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TAXKeNnou KoMbUHMpoBaHHOM
UMMYHHOMU HEO0CTAaTOYHOCTHU

[.A. Benés, E.B. lepunana, A.A. PonnensT, A.J1. ITabepko, [1.C. Abpamos,
T.B. Bapnamosa, A.A. MyxuHa, [I.H. Banawos, A.10. LLlepbuHa

@IrBY «HaumoHanbHbIi MEANLUMHCKMIA MCCIIER0BATENbCKMI LUeHTP AETCKOM remaTosiornu,
OHKOJI0rMu 1 uMMyHosorun uM. [imutpus Porayesa» MuHsgpasa Poccumn, MockBa

MepBuuHble MMMyHogeduumnTHble cocTosiHua (MUOC) — peakue, reHeTUUECKN LETEPMUHUPOBAHHbIE
HapyLueHns uMMyHHoM cucteMsbl. Yawe Bcero MUOC nposBnaTCs MHAEKUMOHHBIMU 1 @y TOUMMYH-
HbIMK 3ab0N1eBaHVsAMU, HO MO Mepe YBeIMUYEeHUS MPOAOIIKUTENBHOCTM XU3HK BonbHbIX ¢ MN] Ha dooHe
ycneLuHow Tepanum 6onee 3HauMMbIM CTas MOBbILLEHHbIN PUCK Pa3BUTHS 3110KaYeCTBEHHbIX HOBOOBpa-
3oBaHwit (3H), npexne Bcero numdpoM. Tak, yactoTa paseutusa 3H y naumenTos ¢ MUIC coctasnseT ot
4 no 60%. B natoreHese passutus numdoom npum MALOC BakHa ponb OHKOBUPYCOB, OQHAKO MMEIOT MEeCTO
1 HEMHPEKLMOHHbIE MPUYMHBL. JTUMEOMbI NPU TAXKENON KOMBUHMPOBAHHOK UMMYHHON HEJ0CTaTOYHO-
¢t (TKVH) BcTpevaloTcsi KpaitHe pemKo U, Kak NpaBuio, NPeacTaBneHbl NoCTTPaHCMIaHTaLMOHHBIMU
numcponponudepaTneHMm 3aboneBaHuaMn. Passutue ucTuHHbIX numdoom npu TKUH — kpaitHe pep-
Koe cobbiTve. Mbl MPMBOAMM ONMCaHUe ABYX KMMHUYECKMX cryyaeB numdoomM y petert ¢ TKMH ¢ ycnew-
HO NMPOBEAEHHOV HEMPOTOKOMbHOM Tepanuei NMMAIOMbI U NOCNERyoLWen TpaHCMnaHTaumen remarto-
NO3TUYECKUX KNETOK. PoanTenu aanu cornacue Ha ncnonb3osaHve MHAgopMaLmm o pebeHke B CTaTbe.
KnioueBble cnoBa: gety, Tasenas KOMbMHMPOBaHHas UMMYHHas HEAOCTaTOYHOCTb, IMMEboMa,
TpaHcnAaHTauums reMaTono3TMYeCKUX CTBOTOBbIX KITETOK
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Lymphoma as a rare complication of severe
combined immunodeficiency

D.A. Venyov, E.V. Deripapa, A.A. Roppelt, A.L. Laberko, D.S. Abramov,
T.V. Varalamova, A.A. Mukhina, D.N. Balashov, A.Yu. Shcherbina

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

Primary immunodeficiencies (PID) are rare genetically determined disorders of immune system. PID are most often manifested
by infectious and autoimmune complications. However, as the life expectancy of patients with PID has increased as a result of
improved therapy, the increased risk of developing malignancies, primarily lymphomas, became more prominent. The incidence
of malignancies in patients with PID ranges from 4 to 60%. The role of oncoviruses is important in the pathogenesis of lymphomas
in PID, but there are also non-infectious causes. Lymphomas in severe combined immunodeficiency (SCID) are extremely rare,
and are usually represented by post-transplant lymphoproliferative diseases (PTLD). The development of true lymphomas in SCID
is an extremely rare event. We describe two clinical cases of lymphomas in children with X-linked SCID, with successful
non-protocol therapy of lymphoma and subsequent transplantation of hematopoietic stem cells. Parents gave their consent
to use information about the child in the article.
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€PBUYHbIE WMMMYHOLE(OULMTHbIE COCTOSHUSA —

penkune reHeTUYeCckn [eTepMUHUPOBaHHbIE Hapy-

LUEeHWst UMMYHHOW cucTeMsl [1]. BaxHas 3apava
MMMYHHOW CUCTEMbI HapsAy C 3aLMTON OT MHAEKUMI —
NPOTVBOOMYyX0NeBast akTUBHOCTb. KnnHuueckue Habnio-
LeHusi NokasbiBaloT, YTo Yy nauvenToB ¢ MUAC, a Takke
MaLUMeHTOB, MOJyYaloLLMX UMMYHOCYNPECCUBHYIO Tepa-
Mu1io, NOBbILLEH pUCK pa3BuTust 3H. Tak, No cTaTUCTUKe
pasnuyHbIX HabroaeHu, yactoTta passuTua 3H y naumn-
eHToB ¢ MUAC cocTaenset ot 4 no 50% [2]. B uenom

yacToTa pasBUTMA OHKOMOrMYeckux 3abonesanwit (03)
y naumenTos ¢ MNOC Beiwe B 100-200 pa3 no cpaBHe-
HUIO C Nonynsunen 3nopoBbIx Nioaei [3]. Takoit pasbpoc
B Nokasatensax obbsicHseTcs MHoroobpasuem dopM
MEPBUYHbIX MMMYHOOEULINTOB, MX TAXMECTbIO U MaTo-
reHe3oM. Ha ceropHsLUHMIA OeHb BbIAENSAIOT HECKObKO
MEXaHU3MOB, NPUBOASALLMX K pa3suTuio 3H y nauveHToB
¢ uMMyHopedmunToM [2, 4]. Cpean HUX paccMaTpuBaloT
KaK MHJpeKUMOoHHbIE (HanpuMep, NoBbilLEHHas YyBCTBM-
TENbHOCTb K OHKOBMPYCaM), Tak U HEUH(DEKLMOHHbIE —
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LOM3PErynsaTopHble — MPUYMHBL. 3T MEXaHU3Mbl 3afei-
CTBOBaHbl B OHKOreHese npu pasnuunbix Bupax MAIOC,
MpW 3TOM TsAxKenas KOMBUHWMPOBaHHas UMMYHHast HeLo-
cratouHocTb (TKMH) xapakTepusyeTcs OTHOCUTESIbHO
HU3KoW yactoTorn 03; BO3MOMKHO, 9TO CBA3AHO C TEM, UTO
3T MauMeHTbl TPaHCMMaHTUPYIOTCA unu norunbatT oT
MHCPEKUMA Ha NEPBOM FOAY MU3HW.

Taxkenasa KoMbuMHMpoOBaHHas MMMYHHasi HepoCTa-
TOYHOCTb — NEPBUYHBIA MMMYyHOLEePMUMT C padHoobpas-
HbIMX MOAJIesKALLMMKU FEHETUYECKUMK fedheKTaMu, xa-
PaKTEPU3YIOLLMIACA MPAKTUUYECKU MOSHBIM OTCYTCTBUEM
3penbix T-nMMMAOUNTOB MpY HaNMUUKM WU OTCYTCTBUM
B-numdhoumToB 1 NK-knetok. [ns TKNH xapakTepHbl
KpalHe TsKenble MHDEKLMN BUPYCHOW, BakTepuanbHON
1 ONMNOPTYHUCTUYECKOWN Npupofbl, ¢ AeBI0TOM B nepsble
MecCsLbl KM3HW U B Crlyyae OTCYTCTBMA MaToreHeTuue-
CKOW Tepanuu — CMepTenbHbIM MCXOAOM B MepBble ABa
rofa sKunsHu. 3TO OTHOCWTENbHO pefkoe 3abonesaHue:
yacTtoTa BcTpeuyaemoctu — 1:50000 uenosek, uvalle
BoneioT Manbunki [5]. Ha ocHoBaHuu pasnuuunii B UM-
MyHomnornyeckoM dpeHotune TKUH MoxHO paspenuTb
Ha 4 rpynnbl: T-B+NK+; T-B-NK+; T-B+NK- 1 T-B-NK-.
Kpome Toro, BeigensioT TKMH ¢ ayTocomHo-peLieccus-
HbIM 1 X-CLIenneHHbIM TUMOM HacnenoBaHus [6], ogHako
KapTuHa 3aboneBaHUs NPaKTUYECKM HE 3aBUCUT OT re-
HeTWyeckow dopMbl. VcknioueHne coCcTaBnsioT NPosiB-
nenusa curapoma OMeHH, B OCHOBE KOTOPbIX Yallle nexar
MyTauumn redos RAG1 n RAG2 [5].

Ons TKWH xapaktepeH paHHWn [ebioT  KNnHW-
YECKMX MPOSIBIIEHUIA C KITACCUYECKON TPUaLoW CUMMTO-
MOB: uapesi, KOXHble MHDEKLMM, MHAPEKUMM AbIXaTesb-
HbIX myTet [5]. TeueHne MHMDEKLUNIA UMEET ASITENbHbIN,
3aTAKHOW XapaKTep, OHW MPOTEKaloT TAXeNo, C passu-
TMEM OCNOMKHEHWUN. Bosbyautensmu uHdekunn moryT
BbiTb 6akTepun, BUPYChI, rpunbbl, YCNOBHO-NATOreHHbIe
MUKpOOpraHuambl (B nepsyio ouepedb Pneumocystis
carinii] [6]. B cnyyae BakuuHaumu peberka BLIXK B
POALOME WM MO3XKe XapaKTepHO pa3BuUTME pervoHap-
HOM WM/MNK U reHepanuaoBaHHOW M. Bovis-UHMDEKLMM.
CnepnyeT yunTbiBaTh, YTO Y MHOrMX mMnageHues ¢ TKNH
He cpa3y pPa3BMBAIOTCA BCE BblLLENepPeYNnCreHHbIe CUM-
MTOMbI; B TEUEHME HECKOJIbKMX MECALIEB OHU MOTYT pa-
CTV ¥ pa3BMBATbCS HOPMasibHO, 0COBEHHO eCcru BaKLu-
Haums BLIK He Bbina nposeneHa npy poxaeHum [5].

K nabopatopHbiM xapakTepucTtkaM TKUH oTHoCuT-
csi B nepBylo ovepenp numdbonenus [7] ¢ otcyTcTBrem
COOTBETCTBYIOLLMX MMMyHODEHOTUNY cybrnononynauui
MMMAOLMTOB NPU NPOBELEHUN MMMYHODEHOTUNMPOBA-
HUSI MOHOHYKI1eapoB KpoBu. OfHaKO HOpMasibHOE YNCHOo
MMMAOUMTOB He UCKIoYaeT amarHo3 TKUH u Moxet
BbITb pe3ynbTaToOM TpaHCMIaLEHTapHOW nepefaym num-
dounToB 0T MaTepu, akcnaHcum HK n B-numdpoumTos,
a Takxe MPOsIBIIEHNEM ONUIOKIOHaNbLHOW nponudepa-
umn T-numcpoumnToB nNpu cuHapome OMeHH. Y BonbLUMH-
cTBa naumeHToB ¢ TKMH oTMeyaloT Takxke BblpakeHHOe
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CHUKEHMe MMMYHOrToBYNMHOB CbIBOPOTKM KpoBw. [po-
BeleHWEe MOJEeKYNAPHO-TEHETUYECKNX WCCIEN0BaHNN
MO3BOMSIET OKOHYATESIbHO YTOYHWUTb EHETUYECKYIO
cpopmy TKUH [5].

EOMHCTBEHHBIN LUMPOKOJOCTYNHBIN METOA KypaTuB-
Horo neuvenns TKUH — TpaHcnnaHTaumsa reMoTonostu-
yeckumx cTBoNoBbIX KneTtok (TFCK) [6]. OgHako BbixkmMBa-
eMocTb naumenToB ¢ TKUH nocne TICK 3HaunTenbHo
HWxKe, yeM npu apyrux cpopmax MUAC, u B nepsyio oye-
penb 3aBUCUT OT 0BbeMa WHEKLMOHHbIX W OpYrux
OCIMOXHEeHWI, Pa3BMBLLMXCA HA MOMEHT AMarHo3a, a Tak-
e CTeneHn nx koHTpons [5].

X-cuenneHHaa TKWH - camaa uvactaa copma
3aboneBaHus, Ha ee [onio NpuxoauTcst okono 45% Bcex
cnyyvaes [7, 8]. X-TK/H npenctasnset coboit KOMBUHM-
POBaHHbIV KNETOYHbIA U IyMOparbHbIA UIMMYHOAEOULNT,
Bbl3BaHHbIN MyTaLmen B reHe [L2RG, pacnonoxeHoM Ha
X-XpoOMOCOMe W, COOTBETCTBEHHO, MPOSBASIOLLMIACS Y
ML, MyKCKoro nona. 3aboneBaHve XapakTepusyeTcs
MOYTU MOJIHBIM OTCYTCTBMEM T-1IMMCDOLMTOB U ecTe-
cTBeHHbIX Kunnepos (NK) npu Hammumm HopmasibHoro/
NOBbILLEHHOr0 yucna B-numdounTos, aHTUTENnonpoay-
LMpyloLLasa (OyHKUMA KOTOPbIX 3HAYMTENIbHO CTpapaeT
(T-, B+, NK-cpeHoTunn) [7, 8].

lMaToreHes 3aboneBaHWst 0ByCnoBneH OTCYyTCTBUEM
obLien raMma-Leny HECKOSbKUX LIMTOKMHOBBLIX peLen-
Topos (MN-2, 4,7, 9, 15, 21) [7, 8]. 0bwasn raMMa-Lenb
CNYKWUT TMOCPEOHWKOM B MNepefayve aKTBaLMOHHOIO
CUrHanma OT BHEKMETOYHOM 4acT peLenTopoB 4epes
TUPO3WHOBYIO LMTONMA3MaTuueckylo kuHasy JAK3 wu

PucyHok 1

MexaHW3M nepefayuv akTMBMPYIOLLLEr0 CUrHana ¢ NOMOLLbIO
BHYTPUKIIETOUHbIX MOCPENHNKOB NOCIIe aKTMBaLIMK peLenTopa
MHTEPNeNK1HOB

IL-2, IL-4, IL-7, IL-9, IL-15, IL-21




pAn Opyrux pakTopoB B AP0 KreTku. Tak Kak UJ1-2 u
WJI1-7 — OCHOBHbIE LMTOKMHbBI «pocTa» T-NMMOLMTOB,
HapyLleHWe NPOBEAEHWUA CWUrHama oT 3TUX peLenTo-
POB BefeT K PasBUTMIO MMMYHOMOrMYECKOro fedeKTa,
B YaCTHOCTW, HApPYLLUEHWMIO aKTUBaLMW KIIETOK B MEPVOA
PaHHEero TMMOMO33a M UX OTCYTCTBMIO B nepudbepuye-
ckoit kposu (pucyHok 1) [7].

3nokayecTBeHHble HOBOOBpa3oBaHMs y NauMeHToB
C NepBMYHbIMM UMMYHOReULMTaMKU. [ TaBHOE OCII0XK-
HEHWE 1 NPUYMHA CMEepPTH Y AeTeN C NEPBUYHBIMU UMMY-
HopeduLMTaMKN — UHAPEKLMSA, HECMOTPS Ha 3HaUUTesb-
Hble ycrnexv B ndyyeHun u nedenum NMNOC v nossnexne
3P EKTUBHBIX  MPOTUBOMHADEKLMOHHBIX  NpenapaToB
[5, 6]. Ho ecnu paHee MHMEKLMOHHbIE OCOMHEHMS
Bbiny rnaBHOM U eQMHCTBEHHOW Npobnemoi y Takux na-
LIMEHTOB, TO Ha CErOAHALIHUA AeHb Ha hoHe yBenuye-
HUA NPOLAOIKUTENIBHOCTM KU3HN Ha BTOPOM MJ1aH BbILLIN
ayTOMMMYHHble 3ab0neBaHns 1 3110Ka4eCTBEHHbIE HOBO-
obpasosaHus [3].

CyLLecTBYIOT PerucTpbl, yuuTbiBaloLye BceX Na-
uneHToB ¢ MNAC, pasBMBLUMX B KAYECTBE OCMOMHEHUSA
OHKoJoruyeckoe 3abonesaHue, B TOM uucrie poccuin-
ckuin pervctp MUAC. JumdboMbl 3aHUMalOT nuampyto-
wee nonoxenune B cnektpe 03 npu MNIC. Tak, aHanus
LaHHbIX BHYyTpeHHero peructpa MWAC HMWUL OMOU
uM. [IMnTpmsi PorayeBa nokasan, yto Ha Aekabpb 2018
roga 3apervcTpupoBaHbl 83 criyyas 03 y naumeHToB C
NMUAC (pucyHok 2). TIuMdpOMbI COCTaBASIIOT MPUMEPHO
70% Bcex 03 y atux bomnbHbIX; Haubonee yacTo BCTpe-
yanuch gudpdpysHas B-kpynHokneTouHass nuMdoma
(OBKKI) — 18 cnyuaes; numdboma bepkutTa (J16) — 10;
numcbomMa XogkuHa (NX) — 9; peske — numdpobnacTHble
numdpomsl (JTBI1) — 4 n T-kneTouHble nuMdpoMsl (TKIT) —
6 cnyyaes.

CpaBHUTENbHLIM aHanM3 [aHHbIX aMEPUKaHCKOro
peructpa MUAOC (Immunodeficiency Cancer Registry
—ICR) [4] n BHYTpeHHero peructpa HMULL IFOW npose-
neH E.B [lepunanovi v coast. B 2016 ropy (pucyHok 3)
[3]. Ecnu paccMaTpuBaTth pasfinuHble BapuaHTsl MAAC,

TO yalle Bcero nNMMAOMbI pasBuBalOTCH Y BOMbHBIX C
CMHAPOMaMM XPOMOCOMHbIX MepecTpoek, obLien Ba-
puabenbHON MMMYHHOW HeJoCTaTOYHOCTW, CUHAPOMOM
Buckotta—Onpgpuya,  X-cuenneHHbIM  nuMdonponu-
thepaTvBHbIM cuHapoMoM 1-ro Tuna. OpgHako crnepyet
OTMETUTb, YTO B aMEPWKAHCKOM perucTpe npaktnye-
CKM OTCYTCTBYIOT DOSfIbHble C CMHOPOMOM HuliMereH,
BCTpeYaloLLmecs B OCHOBHOM B cTpaHax LleHTpanbHon un
BocTtouHow EBponbl, PuHAAHAMN, apabCKOM pervoHe B
CBSI3U C HaNMMUMeM B 3TUX STHUYECKMX IPynnax BbICOKOM
YaCTOTbl HOCUTESIbCTBA XapaKTepPHbIX MyTauuit [2].
Ctout 06patutb BHUMaHue, uto npu TKUH ma-
nurHm3aums fo nposenenus TICK — penkoe cobbitue:
B pernctpe HMW3 3aperncTpupoBaHo TOMbKO ABa Cy-
yas, OMnucaHHbIX B faHHoM pabote. Mo paHHbIM ICR,
y 60s1bHbIX ¢ TK/H nuMchoMbl Takske pefku 1 npencras-
NeHbl B OCHOBHOM MOCTTPAHCNIAHTALUMOHHBIMU IMMADO-
nponudepaTmeHbiMi 3abonesanuamm (MT13).

PucyHok 3
Tunbl 3110KaueCTBEHHbIX HOBOOBpa3oBaHuii y nauuenTos ¢ ML,
M0 AaHHbIM peructpa HMULL AFOU (n = 79)
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MexaHusMbl, nMpuBOASilLLME K Pa3BUTHIO 3JIOKa-
yecTBeHHbIX HoBoobpa3oBaHuit y nauueHToB ¢ MAL.
OcHoBHble MexaHu3Mbl OHKoreHesa npu MMMOC coot-
BETCTBYIOT TaKOBbIM Yy MaumeHToB 6e3 nopneallero
MMMyHormorunyeckoro gedpekra. OgHako B BonbLUMHCTBE
cnyyaeB dhakTopbl pucka 03 y OTOenbHbIX NauMeHToB
¢ NMNOC MHOrokpaTHO MpeBbILLAIOT TakoBble B 06LLEN
nonynsumn. OCHOBHble MeXaHW3Mbl, MPUBOAALLNE K pa3-
BUTWMIO OHKOSOrMYyecknx 3aboneBaHU y MaUMEHTOB C
MUAC, npuBeneHbl B Tabrmye 1.

Tabnuua 1
OcHOBHble MeXaHW3Mbl, NPUBOAALLME K Pa3BUTHUIO
OHKonoruyeckux sabonesaHuit y naunentos c NNUAC

MexaHusm

MHdrumpoBaHue oHKoBUpycaMn

HapymeHme T-kneTouHoro KOHTPOJ1A OMyXOJ1eBbIX KIOHOB

[MoBbILwEeHHas nponudepaums KNeTok Ha hoHe XPOHUYECKOM aHTUreHHOWM
CTUMYNALMN

Hapyluenve penapauuu paspbisos IHK

HapymeHme MEexaHW13MOB anonTo3a, HeobxoarMoro Ans anMMUHaLUKU
OnyXxoneBbIX KNETOK

HecMmoTps Ha nMeloLumecs fokasaTesibCTBa B NOJIb-
3y MHOrogakTopHocT obpasoBaHus 3H, B YacTHOCTM
mMMdboM, KX naToreHes xoTenocb Bbl paccMoTpeTb C
MO3ULMM  PasfMuMin  BUPYC-acCOLMMPOBAHHBIX W BU-
pyC-HeaccouMMpoBaHHbIX NMMdoM. Bupyc OnwTeit-
Ha—Bapp (B3B) Haubonee M3BECTEH M M3ydeH B Kaue-
cTBe pakTopa pa3suTus NumdpoM [9, 10]. 3ToT WKpoko
PacrnpoCTPaHeHHbI Cpeayn HaceneHus nnaHeTbl BUPYC
OOHOBPEMEHHO SABMAETCA NIMAEPOM MO YMCITY acCcoum-
MPOBaHHbLIX C HWM PasfMYHbIX [OOPOKAYECTBEHHBIX M
3/10KaYeCTBEeHHbIX HOBOODPa30BaHU IMMOMEHOIO M
anUTENMasbHOro npoucxomaeHus [9].

OHKoreHHbIN noTeHuman B3b cBAsaH ¢ ero cnocob-
HOCTbIO MHPMLMPOBaTb M TpaHcOpMUpoBaTb NMMAO-
LMTbI YenoBeka. B Tex cnyyasx, korna B3anMopencTane
MexIy pa3MHoxeHnem BObB, ero maTeHTHbIM cocTosi-
HWEM U MMMYHHbIM KOHTPOSIEM CO CTOPOHbI OpPraHu3-
Ma HapyLlaeTcs, CO3[aloTCsa YCnoBus AN ANIMTENbHON
nponudpepaumn UHgMUMpoBaHHbiXx B3B numdoumntos
W WX 3110KaYecTBEHHOM TpaHcdopmauum [10]. Mo MHe-
HUIO psAda uccrnenosaTenen, MOMEKyNsapHble MexXaHu3-
Mbl CBsid3aHHOr0 ¢ B3b KaHueporeHesa obycrnoBneHbl
CNocoBHOCTbIO BUPYCHOMO FEHOMa CTUMYNPOBATb 3KC-
MPeccuio Cepumn MPOAYKTOB, UMUTUPYIOLLMX pAd dak-
TOPOB PpOCTa, TPaAHCKPWMLMM W OKa3blBalOLMX aHTU-
anonToTMyeckoe oencTeme. Tak, IKCNPeCcCHst BUPYCHbLIX
6enkos LMP1 n LMP2A nossonset brnokuposaTb anon-
TO3 MHAULMPOBAHHBLIX TMMAOLMUTOB MYyTEM UMUTALMM
curHanos ot peuentopoB CD40 u BCR cooTtBeTCTBEH-
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Ho [9]. LMP1, B yaCTHOCTM, MOMeT MpenoTBpallaTh
anonto3 B B-kneTkax nmyTeM aKTvBauuM KOMMEKca
CUIHanbHbIX MyTel, obecneunBaloLLMX UX BbIKUBAHME!
fnepHoro dpaktopa kanna B (NF-xB), aKTMBUPOBAHHOM
AHyc-KkunHasbl, Nnpeobpas3oBaTens U akTUBaTopa CUrHa-
nos TpaHckpununn (JAK/STAT), dhocdatmannmnHosu-
Ton-3-kuHasHoro (PI3K)/Akt nytu. C opyroit CTOpPOHbI,
LMP2A wvMuTMpyeT akTuBMpOBaHHbIA curHanm BCR u
crnocobeH obecneunTb BbIXMBaHWE B-knetok mpu oT-
CYTCTBMU PYHKUMOHanNbHO akTneHoro BCR. Kak wtor
KNeTKa HafenseTca CnocobHOCTbIO K HeorpaHMYeHHON
nponudpepaumn [9, 10].

B HopMe akcnpeccusi benkos, obnapaoLwmx TpaHc-
hOpMMPYIOLLIMMX CBOWCTBAMWU B NATEHTHO WMHGMLMPO-
BaHHbIX KIETKaX, HaXOAMTCS MO KOHTPONEM LIUTOTOKCU-
YECKMX 1 Apyrux T-nMMdoLnTOB, akTMBMPOBaHHbIX B3b.
MMMYHHBIA KOHTPOIb, OCYLLIECTBAAEMbIN 3TUMUN KNETKa-
MW, HACTONbKO MOLLHBIW, YTO 9KCMPEeCCUs pa3BepHyToOro
OHKOIEHHOr 0 NMOTEHLMasa BUpyca BO3MOXHA TONbKO Mpw
HEOOCTaTOYHOCTWM OTBETA MMMYHHOW CUCTEMbI X03AU-
Ha [10]. B ycnosusx TKUH y nauveHTa B npuHUMNe oOT-
CYTCTBYIOT T-UMcpOLMTBI, YTO CO30AET AOMOSHUTENb-
Hble YCMOBWS AS1A aKTVMBALMK MaTONOrMYECKMX npoLec-
coB [10]. AKTMBMpPOBaHHble AHTUIEHOM, MOPaMKEHHbIE
B3E B-numcboumnTbl y4yacTBylOT B mpoueccax nponu-
depaumnn B hONMKYNSAPHbIX LEHTPax, COMaTUYECKMX
runepMyTaumni BapuabesnbHbIX y4acTKOB B-kneToyHoro
peuenTopa, B pesynbTate yero obpasyloTca v Hakan-
NIMBAIOTCH KMOHbI C PasNNYHbIMK MYTaLMAMKU, OAHAKO,
yunTbIBas OTCYTCTBME T-KNETOYHOrO 3BEHa MMMyHWUTe-
Ta, OHW He MpeTeprneBaloT WHAYLMPOBAHHbLIN anonTos.
KpoMe TOro, 3a cueT akTMBaLMW OMNPENEeneHHbIX BHY-
TPUKMETOYHBIX MyTew Takne KneTku obnanaloT HeCcKoHT-
POnbHbIM feneHneM. 3T1 cobbiTus HeM3beKHO NPUBOAST
K mpoLeccaMm 3rokavecTBeHHOM numdponponudepaumm,
B TOM uucre passutuio numdpom [9, 10].

AnwreiH—bapp-HeraTusHble NUMdOMbI

lMepBble onucaHHble B nuTepaType clyyau NuM-
oM y BonbHbix ¢ TKUH, He nHdMULMpoBaHHbIX BUPYCOM
AnwTeriHa—bapp, oTHocaTcs K KoHuy 1980-x ropos.
Ha ceropHAWHWA feHb BOMBbLUMHCTBO MMeoLMXCS ny-
Brvkaumii nNpeacTaBneHo OTAENMbHbIMU KIMHUYECKMMM
CnyyasiMu, UMEIOTCS NWLLb eVHUYHbIE CTaTbk, B KOTO-
pbIX NPUBEAEHbI pe3ynbTaTbl Tepanum HebonbLUmx Bbibo-
poK nauwexToB [11].

AmepukaHckue yuenble E.J. Powell u coasrt. [12]
M3yyanu MexaHu3M OHKOreHesa Ha MOLENu CBUHENR C
TKUH (myTaumeit reHa DCLREIC). Y sWUBOTHbIX CTPOro
KOHTPOMMPOBanu MHPEKLUMOHHbIA CTaTyC; CBUHBbW Hax0-
OMIINCb B CTEPUIIBbHBIX YCMOBUAX, MUTaNNCh CTEPUITBHOM
nuLLei Bo n3bexaHve MHPULMPOBAHUA OHKOBUPYCaMM.
Y OBYX 13 TPeX CBMHEN B 3TOM UCCIef0oBaHUM pa3Bunach
nuMdooMa; TPeTbsi CBUHbS Normbna oT ocTporo numdo-
BrnacTHoro nenkosa [12]. 3To nccnepoBaHne gokasano



BO3MOXHOCTb HEMHMEKLMOHHOIO MyTU Pa3BUTUA NUM-
oM y bonbHbIx ¢ TKUH.

Hanbonbliaa  Bbibopka onuMcaHa B cTaTbe
M. Migliavacca v coast. [13]: 9 naumeHtoB ¢ TKWH
(nedpekT ADAI), passuBlUME NMMJIOMbI, B TOM uuCrie
4 — ¢ OBB-HeratuBHbIM cTaTycoM; Bonbluasi nx YacTb
(6 n3 9) — omdbdpysHble B-KpynHOKIETOUHble MMAI0-
Mbl. [laumeHTaM NpoOBOAMIN Pa3NNYHbIE CXEMbI TEpPANuK,
BKMioyassa nonmxumuotepanmio (MXT) B paMkax npoTo-
KOMOB fieyeHuns MMAIOM C UCMONb30BaHUEM CTaHAAPT-
HbIX UM CHUXKEHHbBIX A03 NpenapaTos, NHAMBMOYabHbIX
CXeM BHe NPOTOKOJI0B (C NpUMeHeHWeM feKcaMeTasoHa,
umknodoocchaHa, pokcopybuumHa, 6-MepkanTonypu-
Ha), C npuMeHeHWeM WMMyHoTepanuu (puTykcumab) c
nocnegyiowwmmM nposegerHnemM TICK. TeM He MeHee, He-
CMOTPSA Ha pa3nnyHble OMnuuK, NPOBOAMMAsA Tepanus He
Bbina ycnewHon. TonmbKo OAMH MaumeHT ¢ nMMdoMoN
BepkuTTa, monyumBLUMIA CTaHOAPTHYIO Tepanuio no npo-
Tokony BFM-NHL-2004, »vB 1 HaxoguTCsi B pemMuccum
Ha MOMEHT nybrukaumm ctatbm [13].

lMpopofkaeTcs uccnepoBaHue yyactua reHa STK4
(cynpeccop MpOTOOHKOrEHOB, MHOYKTOP aronTtosa) B
pa3suTumn numdom y BonbHbix ¢ MUAC. OnuncaHo yxe
Bonee 7 cnyuyaeB BonbHbIx ¢ TKUH ¢ MyTaumamm B rexe
STK4, passuBLUMX NMcpoMy Bynyun B pasfiMuHOM WH-
(heKUMOHHOM cTaTyce oTHocuTesNbHO BB [14].

Hanbonee bnuska K 0ONMCaHHOMY HUKE KITMHUYECKO-
My criyyaio nybnukauma M.A. Slatter v coasT. [15], ko-
Topble onucanu aBa cnyyas 6onbHbix ¢ X-TKUH, ocnosk-
HUBLUMXCA MuMd)OMON: oanH pebeHok morunb; BTOpOoMy
Bbina nposepeHa TICK 6e3 npenBapuTenibHOM Tepanuu,
Ha MOMEHT MybnuKaLmm oH HaxoauTes B pemuccuu [15].

TakuM 00pasoM, aHanu3 nuTepaTypHbIX OaHHbIX
MOKa3bIBAET, YTO Ha CErofHsLLHWIA OeHb B CBA3WN C pef-
kocTblo nuMdoM npu TKUH HeT eamnHoro nopxopa K Te-
panun 3TUX OCIIOXHEHUI, W B LIENIOM MPOrHO3 Takux na-
LIMEHTOB KpalnHe HebnaronpusTHLIN.

Mbl npeacTaBnsieM fBa cryyas pasBuTust NUMAOM
npu TKUH y naunexTos, Habnoaaswmxca 8 HMUL 1IFOU
uM. IMnTpua Porauesa Munsgpasa Poccum.

Knunuueckwuii npumep Ne 1

ManbuuK A., poKLEH OT HEOTArOLLEHHON BepeMeH-
HoCTU 1 ponoB. CTapLuas cecTpa, poKaeHHas OT NepBoK
BepeMeHHOCTH, 300p0oBa. M3 HacnenCcTBEHHOrO aHaMHe-
3a M3BECTHO, YTO Yy BabyLLKKM NaumeHTa No MaTepUHCKOM
NMHAX yMeprnu ABOe [eTel — Masibyukn B BO3pacTe A0
1-ro roga (NpuumHbl CMEPTH HEN3BECTHbI).

[ebioT 3aboneBaHusi 0TMeyeH B Bo3pacTe 1,5 Mec.:
y pebeHka MnosBWNCS Kallenb, OAbILLUKA, LMAHO3 KO-
HbIX MOKPOBOB, hebpunbHas nMxopapka; Mo LaHHbIM
peHTreHorpadum, onpepensnacb NPaBoCTOPOHHAS MO-
nMcerMeHTapHas nHeBMOHWA. B cTaumoHape no mecty
KUTENbCTBA NPOBEAEHa NPOTUBOMHDEKUMOHHAA Tepa-
nusi — B TeuyeHne Tpex Hepenb 6e3 adhdpekTa. PebeHok

BbIN roCMMTanU3npoBaH B MHEKUMOHHYIO BombHULY
r. Mocksbl. 10 AaHHbIM peHTreHorpamMMbl: TEBOCTOPOH-
HAA BepXxHenonesas NHeBMoHuA. 1o paHHbIM MCKT op-
raHOB FPYOHOW KNeTk1: obpasoBaHWe BEpPXHeH Nonu ne-
BOO JIErKOro C NOSIBIIEHNEM 3KCTPaTOPaKasibHbIX TEHEN,
pecTtpykuus 1-ro pebpa. IlTabopaTopHble nccrnenoBaHus
KPOBW: OTMEUYeHbl CHueHne numdooumntoB u KREC, oT-
cytcTeue TREC, runorammarnobynuHemus (tabnmua 2).

Tabnuua 2
Pe3y11bTaTbI WMMYHOJIOFrM4YeCKOoro uccrnenoBsaHus
KPOBU Yy NallUeHToB

MokasaTtennb NauwmeHT A. NauneHT U. HopmMa
IgA, r/n Metee 0,246 Menee 0,246 0,1-0,2
IgG, r/n 3,2 10,1 3,3-9,1
IgM, r/n 0,18 0,349 0,4-1,2
TREC 0 0 1300-22000
NREE 10*541'}e;?<|;.L/tMTOB 10*52?1217}:3&{/”05 A=A
T-numdpboumTsl, abe. 0,014 0 2,07-6,54
B-numdbouuTsl, abe. 0,002 0,02 0,5-1,5
NK-knetku 0,0124 0,0202 0,319-1,142
OTHowenne CD4:CD8 0,045 0,042 1,3-3,5

INabopaTopHble U3MeHeHUss COOTBETCTBOBANIM KpU-
TepuaM TKMH — (T-B+NK low), B cBA3n ¢ uem pebeHok
B Bo3pacTe 2,5 mec. bbin rocnutanuavposaH B8 HMUL]
07OV M. Omutpusa Porayesa. Mo naHHbIM MOMEKYNsAp-
HO-TEeHEeTUYEeCKOro MccrnenoBaHus, obHapyseHa MyTa-
ums B rede IL2RG c.544T > C (p.Cys182Arg) B remMusu-
FOTHOM COCTOSIHUM.

Bupyconoruueckoe uccneposanve: MNUP kposn —
CMV, HHV6 oTpuuatensHo; EBV — 51 kon./mn. Kom-
MreKcHoe mccnepfoBaHve BPoHX0anbBEONAPHOro faBa-
sa: MUP EBV — 94 kon./mn.

BeinonHeHa noeTopHas MCKT opraHoB rpyaoHon
KINETKWU: onpenenanocb MArkoTKaHHoe obpa3oBaHue,
PacnpoCTPaHSAIOLLEECH B MATKME TKaHW CMWHbI, U NEBbIN
reMMTopaKc pasMepoM 34 x 37 x 38 MM (pucyHok 4 A).

PucyHok 4
MCKT opraHoB rpygHOM KneTku nauueHTa: A — npu NoCTYNAeHuu;
B — nocne 3 Hepenb Tepanun
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YunTblBas OTCYTCTBME OTBETA Ha MPOTUMBOMWMKPOD-
Hylo Tepanwio, BbiCcTpble TeMmbl pocTa obpasoBaHus,
BbINO NPUHATO peELLeHne O NPOBEAEHUUN WHLM3NOHHOM
Buoncumn. Mo pesynbTataM FUCTOMOMMYECKOro mccne-
A0BaHWA, B Npefenax UCCnefoBaHHOro MaTepuana Bbi-
SIBNeHbl MOpPAHONornyeckne npusHaku nonmMopcHoro
numdponponudpepaTMBHOro 3aboneBaHna € KapTUHOW,
HanoMuHaloLen TMMAOMY XOOXKKMHA, C MOMOMUTENb-
HoW akcnpeccuen 3bB. MMMyHornctoxmmmueckoe wmc-
crneposaHue (MMX): onyxonesble KMNEeTKU 3KCMPeccupo-
Banu cnepywowmne Mapkepsl — CD15, CD20, CD3, CD30,
CD79a, EBV, Pax-5.

Peberky BbIMOMHWMNM OBa BBEAEHWA PUTYKCMMaba
B mo3e 375 Mr/M?, a Takske kypc (15 mHei) mekcame-
TasoHa — 6 Mr/mM% Ha dpoHe Tepanuu OTMeueHo 3Ha-
ynTenbHoe YMEHbLUEHWE pa3MepoB 0bpa3oBaHus, Mo
[aHHbIM KOHTpOrnbHOro MCKT (pucyHok 4 B), a Takwe
paspellenne 3bB-BupemMun. YunTbiBasi XOpoLUMin OTBET
Ha MPOBOAMMYIO Tepanuio CO CTOPOHbI 0Bpa3oBaHusA K
0YaroB B JIEMKUX, BbICOKME PUCKU KU3HEYPOXKaIOLLMX
OCJIOKHEHUI OCHOBHOro 3abonesaHus, ObINIO MPUHATO
pelueHre o nposefeHuu annoreHHon TICK (Kak eauH-
CTBEHHOrO KypaTMBHOrO METOAa JeYEeHWA OCHOBHOMO
3aboneBaHus) OT ramnnougeHTMYHoro poHopa (otua) u
B PaHHEM MOCTTPAHCN/IAHTALUMOHHOM MEepuoae — Kre-
TOYHON Tepanuu poHopckumu CDA5RA-penneTupoBaH-
HbIMX MMdpoLMTaMK HaumHas ¢ +5-e cyT. nocne TICK.
B KoHoMUMOHMpOBaHMKM uMcrnonb3oBanu: drygapabuH —
150 mr/m?; TpeocynbdaH — 36 r/m2% TvoTena — 10 Mr/kr;
mabrepa — 100 ™r/m?% Tumornobynmd — 5 Mr/kr.
MpuwuBNeHMe HENTPOOUIBHONO POCTKA  3adhuKcu-
poBaHo Ha +10-e cyT. Ha koHTpornbHoM MCKT OlK Ha
40-e cyT. OTMEYEHO yMeHblLEeHWe pasMmepa obbeMHoro
0bpa3oBaHMsi B CPeNOCTEHUM U YYaCTKOB AECTPYKLMM
1-ro pebpa.

B panbHenweM, ¢ nHtepsanomM B 30 gHeR, npoBo-
o MoHuTopuHr MCKT: BbIf1o 0TMEYEHO NoCcTeneHHoe
yMeHbLLEeHVEe pa3Mepa obpa3oBaHusi; K +180-my AHiO
nocne TICK MarkoTkaHHoe obpasoBaHue He BW3yanu-
31poBasoCh.

Ha MOMeHT Hanncanusa cTaTbi naumeHT A. HaxoauT-
cA B peMuccum nuMdgoMbl; €ro TpaHcnnaHTaT doyHKLUMO-
HUPYET, XMMEPWU3M MOJTHbIN AOHOPCKM.

Knunanueckuin npumep Ne 2

Manbumnk WU., oT HeoTAroLieHHoOW BepeMeHHOCTU U
ponoB. HacnencTBeHHOCTb OTAroLleHa: yetTsepo bpaTb-
€B 1 CecTep AefyLLK/ N0 MaTePUHCKOW NNHUM YMEpnu B
LETCKOM BO3pacTe OT HEWM3BECTHbIX MPUYVH.

C 3-MecAYyHOro BO3pacTa OTMEYEeHbl YacTble WH-
dheKLMOHHbIE 3NN304bl PA3NNYHOM NOKanu3aumm — age-
HOMOWT, OTUT, GAPUHIUT, adDTO3HbINA CTOMaTUT, SHTEPUT.
B Bospacte 7 mec. mossunucb npusHaku OPBW; cum-
nToMaTuyeckasa Tepanusa — Bes adpdekta. CocTosiHme
pebeHka yxyawanock, yto notpebosano rocnutanusa-
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LMK B MHADEKLIMOHHYIO BOSBbHMLY MO MECTY sKUTENbCTBA.
B panbHenwem nosBunach fpixaTenbHas HeAoCTaTouy-
HOCTb; pebeHka nepeBeniv B MyNbMOHOSIOMMYECKOe OT-
nenenve. Mo paHHbiIM MCKT opraHoB rpyoHOM KMETKM,
obHapyeHa [BYCTOPOHHSAA MONMCerMeHTapHas MHeB-
MOHUS. YUnTbIBasA LIUTENMbHbIE MHOXECTBEHHbIE MHAEK-
LIMOHHbIE 3NWU30[0bl C POMAEHUS, 3aM0f03PEHO UMMYHO-
AerumMTHOE COCTOsIHME.

C nogo3spenneM Ha TKWH pebeHok bbin rocnutanu-
suposaH B HMULL AFON nM. [Mutpus Porayesa MuH-
3npaBa Poccun: npoBeneHo pacLUMpeHHOe UMMYHOO0-
rmyeckoe obcrnenoBaHuWe, MO pesyfibTaTaM KOTOPOro
0bHapy»eHO pe3Koe CHUXeHNe MMMAIOLIUTOB, CHUXEHNE
UMMyHornobynuHos, otcyTcTaune TREC, cHnwernne KREC
(rabnumuya 2). TMpwu obeneposaHun [OHK SBB B Kposw
mMeTonoM [LP He oBHapyskeH.

Mo pesynbTataM obcrnenoBaHus, YCTAHOBREH Aua-
rHo3: TKMH, nmmyHodeHotnn T- B+ NK low. Mpu Mo-
NEKYNAPHO-TEHETUYECKOM WCCMNENoBaHNU 0bHapyeHa
MyTaumus B reHe IL2RG ¢.854+5G > A B reMU3UroTHOM
COCTOSIHMM — TMOATBEPXKAEH X-CLEMNSIeHHbIN BapuaHT
TKUH.

C uenblo noncka oyaros MHpeKLMKN pebeHKy npose-
nm MCKT opraHoB rpynHon KneTku v bpioLLHOM NonocTy:
B Cefle3eHKe 0bHapy»KeHO o4aroBoe rmnofeHcmBHoe 06-
pa3oBaHue pasMepoM 24 x 18 x 30 MM C HeYeTKUMMU,
HEpPOBHbIMM KOHTYpamu (pucyHok 5). Mo paHHbIM Y3
OpraHoB BpIOLLHOM NOMOCTU, OBHAPYKEHBI MHOKECTBEH-
Hbl€ FMMO3XOrEHHbIE 0YaroBble BKIIOYEHUS B MEYEHU U
ceneseHke, KOTopble BbiNy pacLEeHEHbl Kak MHPEKLMOH-

PucyHok 5
MCKT opraHoB rpynHow KneTku u bpioLLHO NonocTu
npy NOCTynreHn (CTPEsIKoM yKasaH ouar B cerieseHke)




Hble oyaru. MpoBefeHa MaccuBHas MPOTUBOUHADEKLIMOH-
Has Tepanusa — 6e3 adodheKkTa: Npy KOHTPONbHOM Y3-nc-
CnefoBaHnN B AMHAMUKE COXPaHSANMNCh MEAMEHHbIA POCT
pasMepa 04YaroB B MEYEHW U CeflIe3eHKW, HapacTaHue
opraHoMeranuu. Mpu nposepeHun MIT/KT: onpepnens-
NUCb oYary HakonneHus papnodpapmnpenapata (PorM),
KOTOPblE MOr/IM COOTBETCTBOBATb MH(DEKLIMOHHOMY MPO-
Lieccy, HO He WUCKIoYann HeommacTUYECKWiA npoLecc.
[Ina rucTonormyeckoro wccnepoBaHns 06pas3oBaHus
CENes3eHKM NpoBefeHa CNIeH3KToMUA. Mo faHHbIM u-
CTONOrMYECKOro UCCNEROBaHNUs, [MarHO3 NOATBEPXKAEH!
B3b-HeraTuBHasa numdoma Heknaccudmumpyemas ¢
MPOMEXYTOUYHBIMWA  MPU3HAKaMN  KIACCUYECKON JNM-
oMbl XOMKKMHA W KPYMHOKMETOYHOM B-kneTouHow
MMMPOMBI B YCIOBUAIX TSAXENOro KOMBWMHMPOBAHHO-
ro uMMyHopedmumTa. ATUMUYHBIE KIMETKU C KPYMHbIMU
AApaMun MMenu MMyHodeHoTVN 3penbix B-numdpoumnTos
n akcnpeccuposanm CD20, CD79a, Pax5, B Takxke
koakcnpeccupoBanu CD30, CD15; skcnpeccus EBV,
CD19, ALK, CD163 otcyTtcTBOBana.

YuuTbiBasi BbICOKWIA PUCK MHCIDEKLMOHHBIX OCIOX-
HeHun y naumeHta ¢ TKWH npu nposepeHuv nonuxu-
MuoTepanuu, NMPUMHATO PELLEeHne NPOBECTM Tepanuio Mo
cxeMe: puTykcumab — 375 mr/m?, 1 pas B Heq. (4 Beege-
HUs1); BpeHTykcmuMab BenoTuH — 1,8 Mr/kr, 1 pa3 B 3 Heq.
(3 BBEmeHMA); npeaHn3onoH — 60 Mr/M?, kypc — 15 nHeit
(2 kypca).

IMpy KOHTPONBbHOM 06CefoBaHMM MO OKOHYaHWK Te-
panuu, no pesynbtatam Y3, oTMeueHa nonoxutensHas
OVMHaMVKa B BMAE COKpALLEeHUs pasMepoB 04aroB B ne-
ueHu 1 caMoit nedenn. Mo peaynbratam MIT/KT, Takke
OTMeueHa Nonoxu1TeSIbHas AMHaMVKa B BUOE HUBENWPO-
BaHWSA 04aroB MOBbILLEHHOr0 HakomneHusa PO,

NanbHenwmnin aTan Tepanun — nposefeHve pebeH-
Ky annorexHon TICK oT rannovpeHTW4HOro AoHopa
(oTua); cXxeMa KOHAMUMOHMPOBAHMA — KaK Y nauueHTa A.
Pelenne o npoeeneHun TICK po mocTuskeHuss pemuc-
CUW MPUHSANM B paccyeTe Ha MPOTMBOOMYXONEBOE Aen-
CTBME HOPMaJIbHbIX MMMYHHbIX KIETOK TpaHCMNaHTaTa,
a Takwe (B MeHblUEeN CTMeHN) KOMMOHEHTOB KOHAMLMO-
HMPOBaHMA. Ha MOMEHT HanMCaHWsA CTaTbW NaLMEHT }KMB,
PaHHWI MOCTTPAHCMINAHTALUMOHHBIA MEpUon MpoTEKaeT
CTaH@apTHo.

3AKJIOYEHUE

B naHHoM paboTe npencTaBneHbl ABa KITMHUYECKUX
cnyyast — Manbunkm ¢ X-cuennenHon TKUH, pa3susLumne
nuMdooMy: oanH pebeHok umen 3bB-no3nTrBHbIN cTaTyC
(B KpOBW ¥ TKaHW OMyX0nK), a y BTOPOro He Bbino npu-
3HakoB JbB-nHdekumn. N3-3a penkoin BCTpeyaeMocTy
Takmx NMMMdIOM BOMpOC 0 Bbibope Tepanuu ocTaeTcs oT-
KPbITbIM. YUUTbIBas BbICOKUI PUCK PA3BUTUS KU3HEYrpO-
MaIOLLMX MHAEKLMOHHBIX OCIOKHEeHU Ha choHe TKUH,
MPMMEHeHne cTaHfapTHbIX npoTokonos MXT npu neve-

HUM NUMAPOM CTaBUTCS MO COMHeHue. bonee npuene-
KaTeNlbHOM KaykeTcst TapreTHas Tepanus (puTykcumab,
Anuetpuc).

TICK Kak eguHCTBEHHbIM MeTop manedyeHunsa TKUH
MOKET ObITb MCMONb30BaHa B KauyecTBe Tepanuu Nnum-
oMbl (KOHAMUMOHMPOBHME, peakuWsi <TpaHCraHTaT
MPOTMB OMyX0NK>»), MpK 3TOM BCTaeT BOMPOC O CPOKax
ee nposefeHuna. HeobxogMMo v AOCTUNKEHWE peMUC-
cun, unn TTCK MOXHO MCnofb30BaTh Kak HE3aBUCKMYIO
TepanesTUYeCKylo onuuio? besycnosHo, Ana oTeeta Ha
3T BONPOCHI HE0BX0AMMbI MCCNenoBaHns BonbLLero Ko-
NMYEeCTBa NALMEHTOB. YHUKarnbHbIE KNMHUYECKne 1 buo-
NOrMYecKme xapakTepucTuku numdom npu TKNH Takske
TpebyioT 6onee rnybokoro n3yyeHus 1, BO3MONKHO, Bbl-
LeneHVst B OTOENbHYI0 NOArpynny cpeay nuMmdonposm-
hepaTnBHbIX 3ab0n1eBaHWA.

MHEHUE 3KCMNEPTA

H.B. MsakoBa, BOKTOp Mepn. HayK, npodeccop,
3aMecTuUTeSb MMaBHOro Bpaya no MeguUnHCKOn
yacTu; 3aBeayolLas oTaeNeHneM oHKorema-
Tonornv HMUL ArOUN nm. OMuTtpusa Porayesa
MuH3ppasa Poccuun

M3BeCTHO, UTO NepBUYHbIE MMYHOLEULMTBI NPes-
pacronaratT NauMeHTOB K MHCPEKLUMAM, ay TOUMMYHHbIM
3aboneBaHuaM, anneprumn, a npumepHo B 20% cnyya-
€B — K 3/10Ka4yeCTBEHHbIM HOBOOOpa30BaHWAM, Cpeau
KOTOPbIX Yallle BCEro BCTPeYaloTca MMMAOMBI.

Puck passuTus onyxoner MoxeT bbiTb CBA3aH ¢
OHKOreHHbIMK BUpycamu. Hambonee pacnpocTpaHeH-
Hble cpeau Hux — Bupyc JnwTenHa—bapp u repnec-
BUPYC CapKoMbl KanoLun, HasbiBaeMbI TakKe BUPYCOM
repneca uenoseka 8-ro Tvna. Oba aTMx BMpyca MoryT
nHbuumpoBaTb B-nmuMdpoumnTbl U co3paTbh MaTEHTHYIO
MHPEKLMIO C NMPOAYKLUMEN HECKOSBbKMX BUPYCHbIX TPaHC-
KpUNTOoB M BEenKoB, KOTOpble CMOCOOCTBYIOT KIETOYHOM
nponudpepaLmMn Kak YacTu sKU3HEHHOrO LKA BUpYyca.
OBbIYHO MMMYHHas cuCTeMa OrpaHu4MBaeT 3Ty MpPosn-
depaumio, NOTOMy YTO pacno3HaeT BUPYCHble Besnku.
Ecnn aToT npouecc He cpabaTbiBaeT n3-3a aHOMarbHbIX
MMMYHHbIX PEaKLui, BEPOATHOCTb TOro, YTO BMPYCHas
CTUMYNALMA  KNETOYHOM nponmdoepaumy OocTaHeTcs
HEKOHTPONMPYEMON U MPUBELET K 310KAYECTBEHHOMY
06pa30BaHu1io, 3HaUMTENbHO BO3pPacTaeT.

MPWYMHBI BO3HNKHOBEHWSA NIMMADIOM MPU OTCYTCTBUM
BB cBA3aHbI Npesxae BCero ¢ notepei UMMyHHOMO Hapd-
30pa 3a onyxofeBbIMM aHTUreHamu. CyllecTByeT psaf
MAOC, npy KOTOPbIX Yallle BCTpeyaloTesa numdbonponu-
chepaTuBHbIE OCIOMHEHUSA, — 3TO CUHLPOMbI XPOMOCOM-
Hom HecTabunbHocTn, WAS, XLP. 1na nauveHtos ¢ TKMH
3TO AOCTATOYHO pepkas cuTyauwms, noaTomy noboe onu-
CaHve TakWx CryyaeB HeCET LieHHY0 MHopMaLMIo.
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INeuenve numdooM y naumentoB ¢ MMUOC Bcerpa
MPenCcTaBnsAeT CMOKHYI0 NpobfieMy, Tak Kak CTaHAapT-
Has XMMWOTepanus MOMKeT OKas3aTbCA uYpe3BblYaiHO
TOKCMYHOM W UpeBaToOM TAXKEMbIMU MHIEKLMOHHBIMM
OCIIOKHEHUAMU, @ CHUKEHWE WHTEHCMBHOCTU NeyeHus
BELET K HEAOCTAaTOYHOMY KOHTPOJSIIO Hafl OMyXOsbio.

Y nauueHTOB, OMWCaHHbIX B [aHHOW CTaTbe, 0CO-
Boe BHWMaHWe NpvBEKaeT M ManeHbKuin BO3pacT, M
FMCTOMOrMYECKWIA BapuaHT nMMMdpoMbl — B 0boux ciny-
YyasxX 3TO CMeLLaHHbI MMMYHOEHOTHM, COoYeTaloLLMi
YyepTbl NMMAOMbI XOOKKMHA W HEXOOMKKMHCKON NUM-
oMbl CO 3penokneTouHbIM heHoTUnoM. JleyeHue Ta-
KoM NMMAOMbI flake B 0BbIYHOM CUTyaLuM NpencTaB-
nAeT cnosxHocTu, a y naumentoB ¢ MNOC Tem Bonee.
B Takoi cutyaumm, yuntbiBas MHOrOUNCTIEHHbIE JaHHbIe
06 adhbdekTnBHOCTH M BesonacHOCTU TapreTHOM Tepa-
num CD20 1 CD30-no3nTtuBHbIX onyxonen, Boibop npena-
paToB, HanpaBieHHbIX Ha aHTUIEHbI OMYXOK, NPeacTaB-
NAeTCA KpalHe NpuBneKaTenbHbIM. PelleHne Bonpoca o
nposegeHun TICK y naunenTa 6e3 pemuccumn numdoomsl

OKa3arocb BePHbIM, XOTS 3T0 BbINIO CKOpee UCKITIoYeHne
13 npasuna, TpebyloLLiee UHANBUAYANbHOO NOAXOAA.

B uenom npobnema BO3HWKHOBEHMS NUMCPOM Y na-
umenToB ¢ MNOC TpebyeT MacluTabHbIX MCCNEenoBaHWM
AN MOHWMaHWSA WMX 3TUOMOrMKM W NaToreHesa, NMpPorHo-
CTUYECKOr0 3HAYeHWs BapuaHTa NMAOMbI Y BO3MOXK-
HOCTeW Tepanuu.

UCTOYHUK ®PUHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbi MOATBEPAMSIM OTCYTCTBME KOH(PIMKTA MHTEPECOB,
0 KOTOPOM HE0BX0AMMO COOBLLNTE.
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