. POCCUNACKASA HAYYHAS CTYAEHYECKAS KOHPEPEHLUA C MEXXAYHAPOAHBIM YY4ACTUEM

Llenbto Hawein paboTsl aensanca aHanma npudmnH O34A. Onsa oueHkn npudvH O34 BoigeneHa rpynna nd 200 petein B
BO3pacTe Ha MOMeHT onepaumm oT 8 oo 15 net. Bce manbumkun pacnpeneneHbl Ha TpW rPyrnbl B 3aBUCUMOCTH OT BpEME-
HU, Npolleaulero nocne Havana 3aboneBaHnst 40 BbINOJHEHUS onepauum (COOTBETCTBEHHO Yepe3d 6 - 12 4., 12 - 24 4.,
6onee 24 4.).

MocneonepaunoHHbie pe3ybTaThl OLEHUBAIMCH MYTEM OCMOTPA 06/1aCTU MOLLIOHKW (ONpeaesieHne pa3MepoB 1 KOH-
CcUCTEHUMN anyek), Y3M MoLwoHkM (20 naumeHToB), OLEHKM AaHHbIX CNePMOrpamMm — KOHLEHTpaLUMs cnepmMaTto3omgoB
B 1 Mn meHee 20 MIH., MOP@ONOrMyecky HopmMmanbHbIX crnepmaTo3onaos meHee 50% (40 naumeHToB). Hanbonee vac-
TO npuynHor O34 aBnanock nopaxeHune rmpatng —y 937 geten (66,8%), ocTpbii opxoanuananmut — 'y 345 (24,6%),
nepekpyT auyka — y 55 (3,9%), TpaBma MmoLwoHkn — y 55 (3,9%), paspbiB audka — y 6 (0,43%), ocTpbii GyHUKYAUT —y 5
(0,37%). Bcem peTtam 6bina BbINOIHEHA OMnepauus rno 3KCTPEHHbIM NoKa3aHUAM — peBu3nsa auyka. OToenbHyo rpynny
COCTaBWIM MaJIb41KUM, KOTOPbLIM Obliia Mo NokasaHWsIM BbINOSIHEHA opxuaakToMus — 17 neteit (1,2%). NokaszaHmeM K op-
XUOSKTOMUN CIYXXUI TOTaNbHbIV HEKPO3 ANYKA; PELLEHME MO KaXA0MY Cllydato NpUHUMAaN KOHCUIMYM Bpadeil.

COBPEMEHHbIE METOAbI AUPPEPEHLLUAABHOW AUATHOCTUKU
BPOXAEHHOIO TMAPOHE®PO3A U MMEAOIKTA3ZNU Y AETEU
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OTnenbHble BoMnpockl AnddepeHumnansHOi AMarHoCTUKM 0OCTPYKTUMBHBIX ypPomnaTuii C HEKOTOPLIMU CXOXUMU MO
NposiBNeHNsIM 3a60/1IEBAHUSIMU U COCTOSIHUSIMU, @ Tak)Ke BOMPOChI, KacaloLMecs BO3MOXHOCTEN NPOrpeccnpoBaHns
nmMbo perpeccrupoBaHuns rmapoHedpPOTNHECKON TpaHChOopMaLMn y AeTel, B HACTOSLLEE BPEMS N3YYeHbl HEA0CTaTOYHO.
CnoxHble 3agaum anddepeHumanbHOM AMarHoCTUKM NMeNoaKTa3mm Kak 1 ctaanm BpoxXaeHHoro rmgpoHedposa (Bl ca-
MOW pacrnpoCTpaHeEHHOW OBCTPYKTMBHOW yponaTun), ¢ NMenoakTasnen kak MMHOPHOM aHOMannein MOYeBOI CUCTEMBI,
NMPUXOOUTCSH peLlaTb CKOPee MHTYUTUBHO, ONMUPAsiCb UCKITIOYMUTENBHO Ha JINYHBI BpaYebHbI OrMbIT.

Halemy peTpocnekTMBHOMY UCCeA0BaHMIO Obin NOABEPrHYTH UCTOpUK 6one3Hn 93 aeTei C BPOXAEHHBIM rna-
poHedpo3om 2-3 cteneHun n 31 pebeHka ¢ nuenoakTasnen. Hamum nayyannce 0CO6EHHOCTN pacnpeneneHns aHTUreHoB
rnaBHOro KoMmnsjekca rmctocoBmectomoctu (HLA-komnnekca), nx GeHOTUNNYECKMX U FanioTUNMMYECKUX KOMOUHALMIA.
NpoeHntudukaumm nokycos HLA-A, HLA-B, HLA-C 6binm npoBeneHsbl y 124 60nbHbIX PYCCKOM HAUMOHaNbHOCTM 0T 5 oo 15
NeT B ABYXCTyNneH4aToM MukpoammooumntoTokcnyeckom tecte (Terasaki P., 1970), nokyca HLA-DR n nokyca HLA-DQ - B
NPOJIOHMMPOBAHHOM TEeCTe NnonnmMepasHoi LenHom peakumm (MLP). CD22-numdoumnTtsl ong DR-tunmnposaHus u DQ-Tun-
NUPOoBaHus Bl NOJTyYEeHbI NyTeM duUnsTpaunmn nMMoOoB3BECH YePe3 HETOHOBOE BOSTOKHO.

B rpynne 605nbHbIX ¢ BIC 66110 yCTAHOBNEHO HaNMYne 4OCTOBEPHOM NONIOXUTENBHOM accoumaTBHON CBS3M 3abone-
BaHWS C NPUCYTCTBMEM B TKAHSX MHAMBMAOYYMOB aHTUreHa HLA-B8, HLA-DRB1*17(3), deHoTunmyeckon kombuHaumm
aHTureHoB HLA-B8-35 u rannotunuyecknx kombuHaumii HLA-A1-B27, HLA-A2-B17, HLA-A2-B35. HocutenbcTBO aTuX
VIMMYHOT€HETUYECKNX NPEANKATOB YBENNYMBANO PUCK pa3BuTma 3abonesaHus B 2,3 - 9,2 pasa (RR=2,3 - 9,2). B xone
nccnenoBaHus Obina BbiiBNIeHa OCTOBEpHas NoJIOXUTeIbHas accounaTUBHAs CBA3b C ONpeaeneHHbIMU UMMYHOMeHe TN -
YecKnMM napamMeTpamMm 1 B rpynne 60bHbIX NMenoakTasnein. Tak, HocuTenbCcTBO aHTUreHa HLA-B8 1 rannotunuyeckmx
KombuHaumin HLA-A2-B17, HLA-A1B5 yBennunBano puck passutus aToro coctosHusa B 3,8-21,9 pasa (RR=3,8-21,9).

CBoeobpasHas UMMYHOreHeTU4eckas XapakTepucTmka AeTel ¢ NMenoakTasneit, No CPaBHEHUIO C XapakTepucTmka-
MW BOJNbHBIX C BPOXAEHHLIM rMapOHedPO30M, He MO3BOJIAET CYMTaTb ee y AeTei AaHHOro Bo3pacTa NepBoi cTaauen
pasBuTUS rTMAPOHedPOTMHECKON TpaHCHOPMaLMK, HO CBUOETENbCTBYET B NOb3Y MMEN03KTA3MN, KaK CaMOCTOATENIbHOM
HO30J10rMYeCKOn eaNHULIbI — MMHOPHOM aHOMAJIMM MOYEBOM CUCTEMBI.

NPOrHO3UPOBAHMUE PA3BUTUA PYBLLOBOTO PMMO3A C MOMOLLBLIO
AOKAABbHOM pH - METPUU KOXHU MOAOBOIO YAEHA U KPAUHEU NAOTHU
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PasnunyHasa cTteneHb BbIPaXXEHHOCTU BOCMANUTENbHbLIX M3MEHEHWN B NpenyLumanbHOM MeLLKe Nnod AeNCTBUEM fe-
KapCTBEHHbIX NpenapaToB, CBOMCTB PeakTMBHOCTU OpraHMama CrnocobHa K NporpeccmpoBaHnio UM perpeccum Konna-
reHoo6pa3oBaHus, HTO BO MHOFOM onpeaensieT nevebHyto TakTuky npu prmosaxy aeteii. [1ns nporHo3npoBaHns pasBu-
Tns pyOLLOBOro npoLiecca pa3paboTaH 1 NPeanoXeH TECT ONpeaeNeHNs IOKANIbHON pH - METPUK KOXM NMOMIOBOr0 YjleHa 1
kpaliHei nnotn. 3a 2007-2008 rog B yponornyeckom kabuHete nonvknnHuku JOKB r. TBepu npoBeaeHo nccnenoBaHme
pH KOX1 NONOBOro YneHay 72 Mmanb4rkoB (1296 namepenHuin).

MeToauka nccnenoBaHus BeINMOHANACH C MOMOLLbIo Npubopa aumporactpomepa Al'M — 03 n pH-meTpryeckoro 3oH-
na. HopmanbHble 3HaveHus pH koxun B npegenax pH 4,5 — 6,0. HapywweHne 6apbepHbIX GYHKLMIA KOXU, OOHOM U3 KOTO-
pbix ABnsieTcs 6ydepHas cuctemMa, NPUBOAUT K CHUXEHUIO €€ CONPOTUBISEMOCTU MHMEKUWX, BOCNANEHMIO U pybueBa-
Huio. Hamn o6cnefoBaHbl NauneHTsbl ¢ pyoLoBbiM GLUMO30M (OCHOBHas rpynna) v 8T C MOTHOCTbLIO OTKPbLITOM FOSI0BKOM
MOJSIOBOrO YieHa (KOHTposibHag rpynna). MiamepeHue pH npoBoamnock B Toukax: A- abaoMunHanbHas Touka; P- o6nactb
naxoBoi cknaaku; D- gop3sanbHas NOBEPXHOCTbL MOJSIOBOro YieHa B cpeaHein TpeTtu; F- obnacTtb cyxxeHoro kosbua; Pr-
BHYTPEHHUI NTUCTOK KpanHe nnotu; C- 061acTb rofoBkM NOIOBOrO YNeHa.

MonyyeHHble pe3ynbTaTbl Nokasanm OCTOBEPHbIE padnmyns 3HadeHnii pH koxu B A 1 D Toukax y 60bHbIX C py6L0-
BbIM GVMIMO30M B CPaBHEHUN CO 34,0POBbIMU AETbMU. YCTAHOBIEHO, HTO PYOLOBLIN NPOLECC B MPENyLIMM Pa3BUBANCS Npu
pH koxwu < 1 B gop3asnbHoii Touke (D) n < 3,1 B abgomuHanbHol Touke (A) — 3 naumeHTa. HanpoTue, npu 3HavyeHmsx pH
KOXWn > 1 B op3asnbHoi Touke 1 > 3,1 B abA0MMHANbHON TOYKEe He 3aperncTpupoBaHoO CrnaevyHoro npouecca B npenyum-
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