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Llenuakus

Llennakna y peten

Llennakuna — aTo ayToOMMMYHHOE 3abosieBaHne, KOTOPOe XapaKTepulyeTcsa aHTeponaTuen
TOHKOW KULLKN N CUCTEMHBIMU CUMNTOMaMM, CBSI3aHHbIMU C Manbabcopbumen M MMMYHHOM
aKTMBaLWeRn, ayToaHTUTENAMUN K TKaHEBOW TpaHCriyTamMuHase. Tpurrep Lenmakmm —
NULL,EBON FNtOTeH. Ero ncknoyeHne 13 paLnoHa HUBEIMPYeT CUMNTOMbI U BOCCTaHaBIMBaeT
CNM3NCTYIO 060NM0YKY KMLEYHMKa y 60NbLUMHCTBA NauneHTos [1].

Liennakus MoxeT fonroe BpeMsi NpoTekaTb 6€3 XxapakKTepHbIX raCTPOMHTECTUHANbHbIX
CMMMNTOMOB, YTO 3aTPYAHSAET ANArHOCTUKY U yCYrybnseT TaxecTb TeyeHus [2].

¢aKTOpr pa3BuTua

Llenvakus:

e accounmpoBaHa c rannotunamm HLA-DQ2 n HLA-DQ8, X0TA B pefKux crydyasax MoxeT
pasBMBaTbLCA NPWU OTCYTCTBUM 3TUX Mpegpacnonaratolwmx rannotunos [3];

e OT/IMYAETCA OT APYrMX ayTOUMMYHHbIX 3a00N1eBaHUN TeM, YTO UMeEeT YETKO N3BECTHbIN
Tpurrep — rnoTeH. o rMTEHOM NOHUMAKOT FMaAUHbI 3ePHA MLUEHNULbI, CEKANUHBI PXU,
XOpAeunHbl suMeHs [3,4].
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Cneuuduyeckune aytoaHtutena

K TkaHeBo#i TpaHCcrnyTamMuHase

* 03.E02.10.067.000 OnpepeneHne aHTuTen IgA K TKaHEBOW TpaHCryTaMnUHase B KPOBU

* 03.E02.10.067.018 OnpepneneHune aHtuten IgA K TKaAHEBOW TpaHCriyTaMuHase B KPOBU METOLOM
UMMYHObDEPMEHTHOro aHanmnsa

» 03.E02.10.067.021 OnpepeneHue aHTuTeN IgA K TKAHEBOW TpaHCriyTaMnHase B KPOBU METOL0M
UMMYHOXEMUIIOMUHECLLEHTHOrO aHanmaa

* 03.E02.10.068.000 OnpepeneHune aHTuTen IgG K TKAHEBOW TpaHCrlyTaMuHase B KPOBU

* 03.E02.10.068.018 Onpepenexve aHTuTen IgG K TKAHEBOW TpaHCriyTaMuHase B KPOBU METOLOM
UMMYHObDEPMEHTHOro aHanmnsa

* 03.E02.10.068.021 OnpepeneHvie aututen IgG K TkKaHEBOW TpaHCriyTaMmnHase B KPOBU METOL,0M
UMMYHOXEMUIIOMUHECLLEHTHOrO aHanmaa

K aHpomusuio

» 03.E02.10.041.000 OnpepgeneHne aHTUTEN K SHAOMU3NIO B KPOBU

K rnnaguny

» 03.E02.10.034.018 OnpepgeneHune aHTuten IgG K rnvaguHy B KpOBM METOLOM UMMYHODEPMEHTHOI O
aHanmsa, Konm4yecTBeHHOe
» 03.E02.10.035.018 OnpepenenHne aHTuten IgA K rnmaguHy B KpOBM METOLOM UMMYHODEPMEHTHOT O
aHanmsa, Konm4yecTBeHHOe

K peaMmupupoBaHHbIM NenTugam

» 03.E02.10.036.018 OnpepgeneHne aHtnten IgG K geaMmmanpoBaHHbIM NenTUgam riavaguHa B Kposu
MeTOLOM MMMYHODEPMEHTHOrO aHann3a, KoiM4yecTBEHHOE
* 03.E02.10.037.018 OnpepeneHue aHTuten IgA K geaMnanpoBaHHbIM NenTUAaM riamagnHa B KpoBu
MeTOLO0M MMMYHODEPMEHTHOIO aHann3a, KonmyecTBEHHOE.

MynbTUCUCTEMHbIE NPOABEHUS

Llenvakmsa — 9TO He TOMbKO Manbabcopbuus, HO AedULIMTHbIE COCTOAHMA, 3aepXKKa pocTa 1 Beca,
HapyLlEeHUsA NCUXOMOTOPHOro passuTus [4].
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MposiBNneHna uenuakuu y aetei mnagLuiero

BO3pacTa

MposiBneHns uenuakuv y aetei ctapLuero
BOo3pacTa

FacTpoaHTeponormyeckme CUMNTOMbI:
OBUNBHbIN NEHUCTbIN, XUPHbIA, 3T0BOHHbLIV CTY/1
(cTeaTopes, nonudekanus), 6011 B XXMBOTE,
MeTeopusM, yBeNnYeHre XnBoTa, pBoTa,
HapyleHus anneTuTa (oTKas oT efbl Unn
MOBbILLIEHHbIN anneTUT), CTONKNE 3anopbl Un
3MNN304bl KULLEYHOWN
HenpoxoguMMocTuU/UHBarnHaumm [4].

HapylueHus pu3anyecKoro u NCUXOMOTOPHOIO
pas3BuTuA:

CHUXEHWe NpubaBKN Macchl Tefa, oTCTaBaHue B
pocCTe, MblleyHasa rTMNnoTOHUS, anaTus,
HeraTuBM3M, NOTEPS MOTOPHbIX HaBbIKOB [4].

AdeduLnTHbIe COCTOSHUA:

rMnoKasnbLMemMms, KOTopasa NposABAsSeTCA
MHO>ECTBEHHbIM KapuecoM, PaxmTUYeCcKUmMm
N3MEHEHNAMU KOCTEN, CyAoporamu;
pedpakTepHas xeneso-, PoNNEBO- NN
B12-pednunTtHan aHemms [4].
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FacTpoaHTeponormyeckue NposiBIeHus:
» 60JIb B XXMBOTE peLuansmpyroLas
* B34YTWE XNBOTA, METEOPU3M
e TOLLUHOTA, MOBTOPHAasi pBOTa
e CTYJ1 HEYCTOMYMBBIN, JUapes, 3anopbl
e B KPOBM MOBbILLEHbI MEYEHOYHbIE TPAaHCAMUHA3bI,
MOTyT ANarHOCTUPOBaTb XPOHUYECKUIA
HEUHOEKLIMOHHbIN renaTUT HeyCTaHOBEHHOM
aTuonorum [4].

HapyweHune ¢pusnyeckoro pasBuTus:
e HU3KOPOC/OCTb
e CHUXEHMe Macchl Tena
 N36bITOYHAsi Macca Tena u oxupexue [4].

MU3MeHeHns co CTOPOHbI KOXXU U CIN3UCTbIX
o6oJso4yeK:
e repneTuGOopPMHbIN AEPMATUT — «KOXKHaASA»
dopMa Lennakmu
e anoneuus
* BUTUNIO
* peungmBMpYyoLWMn ahpTO3HbIN CTOMATUT
e XENNNTbI, CyXOCTb KOXW, HapYLLUEHMA pocTa
HOrTEN 1 BOMOC KaK MposiBAeHne
nonnrMnoBnTamMmHosa [4].

M3MeHeHns co CTOPOHbI KOCTHOWN CUCTEMbI:
e 6011 B KOCTAX W B CyCTaBax
e OCTEONOPO3, OCTEOMANALNS, MOBTOPHbIE
nepenomsbl
* MHOXXECTBEHHbIN Kapuec, gedpekTbl 3y6HON
amanu [4].

FemaTonormyeckue nposiBNeHUs:
e pedpakTepHas K Tepanum xeneso-, osmeBo-
nwnu B12-pgedunuymtHasg aHemums
e 9KXMMO3bl M KPOBOTEYEHUA BCNEACTBME
nedununta ButammHa K [4].

HeBponoruyeckue nposiBNieHUs:

 FOMIOBHbIE 60NN, MUTPEHM

e HapyLleHus cHa

e Cy[0oporu; anunencus

* MOSIMHENponaTus

e [MIOTEHOBAsA aTakcus («HeBposiornyeckKasny»
bopma Lennakmm, onmcaHa npermMyLLeCTBEHHO Y
B3pocnbix) [4].

Hecneuudpuyeckne cMMnToMbl:
e [leripeccus
* XpOHMYecKas yCcTanocTb
e CNaboCTb, yTOMIAEMOCTb, Pa3gpPaXKUTeNbHOCTb,
CHWXXeHMe ycneBaemocTu [4].

HapylieHusa penpogyKTUBHON GYHKLMK:

o 3af,ep>KKa MoMOBOro PasBUTUS

Yy NMOAPOCTKOB/B3POCSIbIX: XXEHCKOE U MY>XCKoe
becnnoaue; HeBblHalLMBaHNE BepeMeHHOCTH,
CMOHTaHHble abopTbl, MEPTBOPOXAEHMNA [4].
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Pucku nosgHein ANarHoCTUKu

Yem 6onblle 3agep>kKa B AMarHOCTUKE, TeM Xy>Ke POCTOBOW NMPOrHO3, H1UXe remMornobuH, 6onee
BbICOKUM TUTP IgA-aHTUTEN K TKAaHEBOW TpaHCriyTaMuHase, 60osbluas BbIpaXXeHHOCTb aTpodun
BOPCUWH M natonormm kpunt [2].

AnarHocTuka

O6cnefoBaHUIo Ha Lievakuio Nogsiesxar:

1. MauneHTbl ¢ HEO6BACHMMbIMU MPUYNHAMN XPOHUYECKOWN/PELMANBUPYIOLLEN OMapen,
3aflepP>XXKW pocTa, NOTEPU Macchbl Tena, OTCTaBaHUA B NOSIOBOM PasBUTUN, aMEHOPEN,
XenesoneduunTHON aHEMUK, TOWHOTLI/PBOTHI, YMOPHbLIX 60MEN B XXMBOTE, METEOPU3MA,
CTOWMKUNX 3aMopoB, PeLngnBupyoLnx apTo3HbIX CTOMaTUTOB, BbICbIMaHWA, CUHPOMA
XPOHNYECKOW YCTanocTun, NepeioMoB Npu HECYLL,ECTBEHHbIX TPaBMax/0CTEOMNEHUN,
OCTEeOornopo3a, NoBbIWEHUA TpaHCaMUHa3s.

2. beccuMnTOMHbIE NaUMEHTbI U3 FPYMMbl PUCKa: C cCaxapHbiM gruabeTom 1 Tmuna, ayTOMMMYHHbIM
TUPEOUZUTOM, ay TOUMMYHHbIMWU 3a60/1€BaHNSAMM MEYEHN, CENEKTUBHBLIM geduLmMToM IgA,
cuHgpomamu JayHa / Wepewesckoro-TEpHepa / Bunbamca, poaCcTBEHHUKM MEPBOW IMHUK
pPOACTBa NaLuMeHTOB C Lenvaknen [4].

UHTepnpeTaLus

Ecnun y pe6éHka ypoBeHb aHTUTEN K TKaHEBOW TpaHCrlyTaMuHase
NpeBbillaeT BEPXHIOK rpaHuLLy Hopmbl B 10 pas, To gMarHos
MOXET 6bITb YCTAHOB/IEH:

a) no pesynbTaTam 6uoncum,
6) Nno pesynbTaTtaM AOMNONHUTENBHOWN OLEHKN CneLnduiyeckmnx aHTuTen
(TonbKo BpavyoM-racTpoaHTeponorom) [4].

MpY UMMYHOAEOULNTHBIX COCTOSHUAX CNeLMduYecKme aHTMTena MoryT He onpenensaTbcs. B aTom
cny4yae o6sA3aTeNlbHO MPOBOAAT GUOMCUKO CIIN3MCTOM 060SI0UKM TOHKOM KULLIKA U
MONEKYNAPHO-TeHeTUYEeCKoe NCCef0BaHNe Ha NMOUCK XapaKTepHbIX AN Lenvakumn annenen
HLA-DQ2/DQ8 [4].

Komopb6upgHocTtb

Llenvakmsa 4acTo coyeTaeTcs C ayTOMMMYHHbIM TUPEOUAUTOM U caxapHbIM anabetom 1 Tuna [5,6].
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