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JlumpapeHonaTusa no tuny 6onesHu
Posan—[lopchMaHa y naumeHTa

c cuHppoMoM Buckotra—Onppuua:
CJTI0)KHOCTU AMArHOCTUKM

O.A. WBeu, [.C. Abpamos, A.J1. Xopesa, [.E. MNepiumH, A.M. Kuesa, A.B. IMWOHKMH

@IrbY «HaumoHanbHbIi MEANLUMHCKMIA UCCIIER0BATENbCKMI LLeHTP AETCKOM remaTosiornm,
OHKOJI0rMu 1 uMMyHosorun uM. [imutpus Porayesa» MuHsgpasa Poccumn, MockBa

CungpoM Buckotta—Onppuua (CBO) — nepeuyHoe uMMyHomeduumTHoe cocTosHune (MULC),
XapaKTepU3yIoLLEEECS TUMMYHBIMU CUMMTOMaMMN Pa3HOM CTENEHM TAXKECTW: TPOMDOLIMTONEHNS, MHADEKLNS,
MMMYHHasA OU3Perynauma 1 CKIIOHHOCTb K OHKOMOrMyeckuM 3abonesanuam. B cBAsn ¢ aTum npu niobom
numdponponudepaTuBHoM cocTosiHm npu CBO Heobxoamma broncus numdpoyanos. OnHako TpaKToBKa
TUCTONOMMYECKON KapTUHbI TpebyeT 3HaHUA ocobeHHoCTe naToMopdoIorum MMMAI0Y3oB Y MaLMEHTOB C
MMMYHOAEVLIMTOM U HEPEAKO NPEACTaBMAET CIIOXHOCTW. B jaHHON cTaTbe NPeACTaBNeHo KIIMHNYECKoe
HabniofeHne C onMcaHneM pegKoro COYETaHWS No3aHO aMarHocTuposaHHoro CBO ¢ numdaneHonaTuen,
KNMHUYECKM 1 MOPAOONOrMyeckn HanoMuHalowen bonesHb Posan—[opdmaHa B kKoHTekcTe MN[C.
Poputenu panu cornacue Ha ucnonb3oBaHue MHAOPMaLmMK, B TOM uucne oTo pebeHka, B HayuHbIX
uccnepnoBaHusax v nybnmkaumsx.

KnioueBble cnoBa: 6os1e3Hb Po3an-Lopgpmana, ructonorus, cuHapom Buckotta—Ongpuya,
nmmMgbonponngbepaTuBHbIN CUHAPOM
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Rosay-Dorfman - like lymphadenopathy in a patient with
Wiskott—Aldrich syndrome: diagnostic difficulties

0.A. Shvets, D.S. Abramov, A.L. Khoreva, D.E. Pershin, A.M. Kieva, A.V. Phonkin

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

Wiskott—Aldrich Syndrome (WAS) is a primary immunodeficiency (PID), characterized by varying severity of typical symptoms:
thrombocytopenia, infections, immune dysregulation and cancer predisposition. Therefore any lymphoproliferative complications
in WAS patients require lymph node biopsy. However, the interpretation of the histological picture is often complicated and
requires the knowledge of the lymph node pathomorphology in patients with immunodeficiency. This article describes a rare
combination of late diagnosis of WAS complicated by lymphadenopathy, which clinically and morphologically resembles
Rosai-Dorfman disease (RDD). Parents gave their consent to use information about the child, including the fotos, in the article.
Key words: Rosai-Dorfman disease, histology, Wiskott-Aldrich syndrome, lymphoproliferative syndrome
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uHppoM BuckoTtta—Onpgpuua (CBO) - aTo

nepBuYHoe MMMyHomedULNTHOE COCTOsAHME

(MXAOC), HabniopatoLeecs NPenMyLLIECTBEHHO
y MaLMEHTOB MYCKOr0o MoJia, Bbl3BaHHOE reMU3NUroT-
HbiMM MyTauuamu B reHe WAS, pacnonaraiowemcs
Ha X-xpoMocoMe [1, 2]. MHOrorpaHHoOCTb KNMHUYe-
ckux nposiBneHnn CBO obbsicHAeTcA TeM, yTo Benok
WASP, chyHKUMA KOTOpPOro CcTpafjaeT y MalueHTOoB C
CBO, fBNsieTCA KPUTUUYECKUM PErYNSTOPOM LIUTOCKE-
neTa v 3KCMpecCHpyeTcs BO BCEX MrEMATONO3TUYECKMX
KNeTouHbIX NMHUAX [3-5]. Knaccuueckas knuHuueckas
KapTWHa BKITIOYAET 3K3eMy, KOMBMHMPOBAHHbIA UMMY-
HopeduumT, TpomMbBounTonenuio [6]. OpHako ans CBO
XapaKTepHa pasHas CTeneHb BbIPa)KEHHOCTW NPOsiB-
NEHUI — 0T U30SIMPOBAHHON TPOMBOLIMTONEHUM [0 TsXKe-
FIOr0 COCTOSIHWA C BbIpa)KeHHbIM MMMYyHOLEULNTOM

u remopparuyeckum cuHppomom [7, 8]. PaHee CBO
KnaccuduumpoBanu B COOTBETCTBUM C TAXECTbIO 3abo-
NeBaHns — KIMacCUYeCcKuin unu X-cuenneHHas Tpombo-
umTOoneHus. NS oUeHKM BbIPaXXeHHOCTU KITMHUYECKUX
nposerieHnin boina paspaboTtaHa wKana Tamectu [9]:
3—5 Bannos MMeIOT NaumneHTbl ¢ «kraccuyeckum> CBO.
C pasBuTMEM HOBbIX METOROB NabopaToOpPHOW U MOMEKY-
NSPHO-TEHETUYECKON AMarHOCTUKM NOSIBUNACH BO3MOXK-
HOCTb BbIsiBNSATb CBO B nepBble MecsiLbl 13HK pebeHka.
TeM He MeHee HapexHoro buomapkepa AnA MpPOrHo-
3MPOBaHNA TAKECTU TeyeHust aToro 3aboneBaHnsa He
cywecTByeT. K TOMy Ke BblpaskeHHOCTb MPOSBEHNN
CBO B paHHEM [eTCTBE MMEET OrpaHUYEeHHOe 3HaYeHne
LS MPUHSATUA PELLEHNN O JanbHENLLEeR TakTUKe, Bedb
OCIOSKHEHWS! MOT'YT pa3BUTLCA B NiobOM Bo3pacTe, B TOM
uKcrie y NauneHTOoB C nerkum Tedenvem [10].
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OcnoxHeHuss npu CBO npencTaBneHbl ayTOWM-
MYHHbIMW MPOSIBNEHUSIMU, [ODPOKAYECTBEHHBLIMU U
3/10KaYeCTBEHHbIMM TMMdponponMdpepaTBHBIMU COCTO-
SHUAMU, B TOM uncrie MMMAOOPETUKYNSPHBIMY OMYXOMNAMK
[11, 12]. NpennonaraeTcs, YTo reHes NMMAONPONN-
dhepaumnm onpenenseTca HeNOCPenCcTBEHHO Ae(heKTOM
VMMYHHOW CUCTEMBI ¥ MPOUCTEKAET U3 KAaUYeCTBEHHbIX U1
KOJMYECTBEHHbIX OTKITOHEeHWIt T- 1 B-kneTtok [13]. Puck
Pa3BUTUA 3MO0KaYeCTBEHHbIX 3aboneBaHwuit, yBenmunea-
loLLMiACA € BO3pacToM, Yy naumneHToB ¢ CBO npesbiwaeT
obLLenonynsaUMoHHbIi npakTyecku B 100 pas [14].

MpubnunanTenbHO OBE TPETU OMyXonen nNpencTas-
NEeHbl HEXOIKKMHCKUMU NIMMAPOMaMK, 4acTo 3KCTpa-
HopanbHbiMK [15]; oaHY TpeTb COCTaBNSAIOT NpeuMy-
LLLeCTBEHHO OCTpble MUENOoUAHbIe NenKo3bl N BonesHb
XopkuHa [16]. [laHHble COCTOSHUS [OCTATOUHO XOPOLLO
onucaHbl B MTepaType, Yero Henb3s ckasaTb 0 fobpo-
KauyecTBeHHON numdonponudepauun. CnoKHOCTb
TMCTONOrMYECKON AMarHoCTUKM numdponponudepa-
TUBHbIX cocTosHui npwm MUAC, B yacTHocTM npu CBO,
obycnosneHa TeM (PakTOM, UYTO MMMYHOSIOrUYECKUNE
HapyLLeHus obycnasnmeaioT Mopdonornyeckme ocoben-
HOCTM HemnopaeHHbIX NMMMdoy3noB. PaHee y naumMeHToB
¢ CBO Bbinm onucaHbl crnefyoLlimMe rmMcTonornyeckme
0CODEHHOCTH CTPOEHMS MMMADATUYECKUX Y3TI0B:
® vcToweHne T-KNeTOYHOW 30HbI M HanMune repmu-

HafbHbIX UeHTpoB [17, 18] npw nporpeccuBHoi

notepe T-KNETOK W OTHOCUTENbHO MHTaKTHbIX

B-knetkax [17, 19, 20];
® nporpeccuBHas NOTEPS FrePMUHANbHbIX LLEeHTPOB

M MOBbILIEHHOE COAEepXaHue MnasMaTU4yecKmx

KINETOK, BEPOSITHO, KaK CrefACcTBUE MMNepakTUBHOCTY

B-kneTouyHoM cucTeEMbl M3-3a pPeunanBUPYIOLLNX

UHeKumi, rmnepkaTabonmama MMMyHornobynmMHoB

[21], HenocTaTKa CynpecCcopHOi T-KIeToYHOW

OYHKLUMM M KOMBUHALMK 3TMX TPexX DaKTOPOB; B

HEKOTOpbIX Cryyasx npeobnaganv bonbluve anuTe-

NMOMAHBIE KIETKM, (DOPMUpYIoLLME rpaHyneMsl [22];
® pUCYTCTBME aTWUMWUYHBIX N1a3MaTUYECKUX KIeTOK

[23] c HesicHbIM 3HaYeHueM;
® oKCTpaMepysisipHbIi reMaTonoas [22];
® 3031MHOCOUUA NPU HaNMuUKMK NepucbepryecKon 303m-

Hocbunum, dhokanbHbIv hnbpos, n3bbiTok TaHchop-

MUPOBaHHbIX TuMdpoumnTos [22];
® pacLUMpeHHble CUHYCbl C paccesHHbIMM MuMdouna-

HbIMM KIeTKaMu 1 ructmounTamm [22];
® remModharounTo3 U CEKBECTPALIMA SPUTPOLIMTOB Npw

NoNoXMTENbHOM NpsiMoi npobe Kymbea ¢ ayTomm-

MYHHOI reMonuTUYeckoin aHemuent [24, 251 u npu

BMPYC-accouMMpoBaHHoM nipouecce [26]; Hanuuve

3pUTPOLNTOB B (haroumTapHbIX Ki1eTKax, B HEKO-

TOPbIX Cy4asix C NpucyTcTBMeM numdpoumtos [22];
©® BbIpasKeHHasi TMNepnnasvs PETUKYNAPHbIX KIEeTOK

[17, 18], koTopyto CBA3bLIBAMM C KOMIANCOM CTPOMarTb-

HOrO KapKaca, CrefayIoLMM 3a noTepen T-KNeToK.
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Cpenw pasnuuHbix BobpokayecTBeHHbIX TMMA0NPo-
nndoepaTUBHbIX COCTOSAHUI Y NaumeHToB ¢ CBO onucaHbl
nBa cnyyas 6onesuu Posan—[opdmana (BEPO), unu
CMHYCOBOIO MMCTUOLMTO3a, C MaCcCUBHOW NMMdafeHo-
natuen (CI'MJT) HopanbHo nokanmusauum [27]. Mepsbiid
naumneHT B Bo3pacTe 6 neT pa3sun CI'MJ1 ¢ nopaxkeHuem
LUEMHBIX ¥ MeAMacTUHanbHbIX MM aTUYECKNX Y3108,
a vepes 8 Mec. normb BcnepcTeve MMMyHobnacTHOM
NMMEOMbI C BOBfIEYEHMEM LIEHTpPanbHOW HEpPBHOW
cucTeMbl. BTopolt nauveHT B Bo3pacTte 5 neT cTpagan ot
PeLManBMPYIOLLEN CTPEMTOKOKKOBON MHADEKLMN KOXKM C
YBENMMYEHNEM NaxoBbIX TMMdaTUYECKKX Y3108, broncus
KoTopbix BbigBuna CIMJ1. Y obomx nauueHToB 6binn
POACTBEHHUKM MYy}cKoro nona ¢ CBO, He uMelowme
ocnoskHeHui B suge CIMIT.

bonesHb Posan—[lopdpmaHa npencrasnseTt cobon
PEOKMI HE NaHrepraHC-KNeTouHbIn ructuounTos [28].
B opvruHanbHoM onucanmnm 3Toro 3abonesanns B 1969 ro-
oy J. Rosai v R. Dorfman npepcTaBuim yeTbipex
MauMeHTOB C MaCCMBHON LUeRHON nuMdiafeHonaTmen.
MX cocTosHME OHM OXapaKTepu3oBanu Kak <CUHY-
COBbIA MMCTMOLMTO3 C MacCUMBHON NuMdageHonaTen»
[29]. B panbHeiiweM Bbinu OnNMcaHbl Kak y3nosble,
TaK M 9KCTpaHofanbHble npossrnexus bonesHu [30].
BP[l — peakoe, reTeporeHHoe 1, K COMKaneHuio, Hepo-
CTaTOYHO XOPOLLO U3yyeHHoe 3abonesaHue. OcTaeTcs
OTKPbITbIM BOMPOC M O €ro KraccudmKaumm Kak onyxo-
nesoro nubo fobpokayecTBEHHOrO paccTPoOMCTBA.
Panee Bbina mokasaHa MOSMKIOHANBbHOCTb [AHHOMO
3abonesanus [31], HO HepaBHWe coObLLEHUA LEMOH-
CTPUPYIOT Y pafa naumeHToB HapyLleHnus nytn MAP-ERK
[32], uTo NO3BOMAET NPEanosIoMUTL HEOMTAaCTUUYECKYIO
NpMPOAY M CBA3b C APYrMM MMCTUOLMTApHbIMK 3abone-
BaHuaMM [28]. B 43% cnyyaes BP[ TunuyHble natoro-
rMYeCKre N3MEHEeHUS BbIABMAIOT SKCTPaHOAAIbHO, Takas
fIOKanu3aunsa 4acTo CBfi3aHa C MOXMM MPOrHO30M U
HenpepbIBHO PeLMANBUPYIOLLMM TeueHueMm [33].

Knunuueckne nposenenusa BPL BknioyvaoT 6esbo-
nesHeHHoe, a B psife cflyyaeB Bonie3HeHHOe yBenu-
YeHne NUMAaTUYECKUX Y3M0B UNN MATKUX TKaHen
BHe NMMMOY3noB, MHOrga ¢ Hanuvuvem B-cumnTomoB
(nMxopapmka, noteps Macchbl Tena, HOYHble MOTbl),
nenkoumnTo3a, runepraMmarnobynmHeMmnm, yMepeHHom
BOCManuUTENbHOM akTueHocTH [28, 33, 34]. BPI MoskeT
accouMmMpoBaThCs C UMMyHOLeULMTHBIMK, MTMMAIONPO-
nupepaTMBHLIMKU U ayTOMMMYHHbBIMKU 3aboneBaHNAMM.
Mpennonaraetcs, 4To B pa3BUTME JAHHOM MATOMOMMK
BHECIM CBOW BK/aj COMaTWYeCKMe MyTauuu B reHax
KMT2D, PLCG2, BbIfIBNIeHHblE B TKaHW OMyX0Onu nauu-
eHToB ¢ BP[ [34], KoTopble B criyuae repMuHasibHbIX
NopasKeHnii Mornu Bbl NPUBECTU K NEPBUYHOMY LledDeKTY
MMMyHHOIN cucTeMbl. Onnucanus BPL HenocpencTBeHHO
y nauuneHToB ¢ MUOC oTHOCATCSA NPenMYLLECTBEHHO K
ayTOMMMYHHOMY NMMdponponudepaTMBHOMY CUHAPOMY
(Arinc) [35-38].



Ons onpepenexuns obbema nopaxenusa npu BPL
XOpOLLO 3apekoMeHpoBasa cebsi No3MTpoHHO-3MUCCH-
oHHas ToMorpadms (MIT-KT) ¢ hTopae3oKCHIIIoKO30M
(18F-®[l) B CcBA3KM C MOBbLILIEHHOR 3aBUCUMOCTLIO
MPONMEPUPYIOLLIMX TUCTUOLUMTOB OT FTIoKO3bI [39].

OkoHuyaTenbHbIM gnarHo3d "BP[" ocHoBbiBaeTcs
Ha TMCTONATONIOTMYECKOM UM UMMYHOIUCTOXUMUYE-
CKUX UCCMENOBaHUAX BUMONTATOB NOPAKEHHbIX TKaHEeN,
KOTOpble AeMOHCTPUPYIOT 3MMNEepUnones, UHTEHCUBHYIO
MHAUNBbTPALMIO TMCTUMOLMTOB, HeraTueHbix no CDla,
c aKcnepccuent S-100 1 CD68 [28].

KITMHUYECKUIA CITYYAN

PonouTenv ganu cornacue Ha MCMonb3oBaHye MHAOop-
Mauuu, B TOM uncne poto pebeHka, B HayUHbIX NCCMeno-
BaHMAX M nybnmkaumax. Manbuuk A., 14 net, noctynun B
CTauvoHap KpaTKoBpeMeHHoro neyenns HMUL petckoim
reMaTosiorm, OHKOSIOMMN U UMMYHOSOrMK UM. [MUTpua
Porayesa Munanpasa Poccun (nanee — HMULL AFOM)
B CBA3M ¢ nuMdbonponudepaTMBHbIM CUHAPOMOM B BUAE
BMAMMOrO yBenuueHus (KoHrnoMepara) nepeaHeLLenHbIx
W HaLKMIOYMYHBIX TMMPaTUYECKUX Y3M0B, NposBsne-
HUAMW FeMOPParnyeckoro CMHAPOMA MO TUMY CIMBHbLIX
3KXMMO30B M FreMaToM CUMMETPUYHO B 0Bn1acTyh roneHo-
CTOMHbIX CyCTaBOB M CTOM.

N3 aHaMHe3a M3BeCTHO, YTO MaUMEHT POXAEH OT
nepeoi hmanonornyeckon bepeMeHHOCTH, NepBbIX
CPOYHbIX CaMOCTOATESIbHbIX POLOB, C HOPMasibHbIMM
aHTPOMOMETPUYECKUMM MOKasaTenamu. Ha nepsom
rofy »Ku3Hn pebeHoK HaxoaWumncsa Ha rPyAHOM BCKapM-
MIMBaHMKN, y HEro oTMeyanu ferkne nposBreHUs
aTonuMyeckoro pgepmaTtuta. Manbuuk pegko bonen
BUPYCHbIMU UH(EKUMAMU; CPefn FHOMHbLIX MHAEK-
LIMOHHBIX 3MW30A0B MOXHO BbIAENUTb TOSIbKO Cry4an
OBYCTOPOHHEro nepdopaTMBHOIO OTWTa B BO3pacTe
4,5 ropa v naHapvumii lll nanbua neeow kuctu B 8,5 rofa.
YMepeHHoe yBENMUEHWe MOJHMKHEYENIOCTHBIX Numda-
TUYeCKUX y3noB 3achmkcnpoBaHo B Bo3pacTte 6,5 ropa.
"eMopparnyecknuin CMHAPOM He Becrnokowun nauueHTa
00 8-meTHero Bo3pacTa, Npu 3TOM, MO AaHHbIM aMby-
NaTOPHOW KapTbl, B MPeACTaBEHHbIX pe3ynbTaTax
KIIMHWYECKOr0 aHanmsa KpoBM YCTOMUMBO OTMeYanuch
xapakTepHble Ang CBO nsMeHeHWs: HU3KMe MoKasaTenv
uncna TpombBoumuTos (7-23 Thic./MKN) 1 nx obbema (MPV
- 5-5,1 con; N 7,8-11). MepBsble NposiBNeHUs reMop-
parnyeckoro CuMHApoMa Habrioaanucb B BUOE 3KXU-
MO030B, Yepe3 2 MecC. NPUCOEANHWUITIOCH HEKYNpyeMoe
HOCOBOE KpOBOTEYEHNE Ha hOHE COAepsKaHns TpoMbo-
uMtoB 25 Tbic./MKn. CocTosiHMe BbiNO pacLeHeHo Kak
MMMyHHasi TpoMbouuTonenus. Ha ToT MoMeHT Habnio-
panach Takxe aucrammarnobynuHemus: IgA - 1 r/n
HopMbl; 1gG — 4,8 r/n; IgM — 0,3 r/n. Bbina npoeeaeHa
KOCTHOMO3roBas NMyHKUMA — reMob1acTos UCKITIOYEH.

PebeHok nonyunn MMMyHOCYMPEeCCUBHYIO Tepanuio
(npeanunsonon — 1-2 mr/kr/cyT) — 6es remaTtono-

rmueckoro oteeTa (copepskaHue TPOMBOLMTOB He
yBenuuunocs). Mo3aHee nepuoauyecku otMevascs
remMopparnyeckuin CUHAPOM, COXpaHsinach TpomMbouu-
TOMeHUs B aManasoHe ot 22-146 Tbic./MKn. C BospacTa
13,5 ropa ctan HapacTatb nuMdonponvdepaTUBHbIi
CUMHOPOM: MO faHHbIM Y3W oTMeueHo yBenuuyeHwue
nuMmdoy3nos wen, nogbopopoyHon obnacTtu, nocre-
MeHHOe HapacTaHWe WX pa3MepoB 0 BUAMMOrO yBenu-
yeHusi. Kpome TOro, coxpaHsnacb TpoMbouuToneHus
(9 Tbic./MKN) ¢ remMopparMyeckuM CUHLPOMOM B BUAE
3KXMMO30B, 63 reMaTonorMyeckoro OTBeTa Ha BHYTpU-
BEHHble MMMyHOrTobynuHbl (BBUIM) B nose 1 r/kr.

B Bo3pacTe 14 neT mauveHTy BrepBble NPOBENM
pacliMpeHHOe UMMYHOJIorMyeckoe obcrepoBaHue:
sadpukcuposaHa CD4-numdponenuns (0,2 Toic./MKN),
nosbllweHre NK-kneTok 1o 44% (0,8 Tbic./MK1), a Takke
130MMpoBaHHoe CHuskeHue IgM cbisopoTku (0,29 r/n).
Mpu nanbHeiieM obcrnefoBaHUM He NMOJSTyYEHO AaHHbIX
3a Tybepkynes, BUY; ncknioyeH ayToMMMyHHbIM muMdpo-
nponudepaTvBHbIA CUHAPOM: HOPMasbHOE COLepsKaHue
unaHkobanamuHa B Kposu (201 nr/mn); oTcyTcTBMe
nosblieHns TCRabCD3*CD4°CD8™ (< 1% B8 CD3* nony-
nsaumn). MNMposeneHa Buoncus NMMdaTMYeckoro yana
HaLKMouMYHOM 0BnacTu: Mopdponornyeckme NpUsHaKu
COOTBETCTBOBA/IM XPOHMUYECKOMY FpaHyremMaTo3HOMY
nMMdpaneHuTy.

Mpn noctynnenun naumeHta B HMUL [OIOU
uM. mMuTpua PoraueBa MuHsgpasa Poccun onpepens-
nace nuMdageHonaTus, Hanbonee BbipaskeHHas criesa:
MOAYENOCTHbIE, MepefHeLleiHble, HagKlOUYMYHbIE
nmMdpoysnbl — [0 3 CM, CRMBAIOLLMECH B KOHINIOMepaThl,
MoAMbILLEYHble NIMMAD0Y3nbl — [0 3 cM (pucyHok 1).

PucyHnok 1

MPT ronosbl nauneHTa A.: KpaCHOW CTPENKON OTMeYeH
KOHrMoMepaT yBefIMYeHHbIX MMMdaTUYeCKMX y3oB
Figure 1

MRI of the head of patient A.: the red arrow indicates

a conglomerate of enlarged lymph nodes
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Tabnuua

OcHOBHble reMaTosIorMyeckue 1 MUMMyHosoruyec-
KUe noKasaTenu nauueHTa A.

Table

Main laboratory findings of patient A.

Rovasarann 1 CTMECKAS - pesynurar - {0V
Complete blood count range
Noiixouysi, 107/n 1253 6,05-9.85
P s 104 1585
L 05 157
S 025 00605
e 13 00506
TpomBowTel, 10°/n 27 204-356
CpenHuit 0bbeM TpomboumTa (MPV), don 8 9-13
MPV, fl

& e 10 526 42-4¢
st r/n 123 115-138
E’E'l;znl(ynoumbl, %o 41 2-12
SN 40 2-10
NOT nuMdoumnToB KPoBU PesynbTtaT :gfn':'a?
Immune cells assay Result range
e o 0% 123
S Tt 2 v oo
i ek bk 054 14-2
AT 6 s
S et
CRB T or R, % v s
R 036 0609
e | 0 | me
B i e
g[?SZ);C%Dl%;?ESSDéSJré[JrN LNSslgef:m] LOYTM%:/I' LI ol
e
NMMYHOTNI06YNINHBI CbIBOPOTKM PesynbTaT :gﬁ:j
Serum immunoglobulins Result range
Ezlvrgﬁornoﬁynm« A r/n 121 1-2.3
Emﬁgfﬁomoﬁyﬂm M, r/n 0.19 0.6-2.6
o g /" B8 716
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NabopaTopHo BbisiBNeHa TpoMbouuToneHnst (MuHN-
ManbHo — 27 x 10°/n), nosbiwenne CO3 go 40 MM/,
CRP — no 55 mr/n (6es 3HaunMbIx o4aros MHAeKUMn);
nonoxuTenbHas npsMas npoba Kymbea (1+); numdpo-
MeHWsl C BbipaXeHHbIM cHuskeHnem CD4+, CD8*, CD19+*
nMMMAOLMTOB B NepudpepuyecKon KpoBu; aMcraMmMaro-
bynuHemus (tabrmua).

Mcxopns U3 gaHHbIX aHaMHesa (AnuTenbHo cylue-
CTBYyIOLL,asi TPOMBOLIMTONEHUSA CO CHUMKEHHBIM Pa3MepoM
TpoMBoUMTOB) NpoBefeH aHanu3 akcnpeccun Geska
WASP, koTopasi okasanacb pe3ko CHueHa bonbLuew
yacTtbio numdpountos (Stain Index = 0,84; N > 6,8).
Ha ocHoBaHWM 3TWX JaHHbIX BbicTaBneH anarHos MNAC:
CBO, B panbHemLIeM NOATBEPKAEHHbIA MOMEKYNSPHO-
reHeTuueckn (cekseHnposarve no CeHrepy): BbisiBrieHa
oynnukaumus c.442dupA B reMM3nroTHOM COCTOSHUM,
NPMBOASILLAS K COBUTY PaMKM CUMTbIBAHWUA W TepMU-
Hauwmu TpaHcnsaumm yepes 21 kopoH p.Argl48LysfsTer21
(R148Kfs*21). BbifiBneHHas LynnuvKauus onucaHa B
HayuHOI nuTepaType Kak natoreqHas [40].

Mo COBOKYMHOCTW KITMHUKO-NabopaTopHbIX faHHbIX
oueHKa no wkane Taxectn CBO y gaHHOro nauuneHTa
cooTBeTCcTBOBaNa 4 bannam.

lpoBeneH koMnnekc obcrnepoBaHuii B CBA3KM C
numdponponudpepaTUBHLIM CUHAPOMOM (NMMdpafeHo-
natus), 8 ToM uucne MIT-KT ¢ 18F-®LI: pedepeHcHble
30HbI — nevenb (SUV = 2,2), nyn kpoeu (SUV__ = 1,4).
BrisiBneHo Havbonee Bbipa)keHHOe HaKOMMeHne pagmo-
chapMnpenapata (PPM) nuMdpaTUUeCcKUMK y3iamu Lwen

cnesa — rpynnbi 1B, IIA/B, I, IV, V 1 nogkniounyHbIMm
PucyHok 2

M3T-KT c 18F-PAI: yyacTku HakonneHus paguodapMmnpenapaTa
Figure 2

PET/CT imagining: note areas of intense 18 F-FDG uptake




WKOJTA AMMYHOJIOTA

NMMATUYECKUMM Y3MaMU C MaKCHUMaSibHbIM HaKomsie-
HUMeM POl B HafKMoUMUHOM rpynne [SUVmaX =7,7),
noambileuHbix (SUV_ = 2,6), nopeapowHelx (SUV__ =
2,3) n naxosbix (SUV__ = 1,6) numcbaTnyeckux ysnax
(pucyHok 2). B cBA3KM C 3TUM BbINONHEHA MOBTOPHAs
AMarHoctTmyeckas buoncua numdatuyeckoro yana,
Hanbonee WMHTEHCMBHO Hakanmnueatbowero PO[,
C XOPOLUMM OMepaTMBHbLIM AOCTYMOM — B HaAKMIOUNYHOM

Mo pesynbTaTaM broncum NUMdaTMYeckoro ysna
BbISIBMIEHbI MPU3HAKM «CTUPaHWUS>» HOPMarnbHOM rMCTO-
APXUTEKTOHUKM C BbIPaXEHHbBIM <UCTOLLEHWMEM> NTUMAO-
WOHON TKaHW; nuMdonaHble PONNMKYNbl MENKOro
pasMepa C ruManuMHU3MPOBaHHbIMU FEPMUHATUBHLIMM
LeHTpaMu; napadonnmKkynspHble 30Hbl 3anoSIHEHbI
B0MbLUMM KONMYECTBOM 3MUTENUONAHBIX KIETOK, MMCTU-
OLMTOB, NNa3MOLMTOB. ANUTENMOUAHbIE KNETKN DOPMU-

obnacTu. pyloT 663HerOTMHeCKMe rpaHyneMaTo3Hble CKOMNNeHns.
PucyHok 3

MwuKpockonuyeckas KapTuHa M3MEHEHWIN TKaHW NMMaTMYecKoro ysna

Figure 2

Micropathology of the lymph node

TKaHb NIMMATUYECKOro y3na C ManbiM KonuyecTsoM numdountos (A, ye. X 100, Tw3) 8 Buae pesnmyasbHbiX «3aTyXaloWyx»>, MManMHU3MPOBAHHBIX IUM-
dougHbix dponmukynos (B, ys. x 100, Tm3) ¢ napaosifMKynsapHbIM MHOUILTPATOM W3 TUCTUOUMTOB, SMUTENMOMAHBIX KIETOK, Makpodaros. CUHyChl
PE3KO PaCLUMPEHbI, 3arosHeHbl NPenMyLLECTBEHHO MCTUOLMTAMM; CTb NMPU3HaKM aKTUBHOIO apuTpodharounTosa u aMnepunosnesa (C, D, E, F, ys. x 200, Mn3).
Mpw UMX-rcenenoBarny BbISBNEHO pe3koe yMeHblueHre konudecTsa CD20-no3uTusHbIx B-nuMdpountos (G, ys. x 100, IHC, CD20) u CD3 (H, ys. x 100, IHC, CD3)
MO3NTUBHBIX T-KNETOK; NapaconnKynapHsle MHAMALTPaTEI COCTOAT M3 Bonblioro konnuecTa S-100 NO3UTUBHBIX MMCTUOLMTOB C NPU3HAKaMK aMnepunonesa
(1, J, yB. x 200, IHC, S-100); rucTuounTapHbie anemeHTsl Takske noautusHsl CD68 (K, L, yB. x 200, IHC, CD68).

Notes: Lymph node tissue with a small number of lymphocytes (A, zoom x 100, HE) in the form of residual “fading” hyalinized lymphoid follicles (B, zoom x 100, GiE) with parafollicular
infiltrate from histiocytes, epithelioid cells, and macrophages. The sinuses are sharply widened, filled mostly with histiocytes, with signs of active erythrophagocytosis and emperipolesis
(C, D, E, F, zoom x 200, HE). An IHC study revealed a sharp decrease in the number of CD20 positive B-lymphocytes (G, zoom x 100, IHC, CD20) and CD3 (H, zoom x 100, IHC,
CD3) of positive T cells, parafollicular infiltrates consist of a mass of S-100 positive histiocytes with signs of emperipolesis (I, J, zoom x 200, IHC, S-100), histiocytic elements
are also positive CD68 (K, L, zoom x 200, IHC, CD68).
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ObpawlaeT Ha cebs BHMMaHWe Bblpa)KeHHOE pacLuu-
pPeHWe CUHYCOB NMMMAATUYECKOr0 y3na, 3anosIHeHHoe
Makpodparamu v rmcTUMoOLMTaMu C NpU3HaKaMu 3pUTPO-
charounTosa v amnepunonesa (B LMTONNasMe Makpo-
dhara onpenensioTCca UHTaKTHble NMMAOUMTHI). TakuM
0bpa3oM, BbISIBIIEHHbIE M3MEHEeHUss — Bblpa)keHHas
Lenneumnst TMMAOUIHOM TKaHW 3a cYeT yrHeTeHna CD3 n
CD20-no3nTMBHbIX NMMMAIOLMTOB, pPacLUMPEHNE CUHYCOB
¥ Hanmnume rMCTUOLMTAPHBIX U AMUTESIMOMAHOKIIETOYHbIX
nponmcepaTos C NPM3HaKaMmn aMnepuonosnesa — xapak-
TepM3yIoT MacCuBHyI0 NMMd)ageHonaTuio ¢ CUHYCOBbIM
rMCTUOLMTO30M — COCTOsIHME, NofobHoe HopanbHOM
dopme bonesHn Posav—-[opcMaHa, y naumeHTa c
nepBuYHbIM UMMYHOAEMLMTOM (pUcyHOK 3).

MauneHTy bBblna MHWUMMPOBAHA MNepBas fMHUA
Tepanuu rnioKOKOPTUKOCTepomaamMu (MpeaHU3onoH —
40 Mr/M?, KOPOTKMM KYPCOM, C MOCTEMEHHbIM CHUNKE-
HMEM), mocre Tpex AHel KoTopoit Habniopanocb
BMOMMOE COKpaLLleHNe YBEMUYEHHbIX NMMdaTnyecKmnx
y3n0B (MOJHWMKHEUEIOCTHBIX U HAAKMIOUMUHbIX CreBa).
B pancHelweM npeacTonT oueHUTb 3(PPEKTUBHOCTD
feYeHns B AMHaMKIKe.

3AKIIOYEHUE

B cTaTbe NponeMOHCTPUPOBaH YHWUKambHbIA Cryya
COYeTaHUs MO3QHO AMArHOCTUPOBAHHOIO aTUMNUY-
HOro cuHapoma BuckoTTa—Ongpuya y nauveHTta 6es
aKTUBHOM paHHEN KIMHMYECKOW MaHudmcTaumm,
pneboTrpoBaBLlero no Tuny X-cuenneHHon Tpombo-
LUMTOMEHUN, C MPUCOEOUHMBLUMMUCS BMOCIEACTBUM
NpM3HakamMu WMMYHHOI ausperynsauuu (numdpage-
HoMaTusa, NMMAoneHus, gucraMmarnobynuHemus) u
pasBMWTMEM B NOAPOCTKOBOM BO3PACTe BbIPAXXEHHON
numdapeHonatmum. CocTosHWe nmauueHTa No CBOEW
KIMHUYECKOI KapTuHe (BocnanuTensHas akTUBHOCTb
6e3 ouaroB uWHdekUun, MaccuBHag NMMageHo-
naTus), MUCTONOrMYECKOM U UMMYHOMUCTOXUMUYECKOM
KapTuHe nuMdpaTUyeckoro ysna (Hanmuuume rucTmo-
umMToB, akcnpeccupyowmx S-100 n CD68, paclumpeHHbie
nuMdpaTMyecKue CUHYChI, 3MMNepunones) HanoMuHamno
6onesHb Posav—-[opdMaHa, 0gHaKO He MOSHOCTbIO
COOTBETCTBOBASIO KMACCMUYECKOMY ee OMUCaHMIO.

MCTOYHUK ®PUHAHCUPOBAHUA
He ykasaH.

KOH®JIMKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAUNM OTCYTCTBME KOH(PNMKTA MHTEpPECOB,
0 KOTOPOM HeobxoarMo CooBLLNTB.
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MHEHUE 3KCMNEPTA

A.10. Wep6uHa, npodeccop, 3aBenpyoLan oTae-
neHnem nmmyHonornm HMUL, AFOU um. AMutpus
PorayeBa MunH3pgpasa Poccuu

CuHpopomM Buckotta—0nppuua ysxke dourypuposan
B pybpuke «LLikona nMmyHornora» paree [41], u He
cnyyanHo. Bo-nepsbix, CBO — oanH 13 Hanbonee yacTbIx
KOMBWHMPOBaHHBIX MEPBUYHBIX MMMyHOoLeduumTOoB [42],
3T0 3aboneBaHne YacTo nNonagaeT Nof npvuen remarto-
FTOroB B CBAA3K C YHMBEPCarnbHbIM M NIErko pacrno3HaBa-
€MblM CMMMTOMOM — TPOMbBOLUMTONEHNEN, BbISBISEMON
MpY N1aHOBOM WCCMEROBaHWK 0bLLero aHanmnsa KpoBMu.
B onucaHHOM cnyyae TeM He MeHee MMeNo MecTo
3HauMTENbHOE 3anasfblBaHne fnarHosa, 4to, besycno-
BHO, YXYALUMIO MPOrHO3 MauMeHTa He TOJSIbKO B CBA3M
C MO3OHMM HayasioM NaTOreHeTUYECKON Tepanuu, HO W
C yyeToM TOro dpakta, YTO PUCKM MPOBEAEHMS Kypa-
TUBHOro neyenust CBO — TpaHcnnaHTaumum remMaTonoa-
TUYECKUX CTBOMOBLIX KNeToK (TFCK) — pacTyT ¢ Bospac-
TOM naumenTa [43].

OpHako B OMMCaHHOM crnyvyae uMena MecTo U
opyras npobnema: CIOXKHOCTb FUCTONIOrMYECKOW
Bepudukaumm numdonponndepaTnBHoOro cocTo-
AHua y naumerTtoB ¢ MNUAC, umelowmx nogneskaiine
ocobeHHOCTM cocTaBa NUMOLMTapPHbIX NONYNALMNA
M apXUTEKTOHUKM nNumdpomaHon Tkauu. [lobpokaue-
CTBEHHas numdoonponudepauns — TUNUYHBIA CUMMATOM
y naumeHTos ¢ CBO nioboro sospacta [4]. OgHako, Kak
CKasaHo Bbilwe, nauneHTsbl ¢ CBO, He monyumBme TICK
B paHHeM BO3pacTe, UMeIOT PUCKU PasBUTUSE MTUMAIOM,
LOOCTUraloLLMX, MO MHEHMIO HEKOTOPbIX aBTopoB, 20%
[14]. MMeHHO NO3TOMY TaK Ba)Ha rMCTOMOrMYeCcKas
Bepudmkaumns numdonponngepaTMBHoro CMHAPOMa
y naumneHToB ¢ CBO. lMpu 3TOM Hepemko y HeTpaHc-
nNaHTMpoBaHHbIX NauneHToB ¢ CBO B TeueHue
M3HU HabniopaloTcs NMOBTOPHbIE 3NU30AblI MMMAO-
nponudyepaLnn, Kasabll U3 KOTOPbIX, MO HalleMmy
MHeHuio, TpebyeT nposepeHus buoncun. HepasHo
Bbina nokasaHa ponb WASP — Benka, cTpagatolero
npu CBO, — B cynpeccun T-KneTouHbix numdoom [44].
TakuM 0bpa3oM, MOMUMO HapyLIEHHOrO T-KNeTtoy-
HOro Haf3opa, MyTauuu reHa WASP obycnasnusaioT u
OpYyrve MexaHu3Mbl TMMdOMoreHesa.

B onuncaHHOM BbiLLe criyyae npu rmMcTonNornYeckoMm
MCCnefoBaHnM yBeNnYeHHoro nuMdoysna naumneHTa
¢ CBO, noMuMo xapakTepHbix gna BPL rucrtono-
FTMYECKMX HAXOOOK, MMEIOTCHA YepTbl, XapaKTepHble
A5 OCHOBHOO ero 3aboneBaHusi, @ UMEHHO: UCTOLLEHNE
NMMPONOHON TKaHW, «BbIKKEHHbIE> FEePMUHATUBHbIE
LeHTpbl, opMUpOBaHMe cneunduyecKnx rpaHynem
[45]. B cBA3K C 3TUM MopdhosiorMyeckas KapTuHa He
Bbina onucaHa kak knaccuuyeckas bonesHb Posan—
HopdmaHa.



[na apekBaTHOW WHTepnpeTauun BMOMNCUMIHOrO
MaTepwuana, nonyyeHHoro ot 6onbHbix ¢ MUAC, Heob-
XOOMMO 3HaHWe naTosiora O MoAfesalleM anarHose u
ocobeHHocTsax numdponaHon Tkanu npu MUAC. C npyrow

B3pPOCIbIX.

CTOPOHbI, BbiABJIeHME NaTOJI0roOM HETUMMUYHOMN TUCTO-

MOrMYECKON KapTWHbI NMMA0y3fa JOSTKHO COMpOBO-
MIOATbCA BbICOKON HACTOPOMKEHHOCTLIO MO OTHOLLEHMIO
kK MNIOC paske y nauMeHTOB NOAPOCTKOBOr0 BO3pacTta M
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