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PE®EPAT

MHdekuna, BbiaBaHHaa BUpycoM dnwTeriHa—bapp (B3B),
npoTekaeT 6/1aronpPUATHO, 3@ UCKTIOYEHNEM pPeaKnx hopm,
K KOTOPbIM OTHOCSTCS XPOHMYecKas akKTMBHaa 60ne3Hb
(BOB-XAB) ¥ BTOPWYHLIA remodaroumtapHblii CUMHAPOM
(B2B-BIreoC). BroC — 310 yrpoxatoLliee XMU3HU COCTOS-
HWEe, CBA3AHHOE C TSXEe/bIM HapyLleHWeM perynsaumm um-
MYHHOro oTBeTa. B ocHOBe naTtoreHesa nexuT akTmBauus
umtoTtokcnyeckumx T-nnmcoumnToB, NK-knetok n makpoda-
roB C rmnepnpoaykumein nNpoBOCnannTeNibHbIX LUTOKMHOB
N pasBuUTMeM Hea(PHEKTUBHOrO CUCTEMHOrO BOCMaIu-
TEeNbHOro oTBeTa. TUMUYHbIe MPOSAB/EHUS — yCTohuMBas
hebpunbHasa nuxopagka, yMEPEHHas UMTOMEHUS, UNTONU-
TUYECKUIA U XONnecTaTtM4yecknin CMHAPOMbI, MONMopraHHas
HegocTaTovHoCTb. K Hanbonee ahheKTUBHbIM CpeacTBam
KYNMUPOBAHUSA TMNEePeprnyeckon peakummn OTHOCUTCH 3TO-
nosua. B pabote npeacraBneHbl pesynbraTel neyeHma 5 na-
uneHtoB ¢ BIB-BI®C n 1 — ¢ B3B-XAB. ¥ Bcex 60/bHbIX
OoTMeuvanacb fiMxopagka, nevyeHoyHas AUCHYHKUUSA, rMno-
GunbpnHoreHemmns n untonenus. MNpm BrOC npmucyrcreosa-
na TakXe BblpaxeHHasn runepgepputnHemms. Ko spemenmn
NOAroTOBKM Ny6nvkauMu 3 naumeHTa octaBaanCb NOA Ha-
onogeHnem 6e3 Npu3HakoB 601E3HU.

KTFOYEBBIE C/TOBA: B1pyc SnwrertHa—bapp, BTO-
pUYHBIA FremModarounTapHbli  CUHAPOM, XpPOHUYe-
CKasi akTMBHasi 60n1e3Hb, PepPpPUTUH, 3TONO3UA.
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ABSTRACT

Epstein-Barr virus (EBV) infection is characterized by a be-
nign course except for the rare variants which include chron-
ic active disease (EBV-CAD) and secondary hemophagocyt-
ic syndrome (EBV-sHPS). sHPS is a life-threatening disorder
associated with severely impaired immune response regu-
lation. The pathogenesis is based on the activation of cyto-
toxic T-lymphocytes, NK-cells and macrophages with over-
production of proinflammatory cytokines and ineffective
systemic inflammatory response. The most common mani-
festations are persistent febrile fever, moderate cytopenia,
cytolytic and cholestatic syndromes, and multiple organ
failure. One of the most effective agents for the control of
hyperergic reaction is etoposide. The present paper reports
the outcomes of treating 5 EBV-sHPS patients and 1 EBV-
CAD patient. All of them showed fever, liver dysfunction,
hypofibrinogenemia, and cytopenia. In sHPS patients, pro-
nounced hyperferritinemia was identified. At the time of sub-
mitting the present paper, 3 patients with no evident disease
were still followed up.

KEYWORDS: Epstein-Barr virus, secondary he-
mophagocytic syndrome, chronic active disease, fer-
ritin, etoposide.
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BBEJEHME

Bupyc 3numteiina—bBapp (B3B) oTHocuTcs K BuUpycaMm
reprneca 4-ro Ttuna, nozacemeiictBy JHK-comepxamux
raMMarepIieCBUpycoB, pacpoCTpaHeHHbIX IOBCEMECTHO
[1]. TlomaBasitoNee GOJIBIIMHCTBO HaceJieHUs IJIaHeThl

NepeHOCUT ocTpyto BIB-uHekuio Kk 3pesioMy Bo3pacTy
B MaHUeCTHON WJU CyOKJIAUHUYEecKOW opMe c mociie-
JYIOLIUM MOXXU3HEHHBIM NEepCUCTUPOBAaHHEM BHpyca B
KJIETKaX X035 Ha B BU/IE INMUCOM. B HEKOTOPBIX C/Iy4asix B
CUJIy 0COGEHHOCTEN UMMYHHOM cucTeMbl 1e610T BOB-uH-
deKIMY WK peaKTHUBaLUA BUPYyca MPOTEKAIOT TSXKEN0 U
Tpe6YIOT IPOBeleHUs TATOreHeTHYECKON Tepaluu.



https://bloodjournal.ru/

K peakum ocnoxkneHussMm BIB-uHdekuu oTHOCATCSA
BTOPUYHBIN reModaronurapHbiii cuazpoM (BIB-BI'OC) u
XpOHHUYecKasi akTUBHas 6oJie3Hb (BOB-XAB). HacTosmas
ny6JIMKaLMA BJseTCcsA YacThlo uccaefoBanusa BIPC (cun.:
remModarouTapHbIi TUMGOTUCTUOLUTO3) U MOX0XKUX Ia-
TOJIOTMYECKUX COCTOSIHUH y B3POCJIbIX, KOTOPOE Be/IeTCs B
Topoackoit knnHU4Yeckor 6osbHULE N2 31 CaHkT-IleTep-
6ypra c 2009 r. PaHee 6bL1 NIpeACTaBJIeH PAJ CTAaTeH, 1O-
CBsIllleHHbIX BonpocaM JuddepeHIMaIbHOT0 JUarHosa 1
JgedeHus BI'OC [2-10]. B npegbiayiieM HoMepe KypHasa
«KnnHuyeckas oHkoremartoJiorusi. ®yHJaMeHTa/lbHble
vcclel0BaHUsA U KJIMHUYecKas NpaKTHUKa» ONyO6JMKOBaH
JINTepaTYpPHbIN 0630p, MOCBALEHHbIN JaHHOU npobyieMe
(https://doi.org/10.21320/2500-2139-2025-18-3-286-
292). B HacTosuiell paboTe moZpo6HO OCBellleHbl 6 KJIU-
HUYECKUX HaAOJIIOJJeHUH MallMeHTOB C TsKeJol dopMoi
B3B-undekuuu.

XPOHUYECKAA AKTUBHAA BOJIE3HD,
ACCOLMNPOBAHHASA C B3b

Knununueckoe Habnogenue 1

[ManuenTtka K. 33 roza, 6e3 3HaYMMbIX CONMYTCTBY-
I0LMX 3a60JIeBaHUH, o6paTuiack K Bpauy B 2011 r. ¢ xka-
JIo6aMM Ha OTEeKH HMKHUX KOHEYHOCTeH, pery/sipHble
(1-2 pasa B HeJies10) MOABEMBI TeMIlepaTyphl Tesa 10
bebpuibHbIX 1UIp, HeJOMOraHWe, 3MU30Jbl HOCOBBIX
Y KHUIIEeYHBbIX KPOBOTeYeHUH, JUCKOMPOPT B IpaBOM
nozpebepbe U yMepEeHHYIO XKeJITYIIHOCTb KOXH U CKJIep.
[Tocnennue 5 seT perynspHo ynotpebisjia aaKorob.

B TedyeHue 1 roja oOTMeyajJHUChb BOJHOOOpa3Hble
LUTOJUTHYECKUN U X0JIeCTaTUYeCKUN CHHJADPOMBI, T'U-
MOKOAary/siius, a3oTeMHUs, TPeXpPOCTKOBasd LMUTONEHUs
6e3 NpU3HAKOB reMoJ/iM3a U AepuuuTa pakTOpPOB KpoBe-
TBOpeHUs. MakcUMaJ/ibHble OTKJIOHEHUSl B pe3ysbTaTax
OMOXMMHUYECKOTO M KJIMHHUYECKOTO aHaJM30B KpOBU
npejcTaB/eHbl B Ta6J1. 1.

KoHueHTpauuss Mefiu U Liepy/oljia3MHHAa B KpPOBHU
Oblla B HOpMe, aHTHUHYKJeapHbl QaKTOp He BBISABJIEH;
aHTUTEJ K MUTOXOHJpPHUSAM, IMaJAKUM MbIUIIAM, Napu-
eTaJ]bHbIM KJIeTKaM >KeJyJKa, MUKPOCOMaM IedYeHU U
NOoYeK He O0OHapy>XeHOo; 0611as KOHLeHTpaLus UMMYHO-
JI0GYJUHOB KJjaccoB A, M u G B HopMe. JJaHHBIX B [10JIb3Y
6osie3HH BusibcoHa—KoHOBajsoBa U ayTOMMMYHHOIO
Nopa)KeHUs NeYyeH! He T0JyYeHo.

[lo pesynbratam Y3H, MPT u KT opraHoB ey, rpygHon
KJIETKH, OPIOIIHOM MOJIOCTH U MaJsloro Tasa OOHapy»XeHbl
yBesnyeHue nedeHu go 23 cm (KBPIIJ — kocoit BepTu-
KaJIbHbIA pa3Mep MpaBo JJ0JIM NleYeHU) U CllJIeHOMeraius
(18,5 x 7,5 cM) 6e3 pacuimpeHrss BOPOTHOM BeHbL. 3anofo-
3peHa reMaToJIOTHYecKasi OMyX0Jib, HO MO J@HHbIM I'MCTO-
JIOTUYEeCKOT0 U LIUTOJIOTMYECKOT0 UCC/IeJOBaHUM KOCTHOTO
Mo3ra creniupruIecKux U3MeHeHU He 06Hapy»eHo. B 6uon-
TaTe neyeHu (puc. 1) onpesesieTcss KAPTMHA XPOHUUECKOTO
renaTuTa C BBICOKOH THCTOJIOTMYECKOH aKTHUBHOCTBIO
(13 6amnoB no R.G. Knodell, A3 no mkane METAVIR) u T4-
KeJIbIM IporpeccupyroimuM ¢pubpo3oM ¢ GopMHUpOBaHHUEM
yuppo3sa (4 6aia o R.G. Knodell, F4 no mkane METAVIR).
[Ipy UMMYHOTMCTOXMMHMYECKOM MCC/eJ0BaHUM BbIsIBJIEHA
akcnpeccusi LMP-1 B KJleTKax peakTUBHOTO UHQUJIbTpATA.

[Io pesynbTaTaM aHa/JM3a KPOBU BbIsIBJ€Ha IepCU-
cteHnuda IgM k kancugHoMy aHTUreHy U IgG Kk paHHeMy
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Ta6nuua 1. MakcuMarnbHble OTKTOHEHUSA
B 6MOXMMUYECKOM U KIMHUYECKOM aHanmn3ax KpoBu naumeHTku K.
B TeyeHue 1-ro roga HabnogeHna

MNokasartenb Pesynbrart Hopma
[emorno6uH, r/n 58 =120
TpomGouuTbl, x10%/n 84 180-320
NeiikouuTsl, x10%/n 23 4-9
Jiumdpountsl, x10°/n 0,48 1,2-3,0
He#itpodmnbl, x10%/n 1,2 1,8-6,3
CO3, mm/M 75 2-10
ACT, ME/n 269 4,2-42,0
ANT, ME/n 30 4,2-45,0
LLid, ME/n 186,9 <120
ITTN, ME/n 959 <40
Bunupy6uH o6wwnii, MKkMonb/n 455,9 <20
Bunupy6uH npsamoii, Mkmons/n 170 <5
J1Ar, ME/n 929 230-450
MHO 2,55 0,9-1,15
®dunbpuHoreH, r/n 1 2-4
KpeaTtuHuH, Mkmons/n 269 44-110
MoyeBuHa, MmMonb/n 3,5 1,7-8,3
®eppnTnH, MKr/n 1438 10-120
TpaHcheppuH, r/n 1,2 2,0-3,6
Butamut B, nr/mr 1273 141-1218

k72

ANT — anaHMHamuHoTpaHchepasa; ACT — acnaptataMUHOTpPaHCdepasa;
[TTMN — y-rnytamuntpancdepasa; JIAI — nakrataernaporeHasa;

MHO — mexayHapoaHoe HopMann3oBaHHoe oTHoweHue; LLI® — wenoyHas
toccparasa.

Puc. 1. BuonTaT neyenu naumneHTkn K. KonnareHnsuposBaHHble cen-
Tbl C BOCMaNUTENbHOM UHPUNBTPALIMEN N NOXHbIE AOMbKU NeYeHn
C XupoBoW anctpodumei renatoumtoB. Okpacka NMKPOMYKCUHOM
no BaH-Im3oHy, X100 (MnukpodoTorpadus nobe3Ho npegocrasne-
Ha B.E. KapeBbim)

Fig. 1. Liver biopsy of female patient K. Collagenized septa with in-
flammatory infiltration and liver pseudolobules with fatty dystrophy
of hepatocytes. Van Gieson picrofuchsin, x100 (microphotograph
courtesy of V.E. Karev)

KalCUJHOMY U dJepHoMy aHTureHam BIB. Ilpu nosu-
MepasHoi nenHo# peakuuu ([1P) xonuit JHK B3B B
KpOBM He 06HapyxeHo. TakuM 06pa3oM, y naliueHTKH 10
JAQHHbIM aHaMHe3a W TOJIHOrO 06cCJjie/joBaHUsl JUarHo-
ctupoBaHa XAB-B3b co BTOpUYHBIM LUPPO30OM INeYeHU
Ha ¢$OHe XPOHMYECKOH aJKOroJbHOM HWHTOKCHKAIUH,
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C pa3BUTHEM IIe4EHOYHOM HeZ0CTaTOYHOCTH (KJacc B no
Yakany—IIb1o), MaHMTONIEHUM TOKCHYECKOro U BocCHa-
JINTEeJIbHOTO reHesa.

B TeueHue HabJOAeHUS OBLIM MepUoAbl (< 6 Mec.),
KOrI/la MallMeHTKa He ynoTpebJisjia aJKorob U MoJyyasa
KOpPOTKHe KypChbl JiledeHHs NpeJAHU3010HOM (1 Mr/kr/cyT
CO CHMXKEHMEM J03bl B TedyeHHe 1 Mec. uau 7-10 gHel
no 30-60 mr/cyT). OgHaKO peryysipHble NOABEMbI TeM-
neparypsbl Tena o 38-39 °C coxpaHsanucb. B TeyeHue
2013 r. cocTossHUE YXYALIAJ0Ch B BU/Jle HapacTaHUsA CJia-
60CTH M OTEYHO-ACLUTUYECKOTO CUHApoMa. [lo AaHHBIM
noBTOpHbIX Y3HU, dubpoazodparoracTposyoseHOCKONHHY,
PeKTOPOMaHOCKONMU TPU3HAKOB IOPTa/JbHON TruIep-
TEH3WHU He BbISIBJIEHO, pa3Mep cejie3eHKU 6e3 AUHAMUKU
(19,8 x 8,6 cM). XapakTep JUXOPaJIKU, pa3Mepbl MeYeHU
Y JlabopaTopHble JaHHble 6e3 M3MeHeHUH. [lanHeHTKa
npoJo/iKana 3J0ynoTpe6sATh ajJKoroJeM U pery/sipHo
rocnuTalu3upoBaiach Ajs remorpaHcdysuit. B 2015 r.
Ha ¢oHe LUPpO3a MedyeHUM U Nporpeccupymoolied mede-
HOYHO-KJ/JIETOYHON HeZ,0CTaTOYHOCTU Pa3BUJICA CENCUC C
JIeTaJIbHbIM HCXOZI0M.

TakuM o6pa3oM, B TeueHUe 4 jIeT 0TMeYas0Ch [OCTe-
NeHHOe yXYAllleHUe COCTOSHUs MalyeHTKU. Beaymumuy
CUHJpOMaM{ ObIM [eyeHOYHass HeJO0CTaTOYHOCTD,
NOCTOSIHHAsl CUCTeMHasl BOCIHAJIUTeJibHasi peakLMs Co
BTOPUYHOM NaHLUTOINEHHeHN U KoaryjonaTuei. Jluarios
B3b-XAb noaTBepxJeH HaauuueM IgM Kk KancuaHoMmy
aHTUTEHY, CIJIeHOMerajiuell U skcmnpeccueit LMP-1 B
6uonTaTe eYeHu.

BTOPUYHbIA FTEMO®ATOLIMTAPHbIN
CUHAPOM, ACCOLIMMPOBAHHbIW C B3B

Knununueckoe HabniogeHune 2
3popoBbiit MyxkuuHa K., 41 rog, B ampesie 2022 r.
OTMEeTHJI yBeJUdYeHUe NaxOBbIX JUMQaTHUUECKUX Y3JIOB,
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exxe/JHeBHYI0 QpeOpU/IbHYI0 JIUXOPaAKY U HapacTaoLyIo
TOLIHOTY C 3NM30aMH PBOTHI. [Ipy CKpUHHUHTe UHOEKLUU
B kpoBUu ob6HapyxeHa [JHK B3B, IgM k aHTuUreHam 6py-
LeJIJ1, UEPCUHUMN, a TaKXKe K KalCUHOMY aHTureHy BIB.
Pe3ynbTaThl GbLIM paclieHeHbl KaK HeclleLlMpUYeCKUe,
aHTUMUKPOOHas Tepamnus 6bl1a HeapPeKTUBHOM.

B TeueHue 2 HeAl. y4aCTU/IUCh IO4beMbl TeMIIEpaTypPbl
Tesla 0 PeOpPUIbHBIX 3HAYEHUM, YCUIMJIUCh CJIabGoCTh,
LUTOJUTUYECKUH CUHAPOM, a30TeMHUs, THUIIOKOAryasius
Y aHLMTONEHHs], yBEJUYUIUCD LilefiHble TUMpaTHYeCK e
y3Jibl U NPHUCOEAUHUJIACh NTOCTOsSIHHAsA ofplika. [Ipose-
JleHO JieyeHUe npefHu300HOM (20 Mr/cyT, 5 AHeit), 6e3
addekTa.

[To nanHbIM noBTOpHOM KT opraHoB rpyiHOM KJIETKU
Y OpIOLIHOM MOJIOCTH, BBIIOJHEHHOW C MHTEpBajJoM B
2 Hepn., OOHapy:XeH HapacTaLUN WHTEePCTULMATbHbBIN
NPUKOPHEBOM OTEK JIETKUX, THAPONepUKaAp/, C TOJNLMHON
CJ1051 XKUJKOCTH 10 8 MM U ABYCTOPOHHUM I'MApPOTOpPaKC:
caeBa Jio 27 MM U cripaBa A0 8 MM. OTMeueHO fajibHelliee
yBeaudyenue neyenu (KBPIIJ c 20,4 no 24,6 cMm) u cesne-
3eHkH (¢ 1065,1 10 1827,2 MM?) c eIMHUYHBIMU Cy6KaTCY-
JIIPHBIMU KJIUHOBUAHBIMU MHapKTaMu. Onpesensiinch
yBeJIMUeHHble l1eliHble, BHYyTPUTPYAHbBIE, aKCUJIJISIPHBIE,
abJoMUHaJbHBIE, MO/B3/I0IIHbIE W NaXoBble JUMQATH-
yeckue y3iabl 10 34 mMm. [lo pesynbTraTtam mopdosorude-
CKOT'0 HCC/leloBaHUS OUoNTaTa JUMPaTUUeCKOro ysJa
BbICKA3aHO MpeANOoJIOKeHUe O Halu4yuu B-kieTouyHOH
KpYMHOKJIETOYHOU uMoMbI (puc. 2).

B TeueHMe nocyefyOMNX 2 HeJl. OTMeEYaI0Ch YBeJU-
YyeHHe KOJINYeCTBa IJIa3MaTHUYeCKUX KJIETOK B Nepude-
puyeckoil KpoBHU 10 62 %. B acnupaTe KOCTHOro Mosra
BbISIBJIEHBl €JUHWYHble Makpodaru c 3spuTpodarues,
BKJIIDUEHUSIMU TeMOCH/lepUHa U pe3Koe pacluiupeHue Io-
MyJISIUU [JIa3MaTH4YecKUX K1eToK (< 81 %) c eHoTUIOM
CD45dim+, CD19dim+, CD38+, CD138+, CD56+, CD117-.
Hab6sropanuce GopMbl pa3HOU cTeleHU 3pesioCTH, IIa-
MeHewIlIUe U ABysaAepHble. [Ipu6AU3UTENbHBIN 06bEM
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Puc. 2. BuonTat numdaTmyeckoro ysna naumeHta K. Jlumdatnyeckuii ysen ¢ USMeHeHHbIM PUCYHKOM: HOpMasibHble MM ONAHbIE CTPYK-
Typbl BbITECHEHbI ANMDY3HLIM TMMMOUAHBIM UHMUIBTPATOM, COCTOSILLMM N3 MEKMX U CpedHero pasmepa MMMEOLMTOB; BCTpeYatoTCs
MHOIOYMCNEHHbIE KPYMHbIE NMMMMOMAHBIE KNEeTKW (CoaepaT KpyrnHoe sApo ¢ 2—3 aapbllikamm nam 1 KpynHoe aapbILLKO), MHOrOYMCIEeH-
Hble nasmMaTnyeckne KNeTku n rmctnouunTol. (A) Okpacka reMaToKCUIMHOM 1 3031HOM, x200. (6) Okpacka asypom |l 1 303uHoMm, x400

(MukpodoTorpacum niobesHo npegoctaBneHsl N.A. Bextepesoii)

Fig. 2. Lymph node biopsy of patient K. The lymph node with altered architecture: normal lymphoid structures displaced by the diffuse
lymphoid infiltrate consisting of small and medium-sized lymphocytes. Numerous large lymphoid cells containing a large nuclei with 2-3
nucleoli or 1large nucleolus. Numerous plasma cells and histiocytes. (A) H&E stain, x200. (6) Azure Il - eosin stain, x400 (microphotographs

courtesy of .A. Bekhtereva)
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MHQUJIBTPALlMM KOCTHOI'O MoO3ra IJIa3MaTUYeCKUMHU
KJIeTKaMH, 10 JaHHbIM TMCTOJIOrMYECKOro aHaln3a, Obl
oxkoJ10 50-60 %.

BosibHON MOJIHOCTBIO 06C/e0BaH A/ UCKJII0YEeHUs
MHO>XeCTBEHHO} MHeJIOMbl: OCTEOJIUTHYECKOI0 IPolLiecca,
napanpoTerHa B KPOBU U Moye He o6Hapy:keHo. OfHaKo
y mayueHTa Oblia runepkanbiueMus (2,76 MMoJib/j),
runepnporenHemus (121,5 r/s), B pasoBbIX NOPLUAX
MO4YHU 0GHapyxeH 6esoK B KoHUeHTpauuu 0,15-0,3 r/u.
Bbljo BbICKAa3aHO NpeAIoJOKeHHe O pPa3BUTHUU IlJIas-
MOKJIETOYHOro Jeliko3a. KoHneHTpanusa ¢eppuThHa B
KpOBH He MCCJe[J0Balach, HO HA OCHOBAaHUU YCTONYMBOMH
JINXOPaJiK¥, MaHLUWUTONEHUH, YBeJW4YeHUs TIe4eHu U
cesjie3eHKH, T’MIOKoary/asanuy, Mmopdooruieckoro gpeHo-
MeHa remMo¢aronyTo3a M LUTOJUTUYECKOTO CHHJApPOMA
(249 6ann0B no H-Score, BeposaTHOCTB > 99 %; 5 6asioB
no HLH-2004, ) auarHoctupoBaH BI'®C, mpeamnosoxu-
TeJbHO CBSI3aHHBIA C [eMaTOJIOTMYECKOH OMyXO0JIbIO.
[IpoBesieHa nmysbc-Tepanus JekcaMeTasoHoM no 40 Mr B
CYTKU B TedyeHHe 4 JHeH, OJHAKO COCTOsIHHe NaljleHTa
NpOJ0/KaNI0 YXyAAThCA: Pa3BUIUCh HeKapAUOTeHHbIN
OTeK JIETKHUX, JibIXaTe/IbHasl HeJl0CTaTOYHOCTb C HE0bXo-
JMMOCTbIO HCKYCCTBEHHOHN BEHTUJ/ISALIUM JieTKUX. C 11eJbto
natoreHetudeckoro jedeHust BIT®C seeneno B/ 100 mr
3TOI03UJA.

B Teuenue 3 fHel noc/e BBeJleHUs] XMMHOIIpenapaTa
COCTOsSIHMEe TallMeHTa OCTaBaJloChb KpallHe TsXKeJIbIM,
HO OTMeyYaJloChb CHWXXeHHe KOHLeHTpauuu C-peakTuB-
Horo Geska U OUIMPYOUHA, YpOBeHb GUOpPUHOreHa U
HaTpusi HOPMaJIU30BaJICs, LUTOJUTHYECKUH CHHADPOM
yMeHbiinacdad. Ha 4-ii geHb Ha ¢oHe coxpaHswILeics
JINXOPaJKU 3aperuCTpUpOBaHO OBICTpPOe YBeJIUYeHHe
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KOHIeHTpaluu C-peakTuBHOro 6eska A0 265 Mr/n u
NosiBJeHHe apTepuaJbHOM runoteHsuu. [1o pesyapratam
o6cJie/joBaHuUA JUarHOCTUPOBaHa THEBMOHMUS, BbIsIBJIEHA
MoJIOKUTebHas reMokyabtypa (Klebsiella pneumonia),
KOHCTAaTUPOBaH CeNcUC M HHQEKLHUOHHO-TOKCUYECKUHN
mok. HecMoTpsi Ha mpoBojvMylo aHTHGAKTepHaJbHYIO
Y CONPOBOJAUTEJbHYIO Tepaluio, 0OTMeYeHO JlajlbHellee
NporpeccMpoBaHue MOJMOPTraHHOM HeLOCTAaTOYHOCTHU
C JleTaJbHbIM MCX0Z0M. [lokasaTesn OGUOXMMHYECKOIO
Y KJMHUYEeCKOTO aHa/JIM30B KPOBH NAallMeHTa B TeuyeHUe
2 HeJi., IpeJlleCTBOBAaBILIMX JeTaJlbHOMY MCXOAY, IpUBe-
JIEeHBI B Ta0J1. 2.

Kak y:xe oTMeuasochb paHee, IO pe3yjbTaTaM IpU-
>)KMU3HEHHOT'0 MCCJIeloBaHUsA 6UonTaTa JUMPaTUUIECKOTo
y3J/a 6blj1a 3ano/ijo3peHa JMM$oMa, B KOCTHOM MO3re —
NJIa3MOKJIETOYHBIN J1efiko3. OHaKo, COTJIAaCHO JAaHHbIM
ayTONCUU JUMPATHIECKOTO y3Ja C UMMYyHOTHCTOXUMHU-
YeCKUM HCCle[loBaHUEM, y MaljdeHTa BbIsIBJeHa AUd-
¢dy3Hasg UHOUABTPALUSA aTUNUYHBIMU KpynHbIMU CD20-
MO3UTHUBHBIMU JUMPOLUTAMU U IJIa3MoLUTaMu (puc. 3,
A, B). 3kcnpeccusi JIeTKUX Liellell UMMYHOTIJIOOYJIMHOB
B IJIa3MaTHYeCKUX KJIeTKaX HMeJsa TNOJUTUIINYECKUN
xXapakTep. B cBA3U ¢ OTCyTCTBMEM MOHOTHUIIUM JHarHo3
MHOXXeCTBEHHOM MHesoMbl HckJawoudeH (puc. 3, B, I).
[Ipu rubpuausanuu in situ BOb o6Hapy>keH B eIUHUYHBIX
kJeTkKax (puc. 3, ).

Pe3y/abTaThl ayTONCUHM MO3BOJUIU CHOPMYIMPOBATH
OKOHYaTeJIbHbIN JUarHO3: T0JUMOP(PHO-KIETOYHOE JIUM-
donponudepaTuBHOoe 3a601eBaHNE, ACCOLLUMPOBAHHOE C
B3B-undekuuet, ¢ runepmniasveil MeAUaCTUHANbHBIX,
NapaaopTalbHbIX U Me3eHTepHUaJbHbIX JUMPaTUIECKUX
y3JI0B, Ne4eHU U cese3eHKU. OcnoxxkHeHus: BIOC, nonu-

Ta6nuua 2. NMoka3aTtenn 6MOXMMUYECKOIO U KITIMHUYECKOrO aHanM30B KPoBM NaumeHTa K.
B TeYeHune 2 Hepq., npeALlecTBOBaBLUNX fleTafibHOMY UCXoay

Mokasartenb 04.05 25.05 27.05 28.05 30.05 Hopma
['eMorno6uH, r/n 110 58* 65* JT10Mnosua, 56* 46* >120
TpomGowwTbI, x10%/7 164 26* 14* 27.05.23 10* 8 180-320
NeiikoumTsl, x10%/n 6,36 1,76 0,92 0,24 0,1 4-9
Jiumcpountel, x10%/n 1,2 1,0 0,45 - 0,09 1,2-3,0
Hewtpodunsl, x10%/n 3,2 0,7 0,08 — 0,01 1,8-6,3
CO3, mm/y 120 — — — 84 2-10
ACT, ME/n 42,0 M1 1421 220,0 154,7 4,2-42,0
ANT, ME/n 43,9 42,5 46,0 49,0 37,3 4,2-45,0
Bunupy6uH o6Lmia, MKMonb/n 10,7 46,6 58,5 119,0 90,0 <20
Bunnpy6uH npsamoii, MKMonb/n - 28,6 39,0 7,6 48,3 <5
J1ar, ME/n 626 — — — 588 230-450
MHO 1,2 1,59* 1,53* 1,77 1,21 0,9-1,15
®ubpUHOreH, r/n 1,8 0,56 0,75 0,66 3,6 2-4
D-gumep — 3 — — — 2-4
KpeatnHuH, Mkmonb/n 141 155 148 138 189 44-110
CPB, mr/n 45,9 80,6 84,8 67,0 265,0 1,7-8,3
O61wwii 6enok, r/n — 121,5 119,0 — 88,0 65-85
Kanbuuii, Mmonb/n — 2,76 2,66 2,15 2,03 2,2-2,65
AnbOyMuH, r/n — 19,1 23,8 - 25,2 35-52
Hatpuia, mmonb/n 128 19 128 129 146 136-145
Tpuranuepuasl, MMosb/n — 1,53 — — — 0,45-2,67

CPB — C-peaktusHblit 6enok; AJIT — anaHnHamuHoTpaHcdepasa; ACT — acnapratamuHoTpaHcdepasa; JIAI — nakrataernaporerasa; MHO — mexayHa-

poaHOEe HOpMaAU30BaHHOE OTHOLEHKe.

* MpoBOAMINCH HEOAHOKPATHbIE TPAHCY3UN IPUTPOLIUTHOK MACChI, KPUOMPELMAIUTATA U CBEXE3AMOPOXEHHOM NNasMbl.
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KJOHa/bHasl IJIa3MOKJIeTOYHAsl aKTHUBALMs, alJasus
MHUeJOUJHOW TKaHM, HUcToleHuWe T- K B-kjeTouHOH
NONYJALMHY, IBYCTOPOHHSAS THEBMOHMS, CETNICUC U HHPEK-
LIMOHHO-TOKCUYECKHUH ILOK.

TakuM 06pa3oM, y JAHHOTO NalyeHTa 3aboJieBaHHUe
Je6I0THpOBa/Jo yBelUdyeHUeM JUMQaTUYECKUX VY3JI0B,
TSDKEJIOW CUCTEeMHOW BOCHAJUTENbHOM peakuuel c
BbIPQ)KEHHBIM PEaKTHBHBIM IJ1azMonuTo3oM. BIDC 3a-
NOJl03peH Ha OCHOBAHWM JIMXOPAAKU B OTCYTCTBHE o4yara
vHpeknuu U noATBepxJeH KpuTepusamu HLH-2004 u
H-Score. Hayano natoreHeTH4yeckoi TepalnuM IpPHUBEJO
K YMeHbLIEHUI0 [UTOKWUHOBOrO LITOPMa, OZZHAKO CMePTh
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KIIMHWYECKAS OHKOTEMATOTONM A

Puc. 3. Buontat numdaTtnyeckoro ysna naunenta K. MMmyHoddep-
MeHTHbIi MeTod. (A) dkcnpeccns CD20 B aTUNUYHBIX KPYMHbIX
numdoumtax, x200. (6) Skcnpeccus vs38c (nasmMatndeckne Knet-
ku), x200. (B, I MNonutnnunyeckas sKCnpeccus nerkunx Lenen nm-
MyHorno6ynuHoB (B) kanna u (N naméaa, x400. (4) O6HapyxeHne
B3b B eAnHUYHBIX KneTkax (cTpesiku). [mbpuansaums in situ ¢ 30H-
Aamu k EBER, x400 (MukpocoTorpacumm nto6e3Ho npefocTtaBneHbl
N.A. bexTepeBoi)

Fig. 3. Lymph node biopsy of patient K. Inmunoassay. (A) CD20 ex-
pression in atypical large lymphocytes, x200. (5) Vs38c expression
(plasma cells), x200. (B, ') Polytypic expression of immunoglobulin
light chains (B) kappa and () lambda, x400. (4) EBV detected in
single cells (arrows). In situ hybridization with probes to EBER, x400
(microphotographs courtesy of |.A. Bekhtereva)

HacTyluJa BCaeACcTBUE MHPEKIMOHHBIX OCT0XKHEHUH Ha
¢doHe TaxKesoN HelTponeHuu. BOB-BI'®C noxTBepxkjeH
1ocJie ayTOINCUM Ha OCHOBAaHWH HMCKJIIOYEHHS reMaToJIo-
rMYecKol ONMyXoJH U o6HapykeHUsl TpaHckpuntoB PHK
BIb B 6uonTaTe 1MMbaTHIECKOTO y3/1a.

Knununueckoe Habnioaenne 3

[TauunenTt C., 76 JyieT, 06paTUJICA K Bpauy B HosiOpe
2021 r. c>kayn06aMu Ha 60J1e3HEHHbIe 13Bbl B pOTOBOH I10-
JIOCTH, 3aTpyZHeHUe JIbIXaHUsl, THOWHOe OT/esisieMoe U3
HOCOBBIX XO/I0B U exeZHeBHble {peOpU/IbHbIe MOABEMbI
TeMnepatypsl Tesa 70 39 °C. luarHocTupoBaH apTO3HBIN
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CTOMATUT Y THONHBIA pUHOCHHYCUT, IPOBe/ieHa aHTH OaK-
TepuaJjbHasl U IPOTUBOBUPYCHas Tepanus, 6e3 apdekTa.
JlBa WM TpU aHAJOTUYHBIX 3MH30/a CO CIIOHTAHHBIM
paspellleHHeM OTMeYyaiCh B TeueHHe NpeAlleCTBYIOLHUX
5 nert.

Yepes 1 mec., B Aekabpe 2021 r., NosiBUIKCh HapacTa-
1o111as1 CJ1Iab0CTh, Kalllesib U oxyZeHHe Ha 5 KT. [lo JlaHHbIM
KT opraHoB rpyAaHOHW KJIETKH BbISIBJEHbl HWHTEPCTH-
LlMa/ibHble U3MeHeHUsl C NopaXkeHueM Jierkux o 16 %
o6beMa. B kpoBu o6HapyxeHa JHK BIB (992 konuu/mi).
[TILP-TecTbl MOKPOTHI Ha XJIaMUAUI0, MUKOILJIa3My, JIeTHO-
HeJLJ1y, KOpOHaBUPYC U IUTOMEraJ0BUPyC OTpULIaTe/IbHbIE.
[IpoBeseHa aMnupuyeckass Tepanus LedonepazoHoM/
cynbbakTamMoM. I PeKTa OT JIeueHUs He ObLIO, IUXOpaJKa
COXpaHsJ1ach.

PaHee y mnanueHTa [AMArHoOCTHpPOBaHbI HIlleMHU4e-
cKass 06oJie3Hb cepjlid, TUIepTOHHYecKass 60Jie3Hb U
runepiiasus IpejcraTeJbHOM >xese3bl. [locTosiHHO
NpPOBOAMJIACh Tepanus MHJANaMuJoM/NeprUH/A0NpPUIIOM,
61CONpPOJI0JIOM, KJOMUAOTPEJOM, aATOPBACTaTHUHOM U
KOMOHHaluel JyTacTepuja C TaMCyJO3UHOM, YTO IIO-
3B0OJISIJIO TIOAJepP>KUBaTh Y/l0BJIeTBOPHUTENbHOE CaMOYyB-
ctBUe. B 2016 r. BbINIOJIHEHA CEKTOpaJibHAsA HEQPIKTOMUS
B CBSI31 CO 3/I0Ka4eCTBEHHbIM HOBOOOPa30BaHHUEM IIOYKH,
JLOCTUTHYTA CTOMKas peMHUCCHsl.

YuuTbiBasi NpeAleCTBYIOIMN aHaMHe3, MpOBejeH
OHKOJIOTU4eCKHUH CKpUHUHT. [1o JaHHBIM TOBTOPHBIX Y3U
U KT opraHoB 6pIOIIHON MOJIOCTU 0GHAPYKEHbI MHOXKe-
CTBeHHble TumnofeHcHble (28-38 eaunun XayHcounaa
[HU]), yacTu4HO cauBarwluecs MexJy cob6oi, runoBa-
CKyJIsipHble 06beMHble 00pa30oBaHUs ITeYeHU C HeyeT-
KUMMHU GYTpUCTBIMM KOHTYpPaMH, 6e3 ruiepBacKy/IspHOTo
o6osiKa B apTepHabHy0 pa3y, yMepeHHO HepaBHOMEPHO
HaKaIlJIMBawIliue KoHTpacT Ao 68-70 HU. B o6aactu
BOPOT IleYeHU ONpeJiesIsiIUCh YBeJUdeHHble TUMaTHye-
CKUe y3Jibl 10 24 x 11 MM. Bokpyr nedeHU U cejie3eHKHU
06HapykeHOo HebOoJIbIlI0e KOJIMYeCTBO XKUJKOCTH. Bbicka-
3aHO [I0/I03peHHE 0 pellUiMBe paKa IOYKH C MeTacTa3aMU
B Ilepevyuc/IeHHble OpraHbl U TKaHHU.

B nepuop oGcienoBaHus B TeueHWe 10 aHelt oT-
MeyaJUCh HapacTaloliue MNaHIUTOoNeHus (JeHKOLUTbI
0,43 x 103/mku, HeliTpoduasl 0,24 x 103/Mki, TpoM6O-
uuthl 14 x 103 /MK, reMoryio6uH 79 /1), runepa3oTeMusi
(kpeaTuHUH 166 MKMOJIb/J1), IUTOJUTUUYECKUN CUHAPOM
(ananmHamuHoTpaHcdepasa [AJIT] 677 ME/n, acnap-
TaTaMuHOTpaHcdepasa [ACT] 1582 ME/n), xosectas
(mwenounas ¢pocdarasa [ILIP] 630 ME/x), runepounupy-
6uHeMus (< 182,9 MkMoJsib/n) U runokoaryasanus (ou-
6punored 0,5 r/a, MexAyHapoAHOe HOpPMaJU30BaHHOE
otHouenue [MHO] 5,5, D-gumep 2,44 mkr/mi). O6paiana
Ha ce6s1 BHUMaHUe Bblpa)keHHas runepdeppUTHHEMUs C
yBeJinueHrneM KoHueHTpauuu ¢ 8700 o 154 120 Hr/mi.

[lo AaHHBIM LIUTOJOrMYECKOr0 aHajlu3a KOCTHOIO
Mo3ra OOHapy:KeHa 3HauMUTeJbHasg MCTUOLUTApPHO-Ma-
kpodarasbHas peaklys ¢ NpU3HakaMy reMo¢daronyTosa
(14,2 %) u undunvrpauus kiaetkamu (61 %), pacue-
HEHHbIMU KaK MeTacTa3 HereMol03THYeCKOHW OMyXOJIH.
YTouHeHMe TKaHeBOW NpUHAJJIeXKHOCTH NJIAHUPOBAJIOCh
N0 pe3y/]bTaTaM THCTOJIOTMYECKOTO aHa/M3a KOCTHOIO
Mo3ra. Ha ocnoBanuu kputepueB HLH-2004 (5 6a/10B) 1
H-Score (245 6ans10B, BeposTHOCTb > 99 %) fuarHocTu-
poBaH BI'®C, BO3MOXXKHO acCOLMMPOBAHHbBIN CO 3JI0Kaue-
CTBEHHBIM IIPOLIECCOM.
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Puc. 4. NpaBas pgonsa neveHn nauneHta C. Makponpenapart. Kpyn-
HOOYaroBble HEKPO3bl TKaHW, TPOMO BOPOTHOW BeHbI (06BegeH Ge-
/IbiM Kpyrom) (potorpachma no6esHo npegocrasneHa A.P. Cmup-
HOBbIM)

Fig. 4. The right liver lobe of patient S. Gross specimen. Large-focal
tissue necroses, portal vein thrombus (circled in white) (photograph
courtesy of D.R. Smirnov)

Yepes 6 HeAl. OT NOSABJIEHUS IMXOPA/IKHU B LieJISIX cJiep-
>KMBaHMSA U30BITOYHOM BOCIAJIUTENbHON peaKLuu A0 Mo-
JIy4eHUs1 pe3y/JbTaTOB I'MCTOJ0IMYECKOTr0 UCCIe/J0BaHus
KOCTHOTO MO3ra HayaTa xuMuoTepanus. OJHOKpaTHO
(23.12.21r.) BBegeno B/B 100 Mr s3Tono3uaa, c 25.12.21 r.
JlobaBjieH JiekcaMeTa3oH B Jo3e 40 Mr exesHeBHO.
JlOCTUTHYTO KpaTKOBpeMeHHOe 4aCTH4YHOe yJydllleHHe
B BUJe allUPEKCHUM, CHWXKeHUS KOHLieHTpauuu C-peak-
TUBHOTrO 6esika ¢ 85 g0 30,9 mr/a, ypoBus AJIT — ¢ 677,5
o 149,7 ME/n u ACT — c 1582 no 636,7 ME/n1. OfHako
obliee cocTosiHUE G0JIBHOTO NPOJOJDKaN0 YXyALIAThCS,
pPa3BUJIMCH IJy6OKasi MAHIMTONEHUs, TUIOKOAry/saLus,
yrHeTeHue CO3HaHHA [0 conmopa. HecMoTpsi Ha mpoBo-
AuMyl Tepanuto, 28.12.21 r. KOHCTaTUPOBaHa CMEPTH
60JILHOTO.

[Ipy ayTomcuu omnpefessjach relnaToMerajvs, Ha
paspese B TKaHU IedyeHU OOHapy>KeHbl 06TypHUpyOLMe
TpoMObI B BODOTHOM BeHe U IeYeHOYHbIX apTepusx,
MHO)XeCTBeHHble «reorpapuyeckre» KpyNHO- U MeJKO-
oyaroBble HEKPO3bl C reMOpparvyeCcKUM HpPONUTHIBA-
HUEM JIeBOH U NpaBoi JjoJiell neueHu (puc. 4).

[Ipy MUKPOCKONIMYECKOM HCCIe/JOBaHUHY B TKaHU Ile-
YeHHU BbIfIBJI€Hbl HEKPOTHYECKUH XOJIaHTUT BHYTpUIleye-
HOYHBIX IPOTOKOB, BbIpakeHHas IUMPOTrHUCTUOLUTAPHAsA
WHQUJIBTPALMs NOPTaJbHBIX TPaKTOB, HEBPUTHI, Ipo-
JYKTUBHBIE JIEMKOLMTOK/IaCTUUeCKHe BEeHY/JIUTh! BeTBel
BOpPOTHOM BeHbl, reM0$aronuTo3, TMHIepxpoMarTos sijiep B
JIUMGOUAHBIX KJIeTKAX U Kapuopekcuc (puc. 5).

Ha ayTomncuiiHoM MaTepuajie B NpenapaTax NedeHH
npu rubpuausanuu in situ ¢ 3ougamu Kk EBER B 60Jib-
HIMHCTBE JUMGQOLUTOB BOCNAJUTENbHOI0 HHPUABTPATA
o6Hapy»xeH B3b (puc. 6).

B TkaHU Jlerkux OOHapy:KeHbl NPU3HAKU pecnupa-
TOPHOI'0 JAUCTpPecC-CHHApPOMa B3pOCJbIX. BrisiBisieMble
paHee B aciMpaTe KOCTHOTO MO3ra «aTUIIUYHbIe KJIeTKU»,
paciieHeHHble KaK «MeTacTa3 HereMol03THYeCKoH
ONYyXOJIU», TPaKTOBaHbl Kak JUMQOUJHbIE KJETKH,
nHounposanHbie B3b. [lo pesynbTaTaM HOCMEPTHOTO
vcclel0OBaHUA TOCTaBJeH 3aKJ/IYUTeJbHbIH JMarHos:
B3B-XAB, ocnoxneHHass BI'OC, ¢ mopakeHueM NeyeHH,
JIETKUX Y KOCTHOTO MO3ra.

TakvM o6pa3oM, y JaHHOrO MalyeHTa [0 TOCIUTa-
JIM3allUM NPUCYTCTBOBAJIM IPU3HAKH, He I03BOJIANOLINE
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Puc. 5. CeKLUMOHHbI MaTepuan neyenn nauneHta C. Bocnanutens-
Hasa MHpUNLTPauUMs nopTtanbHoro Tpakta. Okpacka reMaToKcuan-
HOM ¥ 303UHOM, *400 (MmkpodoTorpadmsa nbe3HO npegocTas-
neHa .P. CMMpHOBbIM)

Puc. 6. CeKUMOHHbIA MaTepuan neveHun nauynerta C. BOb o6Hapy-
XXEeH B 60/bLUMHCTBE NUMAONAHBLIX KNeTok. mbpuansauuns in situ
¢ 3oHgamm Kk EBER, x100 (Mukpodpotorpachmsa niob6e3Ho npepo-
cTtaBneHa B.B. baiikoBbim)

Fig. 5. Liver autopsy of patient S. Inflammatory infiltration of portal
tract. H&E stain, X400 (microphotograph courtesy of D.R. Smirnov)

uckiountb B3B-XAB. /luarHo3 6bL1 HNOATBEPXK/EH Moc/e
ayTolcuy Npu o6Hapy:keHuM TpaHckpuntoB PHK B3b B
TKaHU nedeHU. VimeHHo pasBuTue BIB-BI'OC mnpusesno
K YXY[IIeHUI0 OOLIero COCTOssHUs O6oJibHOTO. JleueHue
3TONO3K/I0M HECKOJIBKO YMEHbIIN/I0 BOCIAJUTENbHYIO pe-
aKIM10, OZJHAKO U3-3a I03/JHET0 Havyasla Tepanyuy pa3BUINCh
HeobGpaTHUMble OpraHHble U3MeHeHUs], KOTOPble OCIYKUIN
HelnocpeCTBEHHON NPUYMHOM CMepTH NaleHTa.

Knununyeckoe HaGniogexmne 4

[MapguenT I1., 19 sieT, oTMETHJ IOTEPIO MACCHI TeJa 0
28 kr B TeueHUe nocjaeHux 5 mec. B centsi6pe 2019 . 1u-
arHOCTHpPOBaH WeodeMopanbHbI TPoM603, B AeKabpe
MOSIBUJIMCH aJloNel s, IOKpacHeHue 1leK U CIIMHKU Hoca.
B sauBape 2020 r. 60J1bHOM FOCIUTATU3UPOBAH C KalllJIEM,
bebpuabHON JIUXOpaAKoW U 6osbio B rpyau. Ilpu o06-
Cle[lOBAHUM B KPOBU ONpeJessjiUChb ayTOaHTUTesNa K
aBycnupanabHoit JHK, anTuTena knaccoB M u G Kk kapauo-
JIMIUHAM, MpPOTeUHypUs A0 3 T/CyT U MUHHUMaJbHbIH
JIeBOCTOPOHHUN THAPOTOpaKC. JlMarHOCTUpOBaHA CH-
cTeMHas kpacHas BosiyaHka (CKB) c mopaxkeHueM KOXH,
NOYeK, JIEeTKUX WU BTOPUYHBIM aHTUGOCHONUNUIHBIM
cuggpomoM. C gHBapsa 2020 r. MHULMUPOBAHA HUMMY-
HOCyIIpecCUBHasl Tepanus NpPeJAHU30J0HOM M IHUKJIO-
dochamusioM. JlocTUrHYTO paspellleHHe NPOTEUHYPUH,
yMeHbllleHue 3pUTEMbl M CHW)XeHUe JIabopaTOPHBIX
N0Ka3aTeJiell akTUBHOCTH 3a60JIeBaHUS.

OpHako B nepBbIX yucaax Mapta 2020 r. nosBUJIKCH
HapacTalollasd NaHIUTONEeHUs U IUTOJUTHYECKUN CHUH-
JApoM, npucoeUHUIACh Juxopaaka a0 40 °C ¢ o03HO60M
2-3 pasa B CyTkM, 6e3 JIOKaJIM30BAaHHOIO o4Yara HH-
deknuu 1 6e3 3dpexTa OT MPOBOAUMON AaHTUMUKPOOHOH
Tepanuu. B TeyeHue 1 Mec. cocTosiHHe 60JIbHOTO NPOAO0JI-

Fig. 6. Liver autopsy of patient S. EBV detected in most lymphoid
cells. EBER in situ hybridization, X100 (microphotograph courtesy
of V.V. Baykov)

KaJIo YXy[aThCs, TOSBUIUCH MEJIKOTOYEYHble CyOKOHb-
IOHKTUBaJIbHble KPOBOM3J/IMSIHUS, YBeJUYeHHe CJIe3HbIX
’KeJle3 C TUllepeMuMed BHUAUMOM 4acTH, TUIepeMHUs
CKJIEp U OTeK BeK BILJIOTb /10 HEBO3MOXHOCTH OTKPBITh
rnasa. OTMeyasucb KPOBOTOYMBOCTb U3 MECT MYHKIIUH,
yMepeHHas ruilepnjaasus MUH/AQIUH, THYCaBOCTb U 3aJ10-
»)KeHHOCTb HOCa. B KIMHNYecKoH KapTHHE JJOMUHUPOBAIN
HeMOTUBHMPOBaHHAsA COHJIMBOCTb, I'OJIOBOKPYXKEHHUe, He-
BO3MOXXHOCTb HaXOJUTbCSl B BEPTHKAJbHOM I10JIOKEHUH,
c1aboCTb U CBeTO60sI3Hb BILJIOTh [0 3MM30Ja NOTepHU
co3HaHus1. Ha Koxe rpyiu ¥ »KMBOTA NMOSABUINCh aKHEIOo-
Jl06HBIE BBICBINaHUS.

[lo paHHbiIM MPT rosioBHOro Mo3ra NpPHU3HAKOB
ONyX0JIEBOTO IIpoliecca, OTeKa W HapylleHHs KpOBO-
obpaieHus He BblsaBjeHo. [lo pesynbratam KT opraHos
TPYAHOM KJIETKHM, OPIOUIHOW MOJIOCTU U MaJjioro Tasa
o6HapyxeHo yBenudeHue nedyenu (KBPII/J 15,4 cM) u ce-
JieseHkH (< 13,2 x 5,45 cm). O6paiany Ha cebst BHUMaHuUe
runepdepputuemus (< 33 390 Hr/mJj) U runepTrpu-
mnepugemus (< 4,61 Mmouib/a). [Ipu nuTONOrHYECKOM
M THUCTOJIOTUYECKOM MCCJIeJOBaHUHM KOCTHOrO MO3ra
06HapyeHbl Makpodaru c sBJEHUSIMU remModaroru-
To3a. MoJieKy/IsipHO-TeHeTHYeCKUe aHaJM3bl KpPOBU Ha
BUPYCHI Ipulna A U B, repneTudeckyio rpyiny oTpuua-
TeJbHBL. B KpOBU ompezessiuch aHTUTe A KJjaacca M k
KallCUHOMY aHTUTeHY, kJ1acca G K paHHEMY U s/lepHOMY
a"HTtureHaM BIb. Ha ocHOBaHUM IMX0pajKH, LUTONEHHUH,
Mopdosiorudeckoro ¢deHoMeHa remodaronuTosa B
KOCTHOM MO3Te, HapacTarollero nurtoJusa (5 6aaioB no
HLH-2004; 307 6ass0B no H-Score, BeposiTHOCTB > 99 %)
auarHoctupoBaH B3B-BI'®C.

[locne noaTBepKAeHUs JUarHo3a Ha ¢poHe HapacTaHUsA
NeYeHOYHON U IiepeGpasbHOM HEeAOCTaTOYHOCTH, LUTO-
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neHuu U runoxkorynsauuu c 25.03.20 r. HayaTa Tepanus
aTono3uioM B fjo3e 150 Mr B/B exxeHeiesibHO. [IpojomkeHa
Tepanuss CKB npenHusosionoMm (1 Mr/kr/cyT exefHEBHO
C TOCTeNeHHbIM CHIDKEHWEM J[03bl). YKe B TeuyeHHUe
nepBbIX 12 4 6bUIM JOCTUTHYTHI allUPEKCUs], yMeHbllIeH e
TUIepeMUd U OTeKa Bek, IpeKpallleHHe KPOBOTOYUBOCTH.
Yepe3 1 neHb BO30OHOBUJIACH JIMXOPaJiKa, HO 6e3 03HO6a
M NalMeHT OTMevaJ HEeKOTOpoe yJydllleHWe O6Ilero
coctosiHus. Hab1oanock yMeHbllleHNe IUTOJIM3a U ThIlep-
dbeppUTHHEMUH, HO COXpaHsJIach BbIpaXKeHHas! C/1aboCThb U
COHJIMBOCTb.

Janee xaxjble 7 [Hel OTMeyaJoCb De3Koe YXYA-
lIeHWe COCTOSIHUS B BUJE KPYHNHONSATHUCTBIX BBICHI-
NaHWH, AU3apTPUH, apTepUalbHON 'MIIOTEH3UH, TPUMac-
HHUYaHbs, le30pMeHTallUu BO BpEMEHU U MPOCTPAHCTBeE.
[Tocsie MOBTOPHOr'O BBeJIeHUS1 3TONO3MJAA 3THU KaJ0ObI
perpeccupoBaJ/iy B TeueHHe HeCKOJIbKUX 4acoB. Bcero BbI-
nosiHeHO 3 MHOY3uu 1o 150 Mmr. B cBsi3u c HellTponeHuel
4-e BBeJleHHE ObLIO B CHHUKeHHOM Jo3e 50 Mr. /[l noTeH-
1MpoBaHus 3pdeKTa 0JHOKPATHO BBeJleH PUTYKCUMab B
no3e 300 Mr, HO U3BMeHeHUH He nocyegoBaJio. [locie 5-ro
BBeJleHUs1 50 Mr 3Tomosuja OTMeyaluChb yBeJUYeHHe
JJIUTEJbHOCTH JHEBHOTO OOJPCTBOBAHHUSA, alHpEKCHs,
paspelieHHe TPOMOOLMTONEHUH, TMTOGUOPUHOTeHEM UMY,
X0JlecTasa M CHIKeHUe KOHILleHTpauuu ¢eppUTHHA.
Ha ¢one cTabuimsanuu ob1iero coCTOSAHUSA NalMeHTa U
yny4qiieHus nokasateseit kposu 30.04.20 u 07.05.20 rr.
MOBTOPHO BBeJleH 3Tono3u/ B fo3e 100 mMr B/B.

C 08.05.20 r. mamyeHT OTMETUJ HOpPMaJU3aIUI0
HOCOBOTO JbIXaHHUS U MOJIHOe pa3pelleHHe Nepuopou-
TaJbHOI0 oTeKa. C1abocThb cTajsa GbICTPO YMEHbIIATHCH,
HalydeHT CMOT BCTaBaTb, XOAUTb IO NajaTe C OMNOPOH.
[Ipofo/mkana CHWXATbCA KOHIeHTpanus ¢eppuTHHa,
HOPMaJIM30Ba/IUCh TI0Ka3aTe/Ju TPUIJIMLEPU/IOB B KDOBH.
JMHaMUKa KJIMHU4YeCKH U 1abopaTOpHbIX [TI0Ka3aTesel B
TedyeHUe NOCJeJHUX 2 MecC. IpeJiCTaB/ieHa Ha puc. 7.

[ManuenT Bbinucad 19.05.20 r. B cTaGUJIbHOM COCTO-
sHUU. B nanpHeleM 6b11 3aBeplieH Kypc aedeHuss CKB
C JOCTXXeHHEeM CTOMKONW peMuccuu. B TeueHue 5 jer
nocJjesylollero HabJ/OJeHUs CaMOYyBCTBUe TNaljMeHTa
0CTaBaJIOCh YA0BJIETBOPUTENbHBIM,

TakuMm o6pa3oM, B NpeJCTaBJeHHOM KJIMHHYECKOM
HabsoneHun BIB-uHbeknus ae6GloTUpoBasa C MaHIU-
TONEHUH U LIUTOIM3a. B TeueHHe HECKOIbKUX JHEH Npu-
COeIMHUJIC THUNHUYHBIN JJis1 MHPEKIMOHHOTO0 MOHOHY-
kJieo3a tuMdonpoaudepaTuBHblil cuuapoM ¢ BIB-BI'OC.
Tsoxkenoe TedyeHne BI3B-uHdekUU AUArTHOCTHPOBAHO
Ha OCHOBAaHMM aHTUTeN OCTpod ¢a3bl U HCKJIIOYEHUs
reMaToJloruieckoil omnyxosd. Tepanus 3TONO3UAOM
M03BOJIMJIa KOHTPOJUPOBATb OCTPYI0 BOCHAJUTEJbHYIO
peaklLUi0 B TeyeHHe 6 HeJ. O paspellleHUs] aKTUBHOU
¢dasbl UHOEKIUU.

Knununueckoe HabnogeHune 5

[MaumeHT B., 15 JsieT, 63 3HaYMMbIX 3a00J€BaHUM ro-
CNUTAJM3UpOBaH a aBrycre 2005 I. ¢ ka/106aMu Ha Oy TJI0-
BaTOCTh JuLa, GeGpUIbHYI0 Juxopaaky fo 38,5 °C mocie
7-IHeBHOro mnepuoga cybdebpuiutera. M3 aHaMHe3a
M3BECTHO, UTO MaJIbiUK B BO3pacTe 4 JieT MepeHec ICEB-
JloTyb6epkysies, B 11 ieT — UH)EKIMOHHbIN MOHOHYKJIEO3.
B ocTanbHOM HHPEKIIMOHHbBIM aHaMHe3 He OTATOLIeH.

B TeueHue 1 Hej. mocjie rocnUTajJW3aLUM TeMIle-
paTypa Tesa cTasa noBblaTbed fo 39,5 °C, nosiBUIach
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reMopparudeckasi Cblllb B IaxXOBbIX CKJafKaX, IOJ-
MBILIEYHON 06/1aCTH U B TPOEKIUHU T0JIEeHOCTOMHbBIX
cyctaBoB. C 23.08.05 r. mossBU/IMCh T'0JI0OBHAst 60JIb U Me-
HUHrea/IbHble 3HaKU. B CIHHHOMO3roBOM »XU/AKOCTH Ta-
TOJIOTMYECKUX 3/IEMEHTOB He 06HapyxeHo. Uepe3 1 Hep.
OTMeYeHO yBeJMYeHHe MaXOBbIX JUMPaTHUECKUX Y3JI0B
o 4 cm. Ilo pesyabraTaM Y3W opraHoB GprolIHON mo-
JIOCTH OIpefiesIslINCh yBeJHU4YeHHble JUMaTH4YecKue
y3JIbl B BOPOTax neveHu (< 2,2 x 1,0 cMm), cryieHoMeranus
(= 18,8 x 7,3 cM) 6e3 mopTa/bHON rMIEPTEH3UU U rena-
ToMmeranusi (KBPIIJ 17,4 cMm). B nieBpa/ibHBIX CHHYCAX,
NeprneyeHOYHOM U INepUCIieHaJbHOM MPOCTPAHCTBAX,
B OpIOIIHOM MOJIOCTH W IMOJIOCTH MaJIoro Ta3a oOHapy-
’)KeHa KUAKOCTb. JIOKaJM30BaHHBIX 04YaroB MHGQeKUUH
He BbISIBJIEHO. IMNMpHUYecKass aHTUMUKPOOHas Tepanus
LUIMPOKOTO crieKTpa 6e3 adpdekTa.

[Io JaHHBIM LUTOJIOTHUYECKOTO0 aHa/au3a IJeBpaJb-
HOTO BBINIOTA OTMe4YasoCh yBeJWYeHHe KOHIleHTpaluu
6enka go 23,1 r/a (HopMma < 15 r/n), npo6a PuBanbThl
NoJIOXKHUTesbHas. B HaTUBHOM mNpenapaTe OGHapy:KeHO
60JbllIOE  KOJHUYECTBO JMMQOUAHBIX 3JEMEHTOB C
6a30$UIBHON IUTOMJIA3MOM, MOJUMOPOHBLIMU IO Be-
JIMYMHE s/ipaMy NpaBUJIbHONW (OpPMbl C MHBArvHanuew,
e/JMHUYHble U B CKOILJIEHUSIX T'MCTHOLMTapHO-MaKpo-
daranbHble 37eMeHThl. [Ipu  6GaKTepHOJOTHYeCKOM
aHa/lu3e IUJIeBpPaJbHONW J>KUJAKOCTH IaTOJOIMYECKOro
pocTa He YCTaHOBJIEHO. ATUIMYHBIX KJIETOK U MUKOOaK-
Tepud He BblsBJeHO. [IpUYMHY BbINOTA B INJIeBpaJbHOU
MOJIOCTH YCTAaHOBUTb He yAajnocb. CycTaBHOM CHUHADPOM
OTCYTCTBOBaJ, CKDUHUHT ayTOMMMYHHBIX 3a60JieBaHUN
OTpHULaTeJbHbIH.

[IpoBeneHa Tepanus npefHu3oaoHoOM (5 Mr/kr/cyr,
3 nHs), 6e3 addexTa. [l UCKIIIOUEHUST OCTPON BUPYCHOM
MHQEKL U BbINOJHEHB! CEPOJIOTHYECKHE W MOJIEKYJsp-
HO-TeHeTU4eCKue aHa/n3bl KpoBHU. IgG u IgM k aHTureHam
LMTOMerajoBupyca, IgM K KancUZHOMY aHTHUTeHYy U K
paHHUM aHTUreHaM B3B He oGHapyxeHbl. [lpu kaue-
ctBeHHolt [IL[P o6pasua kpoBu BbisgBaeHa JHK B3B.
JleueHHe aHTUBUPYCHBIMM NpenapaTaMy (QLUKJIOBUP U
Ba/IalIUKJIOBUP) OKa3a/10Ch Ge3yClelTHbIM.

[TauveHTy BBINOJHEHbI GUONCUU JUMGATHYECKOTO
y3/a U KOCTHOTO Mo3ra. B smMdaTuyeckom y3se o6Ha-
pyeHa runomaasus B-k/ieTo4yHbIX 30H. B mapakopTtu-
KaJIbHOU 30He ONpe/ie/IsiINCh MHOTOYMC/IEHHbIe KPYIIHbIe
KJIETKHU € MOPPOJOrHYeCKUMHU YepTaMU UMMYHO0,/1aCTOB
HeyTOYHEHHOU IMHelHOoCTH cakcnipeccuei CD30 u LMP-1.
OTMeuasiach BblpakeHHas1 npoJiidepalysa ruCTUOLUTOB,
B YaCTH KOTOpPBIX OBbLIM NMPU3HAKU 3PUTPOdaronuTosa.
B kocTHOM Mo3re Ha ¢OHe COXpPaHHOTO IreMOI033a BbIAB-
JleHa nposudepanus ruCTUOLHUTOB TaKXe ¢ apuTpodaro-
LIUTO30M B 4aCTH KJIeTOK. [I[pu3HaKoB reMaTo/10THYeCKON
onyxosau HeT. TakuM o6pa3oM, B JUMPaTUUECKOM y3Jie
Y KOCTHOM MO3re BbIsIBJIeHbl peaKTHBHble H3MeHeHHs,
BbI3BaHHbIe BIb.

B TeueHue 3 HeA. HapacTas OTeYHbIHA CHHAPOM, N0s-
BUJIMCh 3KXMMO3bl B IPOEKIMH KPYNHBIX CYCTABOB U KO-
pernozio6Has Cblb Ha BceM TeJie. [1o JaHHBIM KapJHOMO-
HUTOPUHIA OTMevaJacb CHHYCOBasi apuTMHs U MUTpaLiUs
BOAUTE/]sl pUTMa MO INpeAcepAUsM, CHHOATpHaIbHas
6s10kaja Il creneHyn M aTpHOBEHTPUKYy/AspHas 6JoKaja
[-Il cTeneHu, 4YTO ObLIO pacleHEHO KaK MHUOKapAuT.
CoxpaHsiylachk rojioBHasi 60J1b, MOsSIBUJIaCh HapacTalolias
ozblliKa. [Io JaHHBIM peHTreHorpadpuy rpyaHoN KJAeTKH
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Puc. 7. InHamMnKa KNMHN4YeCKnx n nabopaTtopHbIxX NokasaTtenel nayneHTa . B TeuyeHne 2 mec.
CPB — C-peakTuBHbIi 6enok; A/IT — anaHMHaMuHoTpaHcdepasa; ACT — acnapTatammHoTpaHcdepasa; Mep. — meponeHem; ®nyk. — iyko-
Hason; LI/C — uecdbonepasoH + cynbbakTam; Lledhtp. — uedtprakcoH; LLL® — wenoyHaa docdaTasa.

Fig. 7. Dynamics of clinical and laboratory parameters in patient P. during 2 months
CPB — C-reactive protein; A/IT — alanine aminotransferase; ACT — aspartate aminotransferase; Mep. — meropenem; ®nyk. — fluconazole;
Ll/C — cefoperazone + sulbactam; Llecptp. — ceftriaxone; LLU® — alkaline phosphatase.
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OTMeyYaJIChb NIPU3HAKU HEKapAHOTreHHOro OTeKa JIETKUX
u rugporopakc go VIII pebpa.

Y maneHTa perucTpUpoBaINCh BOJHOOOPA3HbIM IUTO-
sutudeckuit (AJIT < 152 ME/n, ACT < 157 ME/n) u xos1ecrta-
Tudeckuit curapomsl (P < 180 ME/n npu HOpMaIbHbBIX
3HAYEeHUsAX OUIMPYyOUHa), runoaabbymMuHeMus (< 21,5 r/i),
runeprpurnuiepusiemus (< 3,06 MMoJib/J1) U TUNOKOAry-
Jsnus (dubpuHoreH < 1,2 r/a, MHO < 1,6). KonjeHTpauus
depputuHa cocraBwia 1125 ur/mi. [osiBunuck Hedpo-
natus (KpeaTHHUH KpoBU < 130 MKMOJIb/J1) U aHeMus (Te-
MOIJI06UH < 91 /1) 6€3 TPOMOOIUTONEHUH U JIEUKOTIEHUH.
[Ipy TOBTOPHOM LJUTOJIOTMYECKOM HCC/IeJ0BAHUH KOCTHOT'O
MO3ra 0TMeyaJloch yBeJMYeHHe KoJiudecTBa $aroyuTUpy-
101X Makpodaros ¢ 7,8 1o 16,2 %. Ha ocHoBaHUM yCTOH-
YUBOM JIMXOPaJKH, eNaTOCN/eHOMeraluy, MOBBIILEHHUS
aktuBHOCTH ACT, aHeMu#, runoprGPUHOTEHEMUY, MOBBI-
11eHNs YPOBHSI TPUIIMLEPUAOB U GePPUTHHA, & TAKKE MOp-
donoruyeckoro peHoMeHa remodaronuTosa (6 6a10B MO
HLH-2004; 215 6a10B o H-Score, BeposiTHOCTb 93-96 %)
JuarHoctupoBaH BOB-BI'OC.

B cBfi3u c HapacTawlleld NoJMopraHHoN (MoYeYHOoH,
MeYeHOUYHOH, cep/leYHO-COCYJUCTON U [bIXaTeJbHOM)
HepoctaTo4yHocThio ¢ 08.09.05 1. HauaTa Tepanus JAeKca-
MeTa30HOM B fo3e 10 Mr/m? exxeZJHEBHO IO MPOTOKOJIY
HLH-2004. KnuHHU4Yeckoro U JlabopaTOPHOr0 OTBeTa He
nosiydyeHo; ¢ 16.09.05 . MHUIUUPOBAHO JieueHHUe 3TOMO-
3uJ1oM B io3e 150 Mr/m? B/B 2 pa3a B HeJIeJI0 U [[UKJIO-
CcropuHOM A B J1o3e 5 MI'/KT/cyT exxeIHEBHO.

Yxe Ha cieAylolIMH JeHb nocje 1-ro BBeJeHUA
3TOno3UjAa TeMIlepaTypa TeJa HOpPMaJM30Bajach,
YJAYUYLIMJICS alllleTUT, Cblllb M06JefHesa, pa3pelinaach
oJbILIIKa U roJioBHas 60Jib. [1o pe3ysbTaTaM NOBTOPHOIO
Y3U yepe3 2 HeA. OT Hayaja JiedeHUs ITONO3UJOM OT-
MeyaJloChb yYMeHbllleHUe pa3MepoB MedyeHH, cese3eHKHU
(s 14,8 x 5,0 cMm), abfoMHUHaA/NbHBIX JUMbATHYECKUX
y3JI0B. BbINOT B IJIeBpaJibHOW M OPIOMIHOM MOJIOCTAX
nepecTas onpeAeasiThCs.

B TedyeHue 1 Mec. mocjie HayaJsa JieueHUs] HOpMaJu-
3o0Basiuck MHO, aktuBHOCTb LLI® 1 KOHIEeHTpalLus Kpea-
TUHHHA, OTMevaJlach CTOMKasl TeHAEeHL M K pa3pelleHHI0
aHeMHUU. B acnuparte KocTHOro mMosra 4ucsao ¢GparoyuTH-
pytomux Makpodaros cHusuaoch a0 0,4 %. Tepanus no
npoTtokoay HLH-2004 6bl1a npogo/mkeHa.

C 20.10.05 r. pgocrurHyta CcToOWKas amUpeKCus.
Tuno¢ubpuHorenemus (< 1,3 r/u) paspeminaach yepes
1 Mec, a LUTOJUTUYECKUH CHUHAPOM — TOJIBKO 4epe3
4 Mec. JledeHre 3TONO3U/I0M ObLIO 3aBepLIEHO B STHBape
2006 r. Bcero npoBegeHo 15 BBeseHuit. JleueHue LUKJI0-
CIIOPUHOM A U JileKCcaMeTa30HOM IPOJO0JKEHO [0 HIOHS
2006T.

B TedyeHue mnociaeaywmux 13 JileT nauueHT BeJ
0ObIYHBIA 06pa3 xku3HU. B 2019 I. Ha KOHEYHOCTSX
60JIbHOTO MOSIBUJINCb MHOTOYHMC/IEHHbIE TIOJKOXHbIE 00-
pasoBaHusl. [Io pesysbTaTaM rMCTOJOIMYECKOTO U UMMY-
HOTMCTOXUMHUYECKOI'0 MCCIeJOBaHUN JUarHOCTUPOBaHa
nepudepudeckas T-kieTouHass JauMdoma. [IpoBefeHo
6 nukioB JedeHus no cxeme CHOEP c nocnepyromeit
KOHCOJMIUJALUEN BBICOKOJO3HONW XUMHOTepamnueh ¢
TpaHCIJIaHTallMed ayTOJIOTUYHBIX TeMOINO3THYECKUX
CTBOJIOBBIX KJIETOK. JlOCTUTHYTast peMUCCHUsI COXpaHsIach
B TeyeHUe NoCeAyoUuX 5 JeT Hab/toeHus.

TakuMm o6pa3oM, B NpeJCTaBJeHHOM KJIWHHYECKOM
HabsoneHur BIOC 1e6r0TUPOBaI € TSXKEN0U CUCTeMHON
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BOCHAJMTE/IbHON peaklLMM, 3KXMMO30B Ha KOXe U
pacnpocTtpaHeHHOM JuMbaaeHonaTuu. B3B-uHdeknus
JUAarHOCTUpPOBaHA Ha OCHOBaHUM 3Kcnpeccuu LMP-1 B
6uonTate auMaTHyecKoro ysja. Tepamus ¢ BKJIOYe-
HUEeM 3TOI03U/a IPUBeJa K BbI3I0POBJIEHUIO.

Knunuueckoe HabnoaeHmne 6

[Manuent K., 54 roga, B Hosa6pe 2018 r. oTMeTun
exxeJJHEBHbIe MO beMbl TeMIepaTyphl Tesa go 38-39 °C.
B nexabpe TOro e roja 3aNMU30/bl JUXOPAAKU CTAIU pexe
(1-2 pa3a B Hejes0), oiHAKO yxe B siHBape 2019 r. mo-
BbIllIeHUe TeMIepaTyphl Teja C 03HOO60M y4yacTU/I0Ch [0
2-4 pa3 B cyTKU. IPDEKT OT HECTEPOUAHBIX TPOTUBOBOC-
nanuTteabHbix cpeAcTB (HIIBC) 6b11 KpaTKOBpEMEHHBIM,
MpOBOJUMAasi aHTUMUKpPOOHas Tepanus 6e3 adpdekxTa.

CycTaBHOr0 CMHZApPOMaA U J1abOpaTOPHBIX NPU3HAKOB
CHUCTEMHOro 3a00J/ieBaHUs COeJUHUTEJbHOM TKaHU He
BbISIBJIEHO. JIJaHHBIX B 10J1b3Y OCTPOro GaKTepHUaJbHOI0
Y IapasuTapHOTO MpPOIeCCOB TaKXe He IMO0Jy4YeHoO.
PesysnbraT aHanuza kpoBH Ha IgG K paHHUM aHTH-
reHaMm B3B coMHUTe/NbHBIA. AHTUTEN K KalCUJHOMY
a"ntureny BOB He o6HapyxeHo. I[IlIP-Tect na B3B
MOJIOKUTEJNbHBIN, OJJHAKO C y4YeTOM CepoJIOTHMYecKHUX
JlaHHBIX pe3yJbTaT pacleHeH Kak JIoXKHbIH. [lo JaHHBIM
KT opraHoB rpyaHoW KJIeTKH U OpPIOIIHON MOJIOCTH
o6HapyxeHbl acyuT (< 500 mu), yBesiueHUe NMeYeHu U
cesie3eHKH (< 18,0 x 8,2 cM) 6e3 NpuU3HAKOB NOPTaIbHON
runepteH3uu. UMMyHocynpeccuBHasl Tepanus JeKcaMme-
TazoHoM B fo03e 20 mMr/cyT B TeueHue 10 nHel He gaja
addekTa. [eHe3 1MxXOpa KU OCTaBa/ICs HESICHBIM.

B TeyeHue 1 Mec. ycuauaach cJaaboCTh, MAllMEHT MOT
nepesBUraThCsA TOJIbKO B NIpefiesax najaaTbl. OTMevaarch
nporpeccupyoniass MaHUUTONEHUs], TUIOKOAaryyasLus,
HedpomnaTus, LUUTOJUTUYECKHUH H XoJieCTaTHUYeCKUH
cuHgpoMbl. KoHueHTpauus ¢eppuTHHA COCTaBUJA
28 579 Hr/mu yepes 2 HeJl. TOCJIe Havyasia o6CieloBaHusd, a
yepes 4 HeZl. — yxe 58 920 Hr/mu1. [Ipu nuTONIOTHYECKOM
Y THUCTOJIOTMYECKOM HCCAe[0BAaHUSIX KOCTHOIO MO3ra
NPH3HAKOB 3/I0KaueCTBEHHOT0 IIpoliecca He 0GHaPY’KeHO.
[Ipy M3yyeHUU acnypaTa BbISIBJEHbl AUCIJIAaCTHUYeCKHe
W3MeHeHUs MUeJOUJHON TKaHM U MakpodaraibHas
peakuusa (2,4 %) c remodaronuto3oM. Ha ocHoBaHuHU
kputepueB HLH-2004 (5 6assoB) u H-Score (299 6annos,
BEPOATHOCTDb > 99 %) nuarnoctupoBaH BI'®C HeycTaHOB-
JIEHHOU NPHUYHHBL.

CocTossHMe mnalMeHTa NPOAO/KAA0 YXyALAThCH.
Jluxopa/ika c 03HOG0OM COXPaHAJINCH, TOSIBUJINCH OfbILIKA
B mokoe, Taxukapgus (< 120 yx./MuH), 3pUTeNbHbIE U
CIyXOBble Ta/UIOLUHALMY, KPYIHblE 3KXUMO3bl, IOKPHI-
BalolllMe CIIMHY M 60Ka. B cBA3U ¢ HapacTalolel nojvop-
raHHOM HeJlocTaTOYHOCTbIO ¢ 25.03.19 r. HayaTa Tepanus
atono3uzoM B jo3e 100 mr B/B 1 pas B HezelIto.

B Teuenue 1-ro AHs OTMeyasUCh allUPeKCHs, pa3pe-
lleHWe Ta/UIlOLMHALMK, yMeHbllleHHe c1aboCTH, LUTO-
JIi3a ¥ XoJlecTa3a, HOpMaJsu3alysi peHTIeHOJIOTHYeCKOH
KapTHHBI B Jerkux. CoxpaHsijiach runeppeppuTHHEMUs
u Heltponenus (0,48 x 103/mka). C 26.03.19 . Temne-
paTypa Tesa nobimanack o 38,3 °C c yactoroit 1 pas B
2 [HA, OJJHAaKO CyObEKTHBHO JIMXOpaJiKa INepeHOoCUIach
Jlerdye (yMeHbUIMJACh C€1a6OCTb, COKPAaTUJIOCH BpeMs
CHIDKeHUs TeMIepaTyphl nocie npuema HIIBC).

[Tony4yeHbl pe3y/nbTaThbl MOJOXKUTENbHON IeMOKY/b-
Typbl (25.03.19 1. — 3nujepMaibHbIi CTaQUIOKOKK,
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03.04.19 r. — nponuoHubakTepuu). Hapsaay ¢ uMMyHo-
CyNpecCUBHOW Tepanuei NpPOBOAUJIOCh AHTHGAKTepU-
aJibHOe JieyeHHe,

C nenbio kKoHconuzanuu sapdekra ¢ 04.04.19 r. Ha-
3Ha4yeH LIMKJIOCIOPUH A B io3e 5 MI'/KI/cyT exxeJHEBHO
NoJ, KOHTpPOJIeM KOHLeHTpaluuu. [lepeHOoCMMOCTb Oblia
yJlOBJETBOpPUTENbHON, offHaKo ¢ 21.04.19 r. BO306HOBU-
JIach JIMX0PaJiKa, LIUKJI0CIOPUH A 6b11 oTMeHeH. [Ipozgo.-
>KeHO JieueHue 3Tono3uzoM B fo3e 100 mMr BHyTpb (cOOT-
BeTcTByeT 50 Mr npu nepecdete Ha B/B ¢popmy). [locae
NpyeMa npenapaTa HacTynaJjla alupeKCcHsi Ha HECKOJIbKO
JHEHN.

[lo pesynbraTaM NOBTOpPHBIX Y3U, BBINOJHEHHBIX
Jl0 Havyaja ¥ 4yepe3 2 HeJ. Mocje Je4eHHUs 3TONO3UZ0M,
OTMeyaJloCh paspellleHHe aclyTa, yMeHblIeHHe Tremna-
ToMmeranuu (KBPIIJ c 22 go 16,8 cM), cnieHoMeranus
(18 x 8 cM) coxpaHsIaCh.

20.05.19 r. BbINOJIHEHA MO3UTPOHHO-3MUCCUOHHASA
ToMorpadus, COBMelLleHHass C KOMIbIOTEPHOW TOMoO-
rpadueit (IIIT-KT): SUL (cranmapTu3oBaHHasA eIUHUIIA
MOTJIOLEHUs] B IlepecyeTe Ha MbILIEYHYI0 Maccy TeJa)
MeJMaCTUHAJbHOTrO nysa KpoBu — 1,34; SUL neyenu —
2,23. BoisBaeHbl guddy3Hoe NMOBbILIEHHE HAKOIJIEHUS
pasuodapMnpenapaTta B NapeHXUMe YBeJWYeHHOH [0
93 x 198 x 213 MM ceneseHku (SUL 4,34), exuHUYHBIE
napakaBaJibHble JUMaTUUeCcKUe y3Jbl 0 8 x 23 MM
(SUL < 2,99), o6pazoBaHue B 06J1aCTH TeJa JIEBOT'O HA/[TO-
YyeyHUKa pa3MepoM 8 x 9 MM, mioTHocThIo A0 16 HU (SUL
2,49). lleuens yBenudeHa (KBPII/J 22,3 cM), ¢ poBHBIMU
KOHTYpaMu M ogHopogHoH KT-cTpykTypo#i. [leueHo4yHbIe
BeHbI, BHYTPHU- U BHelleYeHOYHbIe KeJYHble IPOTOKU He
pacwiupensbl. PesyabraTsl [I9T-KT He mo3Bosisgau UckJIto-
YUTb JJUMbonposrdpepaTUBHOe 3a60/1eBaHUE.

[lauveHTy NpeAJIO)KeHO BbINOJHEHUEe CIJIEHIK-
TOMUHM. HWHTpaonepalMOHHO Yy OJHOrO H3 IMOJIIOCOB
cejle3eHKH OOHapy>XeH paspblB Kalcy/abl JJUHOW [0
6 cM (60JIbHOM KaJ1ob Ha a6 OMUHANbHBIN JUCKOMPOPT
He TIpeAbsBJsJ). YiaJeHHass ceJje3eHKa pasMepoM
17,0 x 13,0 x 8,5 cm umesa maccy 1000 r. B rucrosioru-
YeCKUX Cpe3ax OTMevaJoCb BbIpaKEHHOe MOJHOKpPOBUE
KpacHOM my/abnbl. B mnpocBeTe CUHYCOMJ OB BHUJHBI
CKOIJIEHUsl JUMOOUJHBIX KJETOK CpeJjHero pasmepa,
KoTopble GOPMHUPOBAIN KOPOTKHE Lienoyku. KpoMme Toro,
BbISIBJIEHBI IPU3HAKHU IKCTPaMey JIAPHOrO reMoIoasa C
rpaHyJIOLMTaMH THUIIAa MUEJIOLIUTOB, C MerakapuouuTaMu
Y iApocojiepKalllUMH 3PUTPOUHBIMU Npe/leCTBEHHU-
KaMU. B kpacHOH mysbne paccessHbl MHOTOYMC/IEHHbIe
TUCTUOLHMTHI C NPU3HAKaMU 3puTpodaronuTosa, Gposim-
KYJIbl OKpY>KeHbI NJIa3MaTUYeCKMMHU KJeTKaMU. [Ipu um-
MYHOTHCTOXHMHUYECKOM HUCCIeJOBAHUU 0OHAPYKEHO, UTO
cpeay TUMGOLMTOB KPACHOM MyJ/IbIIbl OCHOBHYIO 4acThb
coctaBJsgoT T-keTkH ¢ akcnpeccueit CD3 u CD5. O61ee
KOJIMYECTBO KJEeTOK ¢ akcrnpeccueid CD4 u CD8 6bL10
MeHbllle [10 CpaBHEHMUIO € YUCI0M CD3-NM03UTHUBHBIX JINM-
$o1KMTOB, YTO a0 OCHOBAaHUE NMPEANOJIOKUTh Haluyre
CD4/CD8-HeraTuBHbIx T-kjeTok. Jkcnpeccuss CD56
onpefessaach B eJUHUYHBIX JUMoOLUTaX. B KpymHbIX
aKTUBHUPOBaHHBIX JUMOLMTaX HabJI0[alach yMepeHHO
BeIpaxkeHHas skcnpeccusa CD30, B eAMHUYHBIX KJeTKax
BbIsIBJIeHA 3Kcnpeccusi LMP-1; kjeTku c akcmpeccuei
HHV-8 He o6Hapy:xeHbl. TakuM 06pa3oM, B cejie3eHKe Ha
¢$oHe TPeXpOCTKOBOr0 3KCTpaMey JIAPHOTO KPOBETBO-
peHUs M 3puUTpodarouuTosa BbIsIBJeHa Npoaudepanus

KIMHNYECKAA OHKOTEMATO/ON 4

T-kJ€TOK € NpU3HAKaMM LUTOJOTMYECKOM aTUIHH MU
abeppaHTHbIM UMMYyHOdeHOTUINIOM. JKcrpeccuss LMP-1
yKasblBaJla Ha CBSI3b NaTOJIOrMYeCcKUX u3MeHeHui ¢ B3b.
[Ipu aHasu3e NepecTpoWKU T-KJIETOYHOTO pelenTopa
MOHOKJIOHQJIbHOCTb He OOHapy:KeHa, 4YTO I03BOJIUJIO
pacLeHUTb U3MEeHeHUs B cejle3eHKe KaK peaKTHUBHbIE Ha
¢doHe nHdekuy, BbI3BaHHON BIB.

Ha ocHOBaHMM mNOJIyYeHHBbIX pe3yJbTaTOB JHa-
rHoctupoBaH BIB-BI'®C. Ilo [gaHHBIM HaHEJbHOTO
CEKBEHMPOBAHUS HOBOTO MOKOJIEHUs IPU UCCJIeJOBaHUU
374 reHOB MyTalu{, KOTOpble MOTYT ObITb CBSI3aHbI C
NepBUYHBIM HMMYHOAePULIUTOM, He 06Hapy>KeHbl. [locie
CIJIEH3KTOMHUM O0TMeYasioCh /Ba OAHOJHEBHBIX 3MU30/a
JINXOPaJIKH, 3aTeM HACTYNUJU allMpeKCHs, pa3pelleHHe
aHeMHUHU U TPOMOOLMTONEHUU. [JMHAaMUKaA KJIMHUYECKHUX
Y J1abopaTOpHBIX NT0OKa3aTeJsel MpeJcTaBjeHa Ha puc. 8.
B TeueHue 6 JieT MallMEHT BeJleT 0ObIYHBIN 06pa3 KU3HU
Y aKTHBHBIX ’KaJ100 He IpebsBIsET.

Takum o6pasomM, y AaHHoro nanueHTa BIB-BI'DPC ge-
610THMpOBaJ HapacTalllel TsXKeJI01 CHCTEeMHOM Bocnaiu-
TeJIbHOW peaKLiMel U N0JIMOPTraHHOMN HeJJ0CTaTOYHOCThIO.
B3B-undekuus fUarHocTUpoBaHA HA OCHOBAaHUMU OOHa-
pykenusi EBER B Tkanu cenesenku. BI'®C nogTBepxaeH
BbIpa)KeHHOU runepdeppuTHHEMUEN U COOTBETCTBOBAJ
kputepussM HLH-2004 u H-Score. J/leueHue 3TONO3UJ0M
NpYBEJIO K CTabHUIN3al MK COCTOSHUSL.

OBCYXAEHUE

Wudexuus, Boi3aBaHHass BIB, npoTekaeT 6JaronpusiTHO,
3a MCKJIIOYeHHeM peJKHUX POpM, K KOTOPbIM OTHOCATCHA
B3B-XAB u B3B-BI'®C. B mnpeacraBieHHOlt paboTte
NpYBeJieHO 6 KJMHUYECKUX HaOJIoJeHWH NMalueHTOB C
TsDKeJIbIM TedeHueM BOB-nunekuuu.

B puarHoctuke BIB-vHbeKUMH MUPOKO NPUMEHS-
jacsk [P, koTopas no3sosnna onpefenutsb konuu JHK
B3B B KpoBHU y GOJIBIIMHCTBA NpeACTaBJIEHHBbIX MHallU-
eHTOB. BMecTe ¢ TeM AaHHBIN TECT, C OJHOW CTOPOHBI, He
CTaH/AapPTH30BaH, a C APyrod — UMeeT HU3KYI0 clieliudpuy-
HocTb. Tak, G.S. Karadag u coaBT. npoBe/iM KaueCTBEHHBIN
[IL[P-TecT kpoBU Ha Hasuuue konuit JIHK B3B y 50 310-
POBBIX JUIL 1 06Hapyxkuau BupeMuio y 10 (20 %) 13 Hux
[11]. B pa6oTe G. Fouquet u coaBT. y 3 nauuenToB ¢ B['®C
U NOJIOXKUTeNbHBbIM pe3yabraToM [1LIP-Tecta Ha BOb BbI-
MOJIHEHA CIJIeH3KToMus. [lo pe3yabTaTaM rucToJsioruye-
CKOT'0 ¥ MMMYHOTUCTOXUMHUYECKOT0 MCCIeJOBAHUHM TKaHU
cejle3eHKH BbIsIBJEeHbl HecleludUiecKue H3MeHEeHUs
(nedmiMaHMO3 W HoKapAuos), a BIB-undekuus 6bLia
HckJ/ao4eHa [12]. AHanoruyHble pe3yabTaThbl IPHUBe/eHbl
Y B IPyTUX KJIUHUYECKUX HaboeHusx [10].

B pa6ote A.O. Doesch u coaBT. y 67 (39 %) u3 172 na-
LUEHTOB ¢ uMMyHozedunuTtoM MmetogoM IIIIP ompepne-
Jisi1ach BUpeMUsl 6e3 KJIMHHWYeCKUX NPHU3HAKOB 3JI0Ka-
YeCTBEHHOI'0 MJIM OCTPOro HMHQEKIMOHHOIo Mpolecca.
Yactora o6HapyxeHusi BIB mpsMo mpomopiuoHaibHa
CTeleHd HMMMYHOCYNpPeccHH, OJHAKO NPOTHOCTHUYECKoe
3HaueHHe BUpeMUU He JokaszaHo [13]. Huskas cneuu-
¢uuHocTh genaer I[IP-trect ManouHPOpPMaTHBHBIM B
JAuarHoctuke B3b-undekuu.

CepoJsioruyeckasi JUarHOCTUKA OTHOCHUTCS K CTaHAap-
TU30BaHHBIM MeTOJaM, M03TOMYy IO cpaBHeHUIo c IILP
oHa 6oJiee IpeJOYTUTeNbHA. B pescTaBieHHOM paboTe
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Puc. 8. [InHaMnKa KNMHNYECKNX N NabopaTopHbIX NokasaTtenei naymeHTa K.
CPB — C-peakTuBHblii 6enok; AJIT — anaHnHamuHoTpaHcdepasa; ACT — acnaptataMuHoTpaHcthepasa; Mm./Ll. — nmuneHem + umnactatuh;
Odbnok. — ohnokcaumH; Llechotak. — uedotakcum; LLUD — wienoyHas ocgarasa.

Fig. 8. Dynamics of clinical and laboratory parameters in patient K.
CPB — C-reactive protein; AJ/IT — alanine aminotransferase; ACT — aspartate aminotransferase; Vm./LI. — imipenem + cilastatin; Ocnok. —
ofloxacin; Llechotak. — cefotaxime; LLI® — alkaline phosphatase.
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TOJIbKO ¥ 3 U3 6 GOJIbHBIX BbISIBJIEHbl aHTHUTEJA OCTPOU
¢dasel BOB-uHdpekunu — aHTUTeNa Kaacca M K paHHUM
Y KallCUJHbIM aHTUreHaM. CnenudUYHOCTb cepoJioruye-
ckoit guarHoctuku BB, kak u [111P, Hu3kas. Tak, B paboTte
B. Geramizadeh u coaBT. mpoaHasusupoBaH NpoduJb
aHTUTeay 116 peljMUeHTOB NOYeYHbIX TPAHCIJIAaHTATOB
u 72 310poBbIX Jiofel. Y 18 % BOJIOHTEPOB BhIsABJIEHbI
aHTHUTeJsa K paHHUM aHTUreHaM BB, a y nanjueHTOB C Ha-
pylLIeHHS MU UMMYHHOTO CTaTyca 4acTOoTa onpejeseHus
antuTes gocturaa 31 %. Yacrora >xe o6HapyxeHus IgM
K KalCUJHOMY aHTUTeHy Npu OGeccuMITOMHOW dopme
3a6oJieBaHuA 6b11a 4 1 9 % cooTBeTcTBeHHO [14]. CTan-
JlapTusanus 1 6ojiee BbICOKasl CnelMPUYHOCTb JesaloT
TecT Ha IgM npeAnodYTHUTE/bHBIM B JUATHOCTHKE OCTPOU
B3B-undekuuu.

«30JIOTBIM CTaHZAPTOM» B AuarHoctuke B3Ib-acco-
LIMUPOBaHHbIX 3ab60/ileBaHUM cuMTaeTcs OOHapykeHuUe
BcTtpoeHHoit PHK (Epstein-Barr Encoded RNA, EBER)
MeTOJIOM TUOpUAM3ALMU in Situ B THUCTOJOTUYECKHUX
cpesax [15]. UMeHHO 3TO Hcclej0BaHMeE T03BOJIUJIO yCTa-
HOBUTb TOYHBIM AMArHo3 y 4acTWU NalMeHTOB. B To xe
BpeMs y nauueHTKU ¢ BIB-XAD B kJjieTKkax peakTUBHOTO
MHQUIbTpaTa 6HONTaTa NeYeHU BblsBJIeHA 3KCIpeccus
LMP-1, Torga kak tect Ha onpegenenve EBER okasascsa
OTpHULATEJbHBIM.

B pa6ore Z.L. Qi u coaBT. cpaBHUBa/sach YyBCTBU-
TeJIbHOCTb pe3yJibTaToB onpefenenus LMP-1 u EBER y
59 nanuenToB c tuMdpomoit XomxKkuHa. [1010>)KUTeNbHBIN
pe3ysnbTaT noay4yeH y 39 u 40 60J1bHBIX COOTBETCTBEHHO.
Y 3 (7,6 %) napuenTtoB ¢ LMP-1 Tect Ha EBER okazasca
oTpullaTe/ibHbIM, ay 4 (10 %) nanueHTOB C BbISIBJIEHHON
EBER, Hao60poT, naTeHTHbI MeMOpaHHBIM GeJoK He
6bL1 06HapykeH [16]. B cBa3u ¢ TeM, yTo cuHTe3 LMP-1
BO3MOXEH TOJIbKO NMpU Haauuuu BupycHoit PHK, oTpu-
1aTesbHbIN pe3yabTaT Tecta Ha EBER uau LMP-1 moxeT
6bITb 00yc/I0BJIEeH AedeKTOM NpeaHaJIUTHUYeCKOoro aTana.
[To aTOM npryKHe B AUarHocTuke B3b-acconuupoBaHHBIX
3a60/1eBaHUM ONTHMAJIbHO MCNOJb30BaTh U MOJIEKY-
JIIPHBINA, U UMMYHOTUCTOXUMHUYECKUHN MeTO[,.

BIB-XABb mnaTtoreHeTudecku Imoxoxka Ha BIB-BI'®C,
NIOCKOJIbKY Hpu 060MX 3abojieBaHUAX HapylleHa
MMMyHHasi peakTUBHOCTb. [lpu B3B-BI'®C mporecc
npoTekaeT 6o/iee arpecCMBHO, MO3TOMY, KaK BHUJHO U3
KJMHHUYeCcKoro HabstofeHus Ne 3, mpu mos3gHeM Havale
XUMHUOTEpaNuu BepOSATHOCTb OJIarONPUATHOTO MCX0Aa
cHMkaeTcs. 1o pe3ysbTaTaM aHa/u3a B 60Jiee KPYNHbIX
rpymnmnax GoJIbHbIX MeJhaHa BbDKHMBaeMocTdH mnpu BIb-
BI'®C cocrasaser okosio 2,5 Mmec. [17]. [Ipu B3B-XAB
npolecc NpoTeKaeT MeHee OCTPO, YTO GbLIO OTMeyeHO
B IpeJ/ICTaBJEHHOM KJMHUYecKoM ciay4dae Ne 1. Ha6uiro-
nenus J.I. Cohen u coaBT. 3a 16 B3poC/IbIMY MalUEHTAMHU B
TedyeHue 28 JieT nokasaJ/y, YTO MeJMaHa BbDKUBAeMOCTH
B 3TOM rpyimmne coctaBiseT 5 jieT [18]. B 6osiee KpynHoH
paboTe, rje NpoaHaJIM3UpPOBaHbI JaHHble 82 NalUeHTOB
¢ MeAuaHoM Bo3pacta 11 set (guanasoH 0,7-53 ropa),
IpU cpefHeM HabJIOZeHUU B TeyeHUe 6,4 roZja MenaHa
BbDKHMBAeMOCTH He AocTUrHyTa [19]. HecMoTps Ha MeHee
CTpeMUTe/bHOe TeyeHHe, OTCYTCTBUE Tepalnuu MpHU
B3b-XAD Takke MO>XeT NPUBECTHU K CMEPTH NaLlMeHTa.

Y neTell U MOJIOABIX B3POC/IbIX B KaueCTBe CTaHJapTa
nedyeHus: BIB-BI'®C npunsat npotokoa HLH-1994. B co-
OTBETCTBUU C HUM B TeueHHe 2 HeJl. IPOBOAUTCS Tepanus
3TONO3UJ0M, 3aTeM /033 YMeHblIaeTcs U J06aBJseTcs
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uukjgocnopud A. Kypc BkirodaeT 12 Hej. Tepanuu c
nocJjefytolledl TpaHCIJIAHTaLMel a/lJloreHHbIX reMollo-
3TUYECKHUX CTBOJIOBBIX KJIETOK B C/y4ae Pe3UCTEHTHOIo
TedyeHUs 3ab6oJieBaHUsA. [IpyeM LiMK/I0CcnOpUHA A B Hayasle
Kypca JonycKaJjcs B 6ojiee mo3gHel Mogudukanuu pe-
»kuma (HLH-2004). OgHako Takoe jieueHUe, IPOBeJEHHOE
y nanueHTa [1. (kiMHUYeckoe HaboAeHue N2 4) B HallleM
vcclelOBaHUY, He NMPUBEJIO K YAy4IleHHIo NoKa3aTesen
BbDKMBAEeMOCTH, B CBSI3U C YeM OCHOBHBIM OCTAeTCs Mpo-
TokoJs HLH-1994 [20].

JleueHue 3TONO3UOM TpebyeT OT Bpada MPUHATHUA
KOHTPUHTYTHUBHOTO pellleHUs] IPUMEHUTb LIUTOCTaTH4e-
CKHH IIpenapar y NalyeHTa C aKTUBHBIM HHPEKIIMOHHbIM
MPOLIECCOM B OTCYTCTBHE OIyx0JeBoro 3a6osieBanus. 04-
Hako npu B3B-XAB u B3B-BI'dC Bejy1inM 3BeHOM IaTore-
He3a sIBJIsIeTCs He NpsiMoe MHPEeKIIMOHHOE NOBpexieHue
OpraHoOB U TKaHeH, a pa3BUTHe HeaPpPeKTHUBHOIO CUCTEM-
HOTO BOCIIQJINTE/JbHOTO OTBETA BCJEACTBHUE TSKEN0ro
HapylleHUs pery/siiud MMMYyHHOH cucTeMbl. B Takoi
CUTyalldd HMMMYHOCYNpeccHs, Bbl3BaHHas LMUTOCTATU-
YeCKUM IpenapaToM, NpeJcTaBjseTcs eUHCTBEHHOU
Haziex ol u3bexaTb ¢aTaibHOro cleHapus. W paxe
NpU TsHKEJOW MOJMOPraHHOM HeJOCTaTOYHOCTH, KakK
BUJIHO U3 NpeJCTaB/JeHHbIX KJIWNHUYECKUX HabJII0/leHUH,
3TONO3UJ, CocobeH GBICTPO YMEHbIIUTb BOCHaJeHHe U
CTabUIU3UPOBaTh COCTOSIHME NalueHTa. B HacTrosee
BpeMsl 3TONO3MJ, oOcTaeTcs Haubosiee 3PPeKTHUBHBIM
JIeKapCTBEHHBIM CpeAcTBOM B jiedueHUH BIB-BI'dC.

[IprMeHeHMe 3TONO3K/jA B NOBCEJHEBHON NMpaKTHUKe
OTPaHUYMBAETCS ONACEHUSMU STPOTEHHOTO yXYALIeHUs
6osbHOrO. CieflyeT OTMETHUTb, YTO MHOTHe NalMeHThI,
KaK U B IpeJiCTaBJeHHON HaMHU IpyIIe, NOCTYIAIOT yKe
B TSDKEJIOM COCTOSIHUM C TOJIMOPraHHOM HeJ0CTaTod-
HOoCTbl0. OJHAaKO MMEHHO OHHU HYXJAITCA B ObICTPOM
NOJaBJeHUH LIUTOKUHOBOIO IITOpPMaA, a 3TONO3UJ JAae
B HU3KHUX /l03ax J0KasajJ CBOX 3)pPeKTUBHOCTb B 3THUX
CJI0XKHBIX KJIMHUYECKHX CUTyallusx. B peTpocnekTUBHON
pa6ote T. Cui ¥ coaBT. IpoaHaJIU3UPOBAH ONBIT JIeYeHUs
234 nanuenTtoB ¢ B3B-BI'®C. bounu onpefesieHbl HebJ1a-
ronpusaTHble GaKTOpPBI, CBSI3aHHbIE C IPOTrHO30M 3a6o0J1e-
BaHUS: [TI0YeyHas HeJJOCTaTOYHOCTb, NOBbILIEHNE YPOBHSA
pactBopumoro CD25 ¥ nNpoKaAbIMTOHHWHA, BBICOKAs
BUpycHas Harpy3ka B3b, Bospact ctapiue 18 sieT. UMeHHO
y 3TUX NALMeHTOB NpHMeHeHHe 3TONO3WJa MPHUBEJO K
JIBYKPaTHOMY YBeJIMYEHHUIO NPOAOKUTEIBHOCTH XKU3HU
[21].BpaboTeY.Song v coaBT. npe/icTaB/AEHbI pe3yIbTAThI
neyenus 93 mauueHToB ¢ BIB-BI'®C. 6-MecssiuHast BbI-
’)KMBAaeMOCTb B TpyIINax, N0Jy4YaBUIMX U He NOJy4aBLIUX
3TONO3uJ, cocTaBuaa 76,9 u 26,9 % cooTBETCTBEHHO
[22]. [IpuMeHeHUe 3TONO3UA IPU TKEJON [UTONEHUHU
WA Te4eHOYHON HeJOCTAaTOYHOCTH peKOMeHJyeTcs U
B COIJIaCUTEJIbHbIX PeKOMeHJalusax MexJyHapoJHOro
TUCTHOLHUTAPHOIO 06IeCTBa, TOCKOJIBKY OHO MPUBOAUT
K OBICTPOMY «pa3MbIKaHHIO» IATOTeHETUYeCKON Lienu U
YAY4IIEHUIO O6IIEro COCTOSIHUS 60IbHBIX [23].

B cBsI31 € pyCKOM pa3BUTHS HEOOPATUMBIX OPraHHbIX
W3MeHEHUH U BTOPUYHBIMH UHGQEKLMOHHBIMU OCJI0X-
HEeHUSIMU BpeMsl Hayajla XUMHOTepaluu OKa3blBaeTCsd
KpPUTHUYECKH BaXKHbIM JJ1s1 601bHBIX ¢ BI®DC. Kak ciegyeTt
M3 KJMHUYecKOoro HabuwjeHuss Ne 3, nosjHee HHU-
LIMUPOBaHHWe TepaluMu MNPUBEJO JUIIb K YaCTUYHOMY
MOJIOKUTEIbHOMY OTBeTy. B pa6oTe S. Imashuku u coaBT.
NpOaHaJU3UPOBaHbl Pe3y/bTaThl JieyeHUs 47 GOJbHBIX
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¢ B3B-BI'®C: 4-neTHsis obumas BehkuBaemocTb (OB) B
rpynne coctaBuaa 75 %. OZHUM M3 OCHOBHBIX HebJa-
TONPUATHBIX NPOTHOCTUYECKUX (AKTOPOB OblIO BpeMs
Ha3HaueHUe Tepalnuu A0 WM Iocje 4 HeAd. OT Aeb6loTa
3abosieBaHud: 4-netHaa OB cocrasuia 90,2 u 56,5 %
cooTBeTCTBeHHO (p < 0,01) [24].

OAHMM U3 BaXKHBIX HepellleHHbIX BOIIPOCOB OCTAeTCs
JJIUTENbHOCTh XUMHOTepanuu npu BI'PC, mockosbky
W3BECTHO, YTO BBICOKasA KYMYJSTUBHas [l03a 3TONO3U/A
CBsi3aHA C PUCKOM pa3BUTHUsI BTOPHUYHBIX OIyXo0JeH.
B npeacTaBieHHbIX KJIMHUYECKUX HaOJIOJEeHUsX Y
OJJHOI'0 U3 MallMeHTOB MOHOTepanus 3TON03UJ0M Oblia
3aBepllleHa I10C/le pa3pelleHus] JUXOPaJKH, y JBOUX —
NpoJio/iKajach ellje B TeYeHHe HeCKOJIbKUX Heflesb. Y na-
yueHTa b. (k/inHMYeckoe HabogeHue Ne 5) ciycTs 6oJ1ee
10 neT nocie ysedeHus: BI®C guarHocTupoBaHa HEXO/K-
KUHCKas tuMdoma. 06b1yHo npu BIB-BI'dC noTpebHOCTD
B IpPOJIO/DKEHUM Tepanuu OlleHUBAeTCs exeHeJesbHO
Jl0 pa3spellleHUs] BCcex NpOsiBJIeHUN 60J1e3HU, B CpeJlHEM
ObIBaeT JOCTAaTOUYHO 8 BBeJleHUU aTono3uga [23].

CoxpaHeHMe JIMXOPaJKU MOXeT CBHUJEeTeJbCTBO-
BaTb KakK O HeNOJIHOM KoHTpoJie Haj BI'®C, Tak u o
NpycoeMHEHUH BTOpPUYHOM MHekuuu. HccienoBaHue
Z.K. Otrock 1 coaBT. BKJItoyasio 116 B3poC/bIX NALlUEHTOB:
30-pHeBHas JyeTanbHOCTh cocTtaBuaa 30 % (n = 35), us
HUX 60 % yMepsM OT BTOPHUYHBIX UHQPEKLHOHHBIX OC-
JoxHeHUM [25]. ConocTaBUMble JaHHbIE MOJIyYeHbI U B
JPpyTruX TpynIoBbIX UCCAef0BaHUsX [3, 26, 27]. B Hamux
HabJII0JleHUsAX JINX0paJika Y NMalMeHTOB COXpaHsJjach B
TedyeHUe IJIUTEJbHOT0 BpeMeHH, 0/JHAKO o6liiee caMOyyB-
CTBME, B T. 4. U IePEHOCUMOCTb BBICOKOHM TeMIlepaTyphl
Tesa, CTAaHOBUJIOCH Jy4yllle. Y 4YacTH NALUEHTOB IpPH
o6cseJoBaHUN BbIABAsIACh OakTepreMus. [loCKOJIBKY
KJMHHUYecKkre cuMnToMbl Npu BI'OC u cencuce cxofHble,
y Bcex nanueHToB ¢ BI[PC Heob6xoAuMMa MaKcUMaJbHas
MH}EeKIMOHHAast HACTOPOXKEHHOCTb.

B kanHuyeckoM Ha6rogeHuM N2 6 juardo3 B3B-BI'OC
OblJ1 IOCTaBJIEH JIUILB [TOCJIE CTIJIEH3KTOMUM. YiaieH e ce-
JIe3eHKHU COBIIaJIo c paspeiieHueM BI'PC, ofHako k aToMy
BpeMeHU YyKe oOTMedvaJachb CTOWKas I0JOXKUTebHas
JMHaMUKa JJabopaTOpHbIX NOKasaTesel. B nuTepaTtype
ONy06JIMKOBAaHO HECKOJbKO KJIMHHUYECKUX HabJ/I0JeHuN
0 pesy/abTaTax criieHakTomuu npu BI'OC. Tak, B paboTe
G. Fouquet u coaBT. ynomuHaetrcad 1 6osabHON ¢ BIb-
BI'®C, y KoToporo oTMedanochb CTOHKOEe KyHnHpOBaHHUe
BOCHAJIMTEJbHON peaklUU Iocje yAaleHUs cesle3eHKHU.
OpHako nepuo/ OoT Havyajia 60J1e3HU JI0 CIIJIEH3KTOMUU He
yKa3aH, I03TOMY J0CTOBEPHO YCTaHOBUTb, UCTUHHBIN JIU
3T0 3¢ deKT 160 CoBMaZeHUE, HEBO3MOXKHO [12]. B TO ke
BpeMs Q. Pan 1 coaBT. pe/cTaBUIN NALUEHTA, KOTOPOMY
C IMaTHOCTUYECKOH LiesIbl0 BBINOJIHUIU yJjajleHue ceJle-
3eHKH, TeM He MeHee jedeHue BIB-BI'®C nmoTpe6oBasio
Ha3HaueHUs] XMMUOTepaNnuu yxe Iocje CIJeH3KTOMUHU
[28]. HeogHO3HAYHOCTh COGCTBEHHOTO HAOJOJEHUs U
CKYJJHOCTb JINTEPATYPHbIX JAHHBIX He IO03BOJIAKT pe-
KOMEeH/I0BaTb CIJIEHIKTOMHUIO KaK CTaHJApTHYIO OMNIMIO
Jiis1 60sbHbBIX ¢ B3B-BI'DC, pedpakTepHbIM K 3TONO3ULY.

Y napuenta K. (kinHu4eckoe Hab6wogeHue Ne 2) B
MUeJIorpaMMe ompeJesisiicsl BblpaXKeHHbIN peaKTHBHBIN
MJIa3MOIIMTO3, YTO CTaJ0 NPUYMHOW OIIMOGOYHOM [Ha-
THOCTUKM MHOXXeCTBEHHOM MuesoMbl. B snTepartype
npeJCcTaB/eHbl ONMUCAHUs aHAJOTMYHBIX KJHWHUYECKHUX
Hab6soneHud [29, 30]. YBesnueHUe KoJMYECTBA MJ1a3Ma-
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THUYeCKUX KJIeTOK, BO3MOXKHO, CBI3aHO C rMIlepceKkpelnei
VHTepJIeNKHHa-6, 0OCHOBHOI0 (QaKTopa UX CO3peBaHMU:A
[31]. B akcriepuMenTanbHoM padoTe C. Pellat-Deceunynck
Y COaBT. Ha npuMepe 10 6G0JIbHBIX C peaKTUBHBIM ILJ1a3-
MOILIMTO30M IOKa3aHO ycllelllHOe 6JIOKMpPOBaHUE co3pe-
BaHMUS MJIa3MaTUYECKUX KJIETOK UHTepJelikuHoM-6 [30].
HaunGoJsiee BEPOSTHO, UTO «TUIEPIIA3MOLIMTO3» B KPOBU
Y KOCTHOM Mo3re y mnanueHTa N2 2 Obl1 NpOsiBJeHUEM
LU TOKWHOBOTO LITOpMa.

B cBs3u ¢ TeM, uto B3B 06BIYHO NepCUCTUDPYET B
B-k/1eTKax, MHOTMMHU HCCIe[0BaTe/IIMU IOgHUMAJICS BO-
NpOC 0 NpMMeHEeHUU PUTYKCUMMaba. Y Haulero namyeHTa
Ne 2 ogHOKpaTHOe BBeJleHHe PUTYKCUMaba COBMECTHO C
3TONO3UJ0M He Aajo oxujaemoro adpdekra. BoamoxHo,
3TO CBsA3aHO C TeM, uTo npu BIB-BI'®C moryT undunupo-
BaTbCs He TOJIbKO B-ksieTky, HO U T- u NK-kiieTku [32-34].
B petpocnektuBHo# paboTe D. Chellapandian u coaBT. [35]
NpOaHaJU3UPOBaH pe3y/bTaT J06aBjeHUs] pUTYKCMMaba
K JiedeHU1o 42 nauueHToB ¢ B3B-BI'®C. ¥ 22 (52,3 %)
60/IbHbIX Ha (OHe NpUMeHEeHUsl PUTYKcUMab-cofep-
alllel XMMHUOTepanuy 0TMe4as0Ch CHUXKEHHe BUPYCHOM
HarpyskHu, 4To, B CBOIO 04epe/ib, IPUBEJIO K YJIyUlIeHHI0
nporHo3a B uesoM [35]. B apyroit peTpocneKTHUBHOMU
pa6ote G.Q. Meng u coaBT. IpeACTaBJeHbl pe3yJbTaThbl
JgedyeHuss BIB-BI'®C y 15 manuenTtoB. B 10 cayyasx c
JlOKa3aHHbIM H30JIMPOBAaHHBIM BOBJe4YeHHeM B-kjeTok
YCTaHOBJIEHO 3HAYMMOe CHI)XeHHUe BHUPYCHON Harpys3kH
1ocjle Hadyajla MMMYHOXMMHOTepPaNuy, OJHAKO JaHHble
0 BJIMSIHUM JIeYeHUs PUTYKCMMaboM Ha BbDKMBAeMOCTb
oTcyTcTBoBasn [36]. [lpuMeuaTesbHO, 4YTO B 06eux
paboTax pUTYKCHMab NpUMeHsJICS B KOMOUHALUU C LIU-
TOCTaTUYeCKMMH NpenapaTaMy, OHAKO C y4eTOM peTpo-
CHEeKTHBHOTO XapaKTepa MCCJel0BaHHUA U MaJIoro YMciaa
NALMeHTOB HeJsb3sl WCKJIYUTh UCKaXKEHUS TPAKTOBOK.
[IpyHMMast BO BHUMaHUe YA0BJIETBOPUTENbHYIO NIEPEHO-
CUMOCTb PUTYKCHMaba, OH MOXeT HCIO0JIb30BaThCsl KakK
JIOMOJIHEHUE K XUMUOTepanuu y 60bHbIX ¢ BIB-BI'PC u
JlOKa3aHHbIM BoBJleueHueM B-kseTok. Hanportus, nee-
C006paA3HOCTb NMPUMeHeHUs pUTykcuMaba npu BIB-XAB
COMHUTeJIbHA, NIOCKOJbKY 060JIe3Hb Olocpef0oBaHa Ipe-
nmyiectBeHHO yepe3 T- uin NK-kneTku.

3AK/TIOMEHUE

B paHHON my6/JMKaLUM NpeAcTaB/ieHbl HAabJIOZeHUs Ma-
LIMEHTOB C TshKesbIM TedyeHWeM BIB-uHdexuuy, kotopas
COMPOBOXJaJach TUINHYHBIMU KJIWHUYECKHUMH CHUMIITO-
MaMHU: JJIMTeNbHOUN TUX0PaZKOH, IUTOJIHN30M, X0JIECTA30M,
arMonposardepaTUBHbIM CHHIPOMOM UM LUTONEHHEM.
JlMarHo3 mNoATBep)KJeH Ha OCHOBAaHHWMU OOHapyXKeHUs
aHTHUTeEJ K KancuaHoMmy 6esky BB, sakcnpeccuu LMP-1 u
Tpa"ckpunToB EBER. Y 60/1bHbIX ¢ BOB-BI'®C oTMevanach
3HauMuTes/bHas runepdepputuHemus (> 10 000 ur/mi).
Bce maunueHThl ¢ BI3B-BI'®C mnepesn HauasioM JiedeHUs
y>Ke OblIM B TsDKEJOM WJIM KpailHe TSXeJI0M COCTOSIHUM.
Haun6osiee BaXKHbIMU GpaKTOpaMy NPOrHO3a ObLIM CTeNeHb
KOMITeHCAllM{d NOJMOPTaHHOW HeJOCTaTOYHOCTH U CBOe-
BPeMEHHOCTb HaudaJsa cnenudUyeckoro JedeHus. [Joko-
KOPTHUKOCTEPOU/IbI ¥ BCeX OOJIbHBIX ObLIN HE3PEKTHUBHBI,
Y TOJIBKO I10CJIe IPUMEeHEeHU s 3TON03U/a Pa3HOH JJINTe N b-
HOCTM y BCeX NalMeHTOB JOCTUIHYTO KpPaTKOBPeMeHHOe
WJIM CTOMKOe y/ydlleHue.
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