOW XWpYpriuv PocMedTexHonormii,

OTZeNIEHNE HAUeACTBEHHDIX M MPUOBPETEHHBIX BoNe3Hel nouek

LEJIb UCCNNEAOBAHUA

VYCTaHOBHTH XapakTep HAPYNICHHH JHITHIHOTO 00-
MEHa y JeTeil ¢ He(POTHYSCKUM CHHAPOMOM IPHU TII0-
Mepyionedpure.

MATEPWAJIbl U METOAbI NCCNNEOOBAHUA

B otrnenennm HacNENCTBEHHBIX W TMPHOOPETEH-
HBIX OonesHedd mouek MHMMUIT m JIX oOGciemoBaHo
40 nereii ¢ romepynoHedpuToM (28 MaIBbUUKOB U 12
JleBoueK) B Bo3pacte oT 2 a0 17 net. bonbHble pas-
JIeJICHbl Ha JIB€ TPYNIbl: 1-f0 Tpynmny (OCHOBHYIO)
coctaBwin 20 neTed co CTEPOUAPE3UCTEHTHBIM He-
¢porrueckum cunapomoM (CPHC) (14 mManpuukoB u
6 neBouek), BO 2-10 rpynmny (cpaBHeHus) Bouuio 20
JeTe CO CTePOMAYYBCTBUTEIBHBIM HEPPOTHUECKUM
cuagpomom (CHHC) (14 manpuukoB W 6 JE€BOYEK).

JnuTenbHOCTh 3a00JeBaHUA Yy OOJIBHBIX OCHOBHOH
rpynnsl coctaBmia 4,611+4,61 net, y OONBHBIX TpyII-
el cpaBHeHN — 4,044 43,038 net. Jlmaruos Bepudu-
LMPOBaH Ha OCHOBaHUM KIMHHUKO-aHAMHECTHYECKUX
JAHHBIX, Pe3yJIbTaTOB OOBEKTUBHOTO W 1aOOPAaTOPHO-
HHCTpyMEHTalIbHOTro oOcnenoanuii. [lo akTuBHOCTH
Hedporrueckoro cuaapoma (HC) nern I rpynmsr pac-
npeneneHsl cuenyromuM obpazom: I (n=8), II (n=8),
III (n=4) crenenn. COOTBETCTBEHHO JI€TU W3 TPYII-
bl CpaBHEHUS MMENN pa3inyHyio akTuBHocTh HC:
I (n=8), II (n=8), III (n=4) cTeneHmn.

VYV Bcex aeTel NpoBOAMIOCH UCCIIEIOBAaHKE MOKa3a-
Tejel munuaHoro ooMena: xonecreput (XC), Tpuriu-
uepuabl (TI), XonecTepuH JNUMONPOTENHOB BBICOKON
wiotHoctH (JITIBIT), XonecTepuH JIUIOIPOTEHHOB HU3-
koif umotHocTH (JITTHIT), mpoBommiock gpepmeHTaTHB-
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HBIM KOJIOPUMETPHUUECKUM METOAOM C HCIIOIb30BaHUEM
Habopos pearenros ¢pupmsl HUMAN (I'epmanus). Pac-
geT koddumnuenta areporennocty (KA) mpoBomwics
o ¢popmyne: KA=(XC—XC JITIBIT)/XC JIIBII (Hopma
<3) [Kmumor A. H. [(1977)].

PE3VYJIbTATbI

BrisiBneHa areporeHHasi HalpaBiICHHOCTb H3MEHE-
HUH JIUITUAHOTO OOMEHa B OCHOBHOM TpyIINe OOJBbHBIX,
KOTOpasi HapacTaja B 3aBUCUMOCTH 0T akTuBHocTH HC.
Tax, mpu | crenenn aktuBHoct HC y nereit ocHOB-
Hoil rpynnel KA cocraBmsin 3,678+1,384, nportus
2,134+0,6208 (p=0,014) y meteit Tpynibl cCpaBHEHUS,
coorBerctBeHHO mpu Il cremenn axruBaoctu HC y
nereit | rpynmet KA cocrasnsn 4,074+1,496, a Bo 11
rpymre 2,519+ (p=0,027), ciexyer OTMETUTh, YTO MIPH
III crenenn aktumBHOCTH HC v meteit co CPHC own co-

crarisun 5,431+ 1,24, npotus 2,842+ 1,006 (p=0,039)
y nereit co CHHC.

BblBOA4bI

Taxkum oOpazoM, y nereit | rpynmsl 3Hauenus KA
HMEIOT aTeporeHHblil xapakrep. IIpu sTom Hambonee
BBIPaKCHHAS! aTEPOTeHHOCTD XapaKTepHa JUIsl OOIBbHBIX
¢ III cremenrto akruBHOCTH HC v meteit kak ¢ CPHC,
tak 1 CYHC. CnemxyeT oTMeTUTh, YTO yKa3aHHBIC Ha-
pPYLICHUS JIMIMIHOTO OOMeHa oKa3auch Oojiee BbIpa-
*keHHbIMH U cTolikumHu y aereil ¢ CPHC. B kontekcre
H3JI0KEHHOTO, OYEBUIHA aKTyaJIbHOCTH JAIBHEHIIETO
M3y4YeHUs He TOJIFKO OCOOCHHOCTEH HapYIIIeHUIA JTUITH/I-
HOTO OOMEHa y JIeTel ¢ HE)pOTHUECKUM CHHAPOMOM,
HO M YCTAHOBJIEHHE UX POJM B MATOTE€HE3€ MPOrpeccu-
poBaHus 3200JIeBaHMs, a TAK)KE HAyYHO 000CHOBAaHHBIX
METOZI0B KOPPEKIIMH BBISIBIICHHBIX HAPYIICHHH.

KINMHUYECKOE HABJIOAEHUE PEOKOIo CUHOPOMA — VACTERL-ACCOUMNALUA

© X.T. JleBuawsunu, 3. B. Ynbpux, U. b. Ocunos, O. B. JleBnuesa, I. C. OBeHToBa, M. A. Bnagummnposuy

[OY B0 Cankr-lMetepbyprckas rocyaapCTeeHHas neauaTpuieckas MeauLMHCKas akafemus

Bnepssie Tepmun VACTERL-cunapoM npumMeHeH
B 1972 romy moxtopom [IpBumom CmutToM M JIMHIOM
Kgan (Dr. David Smith and Dr. Linda Quan), kak a6-
OpeBuarypa Jijisi 0003HAYCHUS MHOXKECTBEHHBIX BPOXK-
nensbix nedekros: V (Vertebral) — neddexrsr mo3so-
HOUHUKA U pedep; A (Anal atresia) — aTpesns 3agHETO
mpoxona; T (tracheoesophageal fistula) — Tpaxeonso-
¢aransubie puctyibl; E (esophageal atresia) — atpesust
numieBona; R (radial dysplasia and Renal) — nucruia-
3Wsl Ty4eBOH KOCTH U modek. B 1973 romy moOaBieHsI
B ab0peBuarypy OykBsI C (cardiac) — mopoku cepara;
L (limb anomalies) — nedekTsl KOHEYHOCTEH. [{Harno3
VACTERL accouuanuy CTaBUTCS NPU HATUYUU XOTS
OBI TpeX U3 BHIIIIE IEPEUYNCIICHHBIX J1e(EKTOB.

Accommanus VACTERL Berpeuaercs y 16 ageteil Ha
100000 HOBOpOXKIEHHBIX. Yale BcTpeuaeTcs y Marte-
peii, cTpaaroInX aJKOroJILHOW (eTanaTtuei U caxap-
HBIM JHA0ETOM.

B Hactosmiee Bpems BBIICNCHO 3 CHHApPOMA:
VACTERL-H accommanus ¢ ruaponedanueii, X-cren-
neHHas ayrocomHo-peueccuBHasi; VACTERL-H acco-
nuanus ¢ rugaporedanueil ¢ Jokanu3anuend aedexra B
10g23.31; VACTERL-acconmanus ¢ gokanu3anueit ae-
¢exra B 2q31—q32 myranueii B HOXD13 rene.

[IpuBogum kmaMYeckoe HaOmoneane VACTERL-
ACCOIMAIlMKM B CBS3U C OTCYTCTBHUEM IyOJUKAllUU B
oTe4yecTBEeHHOU nmuTeparype. [lanuentka 1., 4 rona 9
Mec., noctynuia B knuauky CIIOITIMA 1.03.2010 .
C ’anobamMH Ha JMXOPAAKy, BBIpAXKEHHBIE AU3yprde-

CKHe HapyIeHus, 0oneBoi cuaapoM. IIpu obcnenona-
HUH BBIABIICHBI CHHIPOM HHTOKCUKAIINN, MOYEBOM CHH-
JOPOM — JICHKOLUTYPHsI, OakTepuypus. Y ManueHTKH
C POXAECHMS AMArHOCTUPOBAHBI MHOXKECTBEHHBIE I10-
POKHM pa3BUTHS: AEKCTpaKapAus, aTpe3us MULIEBOAA U
HWKHUM TPaxeoNUIIeBOAHBINA CBUII, TOPOK Pa3BUTUS
MO3BOHOYHUKA (HapymeHne cermentanuu Th4-12) u
pebep, BpOoKACHHAs TpaxeoMalsilusi, pedIrokcupyro-
U Merayperep, NEepeKpecTHO JUCTONHpOBAHHAS
mpaBas nmouka. Pedenox ot Il 6epemennoctu, 11 pomos.
bepemennocTh mpoTekana Ha (hOHE aHEMHUH, TOKCHKO-
3a 110 12 nenenu, OPBU B I nmosioBuHE OepeMeHHOCTH,
yrpo3a npepsiBanus ¢ 24-36 Henenu. Poasl cpounble
Ha 40-i1 Henmerne, KecapeBO cedyeHue, acPUKCHUs TUIO-
na, Bec 2180 1, poct 48 cM, 3amepikka (GU3HIECCKOTO
pa3BUTHS, ICHXOMOTOPHOE pa3BuTHe B HopMme. [lepe-
HECCHHBIC 3a0o0eBaHusi: B 1 Mec. — NMHEBMOHUs, B 4
MeC. — OCTPBIH OOCTPYKTUBHBIH OpOHXUT, ¢ 8 Mec. —
nuenoneput. Peruausel nuenonedpura u 006CTPyK-
THBHOTO OPOHXHTA KaXIple 3 Mecama A0 2-X JeT.
[IpoBenens! onepannn — OyKUPOBaHHE TPAXEOTHIIE-
BoaHoro ceumma. B 2007 rogy — rocnuranu3anus B
CIIOI'TIMA, nocranoBka karerepa ®ones. Exeromnno
BO3HUKAJIM peuuanBbl nueiaonedpura. Hacnencrsen-
HOCTH OTSTOINEHA IO CIEAYIOMNM 3a00JeBaHUIM —
y otua cuHapoM MopdaHna, KpoMe TOTO — aHUPHIIUS
10 OTLIOBCKOW JIMHUU, TAJIBTOHU3M.

Kpurepuu nns nocranosku nuarioza— VACTERL-
accolyanys — y HalueHTKH:
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