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LLENb NCCNIEOOBAHUA

N3yunts 0COOEHHOCTH TEUEHHUS U HCXOAA Ay TOCOMHO-
penieccuBHOTO NonuKkcTo3a rodek (APIII) y neteit.

MATEPUANblI U METOADbI

Wzyden xaramues 10 nmereit (u3 8 cemeit) ¢ APIIII,
n3 10 gerert — 6 neBodek m 4 Mampuuka. JluTennb-
HOCTh KaTaMHECTHYECKOTO HAOIOIEHUs coCTaBmiIa 7
neT. JlnarHo3 ayToCOMHO-PELECCUBHOTO MOJIMKHCTO3a
MOYEK CTAaBMJICS NP BBIIBICHHU Yy MPOOaHAa KUCT B
o0enx moukax npu Y3, oTCyTCTBUS YIIBTPa3ByKOBOTO
WIA TUCTOJIOIMYECKOIO IOATBEP)KICHUS IOIMKHCTO-
3a MMOYEK Y POJACTBEHHUKOB | w/mim 2 creneHen poj-
crBa. OOBEM TMOUYEK PACCUUTHIBAICS MO peE3ylbTaTam
VY3U-6uomerpuu no meroay C. B. Kanyctuna (1998).
Ouenka BepkuBaeMoctu Aeteit ¢ APIIIT npoBeneHa no
metony Kaplan-Meier (1958).

PE3YJIbTATbI

Cpennuii Bo3pacT neTell K MOMEHTY BBISBIICHUS
KUCT 1o pesynbraram Y3M cocrtaBmr 2,0+0,5 wme-
cana. KucTel B ApyTrHx MapeHXMMAaTO3HBIX OpraHax
BoIsiBIIEHB! y 7 u3 10 maruentoB (70%) — KHCTHI
Ne4yeHu B 6 cilydasiX, KHCTBl MOKEITyAOYHON XKele-
3pl B | ciywae. Y 2 nereil ¢ MOJMKUCTO30M MEUECHU
1 BpOXACHHBIM (pubpo3zom meuenu, teuenue APIIIT
OCJIO)KHMJIOCH Pa3BUTHEM CHHJpOMa MOPTaIbHOU T'H-
nepTeH3uu B Bozpacte 5,5 net u 2 net. KpoBoreuenue
13 BapUKO3HO-PACIIMPEHHBIX BEH MUIIEBOAA y 2 JAeTel

MOoTpe0dOBaAIO XUPYPTUIECKOTO BMEIATEIhCTBA C TIPO-
BEJIEHUEM JINTUPOBAHUS U CKIEPO3HUPOBAHUS COCYIIOB.
CuHIpoM apTepuaIbHOW THIEPTEH3UH IUAarHOCTHPO-
BaH B HEOHATAJILHOM U I'pyJHOM Bo3pacte y 10 gereit
¢ APIIIL. ¥V 10 nereit Teuenue APIIII ocnoxxuunoco
pa3BUTHEM THeNOHe(PHUTA, CPEIHUN BO3PACT K MO-
MEHTY BBIABICHUS MUKPOOHO-BOCIMAIUTENBHOTO TPO-
necca — 7,0+£0,5 mecsa.

O0bem movek 1o pesyiabratam Y 3M-Ouomerpun
MpU POXKACHUM cocTaBisia 32,3+3,7 cM® (mpasast mou-
ka), 31,0+5,4 cM® (;1eBas mouka), OTMEUEHA JUHAMHKA
yBeInnueHns oobeMa mouek g0 126,4+15,5 cm® (mpasas
mouka), 153,5+20,7 cm? (;reBast mouka) k 1 roy KHU3HH.
Hcxon B XpOHMUYECKYIO TOUYEYHYIO0 HEA0CTAaTOYHOCTD
(XTIH) ycranosnen B 100% ciy4aes, B TpyITHOM BO3-
pacte B 90 %. JleTanbHbII HCXOA KOHCTAaTUPOBAH y 3 U3
10 nmereit ¢ APIIII, u3 HUX y 2 — B meprox HOBOPOXK-
JIeHHOCTH, Y 1 — B Bo3pacte 1 roza.

BepositHocTh BeikuBanus nanuentoB ¢ APIII, pac-
cuntanHas o merony Kaplan-Meier (1958), cocraBuna
1 rog — 80%, 5 netr — 70%.
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AyTOCOMHO-PELIECCUBHBIN MOJIMKHACTO3 TOYEK, 1A~
THOCTHPYEMBII BO BHYTPUYTPOOHOM U HEOHATaJIbHOM
IIEpUOZE, XapaKTepU3yeTcs HeOIaronpusiTHBIM IIPO-
THO30M TEYEHHs, PA3BUTHEM CHUHAPOMA apTEPUAIILHOMN
TUNEPTEH3UU U XPOHUYECKON IOYEYHON HEeA0CTaTOY-
HOCTU Ha II€PBOM IOy JKU3HHU.
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Oxyno-1epedpo-peHanbHbIH CHHAPOM BIIEPBBIC OIH-
can B 1952 1. U. Lowe, M. Terry u E. Mc. Lachlan. B mu-
poBoii smteparype 3aboneBanue HazpiBaeTcs OCRL

(oculocerebraorenal), cunapom Lowe-Terry-McLachlan,
cunapom  Lowe-Bickel, rma3o-moyeuyHO-MO3roBbIM
curapomoM Fanconi. Cunapom Jloy Hacnemyercs 1o
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