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[Mupokuii guanazon GyHKIHI TPOMOOIIMTOB, KaK YacTH BPOXKIECHHOTO M aalTAIIMOHHOTO UM-
MYHHTETA, YACTO CTAIKUBACT KIUHUIMCTOB ¢ 3a00JEBAHUSMHE, KOTJIA OJHUM U3 CUMIITOMOB GOJIE3HM
SBJIETCS TPOMOOIUTOIICHHUSA. YUacTe B MHUITMAIIMN BOCIIAIUTENLHON PEaKIni U B3aUMOJCHCTBHIE C
JIEKOIIUTAMU MOYKET TIPUBOIUTH K PA3JUYHON aKTUBAIMY PEIENTOPHBIX MEXAHU3MOB U K UHTEHCHUB-
HOIl TIeEPEKPECTHOI TToMeXe JIJIsi HelTPOohUI0B, MOHOIIUTOB/MAaKPO(MAroB, I€HAPUTHBIX KIETOK, B- u
T- sumdoIUTOB, BHI3bIBAST UX TPOJIUGDEPATUBHYIO AKTUBHOCTD, YTO MTPOSIBJSIETCS] B BUJIE HEOOBITHBIX
mumdonaTuii. Ha mpumepe c105KHOTO AUArHOCTUYECKOTO CIydYast Ay TOMMMYHHOTO JinuMborposudepa-
tuBHoro cunapoma (ALPS) y Mosoforo myskumsbl 38 jieT HaMm XoTesoch Obl 0OpaTUTh BHUMaHKE Ha
HEOOXOMMOCTh CKOOPJAMHUPOBAHHOI TIOMOIIU MHOTHX CHEI[HAIUCTOB: TeMaTOJ0TOB, KIMMYHOJIOTOB,
naToMOpP(OJIOroB, OHKOJIOTOB, TTYJIbMOHOJIOTOB ¥ T€HETUKOB /71T BO3MOKHOCTU COBPEMEHHOM TUaTrHO-
cTuKu 1 edenng ALPS.

Kmouesvie crosa: tpomborronenus, auMQonaTuu, ayToMMMYHHBINH JTuMMOTIposnepaTuBHbII
cunnpom (ALPS)

A CASE OF AUTOIMMUNE LYMPHOPROLIFOACTIVE
SYNDROME (ALPS)

Averyanov A.V,, Kedrova A.G., Shablovsky O.R., Nikonova E.V,,
Kosyi V.V,, Urazovsky N.Yu., Zabozlaev FG.

A wide range of thrombosyte functions, as a part of congenital and adaptive immunity, makes
trombocytopenia one of the symptoms of many medical problems. The participation in the ignition
of the inflammatory response and interlocking (engagement) with leucocytes (white blood cells) can
lead to various mobilization of the receptor mechanism and an intensive interference in (obstruction
to) neutrophils, monocytic cells (macrophagies, dendritic cells, B and T- lymphocytes), causing their
prolific activity, which manifests itself in unusual kinds of lymphathy.

Analysing the example of a complicated case of a diagnosis of the Autoimmune Lymphoprolifoactive
Syndrome ( ALPS) with a young 38-years old man, we would like to draw specialist’s attention to the
necessity of co- ordinated help of numerous specialists: hematologists, immunologists, pathologists,
oncologists, pulmonologists and geneticists for the possibilities of the contemporary methods of the
diagnosis and treatment of ALPS.

Key words: trombocytopenia, lymphathy, Autoimmune Lymphoprolifoactive Syndrome (ALPS)

KnuHnyeckas npaktmka Ne2, 2015 http://clinpractice.ru 31



Cayuaii us npakTHkH

BBenenne

Xopolio u3BeCTHa TeMOCTaTU4ecKass poJib
TPOMOOIIMTOB, KJIETOK KPOBH, pa3MepPbl KOTOPBIX
no 2,0-5,0 mxMm B ruametpe. IIpu aToM ux GyHK-
1181, KaK TIePBUYHOTO 3BeHAa MMMYHHOTO OTBETa
cTaja pacCMaTPUBATHCS JIUIITh B TOCJIe/IHEE BpeMs
[1, 2]. Ceromsst MUPOKO U3yYAETCS POJIb TPOMOO-
IIUTOB B CUCTEMHOM BOCIIAJIUTEIbHOM OTBETE, X
XPYIKO€e PAaBHOBECUE MEK/LY MTOJIE3HBIM AaHTUMU-
KpOOHBIM 2(h(EKTOM UM BPEIHBIMU PEAKIUSIMHU,
KOTOPBI€ BHOCST CBOUW BKJIQJ] B TIATOT€HE3 MHO-
rux 3aboseBanuii [3]. TpomOboruronenus, Kak
CUMIITOM OCTPOTO BOCIAJIEHUSI, C TIOCIEAYIONTIM
pasBuTHeM JUM(aTeHOTaTHIECKOH peaKIIuyl MO-
JKeT IPUBO/INTH K HEIIPABUJIbHBIM KJINHUYECKUM
BBIBOZIAM U JITUTEJIBHOMY JIHarHOCTUYECKOMY
moucky. B 910ii cBs13u pazbop peakux KInHUYe-
CKMX CHUTYyalllil, B 4YaCTHOCTH, ayTOMMMYHHOTO
sumbonpoandepaTUBHOTO CUHIPOMA, SIBJSIETCS
AKTYaJIbHBIM U CBOEBPEMEHHBIM 17151 TOHUMAHUS
naToreHesa OOJIe3HHU.

Kinnnyeckuii cayyaii

Kparkuit anamues 3aboseBanus: 6oabHoit Y.,
38 set, xkureab MOCKOBCKOI 06/1acTH, B IHBape
2015 1. 3aMeTHUJI MOSIBJIEHNE TIETeXUATbHON Te-
MOpparuyecKoil Chilli HAa BHYTPEHHEH [oBepx-
HOCTH KOKM KOHEYHOCTEI, Yepe3 HeleI0 MOSTBU -
JIACh OJIBITITKA, OBICTPO TIPOTPECCUPYIOIIAsT, U Ha
momeHT noctytienusi B WHKIL @MBA Poccun
HabJIIo1a1ach yke B mokoe. 3a 3 Mecsia 0 Io-
CTYIJICHUsI TAIMEHT OTMeYal HeOOBIYHYI0 00-
MLyT0 €1ab0CTh, YCTAIOCTH MOCJIE TEPEHECEHHOTO
OPBU, ne obcnenonascs. Takxe, B nekabpe 2014
rojla OTMETHJI TIOSIBJIEHUE OTeKa 1 OOJIEl B JIeBOI
TOJIEHU; TOT/Ia, TI0 MECTY KUTEJIbCTBA, [UATHO-
CTUPOBaH TPOMOO3 TIIyOOKUX BEH JIEBOI TOJIEHU
U Ha3HayeHa KOHCEPBAaTUBHAs Tepanusi — Bap-
dapun 2,5 mr/cyt 6e3 koutposst MHO. ITpu tio-
CTYIJIEHUN: B TeMoTpamme: remoriobus 106 1/,
seiikonuter 12x10°/1, pombGoumTer 34x10° /1., B
OMOXUMHUYECKOM aHa/IN3e KPOBH OTMEYAETCs He-
npsiMasi TUIEepPOUIUPYyOHEMUst 10 35 MMOJIb/JI,
CPD 4 HOopMBI, TaKKe IUarHOCTHPOBAH TPOMOO3
BHYTPEHHEH sIPEMHOM, MOAKIIOYUYHON, TTOAMbI-
IIEYHOI, TITEYeBbIX BEH clipaBa 6e3 peKaHaIn3a-
1M1, HA [IPaBoil H/K — TPOMOO3 Maso0epIOBbIX
BeH (B/3 rosieHn), 6e3 NMPU3HAKOB PeKaHaM3a-
1y, 1o ranubsiM OX0KI — masienue B JIA 30 Mmm

pr.cT., 1o nanabiM KT cocyioB rpyiHO# KIETKY ¢
KOHTpacTHbIM ycusiennem: KT-nipusHaku Tpom-
609MOOJIMK JI0JIEBBIX U CEIMEHTAPHBIX BETBEM
clipaBa M CJI€Ba, C OKKJIO3KMel 1 CyOOKKIII03nei
CEeTMEHTApHBIX BeTBel, BbIpakeHHass JauMa-
JEHOTIaTUsl BHYTPUTPYAHBIX U HAIKJIIOUYNYHBIX
auMGOy3JI0B ¢ MHTEPCTUIIMATbHBIMU M3MeHe-
HUSIMU B TIPABOM JIETKOM, TPEOYIOINX [THHAMU-
geckoro HaOmoxenus. Ilpu MPT ronosHOro
Mo3ra — MP Tomorpaduyeckag kapTuHa o4aros
OHMK B passnyHbIX OT/eaX TOJOBHOTO MO3-
ra, HauOOJIBIINIT B MPABOM 3PUTEIHHOM OyTpe.
[Tocsie mpoBenenust KOHCUIMYMaA TMAIIMEHTY Ha-
yata nHpy3us remapuHa moa Koutporem AYTB
u TpomboruToB, antuOmotTukorepanus. C 1e-
JIbIO MICKJIIOYEHUS] OHKOJIOTUYECKOH IMaToJI0Tun
BBINIOJTHEHA TYHKIMSA JUM(GATHYeCKOro y3Ja,
MIPU IUTOJIOTUYECKOM HCCJIeJIOBAaHUN M3-32 He-
JOCTaTKa TMOJYYEeHHOTO MaTepuaja HeJb3s HC-
KJTIOUUTHh aHANJIa3MPOBAHHOE 3JI0KaueCTBEHHOE
HOBOoOOpasoBanue. C y4eTOM TIPOIOIKEHHOTO
noucka JuMdarnposndepaTuBHOTO 3200 eBaHsI
U TIOJIOXKUTEJNBHOTO OTBETA HA HAUATOE JieueHue
MalMeHT TiepeBeleH B CIeNUaJTU3UPOBAHHBIN
reMaToOJIOTUYeCKUil CTalnoHap, Tie ObLINn WC-
KJIIOUEHBI alllacTUYeckast aHeMus U remoOJia-
cT03. Jleuenue MpOBOAMIIOCH T10 HAYATOM CXeMe U
BKJIIOYAJI0 MOIIHYIO aHTHOAKTEPUATIBHYIO, aHTH-
TOAKYJISTHTHYIO M KOPTUKOCTEPOUIHYIO TePAInio
(mpoBenena mymabc-Tepanusg Coio-Meapoaom
1000 mr/cyT B/B N 3,), 4TO YIy4IINIO COCTOSHUE
HarueHTa W TOBBICUJIO YPOBEHb TPOMOOIUTOB
125x10°/n. TlaruenT BbIUCAH U3 CTAl[MOHApA
yepe3 6 Hejesb TPU HOPMAJIBHBIX MTOKA3aTEJSIX
KpOBU U 0e3 IPU3HAKOB OJBIIIKA U TPOMOO3O0B.
[Tpr MOBTOPHOI MYHKIIMOHHONW OHOICUU Ha-
KJTIOUMYHOTO JIUM(PATUIECKOTO y3Jia BbISBJIEHA
peakTUBHas TUIEpIIa3us ¢ HOITUKYIIPHO-TIA-
PaKOPTUKATBbHOU peakiuei.
Knuauko-natomopdosiornueckne  gaHHbIe
MPeANoaraioT AMarHo3: AyTOMMMYHHBIA JINM-
domnpommdeparuBubiii cungpom (ALPS).
O6cysxaenne: AyTOMMMYHHBIN JTM(OIIPO-
sudepatuBHbiii cunapom (ALPS) [4] cuuTtaet-
cd PeJIKOU MaToJiorhell, B MUPOBOW JTUTEpaType
omucano g0 1000 kauHIYECKUX HAOJIOAEHUN C
pasIMUHBIMU TIposiBJeHUsIMU  Oosieatu. Ceroj-
HS MOKHO TOBOPHUTH O BPOXKIEHHBIX (hopMax
ALPS-cunapoma, Korga 60Jie3HD TIPOSIBIISIETCS
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B IIOIPOCTKOBOM U IOHOIIIECKOM BO3pacTe, IpHu
9TOM OTCYTCTBHE JaHHBIX TI0 3a00JI€BA€MOCTH
B PO He 1M03BOJIIET BBIIEIUTH PETHOHATHHBIE
ocobeHHOCTH (GOJIe3HH, CrelnpUIecKre areH-
THI-TIPOBOKATOPBI M TPOTHO3UPOBATH PEIU/N-
Bbl. AyTOUMMYHHBIN JTuMdotpoandepaTuBHbII
CUHIPOM — 9TO CUMITOMOKOMILIEKC CO CIell-
UDUUECKUME  KJITMHUKO-Ta00PaTOPHBIMU  TTPO-
SIBIIEHUSIME, B OCHOBE KOTOPOTO JIEKUT OJIOK
anornTo3a JuM@oIuTOB, JuMbaeHOATHS, TTPU-
BOJSIMIAST K ayTOMMMYHHOH TPOMOOIUTOIIEHUN
U JIPYTUM HapYyIIeHUSIM, CBI3aHHBIM HE TOJIHKO
c MyTalusMu B TreHe Fas, HO U B TeHax Apyrux
MPOTEMHOB, yY4acTBYONUX B anornrtose |5, 6]. Co-
BpeMeHHasd kiaccuduramug ALPS cozmana Ha
OCHOBE TEHETWYECKUX IPUHIIUIIOB, BO3HUKAIO-
MIMX aHOMAJIMI: BPOXK/IEHHAsI TOMO3UTOTHAS WJTH
reTepo3nUTOTHAsT MyTallusl TeHOB ceMeiicTBa Fas
otHocsATcss K ALPS-FAS-tumny; comatnueckue
myTaru umeior ALPS-Standard-tun unaum mo-
tepto FAS-mmranna — ALPS-FASL-tum umu rena
kacrasbl-10 — ALPS-CASP10-tun. Bee nanuen-
TBI OY/IyT UMETh KIMHUYECKHE MTPOSBICHUS, TaK
WJIN WHaue CBA3aHHbIE ¢ Je(eKToM anonrTosa u
sumdornposrdepaTUBHBIM CUHIPOMOM Ha (oHe
UMEIOIIErocss  ayTOMMMYHHOTO — 3a60JIeBaHUSI.
TUNMUIHBIMA K€ KIUHUYECKUMH CUMITOMAMU
ALPS Oyayr sBagrbest: aumdaneHonaTus 1e-
pudepriecknx auMbaTHIECKNX Y3708, KOTOPast
Habmomaercst y 80% MaueHToB, 9acTo ¢ mopa-
skeaueM JI/Y cpenocteHus; criieHOMeraaust 1
reratomeranusi, BecrpedaeMas B 30-40% ciyuasix;
ayTOMMMYHHBIE peakiuu ecTb y 70% OOJIbHBIX.
AyTOMMMYHHBIE PEaKIIUU MOTYT ObITh KpailHe
PasHOOOPA3HbI, MPOSIBJISISICH B BU/IE: Ay TOUMMYH-
HOU TeMOJIMTUYECKONW aHeMUu, TPOMOOIUTOIe-
HUU, HEUTPOTIEHNU UJIT MHOTOPOCTKOBOI ITUTOTIE-
HUU C Pa3JIUYHbIMU OpraHonatusmu. Hampuwmep,
ayTOUMMYHHAsl MO3K€YKOBasl aTaKCHsl, CUHPOM
lnitena-bappe, monepeynbiii Mueant, 330haruT,
TacTPUT, KOJIUT, F€HaTUT, TTAHKPEaTuT, 0OIMTepu-
pyroIuii GPOHXUOATBBEOJINUT, JIETYUHE JETOUHbIE
nHGUIBTpaThl, HedpomaTun (AyTOMMMYHHBIN
riomMepysioHedpuT, HehpOTUIECKUIT CHHAPOM). Y
BCEX ONMUCAHHBIX B JINTEPATypE MAIUEHTOB OTMe-
YyaeTcst KpaliHe BBICOKMI PUCK Pa3BUTHS BTOPUY-
HBIX OITyXOJIEH, Yalle 9TO HEeXOKKUHCKHE 3JI0-
KauecTBeHHbIE JUM(OMBI, Harpumep: JuMdoma
Bepkurra, dommukyaspaas aumboma, GoraTbie

T-knerkamu B-kietounbie mumgomnt [7, 8] .

[lna nanmentoB ¢ ALPS ouenb xapakTtepHO
MPUCYTCTBUE TIAPAKIMHUYECKUX CUHIPOMOB:
nosiokuTesnbHas 1mpoba KymbOca, rumepramma-
00y IMHEM s, HAJIMYUEe aHTUTEN K KapAuoJiu-
iy, O6s13aTeIbHO OTMEYAETC s TOBbIIIEHHIE B
neprdepruecKkoii KPOBU JIBOMHBIX HETaTUBHBIX
T-xnerox (JIHIL) ¢ atunuunsiM nMmyHOMbEHO-
tuniom: CD3+/ CD4-/ CD8-, BoigBISIEMOE TIpA
MPOTOYHON HMMMYHOIMTO(IIOOPUMETPUN; Jie-
ekt Fas-omocpenoBaHHOTO anonTo3a, BBISIBJIS-
eMbIil in vitro; BbICOKUI ypoBeHb FAS-nuranzia B
CBIBOPOTKE KpoBH; noBbimenue 1L-10 u/mnnm 1L-
18; orpuinartesbHblil TeCT Ha anonTo3 T-KJIeTok
[9, 10].

B onucanHoMm ciydae mpeanosioKUTeTbHbIN
JINarHO3 ayTOMMMYHHbBIHN uM@onposrdepaTus-
HBIN CUH/IPOM OCHOBBIBAJICSI HA IOMUHUPYIOTINX
CHUMIITOMaX: TPOMOO3bI KPYITHBIX COCY/IOB, JINM-
(aseHonaTusa peakTMBHOTO XapakTepa, Iopasxke-
HUe JIETKUX, TPU UCKITI0UeHHOM JTuMdarposnde-
PATUBHOM IIPOIlECCe U JIPYTON OHKOJOTUYECKOUN
U CHCTEMHOH matosjioruu. Takke MbI MOJYIUTN
MOJIOKUTEIbHBIN OTBET HA AMIIUPUYECKU Ha3Ha-
YEeHHYI0 CTEPOU/IHYIO Tepanuio. Takoil Mmoaxon
[03BOJISIET JIOOMBATHCS PEMUCCHIT U CHMITTOMA-
TUYECKUX YJIYYIIEHUH, NPU 9TOM HEOOXOANMO
OBITH TOYHO YBEPEHHBIMU, YTO B TUMDATUIECKUX
y3JaX HeT CTPYKTYPHBIX U3MEHEHUI U Hapyliie-
HUM 1uddepeHupoBKY KIETOK, T.e. U3BMEHEHUs
JIOJIKHBI  COOTBETCTBOBATb XPOHUYECKOW peak-
TUBHOU TUNEPIJIA3UN € aKTUBAIlMel UMMYHHbIX
peakuuii 1o T-K1eToyHOMY TUILY U OTCYTCTBUEM
a(hheKkTUBHBIX peakinii TyMOPaJIbHOTO THUIIA.

Takum 06pa3oM, ayTOMMMYHHBIN JTIMPOITPO-
mudeparuBabii cuaApoM (ALPS) kpaiine cio-
JKeH, KakK [IJIs KJIMHUIUCTA, TaK U /i Mopdo-
jora. Bo Bcex cirydasix HeoOXOIMMa OTPOMHAsT
muddepennnanbHas [UArHOCTUKA MATOJIOTHYe-
CKOTO UMMYHHOTO OTBETa C KapTUHOU JUMdOM,
KOTOPbIe UMEIOT TTPU3HAKN MOHOKJIOHAIBHOCTH,
IIPU TOYHOM COOTHOIIEHUU BCEX KJIMHUYECKUX
nposieenuii 6osesnu [11-13]. [IpoBoguMbie NM-
MYyHOMOPGhOTUTTMPOBAHUE W BUPYCOJOTUYECKOE
MCCJIeIOBAHUS JTOJKHBI TaKyKe UCKIIOUUTD JIPY-
ryio marosoruio [ 14, 15]. K coxanenuio na ceros-
HS HeT KpUTEePHUeB MaTOJOTHIECKOT0 UMMYHHOTO
OTBeTa Ha JI000 areHT, YTo He JAeT BO3MOKHO-
CTU TIPOTHO3MPOBATH PEIUANBEI OOJIE3HL.
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