Knuhnueckas oHkorematonorus. 2025;18(3):286-92

PEAKME FEMATOJIOrMYECKMUE
SABOJIEBAHMA U CUHAOPOMBDI

https://doi.org/10.21320/2500-2139-2025-18-3-286-292

BropuuHbii remocharoyuTapHbin
CMH/APOM M XPOHMUECKAA aKTUBHaA
6onesHb, accoLUMMPOBaHHbIE C BUPYCOM
AnwrenHa—bapp (0630p nuTepatypbl)

B.T. MoraneHko®@?', M.M. AHTroHoB(©?

'TBY3 «Fopoackas knuHudeckasa 6onbHuua N° 31», np-1 AuHamo, A. 3,
Cankr-lNetepbypr, Poccuiickas Oepepaums, 197110

2TBbY3 «KnuHuueckas MHdeKUMoHHast GonbHuLa uM. C.IMN. BoTKuHa»,

yn. Mupropoackas, a. 3, CaHkT-letep6bypr, Poccuitickas ®epepaums, 191167

PE®EPAT

WHdekuna, Bbi3BaHHaa BUpycoM dnwTeriHa—bapp (B3B),
MOXEeT MPUBECTM K PasBUTUIO BTOPUYHOro remodyaroum-
TApPHOro CMHAPOMA U TSXKENOM XPOHUYECKO aKTUBHOM 60-
nesHun. 3aboneBaHus XapakTepusylTCa NaTtonornyeckon
rmnepeprmyeckon peakunen opraHmama, NpossnsoLLenca
NXOPaaKOon, LUMTONEHWER N NOMOPraHHOM HegoCTaTOYHO-
CTblo. Lntoctatnueckasa Tepanus no3BonsieT yMeHbLUUTb
BOCNANUTENbHbIA OTBET, AOCTUYbL paspelleHns UHpEeKUM-
OHHOrO npouecca uan ctabuansnpoBaTb COCTOAHWE Naum-
€HTa nepep crneaylLmnm atanom neveHns. B o63ope npu-
BeAEHbl COBPEMEHHbIE JaHHbIE O ANArHOCTUKE U NeYeHUn
B3bB-accoummpoBaHHbIX 3a6oneBaHuii. OCHOBHOE BHMMa-
HWe yaeneHo XMMnoTepanum BTOPUYHOro remodaroumntap-
HOrO CMHAPOMA N XPOHUYECKOW aKTMBHOW 60NE3HU, acco-
LMmMpoBaHHbIX ¢ B3b.

KJTKOMEBbIE CJIOBA: remodaroumtapHblii CUHA-
pPOM, WHMEKUNOHHbIA  MOHOHYK/1€03, XPOHN4Ye-
Ckasl akTuBHas 6051e3Hb, BUpyC InuwTteiiHa—bapp,
B3Bb-accoummpoBaHHble 3abonieBaHnd, heppuTuH,
aTonosung.
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ABSTRACT

Epstein-Barr virus (EBV) infection can cause secondary he-
mophagocytic syndrome and severe chronic active disease.
The diseases are characterized by pathologic hyperergic
reaction manifested by fever, cytopenia, and multiple organ
failure. Cytostatic therapy reduces inflammatory response,
allows for infection resolution, or stabilizes the patient be-
fore the next stage of treatment. This paper reviews current
knowledge about diagnosis and treatment of EBV-asso-
ciated diseases with the main focus on chemotherapy for
EBV-associated secondary hemophagocytic syndrome and
chronic active disease.
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BBEJEHME

Bupyc 3nurteiina—bapp (B3B) otHocuTcsa k JJHK-comep-
JKalllUM TraMMarepliecBUpycaM 4-ro THUIa, paclnpocTpa-
HeHHbIM noBceMecTHO [1]. [lopaBisolee 6OJbIIMHCTBO
HaceJleHUsl NJIaHeThl NepeHoCcUT ocTpyto BIB-uHdeknuio
K 3pejioMy BO3pacTy B MaHH]eCTHON WJIM CyOK/JIMHUYe-
cKoll popMe c mociefyIOUUM M0KU3HEHHBIM NePCUCTH-
poBaHMEeM BHpyca B KJeTKaxX X03slMHa B BHJe 3MHCOM.
Y HEKOTOPBIX NALMEHTOB B CUJ1y 0CO6eHHOCTeN KMMYHHOM
cuctembl Je6T BIB-uHdekuuu wiM ee peakTUBALUSA
MPOTEKAIOT TsKeJI0 U TPeOyIoT clieipuiecKoi Tepanuu.

ManudectHass ¢opmMa HHPEKIMOHHOTO TMpolecca
y 3/0pOBBbIX JIlIOJed BCTpeyaeTcs B TpeX BapHaHTaX.
3To MHPEeKUUOHHbIH MOHOHYKJeo3 (MM), BTOpUUHBIN
reModaroiMTapHblii CHHJAPOM, acCCOLMUPOBAHHBIA C
B3B (B3B-BI'®C), u xpoHUueckass aKTUBHas 60Jie3Hb,
BbI3BaHHas BIb (BIB-XAB).

JuarHo3 BIB-uHeknuu CcTaBAT Ha OCHOBAaHUU
KJMHUYECKUX [JIaHHBbIX (TaKHUX, KaK CIJIeHOMeraJus,
yBeJIM4eHre MUHJa/IHH KoJbla [luporosa—Banbgeliepa,
HIeHHbIX U, pexe, APYTUX IPyNn JUMbaTHIECKUX Y3JI0B),
HO TNIpPU YCJAOBHUU 006513aTeJbHOr0 JIabOpaTOPHOTo MOJ-
TBepX/JeHUsl.

OaHMM M3 NepBbIX METO/0B JIabopaTOPHOMN AuarHo-
ctuku UM 6bl1 reTepodUIbHBIN TECT, CYyTh KOTOPOTO
COCTOUT B OINpejesleHHH TUTpa HUMMYHOIJIOOYJIMHOB
kJjacca M (IgM) k B3B [2, 3]. B HacTosiiee BpeMs u3-3a
HU3KOH crieliuPUIHOCTH ero UCNOJIb3YIOT PeKO.

[Ipy mnojo3peHMH Ha HUHPEKLUUIO OINpeseasioT
Ha/Jnuue cneluPpuiecKUx aHTUTes KjaaccoB G U M K oT-
JlenbHbIM aHTUreHaM (Al) BOB. MeToauka cTaHAapTU30-
BaHa Y BKJIIOYaeT YeTblpe OCHOBHBIX UMMYHOTJIO0YJINHA K
TpeM AT': panHeMmy (early antigen, EA), kanicugHoMy (virus
capsid antigen, VCA) u saaepuomy (Epstein-Barr nuclear
antigen, EBNA). [Ipu ocTpoil uH)eKLUU B KPOBU NMPUCYT-
CTBYIOT aHTUTeJa Kjacca M K paHHeMy U KancugHoMy Al
OHHY MOABJAIOTCA B Havyasle 3a60JieBaHUsl U UCYe3al0T B
TedyeHUe 2-3 Mec. YyBCTBUTEJBHOCTb U ClelMPUUHOCTh
IgM k kancugHoMy Al Bblllle, 4eM Yy aHTUTEJ K paHHEMY
AT [4, 5]. UMMyHOTJIOOY/IMHEBI K sifepHOMy ATl mosiBJis-
10Tca 4yepe3 6-12 HeJ. mocse fAeGloTa 3a60JieBaHUA U
BMecTe ¢ IgG k kancugHoMy ATl epcUCTUPYIOT B KPOBU
Ha NPOTSKEHUU BCeM )KU3HU YesloBeKa.

[Ipu npoBenenuu auddepeHUaIbHON AUATHOCTUKU
HeoO6X0JMMO YYUTHIBATh, UTO aHTUTeNa ocTpoit BOB-uH-
deKLUU MOTYT BCTpedyaTbCsl U NPU reMaToJIOTMYecKHUx
onyxoJisx [6-8]. B npocnekTuBHOM paboTe ]. Lupo cepo-
JIorhyecKde NMpu3Haku octpoit BIB-undeknuu npucyt-
ctBoBasn y 43 (57 %) u3 76 mauMeHTOB C HEXOJ)KKHUH-
ckuMu tumbomamu [9]. CxoaHas cuTyauus HabJIrAaeTcs
NpY pasHbIX TUNAx JUMPOM, 0JHAKO NMPOrHOCTHYECKas
3HAYUMOCTb 3TUX TECTOB He ZloKa3aHa [9-12].

B HacTos11ee BpeMs LIMPOKOe NPUMeHeHHeE B ;MAarHo-
ctuke B3b-uHdeknuu nosydusaa nojvMMepasHas LenHas
peakuusa (I[ILP), Ho oHa uMeeT psAJA CylleCTBEHHBIX
HeJOCTaTKoB. B yacTHocTH, HM3Kasd clelUPUYHOCTD
Y 4yBCTBUTEJbHOCTb MeTOJa H3-3a reHeTHYeCKOH Ba-
prabesbHOCTH BUPYyCa, a TaKXe OTCYyTCTBHE HA pPbIHKe
CTaH/AApPTHU30BaHHbIX PEAKTUBOB CTaBAT II0J, COMHeHHe
BOCIPOU3BOAMMOCTb pe3yabTaToB [13-15].

B auarHoctuke B3b-accounmpoBaHHbIX 3a60/1€BaHUM
0coboe MecTo 3aHMMAlT KMMYHOTMCTOXUMUYECKUE U MO-
JIeKy/ISIpHO-TeHeTUYeCKHe aHa/IU3bl. JKCIIPeccusl JIaTeHT-
Horo MeM6paHHoro Gesnka 1-ro tuma (latent membrane
protein 1, LMP-1) yacto onpeaensietcs npu B3b-acconuu-
pPOBaHHBIX 3a60JieBaHUsAX [16], 0lHAKO TECT NOJIOKUTEEH
He y BCeX O0OJIbHBIX. BoJsibliell 4yBCTBUTENBHOCTbIO U
cnenupUIHOCTHIO 061a/jaeT MOJIEKYISIPHO-TeHETUYEeCKUH
aHa/u3, TMO3BOJISIIOUMNA BBIABIATh TpaHcKpunTbl PHK
B3B (Epstein-Barr virus-encoded RNA, EBER) ¢ momoiibio
MeToJa rubpuausanuu in situ [17-19]. OnTUMaJbHBIM
MpeJICTaBJISIETCS UCIIOb30BaHUe 060uX TecToB [18, 20].

UM oTHocuTcsl K HauboJiee 4YaCTbIM BapUaHTaM
B3B-undexuuu. 3a60/eBaeMOCTb, 10 Pa3HbIM JJaHHbIM,
kosiebsetcs ot 7-8 1o 45 cnyvyaeB Ha 100 000 HaceseHus
B roj, [21-23]. Uuky6anuonHblit nepuog UM cocrasisieT
4-8Hepn.[23,24].BOb 06/1a7jaeT TPOMHOCTHIO K B-K/1eTKaM
Y dyepes3 JUMQOUHYIO CUCTEMY POTOIVIOTKH NONafAaeT B
KpoBeHOCHoOe pycJio. UM B 1e610Te 06bIYHO MPOSIB/IsAETCSA
JINX0paJIKoH, HeJloMoTraHueM, 60JIbI0 B ropJie, rUnepIia-
3uell HEGHBIX MUH/JA/IMH, yBeJMUeHueM JUMPaTUIeCKUX
y3J10B, Ie4eHH U cesie3eHKHU [24]. K peiKHUM KJIMHUYECKUM
nposiBieHUssM (< 10 %) oTHocATCs Kallleslb, TOLIHOTA,
apTpa/rus 1 pasHoob6pa3Hble BapUaHThl BbIChIIAHUM Ha
koxe. UpesBblyaitHo peakuMu (< 1 %) oc/0XXKHEHUSIMU
octpoit BIB-uHdekuuu cuyurtaroT nopaxeHus [HC wu
cepaua. [lpornos npu UM 6GuaronpUsiTHBIN, MOCKOJIBKY
3a60JIeBaHMI0 NPUCYIA CIOHTAHHAsl perpeccusi U nocje
1-2-Hefie/ILHOT'O OCTPOTro Nepuoja UHPeKLUsa npuobpe-
TaeT JlaTeHTHY10 dopmy [4, 23].

OcHOBHast poJib B MNPOTUBOBUPYCHOM HMMYHHOM
otBeTe npu BIB-uHbekuuU NPUHAJJIEKUT aKTUBU-
poBaHHbIM T- ¥ NK-ksjeTkam. 3TU LUpKyAupylolue
KJeTKH, OImpefiessieMble INPH MHUKPOCKONUM Ma3KOB
nepudepruyecKoil KpoBH, B OCTPbIH eproj 3a60/1eBaHUsA
MOJIYYUJIM Ha3BaHMWe aTUIMYHBIX MOHOHYKJeapoB. Ux
MaKCHMMaJIbHO€e KOJIMYECTBO Ha0JII0JaeTcs Ha 2-1 uiu 3-i
He/leJle ITOCJIe NOSIBJIEHUS] CUMIITOMOB 3a60J1eBaHus [4].

[I[puMeHeHHe MNPOTHBOBUPYCHBIX NpeNapaToB IpHU
UM, Takux Kak alMKJOBUD W TaHLUKJIOBUD, HE BJIUSIET
Ha TeyeHHe 3a60JIeBaHUA: TAKECTb U AJTUTETBHOCTb CUM-
NTOMOB B I'pyNnax CpaBHEHUs OKa3aJUCh UJeHTUYHBIMU
[25-28]. B HacTos11ee BpeMsi GOJIIIMHCTBO 3KCIEPTHBIX
COO0IleCTB peKOMeHJYeT TOJbKO CHMITOMATHYeCKYIO
Tepanuio UM, HampaBJ/ieHHYI0 Ha NpejylpexjeHue oc-
JIO)KHEHHM 3a60J1eBaHUSI.
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Ta6nuua 1. Kputepum anarHOCTUKMN NEPBUYHOIO remodaroymTapHoro
cuHapoma (HLH-2004) [40]

OG6HapyXeHne MyTauuii B reHax, accouumnpoBaHHbIx ¢ FOC, n/mamn
BbIiBNIEHME 5 U3 cnepytoLwmnx 8 npu3HaKos.

1. Jluxopagka.
2. CnneHomeranus.

3. Lutonenus (ABYX- Wy TPEXPOCTKOBAS):
® remorno6uH <90 r/n (<100 r/ny peteit B Bo3pacTe < 4 Hep.);

® TpomGoumThl <100 x 10%n;
® Heiitpochunbl < 1x109/.

4. Twneptpurnuuepuaemus (= 3 Mmmons/n, uam = 265 mr/an) n/mnn

runocmbpuHoreHemus (< 1,5 r/n).

5. Mopdonoruyeckas kapTuHa remogarouutosa B Guonrartax
KOCTHOIO MO3ra, IMMQaTMYECKUX Y310B WU TKaHW Cene3eHkn 6e3
NPU3HAKOB 310KaYeCTBEHHON OMYyXONN.

6. Hu3kas akTMBHOCTb eCTecTBeHHbIX KunnepoB (NK-KneTok).

~

KoHueHTpaumsa dhepputuHa cbiBopoTku = 500 Hr/mn.

8. MoBbiweHne CbIBOpOTO'-IHOI7I KOHLIeHTpaLuu paCTBOpVIMOVI MONEKY/bl

CD25 > 2400 en./mn.

Ta6nuua 2. Kputepun gnarHOCTMK1U BTOPUYHOIo remodaroymtapHoro
cuHgpoma (H-Score) [41]

Mapamertp

Bbannbi

MmmyHocynpeccns*
Temnepatypa Tena, °C

OpraHomeranus

KonnyectBo yrHeTeHHbIX POCTKOB
KpOBeTBOpEHUT™

KoHueHTpauus dhepputuHa
CbIBOPOTKM, HI/M/I

KOHLI,eHTpaLI,Mﬂ Tpurnuuepnaos

0 (HeT) nnun 18 (ecTb)

0(<38,4), 33(38,4-39,4) nnn 49
(>39,4)

0 (HeT), 23 (remato- unm cnne-
Homeranwus) unv 38 (renato-
1 CnneHoMmeranus)

0 (1 pocTok), 24 (2 pocTka)
nnm 34 (3 poctka)

0(<2000), 35 (2000-6000)
unu 50 (> 6000)

0(<1,5), 44 (1,5-4) unn 64 (> 4)

CbIBOPOTKM, MMOJIb/I

KoHueHTpaums dmbpuHoreHa
nnasmsl, r/n

0 (>2,5) nnm 30 (< 2,5)

AKTMBHOCTb acnapTatammHoTpancge- 0 (< 30) nan 19 (= 30)
pasbl cbiBOPOTKM, ME/n
Mopdonornyeckuin heHomeH

remodarouuTo3a B acnupate
KOCTHOr0 MO3ra

0 (HeT) nnu 35 (ecTb)

* BUM-nHcbekumsa nan gantenbHas UMMyHOCYNpecCMBHas Tepanus
(FNIOKOKOPTUKOCTEPOMABI, LIMKIOCTIOPUH A, 83aTUONPUH).

** KoHueHTpauusi remornobuHa < 92 r/n, u/wam 4ncno neitkoumToB
<5 x10%n, n/wnun yncno TpomGoumTos < 110 x 10%/n.

BTOPUYHbIA FTEMO®ATOLIMTAPHbIN
CUHAPOM

TepMuHOM «remodarouuTapHblii cuHapoM» (I'PC, cuH.:
remodaronuTapHblil JUMQPOTUCTHOLUTO3) 0603HAYAIOT
TsDKeJIoe HapylleHWe peryisiiud HMMYHHOTO OTBET3,
NpUBOJsIee K aHOMAJbHON aKTHBALMM LUTOTOKCUYe-
ckux T-TuMoLUTOB U MaKpOdaros, c NOCIAeAYIOLUM pas-
BUTHEM He3)PEKTUBHOTO CUCTEMHOI'O BOCIIAIUTEIBHOTO
orBeTa. [®C MOXKeT GBITH NEPBUYHBIM M BTOPUYHBIM.
[TepBuuHbd [OC — 3TO ayTOCOMHO-peLecCCUBHOE 3a60-
JIeBaHUE, KOTOPOE 0GBIYHO PAa3BUBAETCA Y JeTeH MEePBbIX
JieT *ku3HU [29]. K nepBuyHbiM ['®C cieyeT OTHOCUTH
ceMelHbIl reModaroqUTapHbId JUMPOTUCTUOLUTO3 U
pAf peAKHUX MEepPBUYHBIX HUMMYHOAEePHUIMUTHBIX COCTO-
SIHUH, IPU KOTOPBIX Pa3BUTHE JAHHOI'O CHHJpOMA Ipe-
JIOTIpesieisieTCsl BpOXKEHHON reHeTUYeCKoi aHoMaIueH.
Bropuunsiit ['®C (BI'®C) mMoxkeT BO3HUKATh B JIIOO6OM

K/TMHNYECKAA OHKOTEMATO/ON 4

BO3pacTe U 06bIYHO CBsA3aH C UHPEKIMOHHBIM IIPOLECCOM,
3/I0KaYeCTBEHHOW OIYX0J1bl0, ayTOMMMYHHBIMHU 3a60-
JIeBAHUSAMU WJIM HUMMYHOAEeDUIUTHBIMU COCTOSIHUSMHU
pasyinyHoM aTuosioruu [30-32].

AnueMHuo0rMYecKUe JaHHbIe 0 YaCTOTe BbISIBJIEHUS
B3B-BI'®C y B3poc/ibix OTCYTCTBYIOT. Tak, 1O JAaHHBIM
T. Kelesidis u coaBT. [33], yacTrora BI['®C y B3pocbIx co-
cTaBJjsieT IpuMepHo 1 ciyyad Ha 1 MJIH HacesleHHUs B IO,
CneayeT OTMETUTD, UTO NPUOJIU3UTENBHO B KOXKJ0M 4-M
cayyae pasButusi BIPC Tpurrepom siBiaseTcsi UMEHHO
B3B [32]. YacTtoTa Tskenoro TedyeHuss BIB-uHdekuuu
B CTpaHax A3MaTCKO-TMXOOKEAaHCKOr0 peruoHa BhbIllle
[34-36].

Beayuyto posib B natoreHese BIB-BI'®C urpaet He-
JlOCTaTOYHOCTb NMPOTHUBOBUPYCHOI'0O UMMYHHOTO OTBeETA.
HeB03MO0OXKHOCTB 3JIUMUHUPOBATh BUPYC BeJleT K JIABUHO-
06pa3HON aKTUBALMK LUTOTOKCUYECKUX T-TMMPOLUTOB
n NK-kJeTOK, TUIepnpoAyKIMH IPOBOCHAIUTENbHbBIX
LIUTOKMHOB M DPa3BUTHIO IOJMOPTaHHON HeJ0CTaTo4-
HoctH [37].

K TunuunbsiM nposiienusaM BI'PC oTHocsaTCcS ycToH-
yuBas ¢pebpUIbHasd JMX0paJKa, YMepeHHas LIUTOIEeHUs,
LUTOJUTUYECKUN U XOJIeCTaTUYECKUNW CUHAPOMBI [38,
39]. PasBuruio BI'®C cBoiicTBeHHa omnpejeaeHHas
3TaNHOCTb KJWHUKO-1ab0paTOpPHOH KapTUHBI. BHauvaie,
B ¢dase KOMIleHCAllM{, B TedeHHe HEeCKOJIbKUX HeJeslb
HabJIl0/jaeTcsl TMXOPasiKa, IOCTeNeHHO HapacTaeT LIUTO-
NeHUs W 1uToau3. [Ipy OTCYTCTBUM TepalvU B TedeHHe
1-2 H"ep. HacTynaeT ¢asa JeKOMIEHCALUU C ObICTPBIM
yXyALIeHUEeM 06I1lero COCTOSIHUS NMaljeHTa 3a cyeT pas-
BUTHS NOJUOPraHHON HeJJOCTaTOYHOCTH.

['®C noaTBep)KaeTCa NpU HAJMYMU NPU3HAHHBIX JU-
arHOCTHMYECKHUX KpUTepHeB, KOTOpble cHOPMY/IUPOBAHBI B
BH/Ie [IByX Pa3HbIX MEX/JYHAPOAHBIX LIKaJ: KpuTepun HLH-
2004 [40] (Ta6.1. 1) u H-Score [41] (Ta6.1. 2). KpuTepuu nua-
rHoctuku HLH-2004 66111 BBeieHbI AJ1s1 nepBuyHoro I'dC,
OJJHAKO UX MOXXHO MCIIO0JIb30BaTb U A/ NMOATBEPXKAEHUSA
BI'®C. B noBceiHeBHON KJIMHUYECKOM MpaKTUKe IIKaaa
HLH-2004 npumeHsieTcs peJKO M3-3a HU3KOU ee CllelU-
$UYHOCTH U TexHUUYecKoH cnoxxkHocTU. Kputepun H-Score
C pacyeToM IIOKa3aTessl BEPOSITHOCTH OKasajlWCb 6oJee
YA06HBIMU B JUArHOCTHKe BTopuyuHoro I'eC’.

Mopdosoruyeckuit deHoMeH reModaronyTosa, BoO-
NpeKd Ha3BaHUIO CUHAPOMa, HMeeT BCIIOMOraTesbHOe
3HaueHue, MOCKOJIbKY OH HeclelMpUUeH U MOXKEeT OTCYyT-
CTBOBaTh B Hauasie pa3BuTus BI'PC [42-45]. Haubosee xa-
paKTepHbIM JIabopaTOpPHbIM NposiBjaeHueM BI'PC sBiseTcs
Bblpa)keHHas1 runepdeppUTUHEMUS: KOHLeHTpauus dep-
putuHa npu B3B-BI'PC MoxeT mpeBblllaTh HOpMasibHbIE
MOKAa3aTeJu B IECSTKU U JJaXKe ThIcsTYH pas [38, 39].

Y yacTu 60/1bHBIX C jokazaHHbIM BI'®C, HecMoTps Ha
JINXOPAJIKy U LIUTOJIM3, CbIBOPOTOYHAs KOHIlEHTpalus
deppUTHHa MOBbILIEHA HE3HAYUTEJIbHO. JTO MOXKHO
00bSICHUTh OCOOEHHOCTSIMU JIabOpaTOPHOM JUarHo-
CTUKH, TNIpU KOTOpOH HaubGojiee pacnpoCcTpaHEeHHbIM
MeTOJI0M oIpeJiesieHUsl fABJseTC UMMyHOpepMeHTHbIN
aHanu3. B ciiyyae upe3BbIl4aliHO BBICOKOM KOHIIEHTpaLuU
deppUTHHA BO3MOXHO IOJyYeHHE JIOXKHOTO HU3KOIo

*B HHTepHeTe [LOCTYNHbI KaJbKY/ISTOPbI, KOTOpblE 00-
JIETYAIOT HCNOJIb30BaHHE KPUTEPHEB. B KauecTBe NpuMepa CM.
ccblKy http://saintantoine.aphp.fr/Score/
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pe3ysbTaTa (Tak HasbiBaeMblil xyk-addekT). Jasa mpe-
JIOTBpAllleHUs1 JIOXKHBIX pe3y/JbTaTOB pPeKOMeHAyeTCs
BBINOJHUTb HECKOJIbKUX OllpeJiesleHuH GeppHUTHHA B ChI-
BOpPOTKaxX C pa3HbIM pa3BefieHHeM [46]. Ucniosib3oBaHuUe
aBTOMATU3UMPOBAHHBIX OMOXUMHUYECKHX aHaA/JIM3aTOpPOB
MOBBILIAET JOCTOBEPHOCTD Pe3y/IbTATOB, 0/iHAKO BEPOSAIT-
HOCTb «XyK-3¢deKTa» coxpaHseTcs.

Jleuenue BI'®C HampaB/ieHO Ha NOJaBJeHUE «U30bI-
TOYHOTO» BocnasieHus [47, 48]. K ocHOBHBIM U HauboJjiee
3¢ deKTUBHBIM NpenapaTaM, UCN0JIb3yeMbIM B KJIUHUYe-
CKOM MpaKTHKe, OTHOCUTCS 3Tono3uy [49]. OH cioco6eH
akTHUBHpoBaTb Fas-penentop M mnpoTeas3bl ceMelcTBa
Kacrnas. JTO NPUBOAUT K YCUJIEHHIO amolTo3a, 4To, B
CBOIO o4yepe/ib, BeJleT K 3JIMMHUHAllMM UMMYHHBIX KJIETOK,
BbIpabaTbiBatoux nuTokuHbI [50, 51]. Kak mokasaso
uccnenoBanve T.S. Johnson M coaBT., BBINOJHEHHOE
Ha MbllIaX, 3TONO3H/J, CIOCOGCTBYeT CeJeKTUBHOMY
yJaJIeHUI0 TOJIbKO aKTHBUPOBAaHHbIX T-1MMQOIUTOB,
npu 3ToM T-KJeTKM NaMATU U HauBHble T-KJIeTKU He
cTpazarT [52]. MakcuMalbHO paHHee Hadalo Tepamnuu
3TONO3U/I0M CHUKaeT PUCK Pa3BUTHS HEOGpaTUMBIX Op-
raHHbIX BTOPUYHBIX HHPEKIIMOHHBIX OCJ0XXHEHUH U, Co-
OTBETCTBEHHO, CIIOCOGCTBYET Y/Iy4llleHHI0 NoKa3aTesel
BbKMBaeMocTH [39].

EnvHoro mojxozia K BbIGOpPY A03bl 3TONO3UAA MpHU
JIeYeHUM B3POC/bIX MalMeHTOB HeT. OCHOBBIBAsCb Ha
JIAHHBbIX HeOGOJIbLIMX HCCAel0BaHUM, 3KclepThl Mexay-
HapOAHOT0 T'MCTHOLUTAPHOIO 06IlecTBa PEeKOMEHAYIOT
Ha3HauyeHUe 3Tono3uza B Jjo3e 50-100 mr/m? 1-2 pa3a B
Hezenwo [53]. [lpenapaT o6bIYHO MPUMEHSIETCS BHYTPU-
BEHHO, HO JOMYCTHUMO HCIOJIb30BaHUE U NepopabHbIX
dopm [54]. CneayeT HOMHUTB, UTO OUOJOCTYHNHOCTb
npemnapara B Kalcysnax cocraBiseT okoso 50 % [55].
[lepeHOCHMOCTb 3TONO3UAA YAOBJETBOPUTE/NbHas, 3¢-
dekT pa3BuBaeTcsd ObICTPO (B TEUEHUE CYTOK) JlaXke IpHU
WCIO0JIb30BAHUM MaJbIX [03. DTONO3UJ BXOAUT B 60Jb-
IIUHCTBO cxeM JiedeHUs BI'PC, B T. 4. acconjuupoBaHHOI0
¢ B3b-undeknueii.

[Ipu HeaddeKTUBHOCTU 3TOMO3UJA MPOrHo3 3abo-
JleBaHUs HebJaronpusTHBIN. B kauecTBe Apyrux onuui
JleyeHUs1 ONKCAHO HCHOJb30BaHUE PYKCOJHUTHHUOA,
NOJIMXMMHOTEePanuu (comepkawed  acmaparuHasy,
CHOP-nmopno6HO# u gp.) [56-58], cinensktomuu [15] u
TPaHCIJIaHTALMH aJJIOTeHHBIX eMONO3THYeCKUX CTBO-
JIoBBIX KjeTok (amnoTTCK) [59].

B cay4yae a¢deKkTUBHOTO jeueHHUs] OTMedaeTcs Obl-
CTpoe yJay4llleHHe KJIMHUYeCKOW KapTHHBI U pe3y/IbTaToOB
JIabOpaTOpPHBIX TeCcTOB. /JJIMTENbHOCTb Tepamnuu [0
KOHLA He OIpejieJieHa U 0CTaeTCs NpeAMeTOM JUCKYCCUU.
B cornacuTesnbHBIX peKOMeHJAaUMsAX MexayHapoAHOro
TMCTHMOLIUTAPHOr0 06lecTBa AOMyCKaeTCcsl MpeKpalieHre
JiedeHUsl IPU CTabUIM3aL M1 0O1ero COCTOSIHUA NaljMeHTa
JuTenbHOCTbIO Gosiee 1 Hex. [60]. LluTocraTuyeckas
Tepanus 3aBepllaeTcs NpU CTOWKOM KJIMHUYECKOM Yyy-
IIeHUHY, B T. Y. IPU OCTATOYHON YMepeHHO! LIUTONEeHUH U
runeppepputuHeMuy, T. K. BAb-undexuus, faxe acconuu-
poBaHHas ¢ ['OC, ck/IOHHA K CaMOCTOsITeIbHON perpeccuu.

XPOHUYECKAA AKTUBHAA BOJIE3Hb

XpoHuyeckasi aKTUBHas 0oJsie3Hb, BbI3BaHHasA BIb
(B3B-XAB), xapakTepusyeTcsli AJUTENbHbIM (= 3 Mec.)
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® [1OCTOSAHHbBIA MW PeLUaNBUPYIOLLNA MOHOHYKIEO03-NOA0GHbI
CWHLPOM B TeYeHue = 3 Mec.

® BbigB/eHMe NoBbIWEHHOro Ynucna Konuii AHK B3b B kpoBu n/mnm B
NOPaXeHHbIX TKaHAX™

® BeoisiBneHne B3b-uHpunumpoBaHHbix T- unn NK-knetok B KpoBu n/mnm
NOPAXEHHbIX TKAHSAX

® XpoHWYecKoe HeJOMOraH1e, KOTOPOE He MOXET OblTb 06BACHEHO
APYrYMU NPUYMHAMM KO BPEMEHM NOCTAHOBKM AMarHo3a

* BupycHas Harpy3ka > 10 000 ME/mn (4 log ME/mn) onpegensietcs B KpoBu
meTogom MLP B peanbHoM BpemeHu. Boisienerne B3b-nonoxutensHbix
KNETOK B TKaHSX OCYLLECTBASAETCS C MOMOLLbIO rnbpuansauu in situ ¢
30H40M EBER.

MpPOTPeCcCUPYIOLIMM TeyeHHeM CO 3HauMUTeJbHbIM IIO-
BhIlleHHeM yucaa konuit [JHK B3b6 B kpoBu U UHPUIb-
Tpauuell pasjM4yHbIX opraHoB B3B-uHpuMpoBaHHBIMU
aumponutamu. BIB-XAB pa3BuBaeTcs Npu OTCYyTCTBUU
JHUarHOCTUPOBAHHBIX paHee WMMYyHOLe(PUILUTHBIX CO-
CTOSIHUM M, COTJIACHO COBpPEMEHHBbIM NpeJCTaBJEHHUAM,
BKJIIOYAeT TOJIbKO CJIy4yaH, accouupoBaHHble ¢ BB-un-
dunupoBanHbiMU T- U NK-kieTkamu [61, 62].

B3B-XAB mnpoTekaeT Kak BOCHaJUTeJbHOe 3a60-
JleBaHWe, OCHOBHBIMU IpPHU3HAKaMHU KOTOPOIrO CJYXKaT
JJINTeJIbHO peLUAUBUpYIOlllee TedyeHUe MOHOHYKJIe-
03-M10J060HOT0 CUHJpPOMa Pa3IM4YHON CTeNeHU TIKEeCTH
U MepCUCTEeHIUsl aHTUTeN ocTpoit pa3bl BOB-unpekuuu
[35, 62-64]. Kpome Toro, yacTo ompejessieTcs LUTO-
neHus, TMNOQUOPUHOreHEMUSI U HapylleHUe PYHKIUU
nedeHu [36]. B guddepeHnyansbHoM JuarHose Heo6Xo-
aAuMo uckawouuTh BUY-uHekiywo, reMaTosioruyeckue
3JI0KaueCcTBeHHble omnyxouu, AuddysHble 60Jie3HU
COeIMHUTE/bHOW TKaHH, ayTOMMMYHHbIe 3a60JieBaHMUs,
BpOX/JEeHHble M NpUOOpeTeHHble MMMYyHOAedHULIUTHbIE
cocTosiHus [62].

BrniepBble MexAyHapoAHble KPUTEPUU AUATHOCTHUKHU
BI3B-XAB 6b111 ony6aukoBaHbl B 2005 1. [64], HO B 2023 T.
OHU ObLIM O6HOBJIeHb! (Tabs. 3). [luarHo3z B3B-XAB
CTaBSIT, KaK NpPaBUJ/IO, HA OCHOBAaHUMU T'MCTOJOIMYECKOT0
Y MMMYHOTUCTOXUMHYECKOr0 HCCe[l0BaHUHM 6GUoINTaTa
neyeHW WA auMaTHYecKoro ysja. B meyeHu ompe-
JlesifeTcsl CUHYCOWJa/lbHass W TNOpTajbHasg KJeTOo4Has
WHOQUIBTpALMs, CXOJHas C TaKOBOM INpPU BUPYCHOM
renatuTte. B snMdaTuiyeckoM y3Jie MOIYT BbISBASATBCA
dosuKyAspHasa WM NMapaKopTHKaJbHas TUIlepIlasus,
¢doka/bHble HEKPO3bl UM MeJIKUe rpaHy/eMbl. [Juar1os
noATBepKaaeTcs skcnpeccueid LMP-1 u/unu o6Hapyxe-
HueM EBER [19, 65].

Kak u npu B3B-BI'®C, npoTuBOBUpYyCHasA Tepamnus
BOB-XABb He BauseT Ha TeyeHUe 3aboJsieBaHUA. UMMy-
HOCYIIpeCcCUBHasl Tepanus 3TONO3UJOM OTHOCUTCA K
OCHOBHOMY IIaTOTeHeTHYeCKOMY JedeHHo [66]. OpHako
B oinuue oT BIB-BI'®C sTtono3ua npu BIB-XAB He npu-
BOJUT K CTabUJIbHOMY OTBETY, I03TOMY IOCJIe CTOMKOI0
yJIy4lleHUs] COCTOSIHUSl NallMeHTa pellaeTcss BONpoc 06
anmnoTTCK. B cay4yae HeBosMoxkHocTu aynoTICK manu-
eHTbl YyMUpPaAKT B TeueHUe 10-15 jieT oT mosiMopraHHou
(mpeuMylLeCTBEHHO Ie4YeHOYHOH) HeJ0CTaTOYHOCTH,
BTOPUYHBIX reMaToJiordueckux omyxosieit u BIB-BI'dC
[35,67-71].

AnnoTICK npuHajieXXuT ocobas poJib B Tepamnuu
B3B-XAB. B pa6orte ].I. Cohen u coaBT. nprBe/ieHbl JJaHHbIE
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0 16 B3pocbIX NanueHTax. JleTaabHbINA UCXOA HACTYTIUI Y
10 u3 HuxX, a 6 60abHBIX nocjae a0 TI'CK, BLInoJIHEHHOH
no noBofy XAB-B3b niu BTOPUUYHBIX reMaTOJIOTHYeCKUX
OmyxoJiel, ocTaBa/lUCh Nof, HabJogeHueM [35]. B apyroi
paboTe onucaHa rpymnmna U3 8 B3poc/ibIX 60/1bHBIX, 3-J1€THSA
BbLKMBAeMOCTb KOTOpbIX mnocie auoTT'CK cocraBuna
83,3 % [71]. B pab6ore K. Kawa u coaBT. npoaHa/Iu3Upo-
BaHbl pe3y/IbTaThl JiedeHUs1 18 malyeHTOB C MeJHaHOMU
Bo3pacTta 14 siet (Anana3oH 1-37 seT): 3-/eTHssA o61as
BbDKMBaeMocTb nocye a/mnoTT'CK cocraBuna 95 % [72].
YnoBJIeTBOpUTE/IbHBIE PE3yJbTaThbl B 1I€JI0M O3BOJISIOT
paccMaTpuBaTh a/LI0TI'CK kak MeTos BO3MOXKHOTO M3Jie-
YyeHud nauyeHToB ¢ BOb-XAB.

3AK/TIIOMEHUE

B 3aksroueHue XxoyeTcs elle pa3 NOAYEPKHYTb, YTO
TshKesioe TeueHue BIB-uHdekiuu Hab/0[aeTcss pesko,
OJJHAKO B CJyyae ee pa3BUTHUSI MMeeT MeCTO BbICOKas
JIeTaJIbHOCTb M3-3a pa3Hoo6pa3usi HecneLUPUIECKUX
’)KaJob M CXOACTBA MX C JpPYrMMHU 3ab0JieBaHUSMM.
[IpencraBieHHas paboTa — 3TO 4YacTb 60JBLIOTO HCCIIe-
JoBaHus BI'OC ¥ mox0KHUX MaTOJOTUYECKUX COCTOSTHHH
y B3pocablX, KoTopoe BefeTcss ¢ 2009 r. B [opojckoit
kJuHUYeckol 6onbHUlle N2 31 CankT-IleTepbypra. Panee
6blJ1 ONTy6JIMKOBAH PsAJ CTaTel, NOCBALIEHHbIX BOIPOCAM
nuddepeHIIMaTbHON AUAarHOCTUKY U JiedeHUss BIOC [38,
39,45, 73-79]. B 6amkaiiiee BpeMs IJIaHUPYeETCS MyOJIU-
Kalys CepuM KJMHUYEeCKHUX HaOJI0leHUH, OTPaKarolnx
COGCTBEHHBIN ONBIT BeAeHUs nanueHToB ¢ XAB u BI'OC,
accolMUpoBaHHbIMU ¢ BOB-uHdekuen.
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