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MepBuyHble MMMyHoRedULUUTbI (ML) — reHeTUYeCKU feTEPMUHUPOBAHHbIE HEOBPaTUMble HAPYLIEHNA CTPYKTYPbI U/WiK
(YHKLWIA KNETOYHOTO M ryMOPanbHOro 3BeHbeB WUMMYHHO CUCTEMbl, COMPOBOXAAIOWMECH HACTbIMU UH(PEKLMOHHBIMY
3aboneBaHUAMU U CNOCOOCTBYIOLME PA3BUTUIO 310KAYECTBEHHBIX HOBOOOPa3oBaHuit. Y 6onbHbIx ¢ ML numcbombl sBs-
loTCA Hanbonee YacTbIM OHKONOTUYECKMM 3a60eBaHNEM: HEXOLXKUHCKME NUMPOMBI BCTPeyatoTes B 60 % cydaes 3/10-
KauyecTBeHHbIX HOBOOGPa30BaHMii, TMMBOMA XOFKKIMHE — B 20 %, Neitkosbl — B 10 %, CONUAHbIE onyxoau — B 10 %. Puck
pa3BUTMsA 3710KaYeCcTBEHHbIX TuMbonponudepatusHbix 3abonesauit npu NMUL coctaenset 4-25 %, u 8 uenom npu NUJ
yacToTa pa3BUTUsA OHKOJOrMYeckux 3abonesaHuii B 100-200 pa3 Bbilwe, YeM B NONYAALUN UMMYHOKOMNETEHTHBIX UL,
Pe3ynbTaThl eYeHns 310KaYeCTBEHHbIX HOBOOOpa3oBaHuil y aeteit ¢ ML ocTaloTcs HeynoBNETBOPUTENbHBIMU B CBA3M
C BbICOKOM 4aCTOTO peuuanBoB, pedpaKkTepHbIX GOpPM, a TaKKe OCIOXHEHWUA NPOTUBOONYXONEBOIO IeYEHUS.

B HacTosLwwei cTatbe npeAcTaBieH KAMHUYECKMI Cnydaii neyeHna numdombl XOLKKUHA C HETUNUYHOI NIOKanu3aumen
y nauuenTkn ¢ NMUJ. Oco6eHHOCTU JaHHOTO Cly4Yas — NOpPaXKeHMe MATKUX TKaHel opOuUThl, MeIeHHbI OTBET Ha JleYeHue,
BbICOKAA 4acToTa MHPEKLMOHHbIX OCIOXHEHUIA NpU NPOBEAEHNM CTAHAAPTHON XMMUOTEPANUH.
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Primary immunodeficiencies (PID) are genetically determined irreversible disorders of structure and/or functions of the im-
mune system’s cellular and humoral components, accompanied by frequent infectious diseases and contributing to the deve-
lopment of malignant neoplasms. Lymphomas are the most frequent oncological disease in PID patients: non-Hodgkin’s
lymphomas occur in 60 % of malignant neoplasms cases, Hodgkin lymphoma — in 20 %, leukemias - in 10 %, solid tu-
mors —in 10 %. The risk of malignant lymphoproliferative diseases in PID patients amounts to 4-25 %, with the overall
incidence of cancer 100-200 times higher than in immunocompetent population. Results of malignant neoplasms
treatment in children with PID remain unsatisfactory due to the high rate of relapsed, refractory disease and anticancer
therapy complications.

This paper presents a clinical case of Hodgkin lymphoma with atypical localization in a female PID patient. Peculiarities
of this case are eye socket soft tissue involvement, slow response to therapy, and a high rate of infectious complications.
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BBepeHue

YacToTa BCTpeYaeMOCTH IEPBUYHBIX UMMYHOICHM-
mutoB (ITU ) y meteit coctasisieT ot 1:1000 mo 1:5000 000
netrckoro HaceneHus. [IW ]I xkpaiiHe reTeporeHHas rpyrimna
MaTOJIOTUYECKUX COCTOSTHUIA UMMYHHOU CUCTEMBI U BKJTIO-
YaeT HApyIICHUSI KJIETOYHOTO U TYMOPAJIBHOTO 3BEHBEB
nmmyHuteta. CoBpemenHas Kinaccudukanus [TAJ] B 3a-
BUCHMOCTH OT ITIOBPEXKIEHHOT0 3BeHa UMMYHUTETA TIPEeI-
CcTaBJIEHA B TAOJIMIIE.

IymopanbHBIe MK B-KileTouHbIe *MMYHOIEC(DUIINTHI
coctapisiiot 50 % ot [ ], KoMOGMHMPOBAHHBIE UMMYHO-
necbunuthl — 30 %, nedekTol arouuTosa — 18 %, cMHIPO-

Knaccugurayus ITHJI, npedaoxcennas 1UIS [2]

MabHBIe hopmbl [TU] (B ToM ymcite nedeKThl perapaniu
OHK) — 14 %, nedexrbl KommuiemeHnrta — 2 % u ap. [1].

B cBs13u ¢ HapylieHneM (GYHKIIUKM TPOTUBOOITYXOJIE-
BOTO HaJi30pa CO CTOPOHBI UMMYHHO CUCTEMBI OOJIbHBIE
¢ [1N]1 uMeroT BepOSITHOCTh Pa3BUTUSI 3J10KAUECTBEHHBIX
omyxodeit B 100—200 pa3 Bbliie, 4eM UIMMYHOKOMIIETEHTHEIE
Jmua. BeiaensitoT OCHOBHBIE MEXaHU3MBI, CTIOCOOCTBYIOIIE
Pa3BUTUIO OHKOJIOTYecKuX 3a0oeBanuit mpu [T

* peMAMBUPYIOIINE W XPOHWYECKHUE MH(pEKINN (Kak

MPaBWIO, BUPYCHBIE), TIOAAEPXKUBAIOIINE AHTUTCH-

HYIO CTUMYJISILINIO UIMMYHHOM CUCTEMBI 1, KaK CIICACT-

BUe, IMMbonpoandepanuio;

The [UIS classification of PIDs [2]

IToBpexneHne MMMYHHO# CHCTEMBI

JleeKThl KJIETOYHOTO
U TYMOPAJIbHOTO 3BEHbEB
Cellular and humoral immunity defects

Kom6unuposanusie [TA/L,
ACCOLIMMPOBAHHBIC

C CUHJIPOMAIBHBIMU TIPOSIBJIEHUSIMU
Combined PID associated with syndromic
features

[Ipenmy1iecCTBEHHO TyMOpaJIbHbIE
ne(eKThI
Predominantly humoral defects

A

* Tsoxenmas KOMOMHUPOBAHHAS UMMYHHAsI HEOCTaTOYHOCTh T—B+ (mpu Haymaum
B-nmumdoimToB)

* Taxesass KOMOMHUPOBaHHAsI UMMYHHAs1 HEAOCTaTOUHOCTh T—B— (TIpu oTCcyTCTBUM
B-mumdormToB)

e Cungpom OMeHHa

» KombunmpoBaHHbIE HehEKTH

+ Severe combined immunodeficiency T—B+ (if B-lymphocytes are present)

» Severe combined immunodeficiency T—B— (if B-lymphocytes are absent)

* Omenn syndrome

» Combined defects

* BpoxneHHast TpOMOOIIMTOTIEHUS

» Nedextol penapauuu JHK

* JleceKThl TUMYCca B COYETAHUN C BPOKICHHBIMUA aHOMATASIMU
* I/IMMyHOI[ed)I/II.lI/IT B COYE€TAaHUU C KOCTHBIMU OJUCILTIA3USAMU
* Tunep-IgE-cunapomsl

* BpoxneHHBIN 1ucKepaTo3

* HedexTol BUuTamuHa B, u MeTabonmama dosatos

* AHTMIpOTHYECKas SKTOAePMaIbHAs IUCIIIA3US

* JlebeKThI KaJIbIIMEeBbIX KAaHAJIOB

» Congenital thrombocytopenia

* DNA repair defects

* Thymus defects with additional congenital anomalies

* Immunodeficiency with additional osseous dysplasias

* Hyper-IgE syndromes

» Congenital dyskeratosis

* Defects of vitamin B, and folate metabolism

* Anhidrotic ectodermal dysplasia

» Calcium channel defects

° BLIpa)KGHHOC CHMKEHUE COOCPKaHUA BCEX N30TUIIOB Ig CO CHU2KEHHMEM YPOBHAA
WJIM TIOJIHBIM OTCYTCTBHEM B-KiteTok

° BBIpa)KeHHOG CHM2KEHUE COACPXKaHUA 2 U30TUIIOB Ig C HOpMaJIbHbIM UJIX CHUKEHHBIM
ypoBHeM B-kiteTok

* BripaxenHoe cHzkeHue IgG u IgA ¢ HopMaTbHBIM /TIOBBIIIEHHBIM COAEPKaHUEM
IgM 1 HopManbHBIM YpoBHEeM B-KiteTok

* [yMopasibHbIE HAPYIIEHUSI C HOPMaJIbHBIM YpOBHEM B-KitleTok

» Severe reduction of all Ig isotypes with decrease or complete absence of B cells

» Severe reduction in 2 Ig isotypes with normal or reduced B cells levels

* Severe decrease in IgG and IgA with normal/high IgM and normal B cells

* Humoral defects with normal B-cell level



Rare and complex clinical situations: diagnosis and treatment choice

IToBpexaeHne MMMYHHO# CHCTEMBI

TTU ]I ¢ *MMYHHOI IUCPETyIsiLuen
PID with immune dysregulation

KonnuecTBeHHBIE 1 KAU€CTBEHHBIE
nedeKThl (haroluToB

Quantitative and qualitative phagocytes
defects

JledeKThl BpOXKICHHOT0O UMMYHHUTETA
Innate immunity defects

AyTOBOCl'[aJII/ITeJ'IBH];Ie 3a00JIeBaHusI
Auto-inflammatory disorders

®enokomuu [N ], BEI3BaHHBIE
COMATUYECKUMU MYTALIUSIMUA

PID phenocopies associated with somatic
mutations

Oxonuanue mabauybl

i

* CeMeliHbIl reModaroMTapHbIil JUMGOTUCTUOIIUTO3

0e3 TMIONMUTMEHTALU1
* CeMmeliHbIli reModarouTapHbli JUM@OTUCTUOLIMTO3
C TUMTONTUTMEHTAIIEN
JledexTsl T-peryasaTopHbIX KIETOK
AyTOMMMYHHBIE COCTOSIHUS ¢ TuMdornpoaudepaiyeit uim 6e3 Hee
AyTOMMMYHHBIN JTUMbOTposidepaTUBHBIN CUHAPOM
I/IMMyHHaFI JUCPETYJIALUA C KOJITUTOM
Hnrepdepononarum 1-ro Trma
Familial hemophagocytic lymphohistiocytosis without hypopigmentation
Familial hemophagocytic lymphohistiocytosis with hypopigmentation
Defects in T-regulatory cells
Autoimmune conditions with or without lymphoproliferation
Autoimmune lymphoproliferative syndrome
Immune dysregulation with colitis
Interferonopathy type 1

BpoxkneHHble HEUTPOIIEHUM

JledekTsl anre3un JeHKOIMTOB

X-clerneHHasl XxpOHUYecKasi rpaHyjIeMaTo3Has 00J1e3Hb
Congenital neutropenias

Leucocyte adhesion defects

X-linked chronic granulomatous disease

MeHJleJ'[eBCKaH npeapaciioloK€HHOCTb K MI/IK06aKTCpI/IaJ'[BHLIM I/IH(bCKI.II/IHM
BopoaanaTaH JUCIUIa3uA SIMMACpMuUca

IMH/I c mpeapacnogoXeHHOCTHIO K TSKEIBIM BUPYCHBIM MHMEKIIUSIM
(aucceMUHUpOBaHHAasI BaKIIMHAIbHAsI KOPb)

I[N/ c mpeapactoloXeHHOCTHIO K TepIIeTUIECKUM SHIIehaTuTaM

HI/IH C NpeapacIioioKE€HHOCThIO K MHBA3MBHBIM MUKO3aM

Jeduuut TLR-curHaabHOro myTu

M3zonupoBaHHas BpoxKaeHHasl acILICHUS

HI/IH C MOBBIIIIEHHON BOCIIPUMUMYUBOCTEIO K TPUITaHOCOMaM

Mendelian susceptibility to mycobacterial disease

Epidermodysplasia verruciformis

PID with a predisposition to severe viral infections (disseminated vaccinated measles)
PID with a predisposition to herpetic encephalitis

PID with a predisposition to invasive fungal infections

Deficiency in the TLR signaling pathway

Isolated congenital asplenia

PID with increased susceptibility to trypanosomes

[N, accormumrpoBaHHbIe C AedekTamy HHOIAMMACOMBI
111, He cBsizaHHBIE C MH(MIAMMACOMO

PIDs associated with inflammasome defects

PID not associated with inflammasome

KRAS, NLRP

End of table

I[N/, accounrpoBaHHBIE C COMAaTUIECKUMU MyTalusiMu B TeHax TNFRSF6, NRAS,

HI/U], aCCOLIMMPOBAHHLIC C aHTUTECJIaMU (C TCpMUHAJIbHBIMU MyTallUAMU B T€Hax

AIRE-ayroantuten K 1L-17 u/wnu 1L-22, ayroanturen K uHTepdhepoHny vy, IL-6,

I'M-KC®, Cl1-unrubuny, ¢pakropy H)
PIDs associated with somatic mutations in the TNFRSF6, NRAS, KRAS, NLRP genes

and/or IL-22, autoantibodies to interferon-y, IL-6, GM-CSF, Cl-inhibin, factor H)

Antibody-associated PIDs (with germline mutations in genes of AIRE-autoantibodies to IL-17

Ilpumeunanue. [1HJ] — nepsuunviii ummynodegpuyum; IULS — Mescdyrnapoonulii coro3 ummyHosoeuueckux oouecms; Ig — ummyHoeno-
oyaun; IL — unmepaeiikun; I'M-KCD — epanyroyumapro-maxpogazarvHblii KOAOHUECMUMYAUPYIOUWUL (PaKMOp.
Note. PID — primary immunodeficiency; IUIS — International Union of Immunological Societies; Ig — immunoglobulin; IL — interleukin; GM-CSF —
granulocyte-macrophage colony-stimulating factor.
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* 0oJIee BRICOKAS BEPOSITHOCTh MH(HUIINPOBAHUS OHKO-
TeHHBIMU BHpycaMH (BUpycoM JDrurteiitHa—bapp, Bu-
PYCOM TepIieca 4eIoBeKa 8-ro TUIIA);

* TIEPBUYHBIN 1e(heKT B UMMYHHOM CHCTEMeE, IIPUBOIS-
i K HapyeHuto T-, NK-ki1eTouHoi HIUTOTOKCUY-
HOCTH, KOTOpasi HEOOX0aMMa ISl SJTMMUHALIMN OHKO-
TeHHOTO KJIOHA;

* nedeKTh MEXaHU3MOB aIloNTo3a, HEOOXOAMMOTO IS
SJIMMUHAIIAH OITYXOJIEBBIX KJIETOK;

* coueTaHHMe MMMYHoOAeDHUIIMTA ¢ HapyIICHUEM IIpO-
neccoB pernapaunu JHK, npuBoasinux K BbICOKOM
YacTOTE COMATUIECKUX MyTAIUIi, UMEIOIINX HEPEIKO
MPOTOOHKOIEeHHBIN moTeHLuran [1].

B 3aBucHMOCTH OT pricKa pa3BUTHUS OHKOJIOTUISCKUX
3aboneBanuii cpeau [TN/I BeieAsIOT Caeayoume rpym-
el [3]:

» T1MJI, mpu KOTOPBIX PUCK Pa3BUTUSI OHKOJIOTUUECKUX
3a0osieBaHuii BhICOKMi1 (20—50 %): CUHOPOMBI XpO-
MOCOMHBIX T0JIOMOK (cuHapoM Huitmeren (CH), cun-
npom JIyn-bap (atakcus-TeeaHrnsKrasus), 1eOULINT
JHK-nuraser 1V, cunapom biyma, X-clLerieHHbII
JmMponporrdepaTUBHBIN CHHAPOM 1-T0 TUIIA);

» T1M]I, mpu KOTOPBIX PUCK Pa3BUTUSI OHKOJIOTUYECKUX
3aboneBaHuit cpenHuii (5—20 %): ob1ast Bapuadesib-
Hasl MMMYHHAasI HEIOCTaTOYHOCTD, TSKeIass KOMOM-
HUPOBAaHHAs UMMYHHAsI HEAOCTATOYHOCTh, CHUHAPOM
Buckorra—Onapuya, rurep-IgM-cuHIpoM, CeJIeKTHB-
HBI gedunut uMMmyHormooymuHa (Ig) A, cuHapom
Mak-Krbiocuka;

* [, xoTopble peaKo acCOLUUPYIOTCS C OHKOJIOT U -
yeckMMU 3aboneBaHusIMU (<5 % ciydaeB): [TU/]] ¢ ne-
dekTamu daromurosa (XpoHUYECKasI TpaHyJIeMaTO3-
Has 6oJsie3Hb), Tunep-IgE-cunapom, X-cremieHHas
aramMmMarjioO0yJIruHeMusI.

Cpenu [THU]] BEIAENSAIOT TPYNITYy 3a00JIeBAaHUI C XpO-
MOCOMHOM HECTaOMIBbHOCTBIO: aHeMusl DaHKOHM, ITUT-
MEHTHasl KcepoaepMa, CuHIpoM biiyma, atakcusi-TesneaH-
ruskTasust 1 CH, mpu KOTOpBIX TOCTAaTOYHO BBICOKA
BEPOSITHOCTD PAa3BUTHSI OITyXOJIEH CCTEMBI KPOBH.

Cunapom HuiiMereH o0ycI0BIeH MyTallMsSIMU B TeHE
NBN 1 uMeeT BBICOKYIO paCIpOCTPAaHEHHOCTD B CJIaBSIH-
CKOH IOITYJISIIIMN, TaK KaK CPEeIU CJIaBSH BBHICOKA YacTOTa
Hocuteneil MyTauuu B rene NBN ¢.657_661del5. CH Bctpe-
YaeTcsl [IOBCEMECTHO, HO TOYHAST €T0 YaCTOTa B PA3IMUHBIX
cTpaHax HeusBecTHa [4]. Pso aBTOpoB oTMeualoT Goee
BBICOKYIO PAacCIIPOCTPAaHEHHOCTh 3TOTr0 3aboJieBaHUS
B crpaHax Bocrounoii Esporsl [2]. Bonee 90 % naiimeHTOB
CJIaBSTHCKOM TOITYJISILIMY MMEIOT B 00eUX aJljIesIsIX TeHa
NBN onHy U Ty Xe «CIaBSHCKYIO MyTallliio» B BK30HE 6
B BUIE AeJielnu 5 map ocHoBaHuil 657—661 del ACAAA.
DTa MyTalys BRI3BIBAET CABUT PAMKU CYUTHIBAHMS U TIPH-
BOJUT K MOJTHOMY OTCYTCTBUIO (PYHKUMU HUOpUHA [4].
Taxcke mpu CH ormmcano emie 11 TogeyHBIX MyTaLMi, KO-
Tophle ObLIU BbisIBAeHBI B Iepmanun, Kanage, Utanum,
Mexkcuke, Bennkoopuranuu, Huaepnanmax u Poccuu.
DT MyTallMK PACIOJIAraloTCs KakK B 9K30HE 6, TaK U IpYy-
TUX 3K30HaX ¥ OIMCAHBI JIUIIb Y OTACIBHBIX CEMEIA.

Ien CH 6b11 KapTUpOBaH Ha IJIMHHOM IJIe4e XpOMO-
coMsl 8 (8q21) B 1998 1. m mepBoHavanbHO Ha3BaH NBS1,
a B mocnenyiomemM repeuMmeHoBaH B NBN [5]. DToT reH
KOAUpYyeT CUHTE3 HUOpHUHA — OejIKa C MOJIEKYJISIpHOI Mac-
coii 95 x/la. HuOpuH ygyacTByeT B 00pa3oBaHUM TPHUMEP-
Horo komiutekca MRN ¢ 2 npyrumu 6enkamun — MRE11
1 RADS0 — 1 KOHTpOJIMpyeT penapaiuio mapHbIX pa3phl-
BOB ABycnupanbHoii JIHK, nHayLIMpoBaHHBIX MIOHU3UPY-
IOIINM M3TYyIeHUEM WM BO3HUKAIOIINX B HOPME IIPH MU~
TOTUYECKOI peapaHXXUPOBKE B 3pebIX JUMGOIIUTAX.
Ha ocHoBe BocctanopneHHoit JIHK Briocneactsum obec-
IIeYNBACTCS CUHTE3 pa3HOOOPA3HBIX CIICHM(MUISCKIX aH-
TTeN U T-KIIETOYHBIX perienTopoB. CUHTE3 aHTUTEN U pe-
LIETITOPOB O0eCIeYnBaeT He TOJIbKO MMMYHHBIN OTBET,
Ho ¥ co3peBanue T- u B-nmumdbountos.

C y4eToM XpOMOCOMHO#1 HECTAOMJIBHOCTH Y ITAIlCH-
ToB ¢ CH HeB0O3MOXHO mpoBeAcHNE JTyIeBOM Tepaluu
BBU/Iy KpaliHe BBICOKOTO PMCKA Pa3BUTUS OCIOXHECHUMA.
B cBs131 ¢ 3TM JIe9eHNe TTAIIMEHTOB ¢ IMM(OoMaMu, pa3-
BuBIIMMMCA Ha (poHe CH, mpencraBisieT co00it O0IBIITYIO
KJIIMHUYECKYI0 mpobiemy. B nurepaTtype npeacraBiieHbI
cJIy4au, B KOTOPBIX IIPY CBOEBPEMEHHOM Ha3HAUYCHUH 3a-
MECTUTEbHOI Tepanuu Ig u mpodunakTuueckoit mpoTu-
BOMUKPOOHOI Teparuu yaaBajaoCh IIPOBECTH IIPOTUBO-
OITyXOJIeBOE JICUYCHUE, B TOM YHMCJIC TPAHCILJIAHTAIUIO
TeMOITOATUYECKUX CTBOJIOBBIX KJIETOK. TeM He MeHee Jie-
yeHue mMm@oM y nauueHToB ¢ [TV ]I mpencraBiseT coboit
CIIOXKHYIO KIIMHUYECKYIO ITPO0JIeMy, ITOCKOJIBKY B JaHHOM
rpyIme OOJbHBIX KpaliHe BBICOK PMCK MH(EKIIMOHHBIX
("4acTo haTabHBIX) OCIOXKHEHMI, BEICOKA YaCTOTa PEIIM-
IUBOB M pedpakTepHOro reueHus sumeom. Oxono 40 %
60nbHBIX TMMpomamu Ha ¢oHe [T/ morubaior ot 1mpo-
rpeccUpoBaHus, PeLUaAnBOB JuMdoM, a 60 % — oT uH-
(heKIIMOHHBIX OCIOKHEHMUIA.

KnuHuueckui cnyyai

Y nawuenmru III., 17 nem, 6 aueape 2020 e. bbiau om-
Meuenbl NOKPACHEeHUe Npagozo 21a3d, YY8CME0 JHCHCEHUS.
1lo mecmy ycumenvcmea nayuenmra Obiaa OCMOMpeHa 8pa-
yom-neduampom, ogpmanvmonozom. Ilo dannwvim yrempa3zey-
K08020 Uccredosanus msekux mxanei opoumst (01.10.2020)
6 NPOeKyUU CAe3H020 MewKa onpedeisnacs CmpyKmypa He-
npaeuavroil gopmel pazmepom 23 % 17 mm. Ommeuentoie
U3MEHeHUs MAKUX MKaHell npagoli opoumsl pacyeHe sl Kak
nposigaeHus abcyecca cae3H020 MelKa cnpasa, 8 Ces3u ¢ Yem
pebeHoK 6bln 20CNUMAanu3uposan 8 omaeneHue eHOUHOI Xu-
pypeuu. Ilpu obcaedoganuu 6 ycaogusx cmayuonapa 6viaa
3an00o3peHa onyxonb npagoil opoumel. /s ymournenus ou-
aeHo3a u onpedeneHuss MAKMUKU AeYeHUs NayUeHmKa Ha-
npaenena 6 HUU demckoil oHKon02UU U eemamonoeuu
HMHUII onkonoeuu um. H. H. baoxuna.

U3 anamnesa ycuznu uzgecmuo, umo pebeHok om 7-ii be-
PEeMeHHOCmU, 2-X CPO4HbIX podoe (podopaspeuieHue Ha CPoKe
36—37 ned), macca npu poxcdenuu 2100 2, pocm 41 cm.
B pannem demckom 6o3pacme Ha 0CHOGAHUU heHOMUNUYe-
CKUX NPUBHAK08 (MUKpoyeghaius, «<nmu4be» Aulyo) bbia ycma-
Hoeaen duaerno3 CH. Ilo mepe 83pocaenus peberok omcmasan
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8 ncuxu4eckom u ymcmeerHom pazgumui. Ocmomper 8pavom-
2eHEeMUKOM, N0 OAHHbIM 2eHemuuecKko2o 00caed08anus
soisenenvl eenemudeckue npushaku CH — mymauyus NBN
c.657_661del5. l[layuenmka Habaodanrace neduampom, Um-
MYHOA020M, NPOBOOUAUCH KOHMPOAb YPOBHSL CHLEOPOMOUHBIX
1g, 3amecmumenvHas mepanusi 6HYMpPUGEHHbIMU YeN08eYe-
ckumu Ig (BUT) 1 pas e 2—3 mec.

B demcmee u nodpocmkogom o3pacme nayueHmKa ua-
cmo 6onena, nepeHecaa UHeKyUOHHbI MOHOHYKA€03, 80C-
naaumenvHsie peyuousupyouliie 3a001e6anuUs RPUOAMOYHbIX
naszyx Hoca, 8EPXHUX U HUMICHUX ObIXameabHblX nymeli (2aii-
Mopum, bpouxum, nHeemoHuu 1—2 pasa 6 200, ocmpole pe-
cnupamopHule upycHule uHgexyuu 0o 5 pas 6 2od).

Ilpu gusuransrom ocmompe 6 HUU demckoit onkonoeuu
u eemamonoeuu HMHUII] ouxonoeuu um. H.H. baoxuna
OMMeuanucy OMeYHOCMb 8epXHe20 8eKa cnpasa, 00seMHoe
00pazoganue MaeKux mKareii opoumbl ¢ 8bipaiceHHol eunepe-
Muell pazmepom okoao 3 % 3 cm, 6e3004e3HeHHOe npu Naab-
nauuu, bez omdeasemoeo (puc. 1). Boipasicenuvix npusHakoe
nepughepuueckoil aumgpadenonamuu e Habawoarocs. Buou-
Mble cauzucmole 000404KU He U3MeHeHbl. AYCKy1bmamueHo
6 neeKux OdbiXaHue 6e3UKYAAPHOE, HECKOAbKO 0CAa0AeHO
6 HUdICHUX omOenax caega. Yacmoma dvixanus 19 6 murnymy,
apmepuanshoe dasaenue 124/79 mm pm. cm. XKueom npa-
BUABHOLL hopmbL, MsAeKUll, docmyneH 2ay00Koll NAAbNAYUU.
[leuens u cenesenka npu narbhayuu u nepKyccul 8 npeoenax
Hopmbl. Moueucnyckanue camocmosmenstoe, 6e3601e3HeH-
Hoe. Cmyn oghopmaeHHbLl, pecyAspHbLil.

1lo dannvim obueeo anaausza kposu (12.10.2020) be3 kau-
HUYeCcKU 3HaA4UMbIX OMKAOHeHul. B 6uoxumuueckom ana-
auze kpoeu (12.10.2020) evisienero nogviuleHue ypoeHs
C-peaxmusroeo 6eaka 0o 59,4 me/a, yposens nakmamoeau-

Puc. 1. Onyxonesoe obpazosanue npagoii opoumst. Cocmosnue nocae 6uo-
ncuu. Omex mazKkux mawei
Fig. 1. Tumor of the right orbit. Status after biopsy. Soft tissue edema

dpoeeHaswl 6 npedenax pegpepercruix 3uauenuii — 253 Eo/n;
0CMAbHble NOKA3aMenu He USMEHeHbL.

Ilpu anaause cvieopomounvix Ig ommeueno cHuNCeHue
ypoeus IgG do 4,850 e/n (nopma 7,000—16,000 2/n), IgA
0o 0,279 &/a (nopma 0,700—4,000 e/n), IgM do 0,188 e/
(Hopma 0,400—2,300 /).

Ilo pezyabmamam komnsromeproii momoepagpuu (KT)
(12.10.2020) onpedeasirocy ymeHbuleHue HudxiCHell 001U 1€60-
20 1€2K020 8 00BeMe 3a cuem Hatu4us 6e36030YUH020 Y4acm-
Ka, pacnonoiceHHo20 npeumyuecmeerHo é S8, ¢ pachpocmpa-
HeHuem Ha S9; eco KoHmypwl ecmonuameie, yemKue
He Ha 6cem npomsaycenuu. [lpusexcawas mexcdonresas wens
degopmuposana, cmeuwena k3adu. Yacmuuno 6 S9 cHuxcena
NHE8MAMU3AUUs N0 MUNY «<MAmMogoeo cmekia». B eepxnux
omdenax S10 euszyanuzuposansace 6030yuinas 6ysna ~1,0 cm
6 duamempe. Hapady c smum 6 1e2ouHOl MKAHU BbIAGALAUCH
MHOMcecmeerHble ovaxcku 0,2—0,5 cm 6 duamempe, yacmo
U3 HUX HEeNpasuUAbHOU (HOpMbL, PACNOAOINCEHb! NEPUOPOHXU-
anvHo. [Ipoceemvt meakux 6ponxoe pacuwupenst. Ha ghone
MANCUCMOU KAemHamKU cpedocmenusi onpedessiiuc MHO-
JcecmeenHble OMOeAbHO Aedcaujue aumpamuueckue Y3l
PempoCmepHANbHOU, NAPAMPAxeanbHoll, NapaaopmanbHoll,
napakaeanvHoll u bugyprauuontoii epynn om 0,5 do 2,0 cm
6 Hauboavutem usmepenuu. Cene3eHKa yeeauveHa, HeoOblMHOU
Z-006pasznoii gpopmul, cocmosauas u3 2 06seduHeHHbIX gpae-
menmos. CmpyKkmypa ceae3eHku He0OHOPOOHAs, ¢ MHOMCeCH-
BEHHBIMU Y3108bIMU 00PA308aHUAMU 00 6—8 MM 8 duamempe.
Buisigaennvle usmeHenus coomeemcmeosanu 08yCmoporHell
NHEGMOHUU, 6HYMPUSPYOHOU AUMPAdOeHOnamuu, cnaeHome-
eanuu.

Ilannsie yrsmpaszeykosoeo uccaedosanus (13.10.2020):
no éceil MeOuanvbHol cmenKe npagol opoumsL npuaeHCUm
obsemHoe obpazoeanue pasmepom 37 x 28 x 25 mm, cmpyk-
mypa coaudnas, Gopma HenpaguabHAs, MeOUuarbHblil Kpail
ONYXO0AU He 8U3Yanu3upyemcs (pacnpocmparsemcs enyoice ?).
Kposomok 6 onyxoau evicokoii unmencugnocmu. Oxkpyxca-
rouue MaeKue mKaHu omeyHvle, ymoaujeHHvle. Inasmoe 1610-
KO CMewjeHo 6HU3 U 8npaso, 0epopmuposano onyxoavio no
meoduanvHoil cmopore. CmpyKmypa enasnoeo 1010Ka He Ha-
pyuiena, cpedvi NPO3PAUHBIE, CEMUAMKA NPUACHCUM, 3PU-
menvHbLl Heps He usmeneH. Jlesas opbuma, enaznoe s1610K0
6e3 ocobennocmeii. Ommeuaromes yeeaudeHHvle U U3MEeHeHHble
(eunoaxoeennvle, cCmMpyKmypa cmepmas, ¢opma Henpaguib-
Has) aumpamuyecKue y3avl weu: HUJNCHUe SpeMHble CHPAsa
paszmepom 0o 16 x 8 mm; Ha0- u NOOKAIOYUUHbBIE CNPABA U Cie-
6a — 0o 21 x 15 mm; napampaxeanvbrvle MHOMCECMBEHHblEe —
0o 18 x 12 mm. llpyeue epynnot aumgpamuueckux y3n08 (0ko-
AOYUIHble, GepXHUe U cPedHue speMHble, aKCUAAAPHble,
naxoegwie) He yseAUHeHbl, CPeOHell IX02eHHOCMU, CIMPYKmypa
He usmenena. Ilewensv He ygeauuera (KOCoU 6epMUKANbHYLIL
pazmep 150 mm), 8 S6 eduruuHbLl eunosxoeeHHbLI 04ae pas-
mepom 11 x 8 mm, cocyoucmulil pucyHoK He u3MeHeH, KOH-
Mmypol poeHbvle, yeavl He 3aKpyenenvl. Bopomuas éena e
pacuupena. Brympuneuenoutbie yceauHble NPOMOKU He pac-
wupensl. Cenesenka pasmepom 129 x 59 mm, Z-o6pa3Holi
@opmbl. B napenxume cenezeHKU ommeuaromcs MHOJNCE-
cmeeHHble 2unodxoeeHvle ovazu do 9 mm 6 duamempe.

OHROTEMATONOIUA 3’2022 tom17
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B bprowroii norocmu u 3a06pHOUIUHHOM NPOCMPAHCMEe — MHO-
Jcecmaeer ble 2UNn03X02eHHble AumMpamuyeckue Y3l 00 25 MM
6 duamempe. Yaompa3eykoeas kapmuna @ 60avuleil cmeneHu
CO0meemcmayem onyxo1e6omy 00pazo8anuio nPasoi opoumbol
¢ nopasiceHuem AUMpamuueckKux y3108 uiel, OprouHoll noao-
cmu, 3a6pIoWUHHO20 NPOCMPAHCMEA, NeYeHU, CeNe3eHK.

Pe3yaomam uccaedosanus cepoeunoil pyuxuuu (1ek-
mpokapouoepagus u sxoxapouoepagus om 15.10.2020) —
603pacmuas Hopma.

Ilposedena buoncus HadKkaw4u4HO20 AUMPamu1ecko2o
y31a cneea u maekux mxaueii opoumsl. Ilo danneim eucmo-
A02UHeCK020 UCCAed08aHUs 8 AUMPamMuU1ecKom y3ie u ony-
X0/1€80M 00PA308aHUL OPOUMbBL — POCI AUMGPOMBL U3 KPYHHBIX
Aumgoudnoix kaemox. Cmpykmypa aumgamu4eckoeo y3ia
U3MeHeHa, UeHMPbl PA3MHONCEHUs. OAAUKYN08 PedyLUPO8a-
HbL 3a cuem Oughgy3Hoil npoaugepauuu 2UCMUOUUMOS U Md-
Abix aumgpoyumos. Cpedu Kaemox peakmueHo2o UH@uabm-
pama — KpynHole AUM@pouoHble KiemKu ¢ 00Ab4ambiMu
sadpamu muna bepesoeckoeo—Puo—Illmeprobepea. Ilpu um-
MYHOSUCIOXUMUHECKOM UCCAe008AHUU 8 KDYRHBIX AUMGPOU]-
HbIX KaemKax o6Hapycera sxcnpeccus CD20, CD30, CD15,
MUMI, Ki-67. Omcymcmeosana sxcnpeccus CD3, CD4,
ALK, EMA, CD10, Bcl-2, Bcl-6, TdT. MopgoummyHonoeu-
YecKue npU3HaKu AUM@bomsl Xo0dHcKUHA, CMEULAHHO-KAeMOoY -
HbLIL 8aApUAHM.

s ymounenus pacnpocmpaneHHOCMU 0NYX01€6020 Npo-
yecca nposedeHa UHUUUAAbHAS NO3UMPOHHO-IMUCCUOHHAS
momoepaghus, coemewennas ¢ KT (IIDT/KT) c ¥ F-¢pmop-
dezokcuentokosoil (*F-DT), no dannvim Komopoli onpede-
ASAAUCH AKMUBHbLE ONYX0€e8ble 04acU 6 00pa308aHUlU NPagoil
opbumol, AUMPamu4eckKux y31ax no obe cmopous: duagpae-
Mbl (1€60M NOOYENOCMHOM, HAO-, NOOKAYUYHBIX, BHY-
mpuepyoHbIX, 6HYMPUOPIOUHBIX U 3A0PIOUUHHbIX), NeYeHl,
cenesenke. JlononHumensbHo @bis6aeHbl 60CNANUMENbHBLE U3~
MeHeHUs 6 NeeKux (puc. 2).

Ha ocHosanuu komnaekcrhoeo 1abopamopHo-uHcmpy-
MEHMANbHO20 00cAe008aHUsL YCMAHO8AEH OUA2HO3: AUMpoma
Xodyckuna, cMeuanHo-KAemMOUHbII 6APUAHM,; NOPAJICEHUe
AuMpbamuueckux y3108 weu, Hao- u NOOKAHUUHBIX, CPedo-
cmenusl, OPIOWHON nOAOCMU U 3A0PHOWUHHO20 NPOCMPAH-
cmea, MaeKuxX mKauell npasoil opoumel, NeueHu, cene3eHKU;
1V cmadus.

C yuemom omseoujeHH020 COMAMU4ECK020 Cmamyca
3a cuem ITHJI, yacmoix uHghekyuoHHO-60CHANUMENbHBIX 30~
bonesanull 6 anamHese, meveHuss NHEGMOHUU HA MOMeHM
Hauana npomMuUBOONYXo01e8020 AeUeHUsi NPUHAMO peulerHue
0 HeBO3MOJCHOCMU NPOGeOeHUs] UHMEHCUBHOL NOAUXUMUO-
mepanuu (IIXT). boiro peweno nposecmu IIXT no cxeme
ABVD (dokcopybuyun, baeomuyut, sunoracmut, dakapoa-
3un) ¢ pedykyueti 003 npenapamos na 30 % npu napainens-
Hom esedenuu BUT ¢ 3amecmumenvroil yeavio.

IIposedeno 4 kypca IIXT no cxeme ABVD. Ilayuenmka
AedeHue nepeHocUna msaxiceno, ¢ OAUmensHsiMu nepuodamu
anaasuu Kposemeaoperus, npucoedurenuem geopunvHoll Heii-
mponenuu, HeobX00UMOCMbIO BbINOAHEHU UHMEHCUBHOI
conposodumenvroi mepanuu. Ilo pezyrsmamam KoHmMpons-
Hoit [IDT/KT ¢ ¥F-DIT ommeuena noroxcumensras OuHa-

Puc. 2. [lozaumponno-s3muccuonnas momoepagus, coMew,eHHas ¢ KOMIbIO-
mepHoi momozpagueti, 00 1eveHus: a — NPOeKyUs MaKCUMANbHOU UHMEH-
cugHocmu; 6, 6 — coBMeleHHble aKCUuanbHble cpesbl obnacmu opoum

Fig. 2. Positron emission tomography combined with computed tomography,
before treatment: a — maximum intensity projection; 6, ¢ — combined axial
slices of the orbit area

MUKQ 8 8Ude YMeHbleHUs pazmepa 00pa3o8anus MeOuaibHbix
omadenoé npaeoii opoumst Ha 33 % u memaboauueckoli ax-
mueHocmu (yMeHbUleHUe cCmaHoapmu3upo8aniozo ypoGHs
3axeama ¢ 24,24 do 3,04), evipajiceHHo20 CHUMNCEHUS Memar-
00au4ecKoll aKMUGHOCMU U YMEHbUEHUS PA3MePO8 Opyaux
onyxonegwix ouazos. Ilo wkane Deauville omeem coomeem-
cmeosan DC4 (puc. 3).

1lo cpasnenuro ¢ dannoimu unuyuanvroi IHIT/KT om-
Meuanacs 8vipadceHHas NOA0JICUMeNbHAs OUHAMUKA 8 8ude
VMeHbULeHUs! PAZMEPOB U Memaboau1eckoll akmueHOCMU 8cex
VKA3aHHbIX paHee Y3108 U KOHeA0Mepamos, a maKdice UH-
guarsmpama 6 HudicHeil 0one ne6oeo aeekozo (DC4H).

IIpu koHmpoavHOM 00caedosaHuU neped ouepeoHbiM Kyp-
com IIXT no dannsim sxoxkapouoepagpuu om 16.04.2021 om-
MeueHo cHuxcerue gpaxuyuu eviopoca ¢ 62 do 53 %. Hayu-
eHMKa ocMOmpeHa Kapouono2oM, YCMAaHo8AeH OUACHO3:
6MOpU4HAs KaApOUuoOMUOnamusi, Ha3Hauern yOuOeKapeHoH.
Kpome smoeo, nayuenmka cmana npedss8asims i#canodsl
Ha CHUDICeHUe YY8CMBUMENbHOCMU 8 8EPXHUX U HUICHUX KO-
Heunocmsix. OcmMompena He8poa02OM, KAUHUYECKAs Kapmu-
Ha pacuyeHena Kax nposeneHus nepughepuueckoil NoAuHelpo-
namuu, HA3HAYeHsl BUMAMUNLL 2pynnbl B, enaymamunosas
kucaoma. C yuyemom pazeueuiuxcsi 0CA0NCHEHU peuleHo
usmenums cxemy mepanuu Ha CPD/ABV (yukaogocgamud,
NpeoHU3040H, 0aKapoa3uH,/00KcopyoutuH, O1e0MULUH, BUH-
oaracmuH).

Yposens coigopomounsix Ig (17.04.2022) 6vin cruscen:
1gA — 0,279 2/a, IgG — 6,04 2/a, IgM — 0,188 ¢/1, 6 cés3u
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Puc. 3. Ilozumponno-amuccuonnas momoepaghus, coeMeueHHas ¢ KOMHbIO-
mepHoil momoepaghueii, nocie 4 Kypcog noAUXUMUOmMepanuu: a — NPoeKyus
MaKCcuManvHoll UHMeHCUGHOCMU; 0, 8 — COBMeUjeHHble aKCUdNbHble Cpe3bl
obaacmu opbum

Fig. 3. Positron emission tomography combined with computed tomography,
after 4 chemotherapy courses: a — maximum intensity projection; 6, 6 — com-
bined axial slices of the orbit area

¢ Yem npodoaicena 3amecmumensvras mepanust BUT ¢ noao-
JcumenvuviM dgpgexmom 6 eude nosviuienus yposrsa Ig
00 HOPMANBHBIX 3HAHEHUI].

Ha 7-ii dens nepepwiga nocae kypca CPD/ABYV 6 kaunu-
YeCKOM AHAAU3E KPOBU OMMeYeHbl NeUKONeHUs U Hellmpone-
Hus 1V cmenenu. Ilpouszouwen 3nu300 gebpusbHoil Heldmpo-
neHuu ¢ noeviutenuem memnepamypsi meaa do 39,8 °C.
Ilo dannvim Mukpobuosoeu1eckoeo Uccae008aHUs KPosu
pocma MUKPOOPeaHU3M0O8 He 0OHAPYICeHO, NAUUeHMKA
NOAYHANA IMPUPUMECKYIO AHMUOAKMEPUANBHYIO U NPOMUBO-
2pubko8yro mepanuio (nunepayuliut + masobakmam, amu-
KayuH, eankomuyun, eopukorason). Coxpansacs cyoghedpu-
Aumem. B yensx cmumyasyuu aetikonoaza 604bHas NoAy4ana
ITM-KC®D 6 meuenue 5 oneii. Ilo dannvim KT opearos epyoHoii
KAeMKU Gbl6AeHbl NPUSHAKU 08YCMOPOHHEl NHe6MOHUU,
naespum caega. C yuemom KapmuHvl cOXpansouleics 08y-
CMOPOHHell NHeGMOHUU U NOSBACHUS NAeBPUMA CAe8a peule-
HO nposecmu OpoHx0anbeeoAapHbLl aasaxc. TIpu mukpobuo-
A02UMECKOM UCCAe008AHUU OPOHX0ANbBCOAAPHOL0 AA8ANCA
obuapyxcen pocm Pseudomonas aeruginosa, Acinetobacter
baumannii. C yuemom uyecmeumenbHocmu uoeHmupuuupo-
BAHHBIX MUKDOOP2AHU3MO8 NPenapam nunepayuiius + maso-
bakmam Obin 3amMeHeH Ha MeponeHem, 000aeaeHbl NOAUMUK -
cuH B, uneansyuu c koaucmumemamom Hampus. Ilposodumas
mepanus ¢ yMepeHHvIM 3hghekmom — memnepamypa mena
Hopmaauzoeanacw, Ho no danHeim KT npusnaku nHeemoHuu
COXPAHANUCH.

Puc. 4. [lo3umponno-3muccuoHHas momozpagus, co8Mew,eHHAs ¢ KOMIbIO-
mepHoil momozpadueii, nocae 4 Kypcog noauxumuomepanuu. Ompuyamens-
Hasi OUHAMUKA 8 8UOe Y8eAuHeHUs PA3MepO8 U MemaboAuHecKoi aKmueHo-
cmu 3a0PHOUWUHHbIX AUMPDAMUYECKUX Y3108, NOABACHUS Memadoauvecku
aKkmugHoeo yuacmika 6 pykoamke epyounst (DC5): a — npoexyus makcu-
MANbHOU UHMEHCUBHOCMU, 6 — COBMEWeHHbLl aKcUanbHblil cpe3 obracmu
opoum; 6 — cogmeueH bl AKCUAAbHBIL cpe3 06aacmu epyOuHsl; 2 — coeme-
W4eHHbLI AKCUANbHBLE CDE3 HA YPOBHE 3A0PIOUUHHBIX MUMPAMUYECKUX Y3108
Fig. 4. Positron emission tomography combined with computed tomography,
after 4 chemotherapy courses. Negative dynamics — an increase in the size
and metabolic activity of the retroperitoneal lymph nodes, the appearance
of a metabolically active site in the sternum handle (DC5): a — maximum
intensity projection; 6 — combined axial slice of the orbit area; 6 — combined
axial slice of the sternum; ¢ — combined axial slice at the level of retro-
peritoneal lymph nodes

IIo pesyavmamam IIT/KT ¢ F-DIT (15.06.2021)
onpedensnace ompuyamensias ounamuka. Ommeuanocs no-
8bluleHUe Memadoau4ecKoil aKkmueHOCmU 6 eQUHUYHBIX 3a-
OprOWUHHBIX AUMpamuyeckux yanax Ha yposre L1—L2 ¢ yse-
auyeruem ux pazmepog do 16 x 11 u do 21 x 13 mm (panee
do 13 x 8§ mm), onpedensinoce yeeauveHue yuacmka yniom-
HeHUsl 8 pyKosimKe epyOUuHbl ¢ NosieAeHUeM MemaboauuecKkoll
akmuerocmu (DC5). Ilo cpaguenuto ¢ npedvidyuwum uccae-
dosanuem 6 dpyeux panee onpedensieMbix ONyXone8bix 04azax
ommeuanacsy cmaburuszayus. Mzmenenus 6 aeekux c ompu-
yamenvHoll dunamuxoil no dauHoim KT u yeeauuenuem me-
maboauyeckoil akmusrHocmu (puc. 4).

B cé53u c omcymcmeuem aghghekmusrHocmu cucmemHoll
AHMUbaKmepuanbHoll U NPomuoepubKo8oll mepanuu, om-
puyamenvroi dunamukoii no darnnoim I[I2T/KT nenvss
uckaouums npoepeccuto aumgpomsi Xodxckuna. Iayuenmie
npoeodunace mepanusi HUBOAYMAabOM, NPoOOAICEHA AHMU-
baxmepuanvHas u npomugoepudkosas mepanus. O0Hako npu
xoumpoavroil KT (02.08.2021) evisienena ompuyamensHas
OUHamuKa 8 8ude y8eauHeHUs KOAUeCmea o4az08biX U UHGDUAbI-
PAMUBHbIX UBMEHEHUIl 8 000UX Ne2KUX, NOAGAEeHUsl 04a208 Je-
cmpykyuu. Tloemoproe nposedenue 6POHX0ANb8€0AAPHO20
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Aasaca no3eoauno evisieums Staphylococcus epidermidis
u Stenotrophomonas maltophilia. C yuemom uyecmeumens-
HOCIU MUKDPOOP2AHU3MO8 NPOBOOUAAC MePanusi AUHe301U-
0oM U Ko-mpumokcazonom. Tem He mMeHee npu KOHMPOABHOUL
KT ommeuena ompuyamenvras ounamura (6e3 KAuHu4ecKu
BHAUUMBIX NPU3HAaKos). Ilpu nonsimie UMMYHOA02UHECKO-
20 uccaedosanus Ha Mycobacterium tuberculosis memodom
T-SPOT obnapyxcena nedocmamouHas QYHKYUOHANbHAS
axmuerocmy T-aumoyumos, 6 cés3u ¢ uem GbIAGUMb UX CeH-
cuburuzauuio k aumueenam M. tuberculosis u npedocmasumas
OOHO3HAUMYLI Pe3YAbIMAM UCCAe008AHUS He NPe0CMABAsAOCh
B03MOJICHBIM.

1Io dannbim konmponovroit IIDT/KT ¢ SF-DJT (23.08.2021)
OMMeHanacy 0arbHeluas ompuyamensHas OUHAMUKA CO
CMOPOHbI ONYX0AEBbIX USMEHEHUTl 8 MUMPAMUYECKUX Y31aX
no obe cmopousl duagpazmol, ceaeseHKe, KOCMHOM Mo3ee.
C yuemom noseaenus 601bul020 KOAUMECMEA HOBbIX 04A208,
CYUeCMBEHHO20 YBeAUHeHUsl YPOSHell HAKoNAeHUs paduogap-
Mauesmu4eckKo2o npenapama u pamepos panee onpeoetsns-
WUXCA ONYX01e6bIX 04208 USMEHEeHUsI C HaUuboAbUlel 6eposim-
HOCIbIO COOMBEMCME08ANU UCMUHHOMY NPOSPECCUPOBAHUI)
3abonesanus — DCS (puc. 5).

s mopghonoeuueckoeo noomeepicoerus 6vina peKkomeH-
006arHa Guoncust MemaboAUHecKy aKmMUBHbIX 04a208, 0M KOMo-
DOU NAYUEHMKA U ee 3aKOHHbLe NPe0Casumentt OMKaA3aAUCh.
boavhas Obira evinucana uz omdenenus nod HabaoOeHue
8pa4a-0emcK02e0 OHK0102a N0 MECIY HCUMeabCmea 045 npo-
6e0eHUss MempOHOMHOU mepanuu 6 obseme: NPeOHU30A0H

Puc. 5. llozumponno-smuccuonnas momoepaghus, COMeu,eHHAs ¢ KOMIbIO-
mepHoil momoepagpueii. Jlanvreiluias ompuyamensHas OUHAMUKA:  — NPO-
eKyUsi MAKCUMAAbHOU UHMEHCUBHOCMU (MHOJNICECTBEHHbIE ONYX01e6ble
ouaeu) — DC5; 6 — coemeujerblil aKcuanbHolii cpe3 00aacmu cene3eHKu;
8 — COBMeUeHHbLI AKCUANbHBLI cpe3 00aacmu 3a0prUUHHbIX AUMpamuHye-
CKUX Y3108

Fig. 5. Positron emission tomography combined with computed tomography.
Continued negative dynamics: a — maximum intensity projection (multiple
tumor foci) — DC5; 6 — combined axial slice of the spleen; ¢ — combined axial
slice at the level of retroperitoneal lymph nodes

20 me/m? enympo 6 1—7-1i Onu, somycmun 80 me/m? 6Hympo
6 1-ii denv, smonosud 100 me/uuxnogocghamud 50 me enympo
6 1—3-ii onu.

Pexomendosannoe aeuenue npogooumes no Mmecmy xcu-
menvcmea. Ilo dannsim Ha anpens 2022 2. nayuenmka icuea.

06cyxaeHune

Onpnum n3 ITHU]I, acconmrupoBaHHBIX CO 3710KAYECT-
BEHHBIMU JTUMGOIIpOI(epaTUBHEIMU 3a00J1¢BAaHUSIMU,
apnsiercss CH. Ero knmmHn4yeckue pu3HaKu — MUKpPOLIE-
damusa (orpenensieMast OOBITHO YK€ IIPU POXICHUU pe-
OcHKa), TUTTMYHBIE U3MEHEHMS JINLIEBOTO CKEJIETa IO THUITY
«IITUIBETO» JINTIA (CKOIIEHHBIH 100, TUIIOIUIA3Ms HIDKHEN
YEeJIIOCTH, BBICTYHAIOIIAs BIIEPEN CPeIHSs YacTh JIUIIA
¢ OOJIBIIIUM HOCOM), MOHTOJIOUIHBIN pa3pes a3, AUCIIa-
CTUYHBIC YIIIN, KOPOTKas I11es1, ruriepreopusM. C Bo3pa-
CTOM pa3BUBAETCS KOMOMHUPOBAHHBIM UMMYHOIE(DUIIUT,
PE3yIBTaTOM KOTOPOTO SIBJISIIOTCST YaCThIe MH(MEKIIMOHHBIC
3aboneBanus [6]. ITcuxoMoTOpHOE pa3sBUTHE CTPAdAET
HE3HAYNTEJIbHO, HECMOTPSI Ha IIPOrPEeCCUPYIOIIYI0 MU-
Kpoledanuio.

¥ naumenTtoB ¢ CH orMmeuaercs T-KiteTouHbIN gedu-
LIWT, XapaKTePU3YIOIIMIICS CHIDKEHIEM a0COIIOTHOTO YKCIa
CD3*-mumponnTtoB, kommyectBa CD4*-xenmnepoB, COOTHO-
meHust CD4*/CD8* (<1,0), cHI:XeHUEeM /OTCYyTCTBUEM
HanBHBIX CD4*-T-keToK. B-K1eTouHbIi MUMMYHUTET Xapak-
Tepu3yeTcsl CHIUKeHreM abCOJIIOTHOrO KojinyecTBa B-kiie-
tok (CD19*, CD20%), necuiiuToM CbIBOPOTOYHBIX Ig.

V¥ 6onpmmmHeTBa TanueHToB ¢ CH He onpenenstroTes
IMOCTBaKIIMHAIbHBIC aHTUTENA (IIPOTUB CTOJIOHSIKA, (-
TepUM, IOTMOMHUENNTa, reratura B) [7].

Haub6onee yacteiM gedpexrom npu CH gBngercsa
nebunut 1gG4 n/wm IgG2 ¢ mocaeayomuMm aeduiim-
Tom obero IgG u IgA. ITpu HoOpMaTbHOM comepXaHUU
o6mux Ig cerBopotku (IgM, IgG, IgA) mokaszaHo, 4To MO-
XKeT ObITh AeuuuT nmoakiaccon IgG, B ocHoBHOM IgG2
u/unu IgG4 [6].

I[Ipu mmarHoctuke CH Bo3MOXHO oIpeneieHHe
TREC/KREC. I1o naHHBIM JIUTepaTyphl, HU3KME TTOKa-
3ate TREC n KREC onucanbl y BechbMa HEOOJIBIIOTO
yucna nanuenTos ¢ CH [4].

[Ipu HaTMYMY BCeX BHIIIETIEPEUNCICHHBIX IIPU3HAKOB
OCHOBHBIM MeToAoM auarHoctuku CH cuuraercs moie-
KYyJSPHO-TE€HETUYECKOE UCCIENOBAHNE — OMpEeeIeHUE
mytauyu B reHe NBN. bonbimHcrBo nmauyeHToB ¢ CH gB-
JISIIOTCSI TOMO3UIOTHBIMU 110 MyTauuu NBN c. 657 _661dels.
Bce u3BecTHBIE MyTaLIMM HAXOAATCS B 9K30Hax 6—10 reHa
NBN [6].

Jleuenune 6onbHBIX ¢ CH BKITIOYaeT 3aMeCTUTENBHYIO
tepanuto BUI npu yposre IgG <2,5—3,0 r/1. leTsim ¢ ne-
¢unurom IgG2 BHyTpuBeHHBIe Ig Ha3Ha4yalOT B 103€
400—600 mr/kr 1 pa3 B Mecsill. BolbHBIM ¢ peLUANBUPY-
IOIIMMHM 1 XPOHNYECCKUMHU MHMEKITUSIMH peCITMpaTOpHO-
IO TpaKTa Ha3HAYAIOT MOCTOSIHHBIC WU TIEPUOTNICCKIE
KYPCHI aHTUOAKTE PUATbHOM TepaITii.

Bonbnbie CH HaxonsTcs B rpyIine BHICOKOTO PUCKa pa3-
BUTHS 3I0KAYECTBEHHBIX HOBOOOPA30BaHMIA, KaK IIPABIIIO
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JuMbonITHOW TTpupoabl. He cyliecTByeT cTaHmapTHBIX
IIPOTOKOJIOB JICYEHMSI OITyXoJjiel y rmamueHToB ¢ CH, MHO-
rve KJIMHUKU UCIIOJIb3YIOT peayLiMpoBaHHbIe cxeMbl [1XT
1 n3beraiot oomydeHust. CHIKeHMe MHTEHCUBHOCTHU X1~
MHOTEPAIIEBTUICCKUX PEKMMOB OOYCIOBJIEHO BBICOKOI
YaCTOTOM MH(PEKIIMOHHBIX STTM30I0B, OCIOXHSIOIINX ITOCT-
XUMUOTepaneBTHYecKuii nepuon. Kpome storo, mpu Jje-
yeHUM JuMdoM, accornurpoBaHHbix ¢ CH, oTMeueH 1mo-
BBIIIEHHBIN PUCK aHTPAIIMKIMHOBOM KapAMOMMOIIATUHI
[7]. B cBs13u ¢ peaykiyei 103 XMMUOIIpeapaToB U BbICO-
KOi1 4acTOTOI OCJOXKHEeHU Tepanuu 3PGHEeKTUBHOCTD
IIPOBOIMMOTO JICUCHUS] HU3KAas.

IIpencraBieHHBIN KIMHUYECKUN MTPpUMEpP IEMOH-
CcTpuUpyeT pa3BuThe IMMGOMBI XOMKKIUHA Y MMAIIMEHTKI
¢ CH na 17-m rony xwu3uu. CienyeT OTMETUTb HETUIINY -
HYIO JIOKAJIM3aLMI0 JIMM(POMbI XOIKKIHA — MSTKIE TKa-
HU MpaBOii OPOUTHI, UYTO CTAJO CIOXHON 3agaudei Ajst
Bpauell IepBUYIHOTO 3BE€HA, U B PE3YJIbTATe OT IIEPBBIX
CHUMIITOMOB 3a00JICBaHMS 10 YCTAHOBJICHUS KIMHUYC-
ckoro nuarHosa npounio 10 mec. Jlaxke HecMOTps Ha pe-
IYKIMIO 103 XuMuomnpemnapatoB B cxeMe ABVD, 0Obin
ITOJIy4eH YaCTUIHBINA IIPOTUBOOITYXOJICBHIN OTBET. Jleue-
HME OCJIOXHSUIOCH JJIMTEJIbHOMN aIllla3ueid KpOBETBOPE-

HUsI, pa3BUTHEM MHGEKIIMOHHBIX OCTOXHEHMI, HECMO-
Tpsl Ha MpoOBedeHUEe 3aMecTUTeabHOU Tepanuu BUIT.
ITo mepe yBenuueHus yncia nukiaoB [IXT yacrora u cTe-
MIeHb TSLKECTU MH(MEKIIMOHHBIX OCIOKHEHU HapacTallu,
MEXKYpPCOBBIC MHTEPBAJIbI OBUTH YBEIIMICHBI, U B PE3YJIb-
TaTe BO3HUKIIO IIPOTrPEeCCUPOBAHME TMMGPOMBI X OIKKH -
Ha. Ha ¢oHe MeTpOHOMHOIT Tepanuu, BKIIOYalouiei
MIPEeIHU30JI0H, TIOMYCTHH, 3TOIO3UI/ IIuKI0dochamm,
MalyeHTKa X1Ba B TeueHue 6 Mec.

3aknioueHue

Takum oGpa3om, npu HaOIOAEHUM 3a MallMeHTaMU
¢ CH crenyer MeThb B BUILY BRICOKUIA PUCK Pa3BUTHS Y HUX
3HO. IIpu nepsoM nogo3penun Ha 3HO o6sg3aTenbHO
cJIemyeT HaIlpaBJIsATh OOJILHOTO HAa KOHCYJIBTALIMIO K JACT-
CKOMY OHKOJIOTy-TeMaTtoiory. OgHako maxe IpH CBOe-
BpeMeHHOM BoIsiBieHnr 3HO, npuMeHeH MeHee MHTEH-
CHBHBIX CXEM TepaITiH JICUCHNE OCIOXKHSIETCS [UTNTEIbHOMN
JIEMKO- U HEUTPOIICHUEN, TIHEBMOHUSIMUY U IPYTUMUA UH-
deKMoHHBIMY 3130aAaMuU. TToMCK ONTUMAaNIbHBIX 10 3¢-
(eKTMBHOCTH U TOKCUYHOCTH CXEM JICUCHUS JTUMDOM
y mauueHToB ¢ CH aBisieTcst akTyaabHO M He pellleHHO
B HACTOSIILIEE BPEMSI 3a0a4Ed.
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