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AKTyaJbHOCTb. OCHOBOM TEPBUYHBIX HMMMYHOJIE(UIIMTOB BBICTYIA€T BPOXKIECHHOE
HapylIeHHEe TeHOTUIA KJIETOK. []aToreHHble BapuaHThl HEKOTOPHIX T'€HOB, B yacTHOCTH reHa CTLA4,
MaHudectupytor B Buue cunapoma ALPS (autoimmune lymphoproliferative syndrome), cytsb
KOTOPOTO COCTOMT B OnokupoBke amonro3a T- u B-mumdorutoB. Knmnudecku coctosiHue
MPOSIBIISICTCS TUM(aJCHONATUAMU U ayTOMMMYHHBIMU IIUTOTICHUSIMH U SIBIAETCS (PaKTOPOM pHCKa
pa3BUTHS TUM(POMBI.

Iean: Ha npumMepe NPEACTaBICHHOTO KIMHUYECKOTO CIy4asi ONUCaTh IIPOSBICHUS U TAKTUKY
obcnenoBanus cunapoma ALPS, ocnoXHEHHOro acCOUMUPOBAHHOM C BUpycoMm OmiuteitHa-bapp
(BOb) mumdomoii bepkutra, y COBEpIICHHOJIETHETO NAIlUEHTA.

Marepuansl 1 MeToAbl. B X071€ HicciaenoBanus ObUIM MPOAHAIN3UPOBAHBI JaHHBIE aHAMHE3A,
1a00paTOpHO U MHCTPYMEHTAIBHOM quarHocTuku nanuenta A., 2010 rona poxaeHus.

PesyabTrarel M MX o0cyxkaeHue. B TeueHue mecTu MecsALEB MalMEHTa MEPUOAMUYECKH
OeCIOKOMIT KUAKHHA CTya 10 4 pa3 B CyTKHM, a TaKXKe OTMeyalach aHEMHs JIETKOH CTEeNeHU
(remornmobun 94 1/m). [pubmuzurensHo 3a 4—5 HEOENb J0 TOCIHUTATU3AlMU TOSBUIACH OOJIb B
obnacTu J1IeBoi maxoBoil ckinanku. CieayeT NoAuepKHYTh, YTO HACJIEICTBEHHBII aHaMHE3 OTATOIICH:
MaTh HalKeHTa ymepia B 35 JIeT OT capkou03a, a y cTapuiero opara HaOII0al0TCs TAXKenas SK3eMa
M ouaroBas aJUIONEIHs, YTO HM3HAYAJbHO BBI3BIBAJIIO MOAO3peHHE Ha HMMyHoxeduuut. Ilpum
KOHTPOJILHOM IPOBEJECHHH OOIIETo aHajn3a KPOBU BHOBbH OblIA BBISBJICHA aHEMHs, B CBS3H C YeM
narueHT Oput HarpasieH B ['Y «PHITL] IOT Wy.

[Tpu moctymneHun oOIiee COCTOSHME paclieHEHO Kak cpeaHel creneHu TshkecTu. llpm

ocMoTpe: Hajmuuue 0e300J1€3HEHHOr0 MaxoBOro JMM(Oy3ia cCiieBa pa3MepoM 7X5 cM, a TaKke
NaJbIUPYEMbIE TOAMBILIEYHBIE Y3JIbl MPEUMYILIECTBEHHO cmpaBa 10 3x1,5 cM; remaroMmeranus
(meyens +1 cm) u cruteHomeranus (cenezeHka +2 cm). JlabopaTropHO, TOMUMO aHEMUH, BBISBICHBI
W3MEHEHUsT B HMMMYHOTpaMMme: CHHXeHHe abcomoTHoro uyucina T-mumdonuroB (2,23%x10°) wu
MOBBIIIEHUE JBAX/Ibl HETATUBHBIX T-TUMQOUTOB 10 7,9%, 4TO yKa3bIBaNO Ha Ae(PEKT KIETOYHOTO
ummynnrera. [IIIP-nuarHoctuka BbeisBuna JIHK BDOB B kommuectBe 1093 komwmit/mu. BaxHo
MIOJYEPKHYTh, UYTO IPOBEACHHBII CKPUHUHT MyTal1il HE BBISIBUIJI OTKJIOHEHUH, OTHAKO MOCIEyIOIIEe
yr1yOlieHHOE CEKBEHHPOBaHUE 0OHAPYKUIIO MaToreHHyo Mytanuio B rene CTLAA4.
[Tpu koioHOCKOMMK OOHAPYKEHBI MHOKECTBEHHBIC MOJUIOBUAHbIE 00pa30BaHUS TOJICTON KHUIIKH,
I[IOT-KT: wmeraGonuuecku axkTHBHbIE JHUM(OY3JIbl IIEH, CPEIOCTCHHUS, KOPHEH JIEerKux,
MOJMBIIICYHBIX, JIOKTEBBIX, OpIOIIHONH TMOJOCTH, Ta30Bble M TIaxOBble C O0OEUX CTOPOH
(reHepaJIM30BaHHBIM XapakTep NOpakeHHs). buorcus KoHITIoMepaTa MaxoBO-O€IPEHHBIX Y3JI0B
ciieBa ¥ MOP(OJOTHUECKOE MCCIIEOBAHUE BBISBHIN TOTAJbHOE 3aMEIICHHE TKAaHH OIYXOJbIO U3
MOHOMOP(HBIX aTHIMUYHBIX KJIETOK C BBICOKOH MUTOTHYECKON aKTMBHOCTBIO M OYaraMu HEKpO3a.
[{uToreHeTnueckoe McciaeI0BaHUE TOATBEPAWIIO IMAarHO3: BhISIBIIEHA peappaHkupoBka reHa MYC
npu orcytcTBun nepecrpoek BCL2 u BCL6, uto coorBeTcTBYyeT JInMpome bepkurra.

CdopmynupoBaH OKOHYATENbHBIN nuarHo3: BOb-acconmmupoBannas numdpoma bepkurra Ha
¢one mnepBuuyHoro ummyHonedpunura (myramus CTLA4). Ilanmenty 3amiaHUpOBaH CTapT
MOJMXUMHOTEPAIUU TI0 TPOTOKOITY JiedeHus HeXOmKKuHCKuX tuMpom (HXIT)-2010.

BeiBoabl. JlanHbl  cioydald  JEMOHCTPHUPYET  IIOCIENOBAaTEIbHOE  B3aMMOACHCTBUE
BpOXJACHHOTO jaedexta TeHa W BOb-uHbexknun u 000CHOBBIBAET HEOOXOTUMOCTH TIOMCKA
MEPBUYHOTO HMMMYyHonedummura Yy TOAPOCTKOB C arpeccuBHOl  BDB-accommupoBaHHOM
muMdonponudepanuei.
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