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ACHEKTBI JUATHOCTUKHU ¥ TEYUEHUSI XPOHUYECKOM
T'PAHYJIEMATO3HOM BOJIE3HU 1 CHHIAPOMA HUMMETI'EH
Hayunwiit pykosooumens: accucm. Kepko JI.B.

Kageopa oemcxoii sHOoKpunonozuu, KiuHU4ECKoU 2eHemuKy U UMMYHOI0UU
Benopyccruii cocyoapcmeennwiii meouyunckuii ynusepcumem, 2. Munck

AKTYyaJIbHOCTh. XpOHUYECKasl rpaHyJeMaro3Has 00je3Hb — 3TO 3a00JeBaHUE U3 TPYIIIIbI
MEPBUYHBIX UMMYHOJC(PHUIIMTOB, CBA3aHHBIX C (YHKIMOHAJIbHBIM AedexToMm HelTpoduios. B
OCHOBE MATOJIOTUH JIEKHUT HECTIOCOOHOCTh HEUTPO(PUIIOB MPOAYIIUPOBATH CYNIEPOKCHIHBIE AaHUOHBI.

Cunapom Huiimeren — 3T0 pelikoe ayTOCOMHO-PEIECCUBHOE 3a00JIeBaHNE, OTHOCSIIEECS K
rpynie nepBUYHbIX UMMYHOAC(PUIIMTOB C CHHAPOMAIIbHBIMH MPOSIBICHUSMHU U XapaKTepU3yloieecs
MUKporedanueii,  XpOMOCOMHOM  HECTAaOMJIBHOCTBIO M TIPEAPACIONIIOKEHHOCTBIO K
muMmbonposmdepaTHBHBIM 3a00JICBAHUSIM.

Heab: mnpoaHanuM3upoBaTh  OCOOCHHOCTHM  KIMHUYECKOTO  TEYCHHS  XPOHUYECKOM
rpaHylieMaTo3Hoi Oone3Hu u cuHapoma HuiimereH.

Martepuanabl U MeToabl. B niccnenoBanne ObUTH BKIIIOYCHBI 16 MaMEHTOB C XPOHUYECKOH
rpanynemMaTto3Hoii 6osae3nbto (XI'B) u 15 nmanueHToB ¢ quarno3om cuHapoM HwuiimereHa, KoTopeie
nabmonanucs B PHIIL] Jlerckoit oHKOOTMHM, TEMAaTONIOTUU U UMMYHOJIOTHH. KilnHWYeckue 1aHHble
OLICHUBAJIUCh PETPOCIIEKTUBHO HA OCHOBAHUU MEIUIIMHCKONW JOKYMEHTAIUH.

PesyabTaTsl M uX o0cy:kaeHne. Bo3pacT mocTaHOBKM JMarHo3a MalUeHTOB C JMarHO30M
XT'b konebancs ot 3 mecsues 1o 12 ner. Cpenu nmanueHToB ¢ quardo3om XI'b BcTpedaaucey TOJIBKO
manbuuku (100%). [{uarno3 XI'b Bo Bcex ucciemyembIx Ciydasx ObLI BBICTaBIIEH HA OCHOBAaHUU
TECTOB Ha Ollpe/iesieHNe (PYHKIIMOHATFHONW aKTHBHOCTH HEUTPODMIOB. MOJIEKYIISIPHO-TeHETHIECKOE
uccienoBanue ObUIO MPOBEACHO y 5 manueHToB u3 BeIOOpkH (31,3%), B pe3ynbrare KOTOPOro ObLia
onpeneneHa mytanus CYBB.

WNudexkunonnsie nposisnernss X['b Bkmodanu B ceOs: rHovHBIE TuMbaaeHUTH (62,5%),
permuBupyromme nHeBMoHuu (50%), cemcuc (37,5%), cromarutel (25%), akue (25%),
pPEIUAUBHUPYIOIIME MapanpokTUThl (25%), abcueccwl nerkux (18,8%), dypynkynes (18,8%),
abcriecchl MOJKOXKHO-XUPOBOM kieTtyatku (12,5), penuauBUpyrOMMUNA KOHTArMO3HBIH MOJUIIOCK
(12,5%), my3sipuaTtka HOBOPOXKAEHHBIX (6,3%), ocreomuenut (6,3%). Y 50% nanueHToB (8 4enoBek)
ObUTa JAMAarHOCTUpPOBaHA TyOepKyle3Has HHQEKIUs, MpOTeKarlias B BHAE TyOepKyJIe3HOTO
mumdanenura B 100% cnyuae, Taxxe O0bu1 quarHoctupoBad I1TK (37,5%), unduiabsTpaTuBHBIH
Tyoepkynes (12,5%).

I'panynemaTo3Hble MposBIeHUs 3aTparuBaiu jerkue (56,3%), neuens (43,8%), cenezeHKy
(12,5%), xoxy (31,3%). AyTouMMyHHBIE OCTIOKHEHHS BKJIIOYATH ayTOUMMYHHBIN renatut (12,5%),
6o1e3ub Kpona (6,3%), ayroummyHHbIN THpeouuT (6,3%).

Bo3spacT noctaHOBKM 1MartHo3a y malueHToB ¢ cuHApoM Huiimeren konebancs ot 3 MecsleB
1o 9 ner. KonnyectBo neBouek ¢ cunapomoM Huiimeren cocraBumno 53,3%, a manpunkoB — 46,7%.
JluarHo3 BO BCEX MHCCIEAYEMBIX Cly4yasX ObUI YCTAaHOBJIEH HAa OCHOBAaHUU TI'€HETHUYECKOIO
UCCIIeIOBaHMsI, B X0J1e KOTOpPOro Obljia BhIsBIIeHA MyTalus rena NBS.

VY Bcex manueHToB HabroAamack MUKpouedanus 1 3a1ep>kKka NCUXo(hu3nIeckoro pa3BUTHS.
B 33,3% cnyuaeB oTMeuYan MCh BPOXKACHHBIE MOPOKU PA3BUTHSA CO CTOPOHBI Pa3HBIX OPraHOB U
TkaHe. Y 5 manuenTtoB (40%) Oblma TUAarHOCTUPOBAaHA XPOHUYECKas MATOJIOTUS JEeTKux. Y 5
naueHToB (33,3%) HabmrogaIMch OHKOJIOTHYECKHIE OCIIOKHEHHUS B Bo3pacTe OoT 5 neT 1o 21 roxa.
beumn nuarHoctupoBansl 2 3pensie T-kineTounsie TumMpomsl, 1 aHamnactuaeckas iuMmdoma, 1 cirydait
OJUIL, 1 nuddysnas B-kpynHokierounas aumdpoma.

BeiBoabl. [Ins XI'b xapakrepHa BapuaOenbHOCTh KaK HWH(MEKIHOHHBIX, TaK |
HEeMH(EKIMOHHBIX MPOSBIECHUN, B TOM YHCJIE€ YaCThIX AyTOMMMYHHBIX OCIIO)KHEHUH, a TaKXKe
dbopmupoBanue rpanyném. Knnanueckuit penotun cuaapoma HuiiMereH BKIIFOYaeT BHICOKUN PUCK
pa3BUTHS 3JI0OKAYECTBEHHBIX HOBOOOPA30BAHMU, YTO YTSKENSET TEYeHHEe HMMyHoJeduuuTa M
YBEIUYMBAET PUCK JIETAIBHOTO UCXO/A.
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