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PaboTa noceslleHa peakoMy BapuaHTy MEPBUYHOrO MMMYHOAedVLMTa M3 FPYMMnbl MOHOMEHHbIX
ayToBocnanuTenbHbix 3abonesaHuii ¢ PLCy2-accoummnpoBaHHbIM LeULMTOM aHTUTEN U UMMYHHON
avcperynsumen (APLAID). B cTaTbe NpeAcTaBrieH Halll OMbIT BEAEHUS MauMeHTa 7 JIET C 3TUM CUHAPOMOM,
a TakXXe NMpyBeAeHbl KII0YEBble acMeKTbl NaToreHe3a v KIIMHUYECKON KapTUHbI HA OCHOBaHWW aHanv3a
M3BECTHbIX Cryyaes JaHHOro 3abonesaHus. OTCyTCTBME YCTAHOBMEHHbIX KPUTEPUEB U METOL0B NEYeHNs
APLAID 0bycroBneHo peakocTbio BCTPEYAEMOCTU M OTHOCUTENbHOM HOBW3HOW OMMCaHHOM Ho3osoruu. Hamu
NPeACcTaBreH OrbIT Tepanun ¢ UCMOoNb30BaHNeM MHrMbuTopa dhakTopa HEKpPO3a OMyXOonn-o. C MOCTEnyIoLLEn
OLIEHKOW 3(PPEKTUBHOCTM NPOBOAMMONO SIEUEHUSA N HexenaTesibHbIX ABNeHnn. Poguteny nauneHTa ganm
corfiacve Ha UCMosb30BaHKe MHAhopMaLMK, B TOM uncrie choTorpaduii pebenka, B HayUHbIX MCCIenoBaHUAX
1 nybnmkaumsx.

Kniouesble cnoBa: APLAID, PLCG2, PLCy2, ayToBocnanuTesibHbii CUHAPOM, MHrMbUTop hbakTopa
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A case report of autoinflammation and PLCy2-associated antibody
deficiency and immune dysregulation

M.E. Leontyeva, D.V. Bogdanova, A.A. Moiseeva, V.I. Burlakov, Z.A. Nesterenko, A.Yu. Merkushov, N.Yu. Kan,
A.L. Khoreva, Yu.A. Rodina, 0.A. Shvets, E.A. Deordieva, N.B. Kuzmenko, A.A. Mukhina, |.V. Mersiyanova,
E.V. Raikina, A.L. Kozlova

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry
of Healthcare of the Russian Federation, Moscow

This paper presents a case of rare primary immunodeficiency belonging to the group of monogenic autoinflammatory
diseases with PLCy2-associated antibody deficiency and immune dysregulation (APLAID). Here we describe our experience
in the management of a 7-year-old child with this syndrome and discuss key information about the pathogenesis and clinical
manifestations of APLAID based on the analysis of the known cases. Due to the rarity and novelty of the disease, there is a
lack of established criteria for the identification and diagnosis of APLAID and no established standard of care. We report our
experience of treating APLAID with a tumor necrosis factor-a inhibitor and our analysis of the effectiveness of treatment and
adverse events. The patient's parents gave consent to the use of their child's data, including photographs, for research purposes
and in publications.
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PLAID (autoinflammatory phospholipase Cy2

(PLCy2)-associated antibody deficiency and

immune dysregulation) — aTo ayTtoBocnanu-
TenbHbIA cuHpgpoM ¢ PLCy2-accoummnpoBaHHbIM nedomn-
LMTOM aHTWUTeN U UMMYHHOW aucperynsumneir. Bnepsble
TepmuH “APLAID” 6bin npepnosxeH B 2012 r., korga Qing
Zhou et al. onucanu ceMeHbIn Cnyyai, XapakTepusyto-
LUMACA PELMOMBUPYIOLLMM BE3UKYNAPHBIM NOPaXeHNeM
KOXW, BPOHXMONWTOM, apTpanruen, KepaTuTom, 3HTe-
POKOSIUTOM, OTCYTCTBMEM ayTOAHTUTEN U FYMOPasibHbIM
nMmyHopedmuuToM. lMpu reHetmyeckom obcnepo-
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BaHWM Yy 2 UfIeHOB CeMbM Bbifna BbisiBNEHa reTeposu-
roTHasi MUcceHc-MyTaumsa B reHe PLCG2 [1]. Ten PLCG2
pacronoxeH Ha 16-i xpoMocoMe (16g23.3) 1 koampyet
docdponmnazy Cy2 (PLCy2) [2]. 970 unTonnasmatu-
YeCKU CUrHanbHbIA PepMeHT U3 Kracca rugponas,
HeobxoauMbI Ans OYHKLUMOHUPOBAHWS FEeMONo3TU-
UECKMX KMNETOK W MUrpaloLLnii KITIoUeBylo pornb B pery-
NAUMKM UMMYHHBIX OTBETOB, TaKUX KaK BocnaneHue,
ayTOUMMYHWUTET, UMMyHooeduUMT 1 anneprus [3].
CtpykTypHO PLCY2 uenoBeka xapakTepusyeTcs MyJb-
TUOOMEHHbBIM CTPOEHWEM U COCTOMUT M3 MIIEKCTPUHA,



2 kaTanuTUYecknx oomMeHoB, 1 perynatopHoro n Ca-ces-
3blBatoLLiero foMeHa (pucyrHok 1) [4]. OcHoBHas doyHKuUMS
PLCy2 coctouT B rugponunse doccatnannuHosntona
Ha 2 BTOPWYHbIX MegmuaTopa: uHosutTonTpudocdart u
OVaLMNIIMLEPHH, KOTOpble, B CBOIO oYepefb, Heobxo-
OVMbI ANs pa3HoobpasHbix hyHKUMIA MeMbpaH, BKITiouast
KIEeTOYHylo nponudpepaumio, 3HAOLMTO3 U MOTOK KasbLms
(pucyHok 2) [5]. B HopMe maHHble npouecchl cbanaH-
CMPOBaHbl U KOHTPONUPYIOTCA NOCPEeACTBOM ayTOUHIU-
Buposarus PLCy2 npu nomoLLmn perynsTopHOro goMeHa
[6, 7]. TeHeTMUeCKME HapyLUeHUs, 3aTparueaioLime
OaHHbINA y4acTOK, NPUBOLSAT K HapYLLUEHWIO ayTOMHI 6K~
poBaHus 1 ycunenuio dyHkumnm PLCy2, yTo Bneuer 3a
coboi HeperynupyeMblii BHYTPUKIETOYHbIN NoTok Ca2t,
KOTOPbIA OKa3blBAaET pasHOHanpaBieHHble 3pPeKTh
Ha KOMMOHEHTbI MIMMYHHOW CUCTEMbI U BeLleT K Hapy-
LIEHMIO MESKKIIETOYHOr0 curHanuira [1, 8. Y nauvenTos
obHapyskuBaloTCs HapylleHue B-kneTtouHon gudde-
PEHLMPOBKKW, yBenuueHue nponudepaumm KneTok
MUWeSIoNaHOro Psifia, a TakKe YCUIIeHne CMHTe3a NPoBOC-
nanuTesibHbIX LMTOKMHOB, TaKMX KaK (DakTop HeKpo3a
onyxonu-o. (PHO-o) M pasnMuHbIX UNEeHOB CeMeiCcTBa
uHTepneikuHa-1 (MN-1): UN-1a, UN-1B, UN-18 [3, 8, 91.
Mpu aToM ponb PLCy2 B MMMYHONOrMYecKnx OyHKUMSX
T-KneTok cpaBHWUTENbHO Bonee orpaHnyeHa 1 He Bbl3bl-
BAET 3HAUMMbIX HapYLUEHWA CO CTOPOHbI T-KNETOUHOr o
3BeHa UMMyHuTeTa [3].

KnuHuueckue nposienenns y naumeHtos ¢ APLAID
BeCcbMa pasHoobpasHbl. 3abonesaHune pebioTupyet B

PucyHok 1

nepBble MeCsLbl KU3HW C NPOABMEHUs Hecneunduye-
CKOW CbIMX B BMAE AUCKPETHbIX 3pUTEeMaTO3HbIX Nanyn
C DanbHeWWwnM naToMopd030M B CrpynmnupoBaHHbIe
BE3WKYIbl U MYCTYNbl C BO3MOMHbIM U3bA3BIIEHNEM.
KoxHble BbICbINaHUA HOCAT 3MM30OMYECKUIA XapaKTep
c obocTpeHueM B Tennoe BpeMA roga unu Ha doHe
uHdbeKumMoHHoro npouecca [1, 8-13]. Mmetotca criyuan
pasBUTUSA TUMONUIMEHTaLMKU 1 DOPMUPOBAHMS 311aCcTo-
nu3a [10, 12] ¢ npu3HakamMu HeNTPOMIbHON UHCIUIB-
Tpauumn 1 rpaHynemMaTo3HOr0 BOCNAneHuns, a Takke ¢
AereHepauven konnareHa, nanucagHbIMu rpaHyne-
MaMU, MHOTOSIAEPHbIMUA TUFAHTCKMMUN KITETKaMu, Kapu-
OPEKCUCOM U NEMKOLMTOKNACTUUECKUM BacKyIuToM [1,
10, 14]. MopaskeHne BPOHXONErOUHOM CUCTEMbI XapaK-
Tepu3yeTca peLnanBUpYIOLLMMIU CUHOMYMbMOHANbHBIMU
UHCPEKLMAMY U MHTEPCTULMANbHBIM NMHEBMOHWUTOM [1,
8] ¢ panbHenwmnM pasBuTHEM BPOHXOIKTa308B U IMAU-
3eMbl nierkmx [9]. MposBneHns co CTOPOHbI sKenynoy-
HO-KULLEYHOro TPaKTa BKIIOYAIOT A3BEHHbIA KOMMUT,
abnoMuHanbHble 601, CTYN C NPUMECHI0 KPOBU, Anapeio
[8, 10-12]. CycTaBHOI CMHAPOM NpefcTaBneH 6onbio
B KPYMHbIX cycTaBax 6e3 hopMMpOBaHUS KOHTPaKTYp
[1]. NopameHune rnas BapbUpPyeT OT IPUTEMbI KOHBIOH-
KTWBbI 0O 3PO3UI UM 3B POrOBULbI, KepaTuTa u KaTa-
pakTbl [9, 10]. OnucaHbl eAMHUUHBIE CIyYam C Pa3BUTHEM
CEHCOHEeBPAsIbHOM FMyX0Thl M BaCKyNWTa LEHTPanbHOM
HepBHoW cucteMbl [10, 12]. OTArowleHHbIR MHeKUm-
OHHbI aHaMHe3 y nauneHToB ¢ APLAID obycnosneH
CHUsKeHMeM MMMyHornobynuHos Knaccoe G (IgG), M

CxeMaTuuekoe nsobpaxerne cTpykTypbl PLCy2 (apantuposaHo us J.T. Jackson, 2021)

Figure 1

A schematic representation of the PLCy2 structure (adapted from Jacob T. Jackson, 2021)

MnekcTpuH Katanutnyeckuin noMeH
Pleckstrin Catalytic domain
PucyHok 2
CxeMaTuyeckoe nsobpaxenue pyHkummn PLCy2
Figure 2

A schematic representation of the PLCy2 function
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(IgM), A (IgA), H13KMM KonMUecTBOM B-KneTok, KoTopble
no BonbLUel yacTu NpeacTaBfieHbl HAMBHBIMW NOMYNA-
umsamu, ypoeHb NK- 1 T-KneTok COOTBETCTBYET HOpME
[1, 2, 8-10, 12, 14]. EnuHOi TaKTUKKM NeYeHWs nauu-
eHToB ¢ APLAID He cywiecTByeT. OgHUM 13 BapuaHToB
Tepanuu ABNAeTCA Ha3HaYeHNe CUCTEMHBIX TTIIOKOKOP-
TukocTeponpos (FKC). OnucaHo kak adpchekTuBHOE
npuvMeHeHune Bbicokux fo3 MKC [1, 91, Tak v oTcyTcTeMe
acpdpekTa [8]. MMetoTca faHHble 06 ycnewHoM npuMe-
HeHun uHrmbutopa UI-1 (aHakuHpa) ¢ paspelueHnem
KOMHOro CMHAPOMa Yy B3pocnoro nauuexTa [8] v nono-
YKMTEMbHOM OMbITE UCMOMb30BaHWA MHrMbutTopa ®HO-o
(MHpNMKeKMab) B KOMBUHALMKM C METOTPEKCATOM Y
mauMeHTa NepBoro rofa »W3HW C MOJIHbIM paspeLle-
HWEM CbINK 1 KueyHoro cuHapoMa [10]. OgHako nopoit
paxe koMbuHauma MKC ¢ aHTMUMTOKMHOBLIMK Npenapa-
TaMu He AaeT OOIKHOM0 3pdIeKTa U NO3BONSAET [OCTUI-
HYTb NULIb YaCTUYHOIO KOHTPONs Hap 3abonesaHuem,
yTO TPebyeT MoMCKa AOMONTHUTENbHbIX TEPANEBTUYECKMX
meTopoB. OGHOMY MaLMEHTY B CBSI3W C YCTOMUMBOCTbIO K
Tepanuu B coctaBe [KC, aTaHepuenTa, aHakuHpbl Bbin
HasHaueH uHrnéutop JAK-kmHas — pykconutuumnb [9].
Ha paHHbIN MOMEHT AMHaMMKa COCTOAHMSA 3TOro 6onb-
HOrO He onucaHa. TakuMm 06pa3oM, MMelTCA faHHbIe
Mo npuMeHeHuio cucteMHbix 'KC, nHrnbutopos ®HO-o
n UIN-1 c pa3nnyHon adhpeKTUBHOCTLIO U MHAWMBUOY-
anbHbIM OTBETOM Ha Tepanuio, YTo He AaeT BO3MOMKHOCTM
chopMynMpoBaTb YETKOro 3aKnNioyeHns o HanbonbLueM
MpevMyLLecTBe TOr0 WM MHOro npenapata. Teope-
TUYECKN pafMKamnbHbIM METOAOM JleYeHnUs ABMSETCS
MpoBeAeHWe TPaHCNIaHTaUUn reMono3TMYECKNX CTBO-
nosbix keTok (TIFCK), oaHako Ha HaCTOALMIA MOMEHT
TIrCK y naunentoB ¢ APLAID He npoBogunack. [[0BO-
PUTb O MPOrHosax 3abonieBaHWsA U puUckax pasBuUTUA
TAXENbIX OCIMOMHEHUN 3aTpypHuTenbHo. OnucaHo
2 ceMewiHbix cnyyass APLAID, roe 3abonesaHve poau-
Tenew ¢ MyTaumen PLCGZ2 xapakTepu3yeTcst MULLb peum-
OVBUPYIOLLMMM KOXHBIMU BbICBINMAHUAMU, UHCDEKLUAMU
pecnMpaTopHOro TpakTa M MOYEBLIBOAALUMX MyTen
[1, 8].

MpuBOAUM KNMHMYECKOoe HabrioaeHne naumneHTa
7 neT C reTepo3nroTHOM MUCCEHC-MyTauuen B reHe
PLCG2, npoxopumBLuero neyexne B ®IbY «HMUL, ArON
uM. Imutpus Porayesa» MuHsgpasa Poccuun. Pogutenu
nauveHTa fanu cornacue Ha Mcnosnb3oBaHue MHdop-
Mauuu, B TOM uncne dotorpacouii pebeHka, B HayuHbIX
“ccrnepoBaHunax n nybrnmkaumsx.

KITMHWYECKUU CITYYAN

Manbunk, 2014 ropa poxaeHus, ot 1-n Bepe-
MEHHOCTH, 1-X CaMOCTOATeNbHbIX POAOB Ha CPoOKe
40 Hepn. B HeoHaTanbHOM nepuoge pebeHka oTMeua-
NUCb NYCTYNe3Hble BbIChINaHWUs CAM3UCTOR 060M0UKM
MOSIOCTM PTa M KOMKM, PasKuKeHUe CTyna C NPUMECHIO
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kpoBu. C Bospacta 10 MecsiueB becnokomnu yacTtble
pecnupaTopHble uHdekUun, Tpebylowme nocnepy-
lolero HasHauyeHus aHTubakTepuanbHOW Tepanuu
Kasnble 4—6 Heq. B 2 roga nepeHec MHEBMOHWIO U C
3TOr0 e BO3PacTa Ha KOXe HWMXHUX KOHEYHOCTEN
cTann 6ecrnokonTb BbICbINAHWUA B BUAE KOJbLEBUAHOM
rpaHyneMbl, KOTOpblE YCUNNBANUChL B TEM0e BpeMs
roga, uHorga c dpopMupoBaHueM bynn u nyctyn. B
3 roga BrnepBsble NOSBUMNUCH Xasnobbl Ha Bonb B NpaBoM
KofleHHoM cycTaBe. CycTaBHOW CMHOPOM paspeLunncs
Ha doHe npuema aHTUbaKTepuanbHOM Tepanuu, Hecte-
POMAHbLIX MPOTMBOBOCMANMTENbHbLIX npenapaTos. C
4 net becnokownu crnactuyeckue bonu B KMBOTE,
HeYCTONUMBbLIA CTYN.

C 7 net pebeHok Habniopaetcs B oTLEeNEHUU
umMmyHonorum ®IreY «HMUU OFOUN um. OMutpua
Porauesa» MwuHspgpaBa Poccun. lpu nepBuYHOM
MOCTYM/IEHUN B KIIMHUYECKOM CcTaTyce nauueHTa
obpawanu Ha cebs BHMMaHMe BbICbINAHUA MO TUMNY
KOMbUEBWAHOW rpaHyneMsbl (pucyHok 3A, B). Mo
LaHHBIM FUCTONOMMYECKOr0 UCCIIEA0BAHUA MOPANKEH-
HOro y4yacTKa KOMMW BbIIBIEHO Hecneundunyeckoe
rpaHynemaTosHoe BocnaneHue. 'emorpamma, broxu-
MUYecKne nokasatenu Kposu bbinn 6e3 3HaUMMBbIX
n3MeHeHwi. MNoBbileHWst ocTpoda3oBbiX BENMKOB KPOBM
HE 0TMeuvanocs.

Mo paHHBIM MMMyHonoruyeckoro obcnepo-
BaHWA OTMevanocb CHWeHue B-numdounTos [0
104 knetok/Mkn, us Hux Gonee 90% 6binn npeq-
CTaBfEeHbl HauBHbIMK NuMdoOUMTaMWU, MNEPEKIo-
YeHHble B-nuMdounTtbl He 6bIIM 0BHapyKeHbI.
YpoBeHb CbIBOPOTOYHbIX WMMMYHOrNobynuHoB
6bin cHueH (IgG — 4,57 r/n, IgA < 0,246 r/n,
IgM < 0,186) (rabnmubi 1-3). Mo faHHbIM MBPOKONOHO-
CKOMWKM C NO3TasHOW Buoncuer BoisBneH anddy3HbIN
KOIUT C NMMMADOUMTAPHON MHAPMNBTPaLIMEN U 303MHODU-
nvew B buonTaTe.

B pesynbTaTe MOSIHOrO 3K30MHOIO CEKBEHMPO-
BaHuA Oblf1 BbIBNEH paHee He OMNWCaHHbIVi BapuaHT B
reHe PLCG2 (NM_002661.5): ¢.2977G>T p.Asp993Tyr B
reTepo3nroTHOM COCTOAHWMK. [laHHaa 3amMeHa He nMeeT
MOMNYNAUMOHHBIX YacTOT B Basax BaHHbIX annenbHbIX
BapWaHTOB YesloBeKa, 3aTparMBaeT 3BOSIOLMOHHO BbICO-
KOKOHCEepBaTUBHYIO aMUHOKKUCNOTY Asp993, pacno-
NOKEHHYI0 B (DYHKLMOHANIbHO BaXHOM AoMeHe berka,
M XapaKTepusyeTcsa Kak naToreHHas BONbLUMHCTBOM
KOMMbIOTEPHbLIX MPOrpaMM npeackasaHus addekTa
3aMeHbl aMuHokucnoTel. Mccneposanme OHK o6omx
poovTenen nauMeHTa MeTOOOM CEKBEHWPOBAHWUS MO
CaHrepy He BbISIBUIO Y HWX TakKOM e 3aMeHbl. TakuM
0bpa3oM, faHHasA 3aMeHa Yy MauueHTa, CKopee BCero,
fBnseTCcA MyTauuen de novo u, COrfMacHO KpuTe-
pusM ACMG [15], knaccudpmumpyetcs Kak Bepo-
ATHO NaTOreHHbIW FEHETUYECKU BapuaHT. YunTbiBas
KIIMHUKO-aHaMHECTUYeCKNe AaHHbIe U pe3ynbTaT Mose-



KYJIIPHO-TEeHEeTUYECKOr0 UCCnefoBaHus, pebeHky Bepu-
ouumpoBaH aunarHos: APLAID.

Ha ocHoBaHuu paHHbIX 0 NnpeobnagaHum NpoBocC-
nanuTenbHbIX LMTOKMHOB B NaToreHese 3aboneBaHus,

Tabnuua 3

MIMMyHObeHoTUNMPOBaHWE NERKOLMTOB NaLMeHTa
Table 3

Leukocyte immunophenotyping

Mokasatenb Pesynbrar Hopma
onbiTe nevenus apyrux naumeHtos ¢ APLAID npuHaTo Parameter Result  Normalrange
. TNeikouuTsl, x 10%/n 5,6 7-12
pelueHne 06 MHMUMaLMK Tepanumn nHrnbutopom OHO-o Leukocytes. x 10°/L
(MHdpNMKeKMab), mononHUTEeNbHO Bbina MHULMKMPOBaHa TumcboLmTsI, % 37 36-43
3aMecTuTENbHas Tepanus BHYTPUBEHHBIMU MMMYHOIJ10- Lymphocytes, %
JInmcpouwnTsl, x 10°/n 2,07 2,00-2,70
BynuHamu (BBUT). Tepanus 6bina onobpeHa KOHCUMN- Lymphocytes, x 10%/L.
YMOM CMeuManucToB, MaTepblo nauuMeHTa NoanucaHo MoHoUMTBI, X 19‘*/11 0,45 0,285-0,5
Monocytes, x 107/L
MHCPOPMUPOBAHHOE Corflacue Ha NpoBefeHVe Tepanuu. FoarynowTe, % = R
JleueHne uHdnukcumMaboM npoBOAMIOCH B [03€e Granulocytes, %
5 Mr/kr no cxeme 0—-2—4, narnee Kaxable 8 Hef, BHYTpU- g?ﬁﬂ?&ﬁg % fo%?g/ﬂ 5,02 LoI=5.16
BEHHO KanenbHo, BBUI 0,5 Mr/Kr kasable 4 Hef, BHYTpU- CD3", % 75 56-76
BEHHO KaneJsibHOo. CD3*, x 109/J-| 1,552 1,4-2,0
CnycTa & Mec Tepanuu OTMeYeHa MOMOMM- BN/
TeNnbHasA OMHAMWUKA B BWOE COKPAaLLEHUs MHAEKLM- CDS'/CD4", % a7 $5-41
CD3*/CD4*, x 10°/n 0,980 0,7-1,1
OHHbIX 3MWU30L0B, Pa3pPeLUEHUsT KULLEYHOTO M KOKHOMO CD3'/CD4", x 107/L
cuHapoMos (pucyHok 3B, ). CD3*/CD8", % 25 27-35
CD3*/CD8*, x 10%/n 0,51 0,6-0,9
Tabnuua 1 CD3*/CD8*, x 10%/L
JlabopaTopHble nokasaTtenu CD3*/CD16*/CD56™, % 0 0-10
Table 1 CD3*/CD16*/CD56", leo"/n 0
Laboratory parameters CD3'/CD16'/CDS6", x 107/L
CD19*, % 5 19-31
Mokasarenb Pesynbtar Hopma
Parameter Result Normal range CD19*, x 10%/n 0,103 0,3-0,5
TeMormnobuH, r/n 116 110-140 CRLR ST
Hemoglobin, g/L CD37/CD16*/CD56*, % 20 627
AputpounTbl, x 10'2/n _ CD3/CD16*/CD56*, x 10°/n 0,414 0,1- 0,5
Erpythrpocytes. x 10%2/L 4.78 3.5-4.8 CD37/CD16°/CD56*, x 10°/L
JenkouuTtbl, x 10°/n 599 55-12.9 CD3*/CD25*, % 3,5
;euvk Ocyt;)s' - mhmg / cos*//0025+, x 1/va/n 0,05
eATpochurel, X n 2.77 2.27-5 66 CD3*/CD25*, x 10%/L
-I!\—Ieutr(éphns‘ x 10 f_oq/ CD3*/HLADR*, % 3.3
ey sk 416 180-140 CD3*/HLADR?, x 10°/n 0,05
Ztatekets, x 107/L 5 = CD3*/HLADR', x 10%/L
R Ab L Lo e LS 12,5 0-29 MnasMobnacTbl/nnasmMaTyeckne 0,21
Al transferase, U/L : :
il G B-rumcpoumTs CD19*CD20-CD38*, %
AcnapTaTtaMuHoTpaHcdepasa, oT CD19*

En/n 25,4 0-48
Aspartate aminotransferase, U/L

AyToaHTUTENa OTpuuatensHo  OTpuuatensHo
Autoantibodies Negative Negative
C-peaKTuBHbIN Benok, Mr/n W
Cfr%active protein, mg/L 0.05 0-5
CkopocTb ocep,aH;m

3pUTPOLIMTOB, MM/Y o
EPythEocyte sedimentation rate, 12 2-10
mm/h

TREC, x 10%/n -
TREC, 'x 10%/L. 1100 470-4100
KREC, x 10°/n 770 780-7700

KREC, x 10%/L

Tabnuua 2

KOHLl,eHTpaLI,VIFI CbIBOPOTOYHbIX VIMMYHOI'J'I06YJ'IVIHOB
nauneHTa

Table 2

Serum immunoglobulin levels in the patient

Plasmablasts/Plasma B cells CD19°CD20
CD38", % of CD19*

lMnasMobnacTbl/nnasMaTmyeckme 0
B-nmmdpountsl CD19°CD20-CD38", x 10°/n1
Plasmablasts/Plasma B cells

CD19+CD20CD38*, x 10°/L

HamBHble B-numdooumTsl 92,94
(IgD*CD27), % ot CD19*
Naive B cells (IgD*CD27-), % of CD19

HausHble B-numdoum Tl 0,097
(IgD*CD277), x 10¢/mMn
Naive B cells (IgD*CD277), x 10¢/mL

[epeknioyeHHble B-kneTkn naMatu 0,002
(IgD-IgM-CD27+), x 10%/mMn

Switched memory B cells

(IgDIgM-CD27*), x 10¢/mL

[epeknioyeHHble B-kneTkn namMatu 1,61
(Igh-IgM-CD27+), % ot CD19*

Switched memory B cells

(IgD-IgM-CD27+), % of CD19*

B-KneTku namaTy, BoipabatbiBatllme 0
Tonbko IgM (IgD-IgM*CD27+), x 10¢/mMn

MokasaTenb Pesynb'raT HopMa IgM-only memory B c’etls
Parameter Result Normal range (IgD-IgM*CD27+), x 10¢/mL
IgA, r/n B-kneTtkv namATy, BolpabatbiBaioLLme 0,25
IgA, g/L <0246 01-1 TonbKo IgM
IgM, r/n (IgD-IgM*CD27"), % ot CD19*
i — IgM-only memory B cells
IgM, g/L <0.186 0.6-18 [?gD’IgM*CDQT], % of CD19*
IgG, r/n _ B-knetku namsty (IgD"CD27) 0
IgG, g/L 3.38 4.6-14.6 Memory B cells [IgD’C%?T]
IgE, En/mn 239 0-45 B-knetku namstu (IgD~CD27¢), % ot CD19* 3,89
IgE, U/mL 0 Memory B cells (IgD"CD27+), % of CD19*
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MHeHMe 3KcnepTa 167

PucyHok 3

[OvHamuka koxHoro nopaxenus y naunerTa ¢ APLAID Ha choHe Tepanuu: A, b — konbLeBuable rpaHynemMsl B obna-
CTV KUCTVW W NepeaHe-naTepasibHov noBepxHocTv beppa; B, I — paspeLueHne KOKHOro CMHAPOMa Ha hoHe Tepanuu
MHpMKcuMabom B TeueHne 6 Mec

Figure 3

Changes in skin manifestations in the patient with APLAID during therapy: A, b — granuloma annulare in the area of the hand
and the anterolateral surface of the thigh; B, ' — the resolution of skin manifestations on therapy with infliximab over 6
months

Cunapom APLAID — pefikuii MOHOreHHbIM BapuaHT

MHEHUE 3KCMNEPTA ayToBocnanuTenbHoro 3aboneBaHuna ¢ geduunTOM
aHTUTEeN W WMMYHHOW AWUCperynauuei, 4to oTnu-

A.I0. WWepbuHa, npocheccop, 3aBenyioLas oTaene- YaeT ero OT LUMPOKO M3BECTHbIX ayTOBOCMANUTENbHbIX
HueM ummyHonoruu ®rey «HMUL, AAFOU um. AMntpus CVMHOPOMOB M3 rpynnbl MHAIAaMMacoOMONaTUiA: KpMo-
Porauesa» MuHanpasa Poccuu NMWPWH-acCOLMUPOBAHHBIA MEPUOJUYECKUIA CUHOPOM,

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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ceMeitHas cpeau3eMHOMopcKas nuxopagka [16, 171
M T. O. ['yMOpanbHbIiA, KNETOYHbIA UMMYHOAEULNT,
MHPEKLUMOHHBIE 3NWU30Mbl C TepaneBTUYECKUM OTBETOM
Ha NPOTMBOMMUKPOBHYIO Tepanuio, a TakKe OTCYTCTBKE
XapaKTepHOro AN ayToBOCManUTeNIbHOro 3aboneBaHus
noBbileHMs ocTpodda3oBbix BenKoB KpoBWM OenaeT
CMHAPOM TPYAHO LMarHOCTUMPYEMbIM Jaxke NS crneuu-
anucToB, 3aHMMAIOLLIMXCS ayToBOCManuTensHbIMM 3a60-
nesaHuaMu. CuHapom APLAID aBnseTcs oTpaseHuem
HETUMUYHON UMMYHHOW AUCPErynsaumum, 4To NposBns-
eTCA B BMAE BOCNANMUTENIbHbIX U3MEHEHWI, B OCHOBE
KOTOPbIX fexaT u3bbITouHas NpoayKuua nposBocnanu-
TENbHbIX LMTOKMHOB, TPUITEPHas Poslb MHAPEKLMOHHBIX
areHToB, ryMOpasibHbIi U KMETOYHbIN UMMYHOLEGOULNT.
M Tonbko KOMBMHaLMA NOAX0A0B Tepanuu (aHTUumMTO-
KMHOBas Tepanus W 3aMecTUTenbHas Tepanusa BBUI)
cnocobHa ynyywnTb CTaTyC M NPOrHO3 NaumeHTa, Tak
e KaK N MEeXOMCLMMIMHAPHbIA MOAXOA U OCBELOMIIEH-
HOCTb CMeLmMan1cToB O AaHHOW NaTONOrMM U MeTofax ee

UCTOYHMUK ®MHAHCUPOBAHUA
He ykasaH.

KOH®INUKT UHTEPECOB
ABTOpbI CTaTb¥ NMOATBEPAMIIM OTCYTCTBME KOH(DIUKTA MHTEPECOB, O KO-
TOPOM HE0BX0AMMO COOBLLNTL.
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