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BBEJIEHUE
AKTYaJIbHOCTH MPO00JIeMbI

CucTteMHBIHI IOBEHWIbHBI HWAMONATUYECKUNA apTPUT (CHH.: IOHOLIECKUU
apTPUT C CHCTEMHBIM Hadajiom, gainee — clOMA) — camplii penkuii BapHaHT
IOBEHUJIBHOTO uanonaruieckoro aprpura (gamee — FOUA) [70]. Benymiyto poss B
natorene3e clOMA Ha paHHel cTajuy UrpaeT akTUBALUs BPOXKACHHOW UMMYHHOU
CHCTEMBI, Ha MPOABHMHYTOH — mpuoOpereHHoi [1]. CoryacHo KiaccUpHUKaIMuU
MeXTyHapOIHOM JIMTH peBMATOJIOTHYECKUX accormanmii  (manee — ILAR),
cuctemMubli FOMA xapakrtepusyercs MOpakKeHHEM OJHOTO M 0ojiee CyCTaBoOB,
KOTOPBIA COIMPOBOXAAETCA (WM KOTOPOMY MPEALIECTBYET) «IIOATBEPHKICHHOIN»
MEPEMEKAIOIIEHCS JTUMXOPAAKOU MPOJOJDKUTENBHOCTBIO HE MEHEe 3-X JIHEH B
TEYEHHWE MHUHUMYM 2-X HEJelIb B COYETAaHMH C OJHUM WiIM Oosiee U3
NEPEYUCIICHHBIX MPU3HAKOB: KPAaTKOBpEMEHHas (JieTyuasl) SpUTEMaTO3Hasi ChIIb,
reHepaau3oBaHHas JuM@daJeHONaThs, renaroMeranus U (Wiu) CIUICHOMETalus,
cepo3ur [69].

OnHuM M3 ocliokHEHUH cucteMHOro Bapuanta IOMA saBnseTrcs BTOpUUYHBIN
reModaromnuTapHsiii cuaapom [11].

Bropuunsiii remodaromurtapuasiii  cuaapom (ganee — BI'DC) (cuH.:
reMoQarouTapHbIi JTUM(OTUCTHOIUTO3, CUHAPOM aKTHBAIMH MaKpoQaroB) —
J)Ku3Heyrpoxaromniee ocinoxkHenne CclOUMA, xotopoe sBIsS€TCA  CIIEACTBUEM
TUIEPBOCTIAIUTEILHOTO OTBETA C MATOJOIMYECKOM aKTUBHOCTHIO Makpo(aroB u
UTOTOKCHYECKUX T-nmumdouuros, XapaKkTepU3yeTcs JIMXOPAJIKOM,
renaTociyieHoMeranuen, auMdaeHONMaTHeW, KoaryJionaTued U CTPEeMHUTEIbHBIM
pa3BuUTHEM TMONHMOpraHHOW HemoctatouHoctd [11]. [lo maHHBIM  MHPOBOIA
autepatypsbl yactota pa3Butus BI'@C ¢ pa3BepHYyTON KIMHUYECKOW KapTUHOUN U
BBIPXECHHBIMU U3MEHEHHUSIMU JIa0OpATOPHBIX MOKazaresei y nanueHTtos ¢ ctOUA
cocraBisieT 10-25% [20]. Eme y 40% mnamuentoB ¢ ctOUA Bropuunbiii ['®C

npoTeKaer jareHTHO [61].
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Bropuunbiit I'@C MoxeT ObITh CIPOBOIIMPOBAH AKTUBHOCTHIO OCHOBHOTO
3a00JIeBaHUS W/WIIM BO3/ICHCTBIEM TpUTTEPHBIX (hakTopos [11, 61, 74]. B kauectBe
TPUITEpPHBIX  (aKTOPOB  BBICTYMAIOT: BHUpPYChl  (BUpyc  OmnmreiHa-bapp,
muToMeraioBupyc, Herpes simplex, Varicella zoster, repriec 6 u 8 Tuma, BUpycC
UMMYHOJICUIINTA YEIIOBEKa, aJICHOBUPYCHI, mapBaBupyc B19, rpummn A (HIN1),
naparpurmn |l tum), Oakrepun (Brucella melitensis, Chlamydia psittaci,
Mycoplasma, Salmonella typhii, Rickettsia, M. avium, M. tuberculosis, Borrelia
burgdorferi, Leptospira Spirochaete pallidum), rpu6sr (Aspergillus, C. albicans,
Cryptococcus, Histoplasma capsulatum, Penicillium marneffei, P. carinii,
Trichophyton beigelii), mpocreimme (Leishmania, Babesia, P. falciparum,
Toxoplasma gondii) [101].

Haunbonee BeposiTHO, uTo B oOcHOBEe pa3BuTHs BI'PC nexutr aedekr
IIUTOJTUTHYECKON aKTUBHOCTH JuMdoruTos [19].

VY mnamuentoB ¢ clOMA u BI'O@C 00HapyKHBaIOTCS TETEPO3UTOTHHIC
MyTalMH B reHax, accounnupoBaHHbixX ¢ nepsuuHbM ['@C (PRF1, UNCI13D u ap.),
KOTOpPbIE PETYIUPYIOT I[HUTOJUTUYECKYI0 (PYHKIMIO [MUTOTOKCHYECKHX T-
TuM(OIMTOB M HaTypaybHbIX KWiLiepoB [17]. HecrmocoOnocts NK-kieTok (manee
—  NK-kmerkn) wu  nurotokcmdeckux  CD8+T-nmumdporuTtoB  nu3upoBaTh
WHOUIIMPOBAHHBIE WM JPYTUM  TIyTeM  aKTUBUPOBAHHBIE  AHTUTCH-
npe3deHtupyomue kinerku (mamee — AlIIK) mnpuBoauT K  OPOJJIEHHOMY
B3aMMOJICHCTBUIO KIIETOK BPOKJIECHHOIO W aJalTUBHOTO MMMYHHUTETa WU, Kak
CIE€ACTBUE, K Ppa3BUTHUIO MPOBOCHAIUTEIBHOIO IUTOKMHOBOTO Kackajga —
«UIMUTOKUHOBOMY LITOPMY», KOTOPBIH «COMPOBOXKAAECTCS aKTHUBAlMed Makpodaros,
reMo(aromuTo30M, MOJUOPTaHHOW HEIOCTATOYHOCTBIO [2, 17]. ¥V mamueHTOB C
cucteMHbiM IOMA  nuTonuTtudeckyro (PYHKIHMIO HATypaJIbHBIX  KUJUIEPOB
MOAABISACT TUMNEPHPOIYKIMS MPOBOCHIAIUTEIBHBIX IIUTOKMHOB, B TOM YHCIIC
uHTepIelikuHa 6 (nanee — MJI-6) [88].

Knunnueckue u nabopatopusie npossieHus BI'@C BKIIOYAIOT JTUXOPAIKY,
runepPeppuTUHEMUI0, TAHIUTONCHHUIO, (UOPUHOIUTUYECKYIO KOAryJIOMaTHIo,

HapymieHne (Qynkruu  medeHn. B 2016 1. OB OPUHAT  KOHCEHCYC



BAJIMJUPOBAHHBIX JUArHOCTUYECKUX KPUTEPHEB C YYBCTBUTEIBHOCTBIO 73% U
cnerupuaHOCThIO 99%, mo3BOIOMUX AuddepeHmpoBath odocTpenne ctOUA u
pazsutre B['®C [19].

Huarno3 BI'®@C, corinacHO MNPUHATOMY KOHCEHCYCY, MOXHO YCTAHOBHTb
naierty ¢ clOMA unu nogo3penuem Ha clOUA ¢ dhebGpunpHOi nrxopagkoit mpu
HAJIMYUU NOBBILIECHUS] KOHLEHTpAauu (heppUTHHA CBIBOPOTKH KPOBH >684 HI/mil B
COUETAHHH C 2-Ms M3 CIISAYIONMX MapKepoB: 4mcio TpomGommros <181x10%,
aktuBHOCTb ACT B cbiBopoTKe KpoBU > 48 EJI/11, KOHLIIEHTpalys TPUTIIULEPUIOB B
CBIBOPOTKE KpoBH >156 mr//1n, koHuenTpauus pudpruHoreHa B kpoBu <360 mr/Jln
[74].

Hecmotps Ha Hanmnume IHArHOCTUYECKUX KpuTepues, nuarHo3 BI'@C He
BCErJa YCTAHABJIMBAETCS HA pAHHUX CTaAMsIX, OCOOEHHO Yy TAIMEHTOB,
HOJTy4YaloluX FeHHO-UH)XKEHEpHbIe Ounosoruueckue npenapatsl (manee — ['MBII),
Ha (pOHE KOTOPBIX KIMHUYECKHE U JabopaTtopHbie Mapkepbl BI'®C He Tak spKo
BBIP@XXEHBI, KaK B ClIydasx «Ouonoruuecku HauBHoro» BI'®@C, pa3BUBaroOIIETocs y
nanueHToB, He nmonyvarommx ['MBIT [19, 20, 29, 87].

Crenenb pa3padloTaHHOCTH TEMbI

B Hacrosiniee BpeMsi B MUPE NMPOBOJASTCS MHOTOYHCIIEHHBIE HCCIEA0BAHUS
no m3ydeHnto Bl @C pa3nuyHON 3THOJOTHHM, B TOM YMCIIE Pa3BUBAKOLIEIOCS Ha
¢doHe peBMaTnyeckux 3abojieBaHUil. UNMCIEHHOCTh KOTOPT MAallMEHTOB BapbUPYET
ot 10 10 99 GonbHbIX [23, 25, 79].

B nacrosiee Bpemsi mosiBisieTcs Bce OOJbIIe JaHHBIX O ToMm, 4To BI'®C
pa3BUBaeTCd HE TOJBKO Yy «OMOJOTMYECKM HAWBHBIX» NAIMEHTOB — He
nony4varomux ['MBI1, HO ¥ B ycloBHsIX MpoBeaeHUs Onosiorudeckoit Tepanuu [19,
20, 29, 87]. Onnako ocobeHHoctu TeueHus B @C y «OMOIOrHYeCKr HE HAUBHBIX)
nanneHToB ¢ CKOUA u3yueHsl KpaitHe MaJo.

HecmoTtpss Ha Hanuume OMArHOCTUYECKUX KpurTepue, auarHo3 BI' @C He
BCEIr/la YCTAHABIMBAETCS HA PAaHHUX CTagusAX, OCOOEHHO Yy TAalEeHTOB,
nonyvaronux ['MIBII, Ha doHe KOTOpPhIX KIMHUYECKUE U JTAOOPATOPHBIE MapKephbl

BI'®C He Tak SpKO BBIPAKEHBI, KaK B CIyyasix «OMOJOTMYECKH HAUBHOTO» —



pasBHBaroIierocs y maruentoB, He nonydvarommx ['MBIT [19, 85]. Ilo manHbIM
aHallM3a JIOCTYIHBIX JIMTEPATYPHBIX HCTOYHMKOB OOJBIIMHCTBO HCCIEAOBAaHUH,
MOCBSIIIEHHBIX OMPEJCICHUIO MPEIUKTOPOB WM PAHHUX MapKEpPOB pa3BUTHS
B['®C, npoBOIMIIMCEH B KOTOPTAX B3POCIBIX ManueHToB [41, 76].

Hnsa nedenus mnepBuuHoro I'C mnpumensercs mnpotokon HLH-2004,
KOTOPBIM BKJIIOYaeT MHOTOCTYIEHYATYI0 MaTOreHEeTHYecKyro Tepanuio [33].
[IpumeHeHue psaa mpenaparoB U3 3TOTO MPOTOKOJA (ITOMO3HI, UHTPATEKAIbHOE
NPUMEHEHUE BBICOKUX 703 MeToTpekcarta) y mamueHToB ¢ BI'®C mpu clOUA
Mast03(PEKTUBHO U BJICUET 3a COOON MHOKECTBO HEXKEJIATEIbHBIX 3P deKkToB [64].
B cBsA3M ¢ 3TUM n€TanbHOCTh ManueHToB ¢ BI' @ C no-npexHEMY 0CTAETCS BBICOKOU
Y COCTAaBIISIET, MO JJAHHBIM Pa3IMYHBIX aBTOPOB, OoT 8 10 20% [19, 32, 75].

bosiee TOoro, B MUpe HAKOIUIEHO HEIOCTATOYHO OIbITa 10 JieueHnuto BI'OC y
nanueHToB ¢ CcIOMA, B TOM 4Ywnciie C TNPUMEHEHUWEM T'€HHO-WHKEHEPHBIX
Onostornveckux npemaparon [61].

Takum o00pa3oM, pa3pabOTKa W BHEAPEHHE B KIMHUYECKYIO MPAKTUKY
NEPCOHU(PUIMPOBAHHOTO AJITOpUTMa JUATHOCTHUKM W TEpalmuu BTOPUYHOIO
reMo(arolluTapHoOro CHHApPOMa y MauueHToB ¢ cucteMHbiM IOUA ¢ yyetom
TPUITEPHBIX (HAKTOPOB, OCOOCHHOCTEH TEUeHWs, paHHUX MapKEpPOB pa3BHUTHUA,
OTBETa Ha PA3IMYHbIE TEPANEBTUYECKUE CXEMbl U (POHOBOTO NMPUMEHEHHUSI F€HHO-
WH)KCHEPHBIX OHOJIOTMYECKUX TIPemapaToB, SBISIETCS BeChbMa aKTyaJbHOU
po0IeMOif COBPEMEHHOM I€TCKOM PEBMATOJIOTHH.

eabp wuccienoBaHMs: TOBBIIICHUE KAueCTBA PAHHEW JMArHOCTUKU U
(G ()EKTUBHOCTH JIEUEHUS BTOPUYHOTO reMo(arolUTapHOIO CHHIPOMA C YYETOM
OCOOCHHOCTEM TeueHus, KIMHUYECKHX IMPOSBICHUN, OTBETa Ha pa3InYHbIC
TEpaneBTUYECKUE CXEMbI U (POHOBON F€HHO-UHKEHEPHOU OMOJIOrMYeCcKOi Tepanuu
y JIeTel C CHCTEMHBIM IOBEHWJILHBIM UUOMIATUIECKUM apTPUTOM.

3agaum uccje0BaHus
1. BpiABUTH dYacTOTy pa3BUTUS W TPUITEpHbIE (AKTOPHl  BTOPHUYHOTO

reMo(arolUTapHoOro CHHAPOMa Yy TMAalHUEHTOB C CHUCTEMHBIM IOBEHUJIbHBIM

HIUOIIAaTHYCCKHUM apTPHUTOM.



2. YCTaHOBUTh OCOOEHHOCTM TEUYEHUS BTOPUYHOIO reMo(aroluuTapHoOro
CHUH/IPOMA y TIAIIMEHTOB C CHCTEMHBIM IOBEHWJIBHBIM HJIMOTIATUYECKUM apTPUTOM, HE
noJTy4yarmux («OMOJIOTMYeCKH HAWBHBIX») W TOMYyYarolmuX («OHMOJIOTHYECKH HE
HAWBHBIX ) TEHHO-UHXEHEPHbIE OMOJIOTHYECKHUE MPEnapaThl.

3. Onenutb 3PPEKTUBHOCTH  PaA3IUYHBIX CXEM  TEpanmuu  BTOPUYHOTO
remMoarouMTapHoOro CHUHAPOMa Yy TMAIMEHTOB C CHUCTEMHBIM IOBEHUJIbHBIM
UIMOMATHYECKUM apTPUTOM B 3aBUCUMOCTH OT (JOHOBOM Tepamuu TEHHO-
UHKEHEPHBIMUA OMOJIOTUYECKUMU TIperapaTaMu.

4. CozpaTh NPOTHOCTMYECKYID MOJI€Ib BTOPUYHOIO TeMO(arouuTapHOro
CHUH/IPOMA y MAIMEHTOB C CHCTEMHBIM IOBEHIJIBHBIM HIUOTIATUYECKUM apTPUTOM.

5. Pazpabortath ajroputM nNepcOHU(PUUUPOBAHHON AMATHOCTUKH M TEpaNuu
BTOPUYHOTO TeMO(aroruTapHOTO CHHAPOMA Yy TMAIMEHTOB C CHUCTEMHBIM
IOBEHWJIbHBIM UMONIATUIECKIUM apTPUTOM.

Hayuynast HOBU3HA
- YCTaHOBJIEHO, YTO NEPCOHU(PHUIMPOBAHHBIA aJITOPUTM IHUATHOCTHKH H

J€YEHUsT C YYETOM TPUITEPHBIX (PAKTOPOB, OCOOCHHOCTEH TEUYEHMs, pPaHHHUX

MapKepoB pa3BUTHs, HauOousblied 3PGHEKTUBHOCTH TEPANEBTUYECKUX CXEM,

NPUMEHSBIIMXCS B HAlleM HCCIEAOBaHWU, W (POHOBOTO TPHUMEHEHHUS TEHHO-

WH)XCHEPHBIX OMOJIOTMYECKHX IMpernapaToB, IO3BOJSET HA PAHHUX CTaAuAX

BBISIBUTH BTOPUYHBIN TeMO(arolUTapHblii CHHAPOM — KH3HEYTPOXKAIOIIee

OCJIO’)KHEHHE CHCTEMHOI'O IOBEHMJIBHOTO MJMOMATUYECKOTO apTpuTa, — MO

pa3BUTUSl  MOJMOPTaHHOM  HEAOCTATOYHOCTM  MHULIMUPOBATh  Ha3HAUYECHUE

UMMYHOCYIIpECCUBHOM Tepanuu, KynupoBaHue BI'®C Oonee yem y 95%

nanneHToB ¢ cFOUA u 3HaunTensHo (10 3%) CHU3HUTH JIETAIBHOCTH IO CPABHEHUIO

C TaHHBIMH MUPOBO# JIETCKON peBMAaTOJIOTHYECKOM pakTuku (8-20%);

— BBISIBJICHO, YTO TpUITepHBIM pakTopoM BropuuHoro I'dC B 60% ciydaes

SABJSIETCS aKTUBHOCTh cucteMHoro FOUA, kortopas B 40% couertaercs c

MH(PEKIIMOHHBIMU areHTamMu: 0oJjiee 4YeM B OJIHOM TPETH CIIy4aeB — C BUPYCAMU U3

cemetictea Herpesviridae (Bupyc DmiteiiHa-bapp, HUTOMErajgoBHpYC, BHPYC
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reprieca 6 Tumna, BUpyc reprieca 1 u 2 tuna), pexe (8%) — ¢ reHepaqTu30BaHHOU
OaxkTepuanbHON HH(EKIUEH (Cerncuc);

— ompeneneHa yactota BropudHoro ['C B olmieil Koropre MamueHToB C
cucteMHbiM FOUA, koTopas coctaBiset 25% (dactora ciaydaeB 28,5%), mpu 3ToM
BropuuHbli ['®C nHabmogancs y Bcex 83 (100%) «OMOJIOTMYECKH HAMBHBIX)
nanueHToB, 6oisiee yeMm y 80% u3 HUX B AeOr0Te 3a00sieBaHus, W Juiib y 17/317
(5.4%) «Oumosoruyecku HE HAMBHBIX»: 0OJiee 4YeM y JABYX TPETEH B YCIOBHUAX
JICYCHUS] — KaHAaKMHYMaOOM, OKOJIO YEeTBEpPTH — Touuiauzymadbom, y 10% —
ATAHEPIIENTOM U aJATUMyMadoM;

— JI0Ka3aHo, 4TO0 Tepanuga cucteMHoro IOMA reHHO-MHKEHEPHBIMU
OMOJOTUYECKUMH TIperapaTaMd MacKupyeT mnposiBiieHus BTopuyHoro ['dC: B
«OMOJIOTUYECKM HE HAWBHBIX» ClIy4yasX KIUHUYECKHE MapKephl (CHIMb,
auMpaneHonaThsl, MUAITWs) BBIABIAIOTCS DPEXE, a HW3MEHEHUs J1abopaTOpHBIX
nokasaresnei (koHueHntpamnus ¢pepputuna, CPb, anp0ymuHa, XJIOpUI0B CHIBOPOTKU
KpoBH, mokazarenb COD, ypoBeHb IeMOIVIOOMHA, YHCIIO SPUTPOIMTOB KPOBHU)
MEHEE BBIPaXEHBI, YeM B «OHOJOTWYECKU HAUBHBIX», 3a HCKIIOUCHHEM YHCIa
TPOMOOIIUTOB KPOBH, KOTOPOE 3HAYMMO HIKE, W akTuBHOCTH JI/I[' chIBOpOTKH
KPOBH, KOTOpas CYIIECTBEHHO BbIIIEC y nanueHToB, nonydarommx [MBII ms
neueHus clOUA;

— YCTAHOBIIEHO, 4YTO HauOoisiee 3(PPeKkTuBHAs cxema Tepanud BTOPUYHOIO
['®C, BHe 3aBUCHMOCTH OT (OHOBOTO TMPUMEHEHHS] TE€HHO-MHKEHEPHBIX
OMOJIOTUYECKUX TpernapaToB nisi JedeHus cucremHoro FOWMA, Bxirogaer
BHyTpuBeHHbIE, nepopasibHbie ' KC, [luA u BBUI'; B ycnoBusix ee npuMeHEHUS B
HanOoJiee KOPOTKHUE CPOKH JIOCTUTAIOTCS KPUTEPUU OTBETAa Ha TEpaIHIo,
HeakTuBHOW ctaguu BI'@C u 10CTOBEpHOE CHMXKEHHE KITO4eBOro mapkepa B[ @C
— CBIBOPOTOYHOM KOHILEHTpALMK (GeppUTHHA;

— BBISIBJICHO, YTO Y «OMOJIOTMYECKH HAWBHBIX) MAIIMEHTOB MPU MPUMECHEHUH
CXEMBbI TEpalnM, BKIIOYAKIIE BHyTpuBeHHble U nepopanbHbie ['KC, BBUI' u
[IuA B moctoBepHO OoJiee KOPOTKHE CPOKH CTATHCTHYECKH 3HAYMMO CHUKAETCS

KOHIIEHTpaIus (heppuTHHA B CRIBOPOTKE KPOBH, B >1,5 pasza ObICTpee TOCTUTAIOTCS
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KpUTEpUHM OTBETAa HA Tepanuio M HeakTuBHOM cragum BI'®C, perucrpupyercs
MeHbIIIasi yacToTa pas3BuTHs peaktuBaiuu Bl @C mpu CHMWKEHUH 103bI/OTMEHE
BHyTpuBeHHbIX ['KC, yem y «OuoJIOrMUYeCKM HE HAMBHBIX», YTO, BEPOSITHO,
CBSI3aHO C 0oJiee BBIPAKCHHBIMU KIUHUYECKHMMH TMPOSIBICHUAMH, BBICOKUM
ypoBHeM JabopatopHbix MapkepoB BI'®@C u, cOOTBETCTBEHHO, OOjee paHHUM
Ha4yajoM UMMYHOCYIIPECCUBHOW TEpaIlnH;

— YCTaHOBJIEHO, YTO JO0JII MU JUIMTEIBHOCTh LI€H3YPUPOBAHHBIX CIIy4acB
0e3pelUAUBHOTO JIOKUTHS B TeUueHHe 36 Mec. HaOMIoAeHUS B OOLIeH KoropTe
nanueHToB ¢ cucteMHbIM FOMA coctaBuimu 88% u 32 Mec. COOTBETCTBEHHO, MpHU
3TOM y «OMOJIOTMYECKHM HaMBHBIX» — J0OcToBepHO Oombuie (99% u 35,5 wmec.
COOTBETCTBEHHO), 4YeM Yy «Ouosiornduecku He HauBHBIX (59% u ~22 wmec.),
HauMmeHbiue (40% u ~17 Mec.) y mauMeHToB, y KOTOpbIX BTOpuuHbd ['DC
pa3BuJcs B ycioBusx jedeHus clOMA kanakunymaOom;

— JI0OKa3aHO, 4YTO MPOTHOCTHYECKas MOJeNb, pa3pabOTaHHAs METOAOM
MHOTO()AKTOPHOTO PErPECCUMOHHOrO aHalu3a, NPH HAJIWYUU PAHHUX MApPKEpOB,
BKJIIOYAIONINX JIUM(]aIeHONATHIO, CHIKEHHE YHUCiIa 3PUTPOLMTOB KpoBH <4,34
MJTH/MKJI, 4HcCJia TPOMOOIIMTOB KpoBU <208 THIC./MKIJI, KOHIIEHTPAIIUU XJIOPUIOB
<101,9 mMonb/n B KpoBU U TOBbIIeHHE aKTUBHOCTU JIJII' B CBHIBOPOTKE KpOBHU
>412 En/n ¢ BepositHOCTBIO 95,6% wu cneuuduunocteio 98,0% mo3Bosser
3anofo3puth pazputre Bl @C Ha HayanpHbIX cTaausax y nanueHTtoB ¢ cFOUA BHe
3aBHCUMOCTH OT ()OHOBOI Tepany OCHOBHOIO 3a00JI€BaHMUsI TEHHO-UH)XEHEPHBIMU
OMOJOTUYECKUMH TIperapaTamMu.

Teopernyeckasi M NpakTUYecKasi 3HAYUMOCTH PadOTHI

[Tomy4yennsie (pakThl U CAETaHHBIE Ha WX OCHOBE TEOPETUYECKHE BBIBOIBI
PaCUIMPSIIOT U JAOMOJHSIOT COBPEMEHHBIE METOAbI IUATHOCTUKU M CYILIECTBYIOIINE
npotokoJibl gedeHust BI'@C y nereit ¢ clOUA.

JlnarHocTMka W JI€YCHHE BTOPUYHOTO TeMO(aromuTapHOrO CHHIpPOMA —
KU3ZHEYTPOXKAIOLIETO COCTOSIHUSA, KOTOPOE€ MOMKET OCJOKHUTh CHUCTEMHBIN
IOBEHWIbHBIA WIUOTIATHYECKUN apTPUT HA JIFOOOM dTare TeYEHHs, B TOM YHCIIC B

ne6tore, no HasHauenus [UWBII, a Ttaxwke nHa Qone neuenuss MBIl BHe
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3aBUCUMOCTH OT JJIMTEJIbHOCTU TEparnuu, NpeCTaBsieT HauOOJIbIINE CI0KHOCTH
y «OHOJOTMYECKH HE HAMBHBIX» IALUEHTOB, TAK KaK XapaKTEpU3yeTCs MEHee
BBIPDAKEHHBIMUA ~ KJIMHUYECKUMU U JTAOOPATOPHBIMU  MPOSIBICHUAMH, OoJiee
NO3JHUMHU HA4aJIOM Tepalvu, JOCTHKEHUEM Ha Hee OTBeTa M 00Jiee BBICOKUM
PUCKOM pa3BUTHS pPELUUIUBA IO CPAaBHEHUIO C «OMOJIIOTUYECKH HAUBHBIMID)
MaleHTaMU.

BroisiBnenne Ttpurrepanix ¢akropoB BI'®C, ocobeHHOCTEH TeueHwus,
KIIMHAYECKUX W JAa0OpaTOpPHBIX TMPOSBICHUMN, TEPANeBTUYECKOTO OTBETa Ha
pa3MyYHbIE CXEMbl JICUYEHHUS, paHHUX MapkepoB pa3Buths BI'@C mo3BoIILET
pa3paboTath M NPUMEHATh IMEPCOHAIU3UPOBAHHBIA AJNTOPUTM JUATHOCTHKU U
JICYEHHS] BTOPUYHOTO TeMO(]aroruTapHoro CUHIpOMa Y «OMOJOTHYECKUA HAUBHBIX)
U «OHOJOTMYECKM HE HAWMBHBIX» MAlMEHTOB» HAa PAaHHUX CTaJAMSIX CHUCTEMHOIO
FOUA, 1o pa3BuTHs MOJIMOPTaHHONW HEIOCTATOYHOCTH U HEOOPATUMBIX U3MEHEHUM
OpraHOB U CHCTEM.

MeTono0J10rusi 1 METOABI MCCIEAOBAHUS

IIpoBeeHO KOTOPTHOE PETPOCHEKTUBHOE HUCCIEAOBAHUE C MPOCIHEKTHUBHBIM
OTCJIEKMBAaHUEM HCX0A0B. HeoOxonuMmelil pazMep BBIOOPKH MPEIBAPUTENBHO HE
paccunthiBasics. B wuccinenoBanne BrimoueHsl 400 mnanumentoB ¢ clOUA,
IPOXOAUBIIMX 00CIEI0BaHUE U JIeUeHHE Ha 0a3e peBMATOJIOTHUYECKOTO OTACICHUS
HMMUII 3nopoBbs nereit (Mocksa) B nepuoa ¢ aBrycra 2010 r. mo maii 2021 r. (c
12 urons 2017 r. nmo HacTosmuMii MOMEHT; HallMOHANIbHBIA HAYyYHO-TIPAKTUYECKUI
LHEHTp 310poBba aererd ¢ 13 mapta 2015 r. go 12 urona 2017 r., HayuHslii neHTp
3nopoBbs aeteit PAMH c 21 suBaps 1998 1. mo 13 mapra 2015 1.). Bee manueHTsI
COOTBETCTBOBAJIM KpUTEpHUsIM ycTaHoBieHuss auarHo3a clOMA wu BI'®C.
OnucartenbHasi CTaTHUCTHKA pPE3yJbTAaTOB MCCIEIOBAaHUSA IMPEACTABICHA IS
KAUECTBEHHBIX W MOPSIKOBBIX NPHU3HAKOB B BHUAEC AOCOJIIOTHBIX 3HAYCHUU U
IPOLEHTHBIX Ao0Jied. ISl mepeMeHHbIX, UMEBIIUX HOPMAJIBHOE pacIpe/ielieHue,
onucaresibHas CTaTUCTHKA OTOOpa)kajach B BUjE cpeqHux apupmerndeckux (M) u
CTaHJAPTHBIX OTKJIOHEHUU. D(PPexkTuBHOCTH paznuuHbiXx cxem Tepanuu B OC

OCHMBAJIAChb C IIOMOIIBIO KPUTCPUCB JOCTHIKCHHA OTBCTA Ha TCpPAIIMIO H
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KpuTepueB HeakTuBHOM crtaauu ['PC, OmmcaHHBIX B KOHCEHCYCE JICUCHUS
NaneHToB ¢ TreModarouuTtapubiM nuMpoructuonurozom (HLH-2004). Tlpu
olieHKe A((HEKTUBHOCTH TEpanuu AJI1 U3yUEHUs JJIUTEIBHOCTH O€3peLIMBHOTO
nepro/ia ToCe JOCTHKEHUST HeakTuBHOU cTaauu Bl @C ObUT MCTIOIB30BAaH METO]T
ananu3a noxutus Kamnana-Meliepa. st onpeneneHuss paHHUX MapKepoB
pazButusa BI' ®C y mamueHTtoB ¢ cfOMA ucnonb3oBaH METOJ MHOKECTBEHHOIO
JIOTUCTUYECKOTO PErpECCHOHHOIO aHanu3a. B kKaduecTBe MOAENN JIOTHCTHYECKOU
perpeccus MUCHOJIb30Balach 3aBUCUMOCTh Jiorapupma IIaHca HaCTYIUICHMS
IPOrHO3UPYEMOIO  COOBITUS  OT  JIMHEWHOM  KOMOMHAaIlMM  NEpPEeMEHHBIX-
npeaukTopoB.  [locTpoeHWe  MPOTHOCTUYECKOM  MOJEIU  OCYIIECTBIIIIOCH
IOIIArOBBIM METOAOM C OIPENEJICEHUEM YHCIOBOro Iokasarens. IIposepka
CTATHCTHYECKON 3HAYMMOCTH MOJENH OCYIIECTRISIACE IPH MOMOIIH KPUTEPHS -
Banpma. Mopgens  cuurTamm  cTaTUCTHYECKHM — 3HauuMouM npu  p<0,05.
KonuuecTBeHHass MHTEpIIpeTanusl pe3yJbTaTOB MPOrHO3UPOBAHMS IPOBOINIIACH
rpu oMoty nocrpoennss ROC-kpuBpix ¢ oneHkon BennunHbl AUC.

OcHOBHBIE 110JI0KEHUSI, BBIHOCHUMbIE HA 3AILUTY

1. BropuuHblii remMoQarouuTapHblii CUHAPOM — MOTEHLIHMAIBHO (haTanbHOE
OCJIO’)KHEHHE, KOTOpoe pa3BuBaeTcs y 25% mauueHToB Ha JItoOOM 3Tare TeYEHMs
cucremHoro IOUA, Bkitouas ero n1e010T; y «OHONIOrMYECKd HAUBHBIX) MallMEHTOB
3HAYUTENIbHO 4Yalle, 4YeM Yy — «OHMOJOrMYeCKM HE€ HAWBHBIX»; TPUITEPHBIM
dakropom BI'OC B GOIBIIMHCTBE ciiydaeB sBisieTcsl akTUBHOCTh CHOUA, koTopas
MOJKET COYeTaThCsl C MH(MEKIMOHHBIMU areHTaMH, B TOM 4YHCII€ BHPYCAMH W3
cemelictBa Herpesviridae wu reHepamm3oBaHHOW OakTepuanbHON WHDEKIHEH
(cericuc).

2. Haubonee r¢dexTuBHas cxema Je4eHUs] BTOPUYHOTO reMo(arouTapHoOro
CUHApPOMA, BHE 3aBUCUMOCTH OT (DOHOBOTO TNPUMEHEHUSI T€HHO-MH)KEHEPHBIX
OMOJIOTMYECKUX TpernapaToB nis JjedeHus cucreMHoro FOWMA, Bxiroyaer
BHyTpuBeHHbIE, nnepopanbHble ' KC, [IuA nu BBUI'. Bmecte ¢ TeM B ycnoBusix ee
OPUMEHEHUSI Yy «OMOJIOTMYECKHM HAWMBHBIX» MAllMEHTOB JOCTOBEPHOE CHU)KEHHE
kioyeBoro Mapkepa BI'®C — koHueHTpauuu (eppuTHHA CHIBOPOTKH KpPOBHU, U

JOCTH)KEHHWE KPUTEPUEB OTBETAa Ha Tepanuio W HeakTuBHOM craguun BI'OC
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peructpupyroTcs O6onee yeM B 1,5 pasza ObicTpee, 4eM y «OHMOJIOTUYECKH HE
HAWBHBIX).

3. lnst BTOpUYHOTO «OWoONOrMYeckn He HauBHOTO» ['OC xapakTepHbI
JIOCTOBEPHO MEHEE BBIPAKECHHbIC KIMHUYECKHME M JaOOpaTOpHBIE MPOSIBICHUS;
Ooyee TO3JHUE HAYAJIO TEpANMU M CPOKH 3HAYUMOTO CHUKEHHUS KIIOYEBOTO
mapkepa BI' @C — geppuTrHa B CHIBOPOTKE KPOBU, TOCTHKEHUSI KPUTEPUEB OTBETA
Ha Tepanuio U HeakTuBHOM ctaguu B ®C; Oonbmumii puck peakrusaiuu BI'OC Ha
dboHe cHUxKeHUsT 103b/oTMEeHBbl BHYTpUBEHHbIX ['KC; wMeHbmas gonsa
JUTUTEIHHOCTH OE€3PELUIUBHOTO TOKUTHUS TIPU JUTUTEIHHOM HAOIIOICHHIH.

4. Hanmnune panHux wapkepoB pa3Butuss BI'®@C — numdaaeHonaruu,
CHW)KEHMS YuCia SPUTPOLIMTOB KpoBU <4,34 MIIH/MKJI, YMCIIa TPOMOOLIUTOB KPOBH
<208 TBIC./MKJ, KOHIEHTpamuu XJopuaoB <101,9 MMOIb/T W TOBBIIMICHUS
aktuBHoctu JI/II' B cwiBopoTke kpoBu >412 En/m — ¢ BepositHocThiO 95,6% u
cneuuuuHocThio 98,0% MO3BONISIET 3aMOIO3PUTh PA3BUTHE/TPOTPECCUPOBAHUE
B['®C na panHux cragusx y mnamueHToB ¢ clOMA u npunsats permieHue o6
sckamanu Tepanuu ¢ npumeHeHnem ['KC myisi BHYTpUBEHHOTO BBEACHUS,
[UKIIOCTIOpMHA, WMMYyHOrJI00ynuHa B KoMmOuHamuu (wim 06e3) ¢ ['KC mus
NIEPOPaIBHOrO MpPUEMA.

5. [lepconnuumpoBaHHbI aITOPUTM JUATHOCTUKHU U JICUEHHS] BTOPUYHOTO
reMo(aroruTapHoro CHHAPOMA y «OMOJIOTHYECKH HAUBHBIX» U «OMOJIOTUYECKH HE
HAMBHBIX» IMMALIMEHTOB C CUCTEMHBIM IOBEHUJIbHBIM HIAMOMATUYECKUM apTPUTOM C
IpUMEHEHUEM BHYTPUBEHHOTO " EPOPaATBHOTO BBEJICHUS
IIIFOKOKOPTHUKOCTEPOUAOB, LUKIOCIOPUHA, BHYTPUBEHHOIO MMMYHOIJIOOYJIMHA U
I€HHO-MHXEHEPHBIX OMOJOTMYECKUX TNPEnapaToB, pa3pabOTaHHBIM € y4eTOM
OCOOCHHOCTEHW Te4YeHMs], KIMHUYECKUX U JaO0OpaTOPHBIX MPOSBIECHUMN, CPOKOB
OTBETa Ha MPUMEHEHUE PA3IMYHBIX TEPANIEBTUUYECKUX CXEM, PAHHUX MapKEpOB U
pUCKa pPa3BUTHs PEIUUBA, OOECIECYUT IOBBIIICHHE KauyecTBa IUATHOCTUKH U
nedyeHus BI'®C u 3HaUUTENBHOE CHUKEHUE JIETATbHOCTH.

BHenpenne pe3yJibTaTOB UCCJIEI0BAHUS B PAKTHKY

OCHOBHBIE  TOJIOXKEHUS HCCIIEAOBAaHUS BHEAPEHBl B HAy4YHYH U

KJIMHUYECKYI0 TIPAaKTUKy peBmaroiorudeckoro otaenenuss DOI'AY «HMUIL]
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300pOBbsi JeTen» MuHucrepcTBa 3apaBooxpaneHus Poccuiickon dDepepanuu.
PesynbraTel ncciietoBaHus BKJIIOYEHBI B JIEKIMOHHBIM KypC MPOrpamMM BBICLIETO
oOpa3oBaHuUs (cienpanurera, OpAMHATYPHI), MpOorpaMM  MOBBIIICHUS
kBamupukanmuu U npodeccuoHanmbHOM — mepenoarotoBku  («IlemmaTtpusy,
«30paHHBIe BOMPOCHI JETCKOM pPEBMATONIOTHMWY») Ha Kadeape MeauaTpuud |
JETCKOM peBMATOJOTHH KIIMHMYECKOr0 HWHCTUTYTa JETCKOTO 3I0pPOBbSl WM.
H.®.@unatroba DOPI'AOY BO «llepBbiit  MOCKOBCKHMII  TOCyAapCTBEHHBIN
MenuUUHCKUM  yHuBepcuter uM. W.M.  CeuenoBa»  MuHHCTEpCTBA
3npaBooxpaHeHust Poccuiickoit @enepanun (CeueHOBCKUI YHUBEPCUTET).

CreneHb J0CTOBEPHOCTH Pe3yJIbTATOB HCCJIEA0BAHUSA

Huarnoctuka u jeuenue clOMA, B TOM 4ucie ero rpo3HbIX OCIO0XKHEHM,
Takux Kak BI'®C, B COBPEMEHHON PEBMATOJOTHYECKON MPAKTUKE OCHOBBIBAETCS
Ha CTaHAAPTU30BAHHOM IMOJXOJE€ K JUArHOCTHKE W MEPCOHU(PUIMPOBAHHOM — K
Ha3HAYCHUIO NpenaparoB. Takou oAX0/ ITO3BOJIAET COKPATUTh CPOKU ITOCTAHOBKHU
JIMarHo3a M JIOCTUYb Hamiayyuiero 3@gdexra mpoBOAMMON Tepanuu. Pe3ynbTaTs
JaHHOW pabOTBl COOTHOCATCS C €€ UEeNbl0 M 3aJadaMH, MOJITBEPXKIAITCA
JIOCTATOYHBIM YHCJIOM ITallMEHTOB B Ipylnax. B uccienoBaHuM HCIOIB3YIOTCSA
MaTepUaJIbl U METO/IbI, KOTOPBIE MPU3HAHBI MEKTYHAPOAHBIM PEBMATOJIOTHYECKUM
COOOIIECTBOM, MMOTOMY BO3MO>KHA COMOCTAaBUMOCTh IMOJyUYEHHBIX PE3yJIbTaTOB C
JAHHBIMH, TIPEACTABIECHHBIMHA B JAPYIHMX HCCIIEIOBAHMAX, MOCBAIIEHHBIX BI'@C n
clONA.

Anpobauust padoTbl

Martepuansl guccepTalnu 10JI0XKeHbl U 00cyxkaeHbl: Ha I Beepoccuiickom
KoHrpecce neTckux peBMaTosoroB ¢ Mex1yHapoaHeiM ydactueM B 2020 r., Ha 11
Bceepoccuniickom KoHrpecce n1eTCKUX peBMAaTOIOrOB C MEKIYHAPOAHBIM y4aCTUEM
B 2021 r.,, Ha IV Bcepoccuiickom KoHrpecce IeTCKUX pPEeBMATOJIOTOB C
MEXIyHapoaHbIM yudactueM B 2022 r., Ha mocTepHbIX ceccusix 26th European
Paediatric Rheumatology Congress, 2020 r., The European Alliance of
Associations for Rheumatology 2020 r., 27th European Paediatric Rheumatology
Congress, 2021 r., 28th European Paediatric Rheumatology Congress, 2022 r.
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IMy6ankanuu mo remMe padboTbl

ITo Teme uccnenoBanusi onyOJIMKOBAHO / MEYaTHBIX paboOT, U3 KOTOPBIX 5 —
CTaThbU B JKypHaJlaX, BXOJSIIUX B MEPEYEHb PELEH3UPYEMbIX HAYYHBIX KYpPHAJIOB,
pexomennoBanHbix ~BAK g myOnamkanuu  OCHOBHBIX — PE3yJIbTaTOB
JIUCCEPTAIMOHHBIX UCCIIEIOBAaHUI Ha COMCKAHUE YUEHOM CTENeH! KaHIuAaTa HayK
U BXOAAIIMX B 0a3y maHHBIX Scopus, quartile 3; 2 te3mca — B MmaTepuaiax
3apy0exHbix koHrpeccoB (PReS, EULAR).

CreneHnb JIMYHOIO y4acTusi B padore

JInuHOE yyacTHe aBTOpa OCHOBAHO HAa U3yYEHUH MUPOBOM M OT€UECTBEHHOMN
JUTEpaATyphl, TOCBSIICHHON COCTOSHHUIO HCCIEAYEMOro BOMpOca, pa3paboTke
IUIaHa M Ju3ailHa MCCIENIO0BaHUs, W3YYEHUM HWCTOpUN OOJIE3HH NAalMEeHTOB,
BKIIFOUEHHBIX B HCCJIEIOBAaHUE, WHTEPIPETALNU TOJYYCHHBIX CTATUCTHYECKHX
TaHHBIX, OG(OPMICHUH HAYYHBIX CTaTe€d, y4aCTUH B HAYyYHO-TIPAKTUYECKUX
KOH(EepeHIMAX, BHEAPEHUU B KIMHUYECKYI0 TPAKTUKY pa3paOOTaHHBIX
PEKOMEH TN .

O0beM u CTPYKTYypa AUCCEPTALMHA

Juccepransi COCTOMT W3 BBEACHMs, 4 TIJIaB, BBIBOJOB, MPaKTUYECKUX
pekoMeHaalui, oubauorpadguyeckoro ykaszaTeis U COUCKa cokpaiieHuid. Tekcr
u3nokeH Ha 195 crpaHunax MamMHOMKMCHOTO TEKCTa, WUIIOCTpUpOBaH 27
tabnuiamu, 24 pucynkamu. CHCOK JUTEpaTyphl BKItoYaeT 98 MCTOYHHMKOB, W3

KOTOPBIX 95 — B 3apyOEKHBIX U3TAHUSX.
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I'JTIABA 1. OB30P JIMTEPATYPBI
1.1. O6mas xapakTepucTHKA

CucTteMHBII IOBEHWIbHBI HWAMONATUYECKUNA apTPUT (CHH.: IOHOLIECKUU
apTpUT C CUCTEMHBIM HauanoM) (manee — clOMA) — camplii peaxuil BapuaHT
IOBEHWJIBHOTO HJuonarudeckoro aprpura (manee — HOWA), Beayiryroo poiib B
aToOreHe3e, KOTOpPOro Ha paHHEH CTaguu WrpaeT akTUBAlMs BpPOXKIECHHOU
UMMYHHOW CHCTEMBI, Ha mpojaBuHyToii — mnpuodpereHHoit [70]. CormacHo
kinaccudukammu ILAR clOMA xapakrepusyeTcss TMOpaX€eHHEM OJHOTO M 0oiiee
CYyCTaBOB, KOTOpbIH  CONpOBOXAAeTca (WM  KOTOPOMY  IpPEALIECTBYET)
«TOJATBEPKICHHOW» TEPEMEKAIOMIEUCS JTUXOPAIKOU IPOJOIKUTEIBHOCTBIO HE
MeHee 3-X JIHel B Te4eHHEe MUHUMYM 2-X HE/eb B COUETaHUU C OJJHUM WU OoJiee
U3 MEpeUYMCICHHBIX MPU3HAKOB: KpaTKOBpEMEHHas (JeTydas) SpUTEeMAaToO3Has
Chlllb, TIEHEpaJM30BaHHAas  JuM(ageHonaTusi, TemaroMeraius ¢ (Win)
crieHomeranusi, cepo3ut [69]. Omaum w3 ocnoxuenwit clOUA  sBisercs
BTOPUYHBIN TeMOQaronuTapHeiii cuaapom [11].

Bropuusbslii remodarouurtapusiii  cuHapoMm (ganee — BI'®C) (cuH.:
reMo(arouTapHbli JTUM(OTUCTHOIIUTO3, CUHAPOM AaKTHBAILMA MaKpo(aror) —
KU3Heyrpoxarmee ocnoxHenue clOMA, kortopoe SBIE€TCS CIEACTBUEM
TUIIEPBOCIAIUTENILHOTO OTBETA C MATOJOIMYECKON aKTUBHOCTBbIO MakpodaroB u
LHATOTOKCUYECKUX T-numdounrtos, XapaKkTepu3yroneecs JIMXOPAJIKOM,
renaTocijieHoMeranuen, auMQpaaeHonaTue, KoaryjJonaTued U CTPEMHTEIbHBIM
pa3BUTHEM NOJMOPraHHON HeqocTtaTouHOoCcTH [11].

Bnepssie Bropuunbiii ['@C Ob11 onucan M. Hadchouel, A.M. Prieur u C.
Griscelli y manueHTOB ¢ IOBEHWIBHBIM PEBMATOUIAHBIM apTPUTOM (B HACTOSIICE
BpeMsl —  OBEHWIbHBIM  HMJIMOMATHUYECKUH  apTPUT) C  yBEJIWYCHHBIMU
KyndepoBckumu knerkamu (ne4eHOYHbIE Makpodaru), 3HaYUTENbHO CHUXKEHHBIM
YUCIIOM JIEHKOIMTOB KPOBM M HEOOBIYHO HHM3KOM CKOpPOCTBIO OCEJaHHUs

sputpouuToB (nanee — CO3) [30].
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Hanuuue y manuMeHTOB ¢ pEeBMATHUYECKUMH OOJIE3HSAMH aKTUBHPOBAHHBIX
reMo(arolUTUPYOMUX MaKpo(aroB ¥ THCTUOIMTOB JIaJI0 OCHOBAHKUE Ha3BaTh 3TO
COCTOSIHUE PEaKTUBHBIM TeMO(arolMTapHbIM CHUHAPOMOM, B HACTOSIIEE BpeMs
U3BECTHBIM KaK CHUHAPOM aKTHBAIMKU Makpodaros (ganee — CAM) unu BTOpUYHBIN
remodaronurapusiii cuaapom [30].

1.2. IlaTorene3 remo(arouTApHOro CHHAPOMA

['emodaronuTapHblii CHHAPOM — CHHAPOM «IIMTOKWHOBOTO IITOPMa» —
TSDKEJIBIA TUIIEPBOCTIATUTENbHBIA CUHAPOM, KOTOPBINA BBI3BIBAETCS MATOJIOTUYECKU
AKTUBHPOBAHHBIMHM MakpodaraMu U IIUTOTOKCUYECKUMU KiieTkamu [81].

K ceMeicTBy CHHAPOMOB «IIMTOKMHOBOTO IITOPMa» OTHOCST IMEPBUYHBIN
(cemeiiHbIi) W  BTOPUYHBIA reMo(aronUTapHbIi  JTUM(OTUCTOLMTO3 WM
remodaronutapHeiii cuaapom [37].

[lepBuunbiii ['®C  xapakrepusyercs HeBapuaOEIbHbBIM  ayTOCOMHO-
PELIECCUBHBIM THUIIOM HAcCJeI0BaHUs, OUAIETbHBIMU U3MEHEHHUSIMU CTPYKTYpPbI
TEHOB, pEryJHUpyromux (YHKIUIO HaTypalibHbIX KwuiepoB u CD8+ T-
TUM(OITMTOB, a TaKXkKe MaHU(ecTaIueH B 1eTckoM Bo3pacte [97].

TpurrepusiMm  pakropom mnepBuunoro ['@C, kak mnpaBusio, SBISETCA
BUpyCHast win OaktepuanbHas uHpeknus [3, 31, 71]. B HopMe mpu momamaHuu
BUPYCOB WK OaKTepuil B OpPraHWU3M pPa3BUBACTCS TUIUYHBIA WMMYHHBIH OTBET.
WudexunonHbie areHThl (IPEeUMYIEeCTBEHHO BUPYCHBIC) HHAYIUPYIOT aKTHBAIHIO
U JKcraHcuioo (mponvdepainnio) akTUBUpPOBaHHBIX crnerupuyueckux CD8+ T-
JUM(GOIUTOB, KOTOpbIE BMECTe C HaTypaibHbiMH Kuiuiepamu (nmamee NK-
KJICTKaMH) TIOJIYYar0T CUTHAJ OT aHTUTCHITPE3CHTUPYIOIINX KICTOK, YTO MMPUBOIMT
K TIOBBIICHHOH MpoAyKuuu wuHTepdepoHa ramma (mamee — HW®PH-y) u
IIUTOJIUTUICCKOMY YHUUTOXKCHUIO MHPHUIIMPOBAHHBIX KileTok [3, 31, 71].

YMeHbllIeHHe U pa3pellieHne HWMMYHHOTO OTBETa TakXe 3aBHUCIT OT
JIMKBUIAIMN aKTUBUPOBaHHBIX JuMpormuToB NK-kinetkamu [19]. ITpu nepBudHOM
I'®C nedextsl nuronurnuecko pynkuuu CD8+ T-numdoruroB u NK-kierok
COIPOBOXAAIOTCSI HApYIICHWEM JIM3HUCa TapreTHhIX (MH(UUIHUPOBAHHBIX) KIETOK,

runeprnponyknuet M®OH-y, aktuBamumein MakpodaroB, CHHTE30M OTPOMHOTO
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KOJIMYECTBA MPOBOCHAIUTEIBHBIX [IUTOKUHOB U HEKOHTPOJIHUPYEMBIM UMMYHHBIM
orBetoM [37]. I[Ipumepno y 30% naruerToB ¢ neppudHbiM ['@C mmuTomuTHICCKAS
TUChYHKIMS ~ pa3BUBAETCS  BCJEICTBHE T'OMO3UTOTHBIX WJIM  KOMIAYH]-
rerepo3uroTHeix Mytanuii B rene PRF1, xoaupyromem nepdopun — OemoK,
npoayuupyembii  NK-kineTkamu (MeXaHU3M BPOXKJIEHHOTO HMMMYHHUTETa) U
nutotokcnyeckumu ~ CD8+  T-nmumdonuramu  (MexaHW3M  aJalTUBHOTO
UMMYHHTETA) I MHIYKIUW arloNTo3a KICTOK, HHPUIMPOBAaHHBIX BHpycoM [80,
97]. Ilpu BhIACTCHUH TMEPPOPHHA B MEKKICTOUYHOE MPOCTPAHCTBO MEPPOPHH-
MOJIUMEpa3bl CO3JAI0T MEXKKIETOYHBIA KaHal (MMMYHHBIM CHHArC), 4epe3
KOTOPBIM M3 HUTOJUTUYECKUX KJIETOK B TapreTHYIO (MH(UIIMPOBAHHYIO) KIETKY
noctynaer rpansuM B22 u akTuBHpyeT mporiecc ee amontosa [38]. [pyrue
BapuaHTel mepBudyHOro ['@C pas3BuBarOTCS BCIEACTBAE MyTallMd B TEHAx
MUNC13-4, STXI11 u STXBP2, xoTopble KOAUPYIOT OEJIKH, yYacTBYIOIIHE B
TpaHCHOpPTE TpaHys, coAepkalmx MepOOprUH W TpaH3UM, [0 MEKKICTOYHOMY
kaHany [97]. LluTomuTuyeckwe KICTKH y MAIUMEHTOB C JTHMH MYTallUsSIMU
OPOAYLUHUPYIOT JOCTaTOYHOE KOJIMYECTBO MeppopuHAa, HO HapylLIEeHHE Ipolecca
€ro BBICBOOOXKIICHUS B MEXKKJICTOUYHBIM KaHal MPUBOAUT K 3HAYUTEIHHOMY
CHIDKCHHIO  ITUTOJMTHYECKOH  aKTHMBHOCTH  HMMMYHHBIX  Kjetok  [97].
Hecriocoonocts  NK-kmeroxk u  CD8+  T-numdornuToB  Iu3HpoBaTh
BUpYCCOJEpKAILIME KIETKM MPUBOJUT K aKTHUBAUUMM MakpodaroB, KoTopas
onocpenoBana runeprnpoaykunen HWOH-y wm  apyrux npoBOCHAIWTENBHBIX
mutoknHoB [3, 97]. Omnako y 40% OOJNbHBIX TMATOTCHHBIC MYTAI[UM HE
BeLIBIIsIIOTCS [80].

Bropuunsii ['oC HaOrogaeTCs y ITalMEHTOB Cc
ayTOBOCHAJIUTEIbHBIMUA/ayTOUMMYHHBIMA ~ 3a00JI€EBAHUSMU U HUCTOPUUYECKH
Ha3bIBACTCS CHHIPOMOM aKkTHBarmu Makpodaros [20].

[To manHBIM MUPOBOI TUTEpaTyphl YacToTa pa3sutus BI' @C ¢ pazpepHyTOH
KIMHUYECKOW KApTUHOW W  BBIPAXEHHBIMU HW3MEHEHMSIMU  J1aOOpaTOPHBIX
nokazareneit y marueHtoB ¢ cFOUA cocrasnser 10% [20]. V 40% nanueHToB ¢

clOUA BI'®C nmporekaet naTentHo [61].
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Bropuunbpiii ['dOC MokeT aKTUBUPOBAThCS Ha (OHE TMOBBIIICHUS
AKTUBHOCTA OCHOBHOTO 3a0OJICBaHWS W/WIM TPU BO3JACUCTBHUU TPUTTEPHBIX
(bakTopoB, KOTOPHIMH TakKe Kak W Npu nepBuyHOM ['DC sBASIOTCS. BUPYCHI
(Bupyc Ommreitna-bapp, muromeranosupyc, Herpes simplex, Varicella zoster,
repriec 6 U 8 TIa, BUPYC UMMYHOIe(DUIATA YEJIOBEKa, aJlCHOBUPYCHI, TTapBaBUPYC
B19, rpunn A (HIN1), maparpunm Il tum), Gaxrepum (Brucella melitensis,
Chlamydia psittaci, Mycoplasma, Salmonella typhii, Rickettsia, M. avium, M.
tuberculosis, Borrelia burgdorferi, Leptospira Spirochaeta pallidum), rpuGs
(Aspergillus, C. albicans, Cryptococcus, Histoplasma capsulatum, Penicillium
marneffei, P. carinii, Trichophyton beigelii), mpocreiimme (Leishmania, Babesia,
P. falciparum, Toxoplasma gondii) [101].

Haunbonee vacroe pazsutue BI'O@C npu clOMA no cpaBHeHHIO ¢ IpYyrUMH
PEBMATUYECKUMH  OOJIE3HSIMH, BEpPOSITHO, CBS3aHO C OCOOEHHOCTSIMH €r0
nartorenesa [57]. Ha panHe#t cragum meHTpaldbHBIM 3BeHOM maToreneza clOMA
SIBIIICTCSI aKTHBAIMS BPOXKJICHHOTO 3BeHa MMMyHHUTeTa [57]. [lepBUYHBIN aHTUTCH
HE M3BECTEH, OH MOXET ObITh BUPYCHBIM HJIM OaKTEpPHAIbHBIM, a TaKXKe CTpecc-
curHasiom [3, 40]. PacmosnaBanume u B3ammoneiicteue PAMPs (pathogen
associated molecular patterns, mnaTOreH-acCOIMMPOBAHHBIC MOJCKYJISPHBIC
natrTepHsl), koropeiMu siBisiroTess PHK Bupyca w/unu DAMPs (damage associated
molecular  patterns,  MosekyJsspHbIE  TATTEPHBI,  ACCOLMHPOBAHHBIE  C
MOBPEXIAEHUEM), KOTOpbIMU SBISAIOTCA AT®, HyKIE€MHOBBIE KUCIOTHI M Jp., a
takke OenkoB S100 ¢ memOpanubiMu pernentopamu TLR4 (Tomn-momoOHBIN
peuentop 4) KJIETOK MHUEIOUAHOTO psA/la NPUBOAUT K akTUBaluu ¢dakTopa
tpanckpunimn NF-kB, ero TtpaHcimokanmuu B SApO KJIETKH C TOCIEAYIOMEH
aKTUBAILMEHW OOJIBIIOTO YHCJIa T€HOB, KOJUPYIOUIUX MPOAYKIIUI0 aHTUMUKPOOHBIX
MEeNTUIOB,  MPOBOCHAJIUTEIBHBIX  IIUTOKMHOB,  CTpecc-O€IKOB M KO-
CTUMYJISIIIMOHHBIX MOJIEKYN ((akTop Hekposa omyxoiu o (manee — DPHO o),
untepiaciikun 1 (nanee — MJI-1), unrepnetikun 6 (manee — NJI-6), untepaeiikun 8
(manee — NJI-8), unrepneiikun 12 (manee — MJI1-12), unrepneiikun 18 (nanee — NJI-
18), CD80, CD86, CD40 u ap.), a Tak»Ke aHTHAMIONTOTHYECKKUX OenkoB [3, 40].
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[IpoBocnanuTenbHblEe UTOKUHBI, B TepByro ouepear MJI-1 u MJI-18, nmo
MPUHLIAITY OOpaTHOM CBSI3W TaKXKe aKTUBUPYIOT TPAHCKPUIIIMOHHBIN (akTop NF-
kB, 4ro B CBOIO odYepelb NPHUBOAUT K MEPCUCTHPYIOUIEMY BOCIAIUTEILHOMY
OTBETY U Ppa3BUTHIO KJIMHUYECKUX U JlabopaTopHbIX mposiBieHuir clOUA
(Jluxopajka, KoaryJiomnarus, MOBBIIIEHHAs COCYINUCTas MPOHUIAEMOCTh, CHHOBHUT,
CUHTE3 0€JIKOB OCTPOH (ha3bl, ICHKOIMTO3, TpoMOoIuTO3) [92].

[Ipu Bo3aeiictBuu Tpurrepuoro ¢akropa BI'DOC (BupycHoil wu/mnu
OakTepuasibHOM WHGekK) y manueHtoB ¢ cfOMA pasBuBaercs nmupomnTos —
npoBocHanuTeNnbHas rudens kietku [3, 53, 84]. Iluponrto3 3amyckaeTcs mpu
cBs3piBaHuM PAMPs Bupyca mnmu DAMPs, o0pasyoommxcs npu MOBPEXKIACHUH
BUPYCOM KJETOK, ¢ Nod-mojoOHBIM MEeMOpaHHBIM pELEnTOPOM, KOTOPBIN
ABigeTcsl KOMIoHeHTOM wuH(umammacombl NLRP3, cocrosieir u3 ceHcopa
(peuentop NLRP3), amantepa (amomto3-acconuupoBaHHbli Oenok, ASC) wu
ahdekropa (mpokacnaspi-1). Mudpmammacoma NLRP3 akTtuBupyer kimaccuueckuit
BOCIIAJINTENIBHBIA ~ CUTHAJIBHBIM ~ KacKaJ Kacmasbl-1, KOTopas CTUMYJIHpPYET
TUIEPIPOAYKIIMIO TPOBOCHAIUTENbHBIX IUTOKMHOB WJI-1P u WUJI-18 u3 mMonexy-
MPEIIIECTBEHHUKOB U pacierusier razaepMud D. Ilpu aTtom N-KOHIEBOM TOMEH
razaepmuHa D oOpasyer mopel B IJ1a3MaTHYECKOM MeMOpaHe, yepe3 KOTOpbIE BO
BHEKJICTOYHOE MPOCTPAHCTBO BBICBOOOXKIaeTcsa conaepxkumoe kietku (DAMPs,
BUPYCHBIE YACTHUIIbI) C MOCIAEAYIOIIUM Pa3BUTUEM U YCUJIEHUEM BOCIAJIUTEIbHOU
peaKIuy, ¥ YHUYTOXKeHUEM MHHUIMpoBaHHbIX KieTok. [lox neiictBuem PAMPs u
DAMPs MOXET aKTUBUPOBATHCS W HEKJIACCUYECKUN CHUTHAIBHBIA IMYyTh 4Yepes
Kacnasbl-4, -5 u -11, KOTOpbIEe Takke PacIICIUIAIOT razaepmMud D ¢ nocieayrommum
pa3BUTHEM MHUPONTO3a. B pe3ynbrare NPOrpaMMHUPYeMON THOEIH KIETOK
MPOUCXOIUT BBICBOOOXIeHHE IuTokuHoB WJI-1, MJI-18, UDH-y, yto B CBOIO
ouepelb SBISIETCS MYCKOBBIM MexaHu3sMoM it pas3Butus Bl DC, koTopslid
SBJISICTCSI  CIICJICTBUEM HEKOHTPOJUPYEMOW OJKCMaHcuu T-TUMQOIUTOB W

MakpodaroB Ha (OHE CHIDKCHHOW HUTOJUTHUYECKON akTUBHOCTH NK-kieTok u

CD8+ T-nmumdonutos [3, 53, 84].
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Heo6xoaumo y4uThIBaTh, 4YTO OJIHUM W3 KJIFOUYEBBIX ITATOKMHOB MaTOTEHE3a
cfOUA u BI'®OC sBasercs NJI-6, KOTOPHIA MOJABISET IUTOIUTHICCKYIO (DYHKITHIO
NK-ki1eTok myTeM CHIKEHHS OKCIPECCHMM OSTUMU KieTkaMu TnepdopuHa U
rpansuma [19]. Dta QyHKIES MOXKET OBITh YaCTHYHO BOCCTAHOBJICHA TIpH
JOCTH)KEHHH MEIUWKAMEHTO3HOro KoHTposia Hajy clOMA, B Tom 4ucie c¢
MPUMEHEHUEM MOHOKIIOHANIBHBIX aHTUTeN K peuentopy MJI-6 — Tomumnmuzymada
[95].

PazButue muronutudyeckor nucyskiuu npu BI'OC y 6onpHbix ¢ ctOUA
MOXET OBITh CBsI3aHO M ¢ TeHeTmueckumu (akropamu [13, 80, 99]. Tak, B
pe3yabTare MOJHOINCHOMHOTO CEKBEHUPOBAHUS Y TPETHU TAKUX MAlUEHTOB ObLIN
BBISIBJICHBI TUIIOMOP(HBIE MyTallUM B T€HaX, KOJUPYIOIIUX CUHTE3 NeppopurHa, a
TaK)Ke OEJKOB, YYaCTBYIOUIMX B TPaHCHOpPTE NEPPOPUH-COAEPKAIIMX T'PaHyJ Ha
noBepxHocTh KiIeTku (PRF1, UNC13D, RAB27A, STXBP2). ITpu ctOUA, 6one3nn
Crusia B3pOCibIX, HEKOTOPBIX HH(MEKIUAX, BOCMIATUTEIBHBIX U 3JI0Ka4€CTBEHHBIX
3a00NleBaHUAX, a Takke MoHOreHHBIX cuHApomax — NLRC4-CAM (curmpom
aKTUBAIMK Makpodaros, acconnupoBanHblil ¢ nHGIaMmacomoit NLRC4) u XIAP-
nedunure (X-creruieHHbd ae@uiuT uaruoutopa anonroza) — BI'OC sBusercs
pesynbraToM runepnponykuuu MJI-1 u UJI-18, kotopast pazBuBaeTcsa BCIEACTBUE
aktuBanu uH@iammacombl. Y manueHToB ¢ NLRC4-CAM »sTa akTUBHOCTH
acCOIMMPOBaHA C JIOMHUHAHTHO-HETaTUBHBIMM MYTAlMSIMU, KOTOPHIC MEHSIOT
CBOMCTBa OeNKOBBIX cyObeauuul nHpIammacomsl NLRC4 [13, 80, 99].

HedexTb UUATOIUTUYECKHUX MEXaHHU3MOB anomnTo3a KJIETOK,
UHQUIIMPOBAHHBIX BUPYCOM, MOTYT TMPOJOHTUPOBATH HMX BBDKUBAHHE, YTO
NPUBOAUT K THUIEPIPOAYKIHUU MPOBOCIAIUTEIbHBIX HUTOKMHOB [51]. Bmecte ¢
TE€M W3BECTHO, UYTO ITUTOJIMUTUYECKUE KIETKH MOTYT ObITh HAIPSIMYIO BOBJICUCHBI B
Ipoliecc 3aBEpUICHUS] UMMYHHOTO OTBETa Yepe3 MHIAYKIHUIO arolTo3a Ype3MEpHO
AKTUBHUPOBAHHBIX HMMMYHHBIX KiIeTok [98]. DTu HaOmOJACHHS TMO3BOJISIOT
npeanoyioxkuTh, uro npu BI'@C HecnmocoOHOCTh HUTOIUTHYECKUX KieTok (NK-
kietok 1 CD8+ T-nmumdoruToB) WHIYIUPOBATH AMONTO3 TAPTETHHIX KIETOK U

AHTUTCHIIPEC3CHTUPYIOIINX KJICTOK IMMPUBOAUT K YBCIMYCHUIO IMMPOJOJDKUTCIBHOCTU
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MMMYHHOT'O OTBETA, JJINTEJIbHOMY B3aUMOJECHCTBUIO MEXAHW3MOB BPOKJICHHOTO U
aJanTUBHOTO MMMYHHUTETa HAa  KJIETOYHOM YpPOBHE, NEPCUCTHUPOBAHUIO
aKTUBUPOBaHHbIX T-muMdonuToB U MakpodaroB, dSCKaJalMM MPOAYKIIHH
npoBocnanuTeabHbix uToknHoB (OHO, UOH-y, WI-6, UJI-1, WJI-18, NJI-33) u
Pa3BUTHIO «IIUTOKMHOBOI'O IITOPMa», KOTOPBIA, B CBOK OYE€PENb, MUHIYLUPYET
aKTHUBAIMIO0 Makpoharos, reMo(darouTo3, Kackaa BHYTPUCOCYIUCTON KOATYIISIINH
¥ MIPOTPECCUPOBAHHE TIOJTHMOPTraHHOK HegocTaTogHOCTH [92].

1.3. IlposiBjieHUsI BTOPUYHOTO reMo(aroiuTapHoro CHHapomMa

Kimanueckn BI'®@C mnposiBisieTcs JIMXOPAAKOW, CBHIIBIO, NPHU3HAKAMMU
NOPAKEHUS TMOYEK, JIErKUX, I[EHTPAJbHON HEPBHOM CHUCTEMBI, CEpPACHHO-
cocyauctor cuctembr [11]. Jlumxopaaka, Kak TpaBHIO, TEKTHYECKas W/WIH
(bebpuiibHAsL, TUIOXO0 KyIUPYETCS KApONOHIKAIOIIMMU MTpenapaTaMu, HE OTBEYAET
Ha Tepanuio aHTHOAKTEePHAIBHBIMU M MPOTUBOBHPYCHBIMU cpenactBamu [11, 20,
60]. Chirtb HOCUT TOUMOP(HBIA XapaKTep, MOXKET OBITh MATHUCTOM, MAITYJIC3HOH,
MATHUCTO-NAMYJE3HOW, TEeMOpparuyeckod TpH  pa3BUTUM  KOAryJOMNATHH.
AKTUBalsi UMMYHHBIX KJIETOK M THUIEPBOCHAIUTEIbHBIA CUHAPOM MPUBOIAT K
YBEJIIMYEHUIO NEUYEHHU, CEJIe3eHKH U JuMdatnyeckux y3ioB. llopaxeHue nedeHu
MPOSIBIISIETCSl OTE€YHBIM CHHAPOMOM, NMEYEHOYHOUW sHuedasonatueil, CHHAPOMOM
LUTOJIN3a, PA3BUTHUEM THUIIOKOATYJSLMN; HEPBHOW CHCTEMBI — CYAOpPOTaMH,
NapecTe3usIMH, CIIyTAHHOCTBIO CO3HAHUS, YepernHO-MO3TOBOM W
nepudepudeckoil HeMpOIaTHEl; cepIeYHO-COCYIUCTON CUCTEMbI — MHOKAPAUTOM,
NEPUKAPIUTOM, HHIOKAPAUTOM, CEPACYHOM HEJOCTaTOUYHOCTHIO, HH(PAPKTOM
MUOKapa, WIIEMHEeW MHOKapJa WM apUTMHUEH; JIETKUX — Pa3BUTUEM OCTPOIO
pPECHIUPATOPHOTO  JUCTPECC-CUHAPOMA, HAJIMYMEM  IUIEBPAJIbHOTO  BBINOTA,
JIETOYHBIX HWH(UIBTPATOB WM Temopparuyeckoro anbBeosuta. [lpu BI'OC
MOPAXKAIOTCSL  COCYIbl  MUKPOIMPKYJIATOPHOIO pycia, UYTO MNPUBOAUT K
noJuopranHoi Hempocrarounoctu [11, 20, 60].

Jlaboparopusie niposiBiaeHust BI'OC y nereit ¢ clFOUA sBnstoTCs ciieicTBUEM
PE3KOro yBEIMYEHUS KOHUEHTPALMM LHUTOKWMHOB B KpPOBH, TUIIEPaKTUBALIMH

Makpo(haroB W BKJIIOYAIOT: ITUTONECHUIO (IBYX- WA TPEXPOCTKOBYIO) pa3HOU
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CTENEHU BBIPAKEHHOCTH BIUIOTH JI0 aIlJla3ud  TE€MOII033a, IOBBIIICHUE
KOHIIGHTpaIuu (GEeppUTUHA, TPUTIUIEPHUIOB, aKTUBHOCTH JAKTATICTHAPOTCHA3BI
(mamee — JIJII'), me4YeHOYHBIX TpaHCAMHUHA3 CBHIBOPOTKH KpPOBH, CHUKCHHE
CKOpOCTH ocefanus sputpounutoB (manee — COD), runonarpuemuro [4, 22]. B
JUTEpaType HMMEETCS MHOTO CBEICHMM O TIOBBIIIEHUHA  KOHIIEHTpaIUU
npokanbiuToHuHa (nanee — [IKT) cbIBOpOTKM KPOBU MPHU OTCYTCTBUU MH(DEKIUU
[26, 96].

[Ipu nopaxkenun nedeHu y OosibHbIX ¢ BI'®C pa3BuBaeTcs XoJjecTas C
TIOBBIIIIEHUEM CHIBOPOTOYHOM aKTMBHOCTH raMMa-riiyTaMuiITpaHcdepassl (naiee —
I['TT), npu mopaxeHUH MOYEK MOKET HAOIIOJAThCA MOBBIIIEHUWE KOHILIEHTpALUU
KpeaTWHWHA U MOYEBMHBI, Pa3BUBATHCS TUIMOATHOYMUHEMHUS] U MPOTEUHYPHS O
0,5 r/a1 B cyrouHoMm oOobeMe Mouw [4, 22].

AHaM3 UUTOKUHOBOTO Tmipoduisa y mnanueHToB ¢ BI'D®C mnoka3biBaeT
MOBBINNIEHHE B KpoBU KoHmeHTpauuu WJI-1, WJI-6, WNJI-18, pacTBOprMOro
perenrropa CD163, U®H-y u cBs3anHbiXx ¢ HUMH xemoarTpaktanToB (CXCL9,
CXCL10), aktuBHOCTH ameHo3uHAc3amuHasbl 2 (mamee — AJIA2) [9, 62, 86].
[ToBpimenue akTuBHOCTH AJIA2 Ooyiee YyBCTBUTEIBHBIM TECT, YeM YPOBEHB
bepputnHa U ¢ OoJsbllIeld BEpPOSTHOCTbIO TMO3BOJSET AU PepeHurnpoBaTh
aKTUBHOCTH cucteMHoro FOUA wuim ee coueranue ¢ BI' ®C [47].

IIpu omnpepenenun cyononymauuii T-mumdonutoB y 70% nanueHToB C
BI'®C BeIsBNSIeTCs Aeruienusl HaTypalbHbIX KuiepoB U CD8+ T-nmumdornmros
[19].

Ha ¢one moBpexaeHus 3MHUTENUs CTEHOK COCYIOB KJIETKaMHU UMMYHHOM
CUCTEMBI B COYETAHWU C TPOMOOIMTOTNICHUEH W YTHETEHWEM CHHTETHYECKOU
bynkuun  nedenn npu BI'@C  pa3BuBaeTcs  KoaryjgomaTHsi, — KOTOpas
XapaKTEepU3yeTcsl CHW)KEHUEM KOHUEHTpaluu (GUOpPUHOreHa, YBEIWYEHUEM
KOHIIeHTparuu  D-aumepa, mnpoayktoB pacnaga ¢udpuHoreHa (¢puOpuH-
MOHOMEpPHBIE KOMIUICKCHI), YIJIMHEHUEM MPOTPOMOMHOBOIO U aKTHUBUPOBAHHOTO
YAaCTUYHOTO TPOMOOIUTACTHHOBOTO BpPEMEHHU KpPOBH, a TaKKe CHIDKEHHUEM

KOHIIeHTpanuu antutpombuna II1 B kposu [90, 91].
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Briieonmcanabie MPOSIBIICHUSA Oouee TUITAYHBI IS Bl ®C,
pa3BuBarolierocst y nauueHtoB ¢ cfOMA, He mosydyaronmx, reHHO-UHKEHEPHBIE
ounonoruueckue npemnapatsl (manee — I'UBII) niau «OMoI0rHUeckr HauBHBIX» [29,
85]. Kak mokazanum HEMHOTOYHCIICHHBIC 0 YHCITYy YYaCTHUKOB HCCIICIOBAHHS,
KIMHUYEeCKue | JjaboparopHsie mnpospieHus BI'®C B ycloOBUSX JEYEHUS
onokatopamu NJI-6 (tonunuzymad) wim WMJI-1 (aHakuHpa), UMeId HEKOTOPHIS
OCOOCHHOCTH H OTJIMYaIUCh OT TakoBbiX mnpu BI'DPC, pasBuBaromerocs y
«OMOJIOTUYECKM HAWBHBIX» IMMAIIMEHTOB, TO ecTh mnoaydaromux [UBII. B
YaCTHOCTHU, HE Y BCEX OOJIbHBIX OTMEYaJach JINXOPAJIKA, 3HAYUTEIHHO PEKe OBbLITU
W Jpyrue mnposBicHUs (Cblllb, JTuM@ajcHONaTUs, TeNnaToCIJieHOMeraius), a
MOBBIIICHUE KOHIIEHTpAIMU (eppUTHHA CHIBOPOTKUA KPOBU OBUIO YMEPEHHBIM HIIU
HE3HAYUTEIBHBIM. Y TaKuX TMAllMEHTOB PEAKO HaOII0JaluCh I[UTONECHUS,
noBbllieHne akTUBHOCTH JIJII' M KOHUEHTpauuHW TPUTIULEPUIAOB CHIBOPOTKHU
kpoBu. Hawmbonee uyBcTBUTENBHBIMU JabopaTopHbiMu Mapkepamu BI'OC,
pa3BuBatoierocs Ha ¢oune tepanuu ['MBII, mo gaHHEIM MHOTHX HCCIIEIOBaTENIEH,
aBisitoTest koHueHTpanusa UJI-18 u UPH-y B kpoBu. OAHAKO 3THU HCCIICAOBAHUS
PEIIKO MPOBOASITCS B pealbHOM KIMHUYECKOM mpakTuke [29, 85].

1.4. lnarnocTuka reMo(paroiuTapHOro CHHAPoOMa

B Hacrosiee Bpemsi CymIECTBYIOT Pa3JIMUYHbIE TUATHOCTUYECKUE KPUTEPUU
['®C [44]. Ona nepuyHoro ['@C MexayHApOIHBIM KOHCEHCYCOM MPEIOKEHBI
KpUTEpHUH, pa3paboTaHHBIE B paMKax MPOTOKOJA MO JIeYeHUIO manueHToB ¢ ['OC
ot 2004 r. (Hemophagocytic LymphoHistiocytosis — HLH-2004) [33]. CornacHo
TOMY KOHCEHCYCY JUIsl NOCTAaHOBKM JuarHo3a nepsuyHoro I'dOC HeoOXxoaumo
HaJIM4KMe JTUOO MAaTOTCHHBIX BAPUAHTOB XOTS OBl OAHOTO W3 7 TeHOB (OCHOBHOM
KpuTepuil), 1m0 5 u3 § JONMOJHUTENbHBIX NPHU3HAKOB TIeMO(]aromuTapHoro

curapoma (tadm. 1) [33].

s nuarnoctuku BropuuHoro I'®OC mpemyokeHa BaluIUpOBaHHAS IIIKaja

HScore (Hemophagocytic Syndrome score) (ta6a. 2) [27, 78].
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Tadoauna 1. /Imarnocrtudeckue xkpurepun nepsuynoro 'é¢C — HLH-

2004 (amanTupoBano u3 [33]).

OCHOBHOM KpUTEpHUil

[Tatorennnie Bapmantel reHoB PRF1, UNC13D, MUNC13-4, Rab27A4,
STX11, SH2D1A umu BIRC4

]_IOHOJ'IHI/ITGJII)HBIC KPpUTCPpUU

1. Jluxopanka (>38,5°C 6onee 7 cyT)

2. Conenomeranust (>3 cM U3-1of Kpast peOepHOU JyTH)

3. lutronenus (AByXpoCTKOBast Wik 00JIee)

4. l'unepTpurnuuepuaeMus u/uiu runopuOpruHOreHeMHUsL:

* TpUrIULEPUIBI >265 Mr/mi (>3,0 MMOIIB/)

* pubpunoren <150 mr/mn

5. 'eMogarouuro3 B KOCTHOM MO3Te, JUM(aTHUECKUX Yy3JIaxX W APYTHUX
MapeHXUMATO3HBIX OpraHax 0e3 MPU3HAKOB 3JI0KaYeCTBEHHOCTH

6. Huzkast akTUBHOCTB WJIM OTCYTCTBHE akTUBHOCTU NK-KieTok

7. ®epputun >500 Hr/MI

8. PactBopumpsiii CD25 >2400 En/mn

Ta6auuna 2. luarnocTuyeckne kpurepuu Bropuynoro '&€@C — HScore

(amanTupoBaHo u3 [27]).

Kpurepnii bann
Temneparypa Tena, °C:
<384 0
» 38,4-39,4 33
*>394 49
OpranomMerayiusi:
* OTCYTCTBYET 0
* rernaTo- Wiy CIJIEHOMeTraus 23
* renaTo- U CIJICHOMeraus 38
uronermns™:
* OJTHOPOCTKOBAS 0
* IBYXpPOCTKOBAast 24
* MAHIIUTOIICHUS 34
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Tadoauna 2. /Imarnoctudyeckue kpurepuu Bropudnoro I'd@C — HScore

(amanTupoBaHno u3 [27]) (mpoao/uKkeHue).

Kpurepnii bann

Tpurnuuepuabl, MMOJb/II:

«<15 0
*1,5-4,0 44
*>40 64
®ubpuHOreH, I/1:

*>251/n 0
e <25r1/n 30
deppuTHH, HI/MIL:

* <2000 0
* 2000-6000 35
* > 6000 50
ACT, En./x:

» <30 0
*>30 19
[Tpusnaku remodaronuTos3a B MyHKTAaTe KOCTHOTO MO3ra:

* HET 0
* €CTh 35

Hanuune nmmyHocynpeccun™*:
* HET 0

* CTh 18

Ipumeuanue. * Konnenrpamus reMmornoduna < 9,2 /11 u/uimm KOIUYECTBO JEHKOIIMTOB
< 5000 mm?® w/mnu ymcno tpombouutoB kpoBu < 110 000 mm>. ** BUY-undexuus wmm
JUIMTENbHOE JTeueHue nMmyHoenpeccantamu. ACT — acnapratamMmuHoTpaHcdepasa.

B sToit mikane kaxapii npusHak ['@C ouenuBaercs B Oamnax ot 0 go 337
[27]. 3mauenme HScore or 162 OGamioB u Belie CcoOTBeTCTBYET 93%
YyBCTBUTEJIBHOCTH U 86% cnenu@uyHOCTH [Ji1  YCTAHOBJICHUS JUarHo3a
remogaronuTapHoro cuuapoma [27, 78].

s muarnoctuku 'OC y geTelt ¢ moJo3peHrueM WM paHee yCTaHOBIEHHBIM
cucteMHbiM FOUMA eBpomneickuMu W aMEpPUKaHCKUMHU COOOIIECTBAMHU JIETCKUX

peemarosioroB (EULAR, AMepukaHckast Koyierusi peBmatonoros (aanee — AKP),
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MexayHaponHass  neauaTpuyeckas  PEBMATOJOTHYECKas  OpraHu3alus 1o
NPOBEJCHUIO KIWHUYeCKHX uccienoBanuii (manee — PRINTO) npemioxeHs
crenuanbHbie Kputepuu (tad. 3) [75].

Ta6auua 3. [Inarnocrnyeckue kpurepuu I'OC y auxopaasamux aerei ¢

MoJ03peHneM WM paHee YCTaHOBJeHHbIM cucteMHbiM FOUA (aganTtupoBano

us [75]).

OO0s13aTeNbHBIN KPUTEPHIA

@DeppUTHH CHIBOPOTKH KPOBU > 684 HI/MII

HOHOJ’IHI/ITGHBHBIG KpUTCPHUHU

1 TpomoOoruTer < 181 X 10%n
2 ACT ceiBopoTKH KpoBU > 48 En/n

3 Tpurnuuepuabl CBIBOPOTKHA KpoBU > 156 Mr/mi

4 OuOpUHOreH CHIBOPOTKH KpoBU < 360 Mr/mi

Ipumeuanue. ACT — acnnapraramunoTpancgepasa.

DT Kputepuu 00JafaroT CneuuPUIHOCTEI0O 99% U 4YyBCTBUTEIBHOCTBIO
73% 1o cpaBHeHuto ¢ kputepusmu HLH-2004 [75].

B 2019 roay nosiBunace mkana guarnoctukyd BI'@C y nanuenToB ¢ cOUA,
BBINIOJIHEHHAss Ha OCHOBE MHOTO()aKTOPHOIO JIOTUCTUYECKOTO aHanuza 79
narenToB ¢ ['®C [78]. B ocHOBY 3ToH mIKajgbl BXOJUT KaK YBEIHMUYHBAIOIIHE
BeposATHOCTh BI'@C KIMHUKO-TA00paTOpHbIE MApKEPHI (MMOpaKeHUE EHTPATHHOM
HepBHOW cuctembl (manee I[[HC), remopparnyeckuii CHHAPOM, IOBBIIICHHE
KoHIleHTparuu (epputuna u aktuBHocTu JIJII' CBHIBOPOTKM KpOBH), Tak H
yMeHbLIatoume (apTput, 00JbIIOE KOJIUYECTBO TPOMOOIIMTOB U BBICOKHI YPOBEHb
¢ubdpuHorena kposu) (tadi. 4) [78].

dopmyma gns  pacdeta MS score: mopaxenme I[[HC x 244 +
reMOpparui4eckuii CUHAPOM X 1,54 + 4mciIo CcycTaBOB ¢ aKTUBHBIM apTPUTOM X (-
1,3) + gyncino TpomoOoruToB KpoBH X (-0,003) + aKTUBHOCTB JIAKTATACTUAPOICHA3HI
ceiBopoTkr KpoBu X 0,001 + xonunenrpamus (ubpunorena kposu x (-0,004) +

KOHIIeHTpanus  (eppuTrHa chiBopoTkd KkpoBu x 0,0001 [78]. [duarHo3
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reMo(aroiuTapHOr0 CUHAPOMa MOXET OBbITh YCTaHOBJCH y mnanuenta clOUA u
(beOprIbHON TMXOpaaKol Npy Hamuauu Oonee 2,1 6awtoB [78]. Belmeyka3zaHHbIN
METO/JI JUATHOCTHKH 001a1aeT CeuPuIHOCThIO 95% 1 4yBCTBUTENHLHOCTHIO 85%
[78].

Ta6auna 4. lllkana pacyera AJisi TMATHOCTUKH CHHAPOMA AKTHBAIIUH

makpodaros y namuenton ¢ ctOUA (MS score) (agantupoBano u3 [78]).

Kpurepuit Koadpunment
[lopaxeHue HeHTpaIbHON HEPBHOU CHUCTEMBI 2,44
['emopparnyeckuii CHHAPOM 1,54
Hucno cycTaBoB ¢ aKTUBHBIM apTPUTOM -1,30
Yucao TpoMOOITUTOB, X 10%n - 0,003
AxtuBHocTh JIJII', En/n 0,001
Konnentparus ¢pudpuHoreHa, Mr/mi - 0,004
Konuenrtpanus hepputuna, Hr/Mi 0,0001

IMpumeuanue. JIJII' — makrarneruaporenasa.

1.5. Jleyenne reMo(paroifuTAPHOro0 CHHAPOMA

Brictpasi aumarHocTuka, YCTpaHEHHE MPOBOLUPYIOUIUX (PaKTOpoB U
CBOEBPEMEHHO Ha3HAUYCHHAasi UMMYHOCYIIPECCHUBHAsI Tepamus KpailHEe Ba)KHbBI IS
aeuenus ['OC [23]. B orcyTrcTBHM JIeUeHUS JICTATBHOCTh OT 3TOTO OCJIOKHEHUS Y
naiueHToB ¢ cFOUMA nocturaer moutu 100%, B TO BpeMs kak Ha (oHE Tepamnuw,
10 JaHHBIM MHUPOBOW JuTeparypbl, He mpesbiiaer 8-20% [19, 32, 75]. Uem
panbliie noctasieH Auardo3 BI'OC u Ha3HAYEHO JICUCHHE, TEM OBICTpEE MallMeHT
CMOXET BEPHYThCS K HOpMajabHOMY 00Opa3y »xwusuu [44]. HecomHeHHO, YTO K
TaKuM TIAllUEHTaM HEOoOXOAMMO MPUMEHSATh MEXKIUCIUIUIMHAPHBIN TMOIXO0/I,
MpUBJIEKass HE TOJBKO PEBMATOJIOTOB M MMMYHOJIOTOB, HO M PEAaHUMATOJIOTOB-
AHECTE3MO0JIOTOB, HEBPOJIOTOB, HE()POJIOTOB M APYTUX CIEIIHATUCTOB [64].

Kaxk Obu10 ckazaHo BbIIIE, TPUTTEpAMU TIEpBUUHOTO U BTOpruHOTro ['DC, Kak
npaBuio, sBasiorcs wHekiuu [51]. B mocimemnee Bpemst myONMKyeTcs Bce

Ooonpiie uH@OpManuu 00 ycnemHod Tepanuu ['OC, BBIZBAHHOTO BHPYCOM
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Onmreitna-bapp, putykcumabom — Omokatopom penentopoB CD20+ Ha
MeMOpanax B-mumdorutor [8]. DTo cBA3aHO ¢ TeM, 4TO BHpyc DminreliHa-bapp
CIIOCOOEH perMIupoBaThecs B B-numdonurax u B OTIAMYME OT IPYTHX BHPYCOB
reprieca HE  BbI3bIBACT TuOeNb  KJIETOK, a, HalpoOTUB, aKTUBHPYET
ux nposmpepannio, 9To MOXeT mpoBormpoBath pazputue [OC [36]. Jleuenue
Ipyrux WHGEKIHW, Kak NpaBWwiIo, BKIIOYaeT B ce0s  HCIOIb30BaHUE
AHTUOAKTEPUAIBHBIX TIPEMApaToB W B HEKOTOPHIX CIIydasX BHYTPHUBEHHOTO
BBICOKOJI03HOI'0 HMMYHOTIIOOYJIMHA YeJIoBeKa HopMajbHOro [72, 82].

B Hacrosimee Bpems nnsi seuenus BI'DC, pasBuBatomierocs Ha ¢oHe
ayTOMMMYHHBIX 3a0oseBaHuid, B ToM uucie cucremHoro FOUA, ucnonb3yercs
MHOTOCTyI€HYaTass ~ MUMMYHOCYNpPECCHBHasi  Tepamus €  IOPUMEHEHUEM
rrokokopTuKocTeponaoB (nanee — ['KC) st BHYTPUBEHHOTO U MEPOPATIBHOTO
NpUMEHEHUs, HuKiIocnopuHa A (nmanee — [luA) U UMMyHOTNIOOYJIMHA YeJIOBEKa
HOPMAaJILHOTO (CHH.: BHYTPUBEHHBIM MMMYyHOTI00yauMH, nanee — BBUIL) [15, 44,
93]. Mpunnumner snedenus w3 mportokonma HLH-2004 mis BropuuHoro I'dC B
HACTOSIIIEE BpeMsl MPUMEHSAIOTCS PEAKO, YTO CBSI3aHO C OOJIBIIUM YHCJIOM
WHOEKIIMOHHBIX  OCJIOKHEHMM Ha (oHE Teparmuu OTOMO3WAOM  W/WIU
MeToTpekcaToM uHTparekanbHo [89]. Kynuposanue BI'®C, pasBuBaromierocs Ha
done cucremHoro FOMA, HaunHaeTcs ¢ MPUMEHEHUS BHYTPUBEHHOTO BBEICHMUSI
I'KC, nanpumMep, AekcamerasoHa, u3 pacdera 10-20 mr/m’/cyT B Teuenme 10-15
CYTOK, 3aT€M K Tepamnuu MojKItoyaeTcss 6mokarop mpoiudepanmu T-mumdonuton
[MuA B mo3e 3-5 mr/kr/cyt nepopansio 1 BBUI' B no3e 2 1/KI/Kypc B KOJIMYECTBE
1-2 xypcoB [15]. Bmecte ¢ Tem Takoi 0a3MCHOW MMMYHOCYIIPECCUBHOW TEpaIUU
it edenust ['OC 3a4acTyro HEIOCTATOYHO WIIM PEMHCCHSI COXPAHSIETCS HE0ITO
[29]. B cBs3u ¢ 3TMM BO3HUKAET HEOOXOJUMOCTh B ICKAJAIIMHM TEPANUU IYTEM
Hasnauenus ['MBIT [29].

ITepeeim MBI, ucnons3oBaHHBIM i JiedeHHS O0nbHBIX ¢ ['DC, ObLI
I'YMaHU3UPOBAHHBIN PEKOMOMHAHTHBIA aHTaroHUcT K perentopy NJI-1 (anakunpa)
[24, 43, 49]. UsnavanpHO mnpemapaT ObLI CHHTE3UPOBAH IS KYIHPOBAHHS

«OHUTOKHMHOBOI'O IOITOpMa», Pa3sBHBAIOIICTIOCA Ha (bOHe cerncuca. 3aTrem aHaKHHpa
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3aHsJIa CBO€ MECTO B JICUEHHUU B3pPOCIBIX MalMeHTOB ¢ OoJe3nbto Cruiia,
pedpakTepHBIX K CTaHIAPTHOW MpOTHBOpeBMaTWdyeckoi Tepamuu [24, 43, 49]. C
2008 r. cranu myOJIUKOBATh ONMKUCAHUE KIMHUYECKUX CIIy4aeB YCIEUIHOW Tepanuu
aHaKUHPOH B o3¢ 1-2 mr/kr/cyt manueHToB ¢ ctOUA u BI'®C [54, 73]. B 2011 T.
Miettunen u coaBT. cooOmuau o momHOW pemuccur BI'DC mocne seueHus
aHakKUHpOW y 12 manMeHToB, KOTOpble ObUIM pedpakTepHbl K CTaHAAPTHOU
teparmn ['KC wm IluA [59]. Cempb manmweHTOB W3 3TOW TPYIIIBI MOJTHOCTHIO
coorBercTBoBasiM Kkputepusm HLH-2004 [59]. C tex mop wunruoOumus MJI-1
paccMarpuBaiach B kadecTBe TapretHod tepanuu ['@C paznudyHOM STHOJIOTHH
[59]. Jleyenue aHakWHpOW TaKKe OKa3ajJOCh YCICUIHBIM U IMPH «IIUTOKHHOBOM
mropmMe» y B3pochblx u gered ¢ ['®C, accoMUpOBaHHBIM C TKEIBIMU
uHpeKknnoHHbIMUA 3a0osieBanusmMu  [73, 83]. ITloBTOopHOE paHIOMHU3HPOBAHHOE
1a11€00-KOHTPOIMPYEMOE HCCIIEIOBAaHHE aHAKWHPBI TPH CETCHCe JO0Ka3aio
3HAUUTEIHLHOE TMOBBIIICHNE BBLDKMBAEMOCTH B TPYIIE MAIMEHTOB, MOJYyYaBIIMX
aHaKWHPY, 10 CPaBHCHHMIO C Trpymnmoi rwianebo — 65% mnporu 35% [83]. B
UCCJICIOBAHUM TaKXKe M3ydajauch d(PQPEKThl MOBBIIMICHHS J03bl Mpernapara, Obuia
IPOJAEMOHCTPUPOBaHA OE€30MacCHOCTh BBICOKUMX JI03 AHAKUHPHI Yy MAllEHTOB C
aktuBHOM mH(eknuel [83]. B Hacrosmee BpeMs B Tepanuu BI' ®C y marueHToOB ¢
cfOMA mnpumensercs KoMOuWHUpOBaHHas Tepamnus ¢ wucnoib3oBanuem [KC,
BBUI', I{luA u 6nokaropoB MJI-1 B kauecTBe nepBoOii JMHUU BMECTO MIPOTOKOJIOB,
BKJTIOYAIONIMX DJTOMO3MI M HHTpATCKajdbHOE BBeAeHHME MeToTpekcara [44, 93].
HMmeroTcst Takxke JaHHBIE O MPUMEHEHUU TMOAKOXHOU (HOPMBI aHAKWHPHI B BUJE
NPOJJIEHHOW BHYTpUMBEHHOW HHPY3uu. Monteagudo u coaBT. ommcaHo 5
KIMHU4ecKux ciryyaeB Tepanuu BI'@C, accomuupoBaHHoro ¢ cucteMHbiM IOUA,
AHAKWHPOW B BHJIC BHYTpUBEHHOW MH(y3uu B no3e 10 2400 mr/cyt [58]. Beem
HalKeHTaM yaanock Kymuposats oboctpenue BI' @C [58]. B HacTosiee Bpemst Bce
OOJBITIE CHCTEMATUYECKUX 0030pPOB JOKA3hIBAIOT d(PPEKTUBHOCTh aHAKUHPHI IS
kynupoBanusi B @C paznmynHoit sTHONOTMH, B ToM uucie, npu ctOUA [39, 72].
AHaKkuHpa MPUMEHSAETCS KaK MOJKO0XKHO, TaK M BHYTPUBEHHO B PA3JIMYHBIX /103X,

HayMHas OT 2 MI/Kr (CTaHJapTHAas /103a COTJACHO MHCTPYKIMH), 3akaHuuBas 10
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mr/kr [39, 72]. lanHble 0 nmpuMeHeHHH ApyTrux Oi1okaropoB MJI-1 (kaHakuHyMmao,
pwiIoHarenT) orpannyeHsl [19].

OddexruBHocTh OnokaTtopoB MJI-1 mpu nepBuyHom u BTOpuyHOM ['DC
MI03BOJIICT HAACITHCS HA IOJIb3Yy WHTHOWPOBAHHUS W JIPYTHX IUTOKHHOB [29]. B
YaCTHOCTH, HMCCJIEAYEMbII B HACTOAILIEE BpEMsS MpernapaT — PEKOMOWHAHTHBIN
I'YMaHU3UPOBAHHBIH NJI-18—cBs3bIBaromuii 0eok (rhIL-18BP),
MIPOJIEMOHCTPUPOBAT BBICOKYIO d(dektnBHOCT, y mnamuenta ¢ BIOC wu
HIOJITBEPXKICHHBIM MaToreHHbIM BapuanToM reHa NLRC4 [14]. DddexTuBHOCTD
ATOTO Mpernapara MOATBEPXKIACHA U B OTKPHITOM KIMHUYECKOM uccienoBanuu [I
¢a3bl ¢ ygactueM 23 B3pOCIbIX HaKeHToB ¢ Oose3nbio Ctuiia u BI'@C [28].

N3BecTHO Takke, YTO OJIHUM W3 KIIOUEBBIX IIUTOKMHOB B Pa3BUTHH Kak
nepBuyHOro, Tak u BTOpuuHOro I['®C sBmsercs WDH-y [11]. B 2018 .
YropaBiaeHHEM 10 KOHTPOJIO 3a KAaueCTBOM THIIEBBIX MPOAYKTOB |
nexapctBeHHbIX TpenapatoB (Food and Drug Administration — FDA) ono6pen k
UCIIOJIb30BAHUIO TIperapaT 3MaraayMa il nanueHToB ¢ nepsudabiM ['OC [11].
Ha BcTpeue skcniepToB EBpomneiickoit nmuru npotus peBmatuzma (EULAR) B 2019
r. OBLJIO PE3IOMUPOBAHO, YTO Y BCEX MAIMEHTOB C NepBUYHBIM [ DC, BKIFOUEHHBIX
B uccienoBanne 3(pPEeKTUBHOCTU 3MananymMada, MOJy4yeH MOJHbIA KIMHUYECKUN
orBeT [7]. XOTs OKOHUATENIbHBIC PE3yJbTaThl 3TOTO HCCICAOBAHUS CIIC HE
omyonukoBanbl (mpoxoaut I ¢aza), B nurepaType onucaHbl Ciydau YCIEUIHOM
tepanuu sMmananrymadom ['C, accoruupoBaHHOTO ¢ BUpYCcOM DmiTeitHa-bapp, y
JBYX TanueHToB ¢ matoreHHbIM BapuanToM reHa NLRC4 u pannum nebGrotom
3a00NleBaHus, y TMalWEeHTAa C HEOHATAIbHOW ITUTONEHUEH, IHUCreMaToIod30M,
ceinbio 1 remodaroruro3om (cuaapom NOCARH), a takxe y maruenta ¢ ['OC u
naToreHHpIM Baprantom rena CDC42 [10, 45, 50].

OnyOnmukoBanbl jgaHHbie 0 Teparuu ['DC  Omokaropamu WMJI-6 [32].
[Togo6no WJI-1, NJI-6 sBaseTcs BaXHBIM 3BEHOM B IMATOTCHETHYECKOMN IIEMH MPHU
['®C, omnako B TMOCIeAHEE BpEMs PErUCTpUpYeTCs Bce OOoJble CclydaeB
BO3HUKHOBeHUs win oboctpeHus BI' ®C Ha doue tepanuu Omokaropamu NJI-6 y

HAIMEHTOB ¢ ayTOMMMYHHBIMH 3a00sieBaHusiMu [29].
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Bce Gomnbliie BHUMaHUS yAENIA€TCs albTEePHATUBHONW CTPATErUU MPEPHIBAHUS
3p(HEeKTOB «IIMTOKMHOBOTO IITOPMay», HAIEJICHHOM Ha OJOKaay CHUTHAIBHBIX
IyTei, MOCPEJICTBOM KOTOPBIX IIMTOKWHBI MPOSBISIFOT cBoe JeiictBue [32].
MHorue nUTOKHHBI peann3yioT cBou dhdextrt ¢ momonipio JAK/STAT mytu [21].
OnyOnMKOBaHO  HECKOJIBKO  COOOIIEHHA 00  YCHEMIHOM  HCHIOJb30BAHHH
pykconmuTuHMOa, cenekTuBHOro uHruouropa JAK-kuna3z 1 u 2 TUnos, B Tepamnuu
['®C, acconuupoBaHHOTO ¢ HH(PEKIMOHHBIME 3a0oneBanusmu [12, 21].
CymiecTByeT MHUPOBOW ONBIT TpuMeHeHus: TodauutuHuOa, uHruoutopa JAK-
kuHa3z 1, 2 u 3 TUnoB, I KymUpoBaHUS TremModaronuro3a y MaIlMeHTOB C
pPEBMATUYECKUMHM  3a00J€BaHUAMH IPU  HEIOCTATOYHOM  3(DPEeKTUBHOCTH
TJIIOKOKOpTUKOMIHON Tepanuu [12, 21]. Takum o00pa3oMm, CIIOCOOHOCTH 3TOM
TPYIIIbl  MpenapaToB OJOKUPOBaTh 3(PPEKThl Ccpa3y HECKOJbKHX LIUTOKWHOB
(UDH-y, NJI-6) naet Hagexxay Ha ycrex B Oyaymiem [12, 21].

B neuenun nepBuuHoro um BTOpuuHOTO ['®C Takke HCMIONB30BAIUCH U
JpyTHe TepameBTHUYECKUE CPenCcTBA. AHTHUTHUMOIUTAPHBIA MMMYHOTJIOOYIHH —
HOJMKJIOHAJIBHBI MMMYHOTJIOOYJIMH, MOJABISIONINN akTUBHOCTh T-Kietok [52].
[Tpu mepBuunom cemeitHom ['@C »TOT Mpenapar mokaszayn OBICTPBIA U XOPOILIUI
OTBET, HO B CBS3M C BBICOKOM YaCTOTOM MH(PEKUMOHHBIX OCIIOKHEHUN W
peruanBoB  ['AC  aHTUTUMOIMTAPHBIH  UMMYHOTJIOOYJIMH  TO-TIPEXKHEMY
OTPaHUYEHO TMPUMEHSETCS Y JAaHHOW KaTerOpHH MAIlMeHTOB M MCIOJb3YeTCs Kak
cpeacTBo «otyasaus» [18]. B mocientee Bpemst 1j1st iedeHHsT OOIBHBIX C TSHKEIBIM
['®C wuccnemoBanu mpemnapar aneMTy3ymad, MOHOKJIOHAJIbHOE AaHTHUTENIO0 K
penenropy CD52 Ha T- u B-mumdonurax [55]. Benenue npenapara npuBOAMT K
UCTOIIECHUIO myna Kak B-, tak u T-xnerok [55]. OnHako MOMHBIA KIMHAYECKHN
OTBET Ha 3TOT mnpenapar y nauueHToB ¢ ['@C HEe OTMEUYEH, YaCTUYHBIA OTBET
3aukcupoBan y 14 u3 22 [55]. merotTcs gaHHBIC 0 MPUMEHEHUH TU1a3Madepesa y
naieHToB ¢ ['@C, ogHako pe3ysbTaThl TAaKOro METOZa JICUYEHHUs, N0 MHEHHIO

aBTOPOB, BECbMa HEOTHO3HAYHEIC [67].
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1.6. PanHue Mapképbl pa3BUTHS BTOPHUYHOr0 remMo(aromuTaApHOIro
cuHApoMa y manueHToB ¢ cFOUA

HccnegoBanust o onpeiesieHui0 KIMHUYECKUX U JJA0OpAaTOPHBIX MapKepoB
pa3Butus BI'@C akTUBHO MPOBOMASITCS pa3HBIMU aBTOPAMHU B CBSI3U C TPYAHOCTSIMU
paHHEH AMArHOCTUKH 3TOrO TSKEJIOrO OCJIOKHEHUS PEBMATUYECKHX OOJIe3HEM,
ocobeHHo y marueHToB, noiyvatomux MBI, y xotopeix BI'®@C mpoTekaer c
HESPKO BBIPAKCHHBIMU KIMHUYECKON KapTHUHOM M M3MEHEHUSAMH J1abOpaTOPHBIX
nokaszareneii [42, 94].

[To naHHBIM aHaIM3a HOCTYMHBIX JTUTEPATYPHBIX UCTOYHUKOB OOJIBIIIMHCTBO
MCCJIEIOBAHUM, MOCBSILIEHHBIX ONMPEAEICHHUIO TPEAUKTOPOB WM PAaHHUX MapKEpOB
pazButusi BI'@C, mpoBOaMINCh, B KOTOpPTaxX B3POCIHBIX MAIMEHTOB C 0OJIE3HBIO
Cruina [19, 46].

B uccnenoanuu X.-P.Yang u coapt. (2019 r.) aHanu3upoBaJIUCh JTaHHbBIC
182 B3pocinbix mnamueHToB ¢ Oone3nbto CTuiia, U3 KOTOpeiXx y 11 Obln
nuarHoctupoBad B['@C [94]. PaHHUMU KIMHUYECKMMH MapKepaMH €ro pa3BUTHSI
SBJISUTACH CIUVICHOMET IS U TIEPUKAPIUT, JaO0OPATOPHBIMU — TUIEpPEepPUTHHEMUS
C MOBBIIIICHUEM CHIBOPOTOYHOM KOHIICHTpauuu Gpepputuna >2000 ur/mi [94].

[lo maHHBIM MHOTOLEHTPOBOIO MCCIEIOBaHUS, MPOBEAEHHOTro B MTanuu
P.Ruscitti u coaBt. (2018 r.) METOIOM PErpecCHOHHOTO aHaau3a, y 17 B3pOCIBIX
NalMEeHTOB ¢ Ooisie3Hblo CTWiIAa, paHHUMHU KIMHUYECKHMMH MapKepamu ObLIu
mumMpaneronaTtus u 60 B sxuBoTe (p = 0,014 1 0,022 cooTBeTcTBEHHO) [76].

Y.Ke u coast. (2020 r.) mpoBOMIMN KCCIIEIOBaHUE, B KOTOpOE BKIHOUHIN 61
B3poOCiioro mnamnueHTa (MmeauaHa Bospacta 32,5 ser) ¢ BI'®C, pa3BuBmMMCS Ha
dboHe peBmaTuueckux 3abosieBaHuil (Ooyie3Hh CTWiIa B3POCHBIX, CHCTEMHAs
KpacHasi BOJIYaHKa, JAEPMATOMHUO3UT, HeauddepeHInpoBaHHOE 3a00JIeBaHUE
COCJIMHUTEIILHOW TKaHW, CUCTEMHBIH CKIEpO3, pPEeBMATOWAHBIN apTput) [41].
CMepTHOCTh Cpely TAlUEHTOB C Pa3IUYHBIMU PEBMATHUYECKUMHU OOJE3HIMH H
B[[®C B anammsupyemoiri koropre coctaBmia 22,5% [41]. OcHoBHBIMHU
npeauktopamu pazBuTuss BI'@C B 3TOM wuccnenoBaHWM ObUTH  MOBBIIIICHUE

KOHIICHTpAIuu (QeppuTHHA B CBHIBOPOTKE KpoBu >6000 HI/MJI W mNpH3HAKU
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remodaronuro3a B KOCTHOM MO3re, a HE3aBUCUMbBIMU MPEIUKTOpPaAMU
HEOJIAronpusITHOIO MCXO0Jla — CHIKEHHEe uuciia TpoMOouutoB <100 ThIC./MKI B
KpPOBU U MOBBIIIEHUE KOHLIEHTpauu (peppuTHHa B CHIBOPOTKE KpoBU >6000 Hr/™MI
[41].

B perpocnekTMBHOM  HCCIENOBaHMM, NpoBeAeHHOM B Poccuiickon
Oeneparun M.M.Koctukom u coaBT. (2014 r.) ¢ ywactuem 18 mamueHTOB
nerckoro Bospacta ¢ BI'®C mpu clOUA, npemnoxeHsl paHHuEe J1a00paTOpHbIE
nposiBienust BI'OC: uncio tpomOonuToB <211 ThIC./MKJ U JIEHKOLIUTOB B KPOBU
<9,9 TeIc./MKJ, moBblieHHe akTuBHOCcTH ACT >59,7 En/nm, JIAI' >882 En/n,
KoHIeHTparu ¢epputuHa >400 HI/MI, CHIDKEHUE KOHIIEHTpAlMM aJibOyMHHa B
CBIBOPOTKE KpoBU <29 r1/n, ¢ubpunoreHa B kpoBu <I1,8 1/n1 u Hamuuue
npoteunypun [42]. lanaas monens odnamgaer 100% uyBcrBUTEbHOCTRIO U 100%
cnenu(pUIHOCTBIO. AHATM3UPYS MOIYYEHHBIE PE3YIbTaThl, ABTOPHI OTMEYAIOT, YTO
MPEVIOKEHHBIE UMU MApPKEPBI OTJIMYAIOTCSA OT KPUTEPHUEB YCTAHOBIICHUS IHArHO3a
B['®C y naruenToB ¢ ctOUA u TpeOyroT gabHelen pamuaanun [42].

1.7. 3aknro4enue

AHaM3  JATEpaTyphl  MO3BOJISIET  3aKIIOYUTh, 4YTO  BTOPUYHBIN
reMoarouuTapHblii CUHIPOM — >KU3HEYTPOXKAIOIIEE OCJIOKHEHHUE CHUCTEMHOIO
IOBEHWJIHBHOTO MJIMOTNATUYECKOTO apTPHUTa, KOTOPOE TpeOyeT paHHEH AMArHOCTUKH,
CBOEBPEMEHHOM U aJICKBAaTHOM TEPAIUU.

OcHoBHBIE TIPOOJIEMBI JIETCKOW peBMatojoruu, cBs3aHHble ¢ BI'OC
BKJIIOYAIOT  TMO3JHEE  ycTaHoBlIeHHME  auarHo3a  BI'OC ¥ Hayajio
MMMYHOCYIIPECCUBHOM Tepalmuu HECMOTPS Ha HaJlW4YuMe BaJMJIMUPOBAHHBIX
nuarHoctuyeckux kpurtepueB BI'@C c  BBICOKOW UYyBCTBUTEIBHOCTBIO U
crenuPpuIHOCThIO, 4TO siBNsAeTCs cheacteueM BiausiHus ['MIBIT Ha BhIpakeHHOCTH
KIIMHUYECKUX 151 71a00paTOPHBIX IIPOSIBIICHUN B['®OC; OTCYTCTBHE
mudpepeHIUPOBaHHOTO TMOAX0Ja K JAuarHocTuke U  JedeHuto BI'OC vy
«Ouonornyecku HauBHbIX» (He mnoaydarommx ['UBII) u «Ouonormyecku He
HauBHBIX» (Tomydaromux ['MBIT) nmamuenToB; HemocrtatouHas 3PpGEKTUBHOCTh U

6e3omacHOCTh mpoTokoja JedeHus mnepBuuHoro ['®C HLH-2004, koropsiit
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BKJIIOYA€T MHOT'OCTYIIEHYATYI0 MMMYHOCYIIPECCUBHYIO TEPANHUI0 U HPUMEHSICTCS
s nedenuns BI'®C; ypoBens netabHocTH NarueHToB ¢ BI'DC ot 8 10 20% [35].
B MupoBoil nmTeparype OTCYTCTBYIOT JaHHBIE O KOMILUICKCHBIX
UCCIICIOBAHMSX, TIOCBSIIEHHBIX pPa3padOTKe MPOTHOCTHYCCKOW MOJCIA U
NIEPCOHU(PUITUPOBAHHOTO AITOPUTMA TUATHOCTHKY M JiedeHHsI BropuaHoro ['OC ¢
Y4ETOM TPHUITEPHBIX (HAKTOPOB, OCOOCHHOCTEH TEeUCHUS, KIMHUYECKUX WU
7a00paTOPHBIX IIOKa3aTelicl, OTBeTa Ha pa3IMYHBIE CXEMBl TEpalud Y
«OMOJIOTUYECKU HAWBHBIX» M «OMOJIOTHYECKH HE HAWBHBIX» ManueHToB ¢ ctOUA,

4TO IIOJUYCPKHUBACT AKTYaJIbHOCTDH HaCTOHHIGﬁ HaquOﬁ pa6OTI>I.
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I'JIABA 2. MATEPUAJIbBI U METO/bI
2.1. YcioBusi npoBeieHUs
PaboTa BhInonHeHa Ha 0a3ze Kaeapbl NeIuaTpuu U J€TCKOM PEeBMATOJIOTHH
KJIIMHAYECKOTO HMHCTUTYyTa JeTckoro 3a0poBbsi uMm. H.®. dumarosa I[lepsoro
MOCKOBCKOTO TOCYJApCTBEHHOI'O MEIHWIMHCKOrOo yHuBepcurera uMm. HW.M.
CeuenoBa (CeueHoBckMil YHuBepcuteT) (3aB. kadeapod — I.M.H., mpodeccop,
uneH-kopp. PAH, E.. Anekceea). IIpon3BeIecHO KOTOPTHOE PETPOCHEKTUBHOE
UCCIIeIOBaHNE C MPOCIEKTUBHBIM OTCIIEKUBAHUEM HCXO/O0B.
2.2. Kpurepnu coOTBeTCTBUS
2.2.1. Kpurepuu BK/IIOYEHHS MALUEHTOB B HCCIEA0BaHHE
1. JIetu B Bo3pacte ot 2 10 18 ner.
2. Hanuuue apTputa OJHOrO M 00Jiee CyCTaBOB, COIPOBOXKAAIOIIETOCs (MU
C MPEIUIECTBYIONICH) JOKYMEHTUPOBAHHOM TMEPEMEXKAIOMICHCSA JIUXOPaaAKOH
IIPOJOJDKATEIBHOCTBI0 HE MEHEE 3-X JTHEH B TEUEHHE MUHUMYM 2-X HEJENIb B
COUYETaHUU C OJTHUM U 00JIee U3 MEePEUUCIICHHBIX PU3HAKOB:
e KparkoBpemeHHas (JieTy4das) SpUTeMaTO3Has! ChIlb
e [‘eHepanu3oBaHHas TMMQaaeHONATHS
e [‘emaromeranus v (WJK) CIJIECHOMETaIus
e Cepo3ut (epuKkapauT, u (WIK) MIEBPUT, U (UIIN) TIEPUTOHMUT).
3. Hanuuue npu3HakoB TreMo(aromuTapHOro CUHAPOMA MO KPUTEPHSIM
JUMarHocTuk OpraHu3alyy MO MPOBEICHUIO MEXAYHAPOAHBIX HCCIEAOBAHUI B
obnactu nerckoit peBmatojoruu (PRINTO) [75]: moabeMbl TemmepaTypsl Tela
BbilIe 38,5°C y manueHTa ¢ noJ03peHUEM WA PAHEE YCTAHOBIECHHBIM JIHArHO30M
clOMA npu OTCYyTCTBUM WHBIX NPUYUH U TOBBIIIEHHWE YPOBHS (eppUTHHA B
CBIBOPOTKE KpOBU OT 684 HIr/Mi Oosee 2-X pa3 B COUETAaHUU C KaK MUHUMYM JIBYMsI
KPUTEPHUSAMU U3 IIEPEUNCICHHBIX HIKE:
e CHmWXKEHHUE Ynciia TPOMOOIIMTOB B KpoBH HIKE 181 ThIC./MKIT;
e [loBblllleHME AaKTUBHOCTM acmapTaTaMUHOTpaHcdepasbl B

CBIBOPOTKE KpOBH BbIlie 48 En/m;
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e [loBhIlIEHNE YPOBHS TPUTIIULIEPUIOB B CBIBOPOTKE KPOBH BBIIIIE
156 mr/am;
e CHmwxkeHnue ypoBHs (puOprHOreHa B KpoBu Hike 360 Mr/m.

2.2.2. Kpurepuu HeBKJIKYEHHS NANNEHTOB B MCCJIE0OBAHUE

1. letn B Bo3pacre miaame 2 JieT.

2. ITonTBepKaEeHHBIN JIarHo3 [IEPBUYHOIO HACJIEICTBEHHOTO
reMo(aronuTapHoro CUHHJIpoOMa.

3. PasButne BTOpUYHOTO TremMoO(aronuTapHOro CcuHApoMa Ha (HOHE
MHOEKIIMOHHBIX U OHKOJIOTUYECKHUX 3a00JIeBaHUM.

4. Ilcopua3 y malMeHTa Wik y €ro poJCTBEHHUKOB NEPBOM JIMHUU POJICTBA
(ponutenu, cuOCHI).

5. Hamuuwme aprtputa, accouuupoBanHoro ¢ HLA-B27, y manpuukoB B
BO3pacTe crapuie 6 JeT.

6. Hamune aHKWIO3UPYIOWIETO CIIOHAUINTA; apTPUTa, aCCOMUPOBAHHOTO C
DHTE3UTOM; CAKPOWJIEHTa B COYETAHUU C BOCHAIUTEIBLHBIMU 3a00JIEBaHUSIMU
KMIIIEYHUKA; CHHApOMa Pelitepa; oCTpOro nepeaHero yBeuTa Wik OJHOIO U3 3THX
3a00JIeBaHUH Y POJICTBEHHUKOB TIEPBOM JIMHWUU POJICTBA.

7. Hanuuue TNONOXKUTENLHOTO peBMaTOUIHOTO QakTopa kiacca IgM
MUHHUMYM B 2-X po0ax, B3AThIX C UHTEPBAJIOM HE MEHEE 3-X MECSIIEB.

8. bepeMeHHOCTb.

2.2.3. Kpurepuu HCKJIIOYECHUS MAIMEHTOB U3 UCCJIEI0BAHMS

1. Pa3ButHe m1000r0 M3 KpUTEPUEB HEBKIIOUYEHHS B TEUEHHE MEpHOja
HaOJIOICHMUSI.

PaboTa ocymiecTBisiiach B COOTBETCTBUU CO CTaHAApTaMU/PEKOMEHIALMSIMU
10 JICUEHUIO JIETEH, YTO TapaHTHPYET HAJACKHOCTh JU3aifHa UcciaenoBaHus, coopa
W Tepefadyd  JIaHHbIX, 3allUTy TMpaB  MalMeHTOB M COXpaHEHUe
KOH(UIEHIIUAIBHOCTH JIAaHHBIX CYObEKTOB.

2.3. YYaCTHUKHU MCCICAOBAHUS

B perpocnektuBHOE uHcCcieqoBaHWE BKIOYEHbI JaHHble 400 wucropuit

0one3nu nanueHToB ¢ cFOUA, npoxonuBiux o0cieI0BaHNe U JICUEHUE C aBrycTa
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2010 roga mo mait 2021 roga B peBMaTOJIOTUUECKOM OTHelieHMn HanuoHaibHOTO

MEJIMIIMHCKOTO HMCCJEeA0BaTENbCKOrO IeHTpa 310poBbs aereit (HMULL 3mopoBbs

,HCTGﬁ, KIMHHYecKasg 0Oas3a Ka(i)e,ﬂpbl [nmeauaTpun H HGTCKOﬁ PEBMATOJIOTHHN

KIIMHUYECKOIO  MHCTUTyTa JETCKOro 3a0poBbsd uMeHn H.®. @unarosa

CedeHOBCKOTO0 YHUBEPCUTETA).

2.4. AHaausupyemble MOKa3aTen

1. Jemorpaduueckue xapakTepUCTUKU MAIMEHTOB: MOJ, BO3PAaCT, Ae0I0T

33.60JI€B3HI/I}I, AHAMHC3 JXU3HH.

2. Tpurrepusie pakropsl BI'OC.

3. Knuanueckue u naboparopusie nposisneHus Bl @C y «Onomornaecku

HauBHBIX» (He mnonyuyaBmux [UBII) u «Ouonoruuecku HE HaUBHBIX»

(monyuaBiux ['MBIT) manmentoB ctOUA:

3.1. Knuauueckue mpossienus BI'®C: nuxopaaka, ChIIb,
YBEJIMYEHHE TI€YEHU U  CeJle3eHKH, JuMQaJeHONaTus, MUaJITUH,
reMopparuueckuit cunapom, nopaxenue [[HC (cymoporu, mapecresuw,
CIIyTaHHOCTb CO3HaHU, YepEerHO-MO3roBas, nepudepuyeckas
Helpornarus), TMopaXeHWe To4YeK (HapylleHue (QUIbTparuu a30TUCTHIX
OCHOBAHMI W HapacTaHUE Aa30TEMHH), MOpPAXKEHUE JEerkux (IieBpasIbHbIN
BBITIOT,  JIETOYHBbIE  WUHOUIBTpPAThl, TEMOPPArUYECKUl  aTbBEOJIHT),
nopakeHue cepaua (MHOKapIuT, MEPUKAPIUT, SHIAOKAPAUT, cepieyHas
HEJI0OCTaTOYHOCTh, MH(APKT MUOKAp/Ia, UIIIEMHS] MUOKap1a, apuTMusi).

3.2. JlabopaTtopHbie MIPOSIBJICHHUSL: YPOBEHb reMorjo0OunHa,
a0OCOJIIOTHOE  YHUCJO  DPUTPOLIUTOB,  JIGUMKOUUTOB,  HEUTPO(UIIOB,
auMdonuToB 1 TpomMOoruTOoB KpoBHu, COD, aktuBHOCTH AJIT, ACT, I'TT,
JIAT', KOHLIEHTpauusi KpeaTMHUHA, MOYeBUHBI, C-peakTHBHOro OeJka
(manee — CPB), depputuna, tpurimnepunos, [IKT, obmero Oenka wu
anbOyMHUHA CBHIBOPOTKH KPOBH, JJICKTPOJHUTHBIA COCTaB KPOBU (HATpHIA,
KaJIui, XJIOPHIBI, JKeJie30), CBEpThIBAIOLIasi CIOCOOHOCTh  KPOBHU
(mpotpoM6uH mo KBHKYy, TpOMOWHOBOE BpeMsi, TPOTPOMOUHOBOE BpEMs,

MEXKJYHAPOJHOE HOpPMalu3oBaHHOE€ oOTHomeHue (manee — MHO),
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aKTUBHPOBAHHOE YaCTHMYHOE TpoMOormiacTuHoBoe Bpems (nanee — AUTB),
J-mumep, ¢ubpunoren, ¢ubpun-moHomep, daktop ¢on Bummebpanna,
npoteuH S, nporeuH C.

4. Knuauueckue u jnabopatopubie mpossieHuss BIOC y paznuyHbix
rpynn nanuenTto, nomydaBmmx ['MBII (rpynmna, momydaBmnx KaHakKuHyMao,
rpynna, nojay4aBIIuX TOUUIU3YMao).

5. AKTHBHas pEIUTUKAIMS BHUPYCOB TEPHETUYCCKON TPYIIIBI: BHUPYC
reprieca 1 u 2 TUNOB, IUTOMETaJlOBUpPYC, BUpyc OImiurteiHa-bapp, Bupyc
repreca 6 Tuna B KpOBH METOJIOM IOJIMMEPA3HOM LENHOW peakuuu (Jajisee —
[TLP).

6. MukpoOHOIOrMUeCcKUe HCCIEI0BaHUSI OCHOBHBIX OMOJIOTMYECKUX
cpea opraHusma (KpoBb, MOYa, CJIFOHA, Ka).

/. Hanmuuue BI'®C B COOTBETCTBUM C BaJIMAMUPOBAHHOW IIKaIOMN
peakTHBHOrO TeModaronurapuoro cuaapoma — HScore (Hemophagocytic
Syndrome score) ¢ mojc4eToM CyMMapHOro Oajula M BBIYUCIICHHEM IPOICHTa
BEPOSATHOCTH reMogaroruTapHoro cuaapoma [79].

2.5. JlekapcTBeHHbIE MpeNnapaTbl, NPUMEHSIBIIMECS Y MAIUEHTOB C
cfOUA u BI'®C

Jleuenne Bcex mainueHToB ¢ BI'®C ObLIO MOJMKOMIIOHEHTHBIM M BKJIIOYAJIO
npuMenenue ' KC, ummynonenpeccantsl, BBUI' u ' IBII.

[ TIOKOKOPTUKOCTEPOU B /I BHYTPUBEHHOTO BBENICHUS (JI€KCaMETa30H B
69/114 (60,52%) ciyuasx, metuinpenau3oyion — B 30/114 (26,32%)) Ha3HAYAIKCh
B 99/114 (86,84%) cnydasx BI'®C. JlekcaMeTa30H MPUMEHSJICS BHYTPUBEHHO B
nBa BBeaeHus B 103e 17,9 [10; 20] MF/MZ/CYT. MeTunanpeaau3onos — B go3e 12,1
[5; 20] mr/kr/cyT B BUjie BHYTpUBEHHOM MH(Y3UH B TeueHue 3-5 qHeil.

[Tepopanbubie 'KC s neuenust BI' @C npumensuiucs B 63/114 (55,26%)
CITyJasix.

B xkauectBe craproBoi Tepanuu ['KC nns mnepopanbHOro mnpuema
((mpemamzonon B goze 0,9 (0,5; 2) mr/kr/cyt (MakcuMmanbHas no3a 60 mr/cyr))

onHoBpemenHo ¢ BHyTpuBeHHbIMH ['KC, IITuA u BBUI' npumensiuce B 15/63
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(23,80%) ciyuasx BI'®C, u3 uux B 8/15 (53,33%) — «OMOIOrUYECKH HAUBHBIX» U
B 7/15 (46,66%) — «OMOJIOTUICCKH HE HAUBHBIX).

Huxnocnopun npumensuics B 80/114 (70,18%) cnyuasx (B 76/114 (66,68%)
— mepopaibHO B 03¢ 4,5 [2; 7] Mr/Kr/cyT B 1Ba ipuemMa, Kaxasie 12 gacos, B 4/114
(3,50%) — B 103€ 5 MI/CyT BHYTPHBEHHO B JIBa BBCICHUSA).

BHyTpuBeHHBII ”MMyHOTIIOOYIMH ipuMensuics B 66/114 (57,89%) ciyuasx
B no3e 1,5 [0,3; 2] r/kr/Kypc B BUE MPOJICHHON BHYTPUBECHHON MH(DY3HH.

['eHHO-MH)KEHEPHBIC OMOJIOTHYCCKUE Mpernapathl NpUMEHsIuch, B 24/114
(21,05%) cnyuasix, u3 Hux B 11/114 (9,65%) — Tormnuzymadb, B 8/114 (7,02%) —
KaHakuHymao, B 5/114 (4,38%) — putrykcuma0. Tormin3ymal Ha3HavaICs B 103€ 8
win 12 Mr/kr (B 3aBUCUMOCTH OT B€ca MAlMEeHTa) BHYTPUBEHHO OJIHOKPATHO;
KaHaKMHyMab — 4 MI/KI TOJAKOXXHO OJHOKpaTHO, puTykcumad — 375 Mr/M
MIOBEPXHOCTU TeJla BHYTPUBEHHO 1 pa3 B HeAento B TedyeHHe 4-x
MOCJIeIOBAaTEIbHBIX HeNenb. Tepanusi putykcumadom B 3/114 (2,63%) cimyuasx
B[ ®C nmpuMeHsTach y nanueHToB, MHPUIMPOBaHHBIX Herpesviridae.

2.6. Kputepuu ouenku 3¢ pextuBHoct Tepanuu BI'@C

Hust onenku dddextuBHOCcTH Tepanuu BI'@C uCMONB30BaTUCh KPUTEPUH
JOCTMIKEHHsI OTBETAa HA TEPANMI0 MU KpUTEpUM HeakTuBHOM craguun ['OC,
ONMMCAHHBIE B KOHCEHCYCE JIEYCHHUS TMAlMEHTOB ¢ reModarouuTapHbIM
mumdoructruonuro3zom (HLH-2004) [33].

Kpurepuu poctiwkeHuss OTBETa Ha TEpalui0 BKIIOYAIN: KYNMHUPOBAHUE
JUXOPaJKH, YMEHBIICHHE PAa3MEPOB CEJIC3CHKH, TTOBBIIIEHNE YUCIa TPOMOOIIUTOB
kpoBu >100 ThIC./MKJI, HOpMAJIU3AIMIO YPOBHS (UOPHUHOrE€HAa KPOBU, CHUKEHUE
KOHIIEHTpaluu eppuTHHA CHIBOPOTKH KpoBHU Ha 25% [33].

Kpurepun neaktuBHON ctaauu ['OC BKIOYAIHM: OTCYTCTBUE JMXOPAIKH,
CIUICHOMETAJINM, LMUTONEHUU (YpOBEHb reMorynoouHa kpoBu >90 1/1, yucio
tpomOoruToB >100 ThiC./MKIT U HeWTpodmioB kpoBu >0,5 THIC./MKII), CHIDKEHHE
CBIBOPOTOYHOM KOHIIEHTPAIMU TPUTIUIEPUIOB <3 MMOJL/JI, (pepputnna <500
HT/MJI, HOPMaJM3aIMI0 TOKa3aTejaell 1epeOpOoCHMHAIBHON KUAKOCTH (Tpu

MOpaXeHUU LEHTPAJIbHON HEPBHOU CHCTEMBI).
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JlnHaMUKy WU3MEHEHUS KIMHUKO-Ta0opatopHbIX nposieiaeHuit BI'®C Bo Bcex
rpyImIax nanueHToB oneHnsany Ha 0, 3, 7 u 14 cytku nmocne Hadana nedenus [33].

2.7. UCTOYHHUKH JaHHBIX
JlaHHBIE O TAlMEHTaX, KOTOPHIM TPOBOAWIOCH JICYCHHE, M €r0 HMCXOax

ObLIM  W3BJICUEHBI U3 aMOYJaTOPHBIX DJEKTPOHHBIX MEIUIMUHCKUX  KapT
peBmatosiorndeckoro otaenenuss HMUIL 3nopoBes apereit (MockBa). AHanu3
7a00paTOPHBIX TOKa3zaTeleld aKTUBHOCTH OO0JIE3HW MpoBeACH Ha 0a3e KIMHUKO-
TUAarHOCTUYECKOW Jaboparopum 3Toro ke IleHTpa. MeaumnuHckue maHHBIC
akkymyiaupoBaii B nporpamme «1C» (dupma «1Cy», Poccus). Ilocne BeIrpy3ku
0a3pl JaHHBIX HCcleqoBaHus (TAabNMIl C JAHHBIMH BCE€X YYaCTHUKOB
UCCIENOBAaHMs) OblJa BBINOJIHEHA [POBEPKAa BHECEHHBIX CBEACHUM IS
UCKJIIOYEHMsI OIIMOOK BBOJA.

2.8. DTueckas HIKCIepTH3a

Uccnenosanne og00peHO JOKalbHBIM 3THUYECKUM Komutetom @I'AOY BO
«IIepBblii MOCKOBCKMU TI'OCYJAapCTBEHHbIM MEIWLIMHCKUNA YHHBEPCUTET HMEHU
NU.M. CeuenoBa (CeueHoBckuii YHuBepcurer)» (mporokon Ne 17-21 or
07.10.2021). Tlpu rocnuTayM3allud POJAUTENM BCEX TMALMEHTOB W MAI[MEHTHI B
Bo3pacte >15 5er npenocTaBUiM NHCbMEHHOE HMH()POPMHUPOBAHHOE COTJIACHE,
MO3BOJISIONIEE HCIONb30BaTh PE3YyJbTaThl OOCIEAOBAHUS W JICYEHHUS B HAYYHBIX
LENSX.

2.9. MeTobl CTATHCTHYECKOH 00Pa0OTKH JaAHHBIX

HeoOxoaumblii pa3mMep BBIOOPKHM MPEABAPUTENIBHO HE PaCcCUUTHIBAICS.
Cratuctrueckass o0pabOTKa IMOJTYYEHHBIX JIaHHBIX BBITIOJHSIACH TPU TTOMOIIIH
koMIiibtoTepHoi mporpammel IBM SPSS, Bepcun 26.0 (IBM, CHIA) u nakera
nporpamm R-Studio (Free Software Foundation Inc., CIIIA).

OnucartenbHasi CTATUCTUKA PE3yJIbTATOB UCCIEAOBAHUS MPEACTAaBICHA s
Ka4eCTBEHHBIX M TIOPSAKOBBIX IMPU3HAKOB B BHUIEC aOCOMIOTHBIX 3HAYCHUM U
MPOIEHTHBIX J0JIeH. /[ KOTMYECTBEHHBIX NPU3HAKOB MEPE] ONMUCAHUEM TAHHBIX
POBOJMIACH TMPOBEPKA XapakTepa paclpeiesieHus 3HAYEHUW TEePEeMEHHBIX B

rpyIinax HaOII0ICHHS C UCTIOIb30BaHueM kputepus [lanupo-Yunkca.
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JIns mepeMEHHbBIX, UMEBIINX HOPMAJbHOE PACHPEACIICHUE, ONHCATENbHAsS
CTaTUCTHKA 0TOOpakauch B BUE cpeaHux apudmerndeckux (M) U cTaHIapTHBIX
OTKJIOHEHUH. B cioydasx OTCYTCTBUS HOPMAIBHOTO  pacHpeicsicHUs, B
OMUCATEIBLHON CTATUCTUKE UCIOIB30BAINCH Meauanbl (Me), 25 u 75 npouneHTuau
Y MaKCUMaJIbHbIC 1 MUHAMAJIbHBIC 3HAYCHHS (MUH; MaKcC.).

JIns mapHBIX MEKIPYNIOBBIX CPABHEHUM KOJWYECTBEHHBIX IEPEMEHHBIX
npu OTCYTCTBUU HOPMAaJIbHOTO pacrpeneneHus HCIIOJIb30BaJICs
HelmapaMeTpuueckul kpurepuii ManHa-YuTHu. Pasnuuusa Mexnay rpynmnamMu
HAOJIOICHUS CUUTAIIM CTATUCTUYECKU 3HAUMMbIMU TipH p<0,05.

[Ipu omnenke >OPEKTUBHOCTH TEpanuu Mg HU3YYCHHS JTUTEIbHOCTU
0e3peruJAUBHOTO TMepuoa IMOcjie JIOCTHKEeHUs HeakTuBHOW cTtaguu BI'®C Obui
WCMOJIb30BaH MeToJ aHanmu3a pJoxutusd Kammana-Meiepa. st oneHku
CTaTUCTUYECKON 3HAYMMOCTH pa3JIMYUi JJIUTEIBHOCTH O€3peUANBHOTO NEPHOIa
B 3aBUCHUMOCTH OT CXEMBbI JICYCHHS HCIOJIB30BAIM JIOI-PAHIOBbIA KPUTEPU
Mantena-Kokca u kpurepuit bpecnay.

Jlns ompeneneHuss paHHUX MapkepoB pa3zButusi B[ @C y nanumeHToB ¢
clOMA  O6b1  UCHONB30BaH  METOJl  MHOXKECTBEHHOTO  JIOTHCTUYECKOTO
PErpECCMOHHOTO aHainn3a. B KadyecTBe MOJENM JIOTUCTHYECKOM pPETpecCHH
UCITI0JIb30BaIaCh 3aBUCUMOCTh JioraprudMa maHca HaCTYIJIEHUS POTHO3UPYEMOTO
COOBITHSI OT JMHEHHOW KOMOMHAIMU TEePEMEHHBIX-NPEeIuKTOpoB. IlocTpoeHue
IIPOTHOCTHUYECKOM  MOJEIM  OCYIIECTBIAJIOCH  IOLIArOBBIM  METOJAOM €
ONPEAECICHUEM YMCIOBOIO ITOKaszarens. Mapkepbl BKIHOYAINCh B MOJEIb B
3aBHCHMOCTH OT OLCHKM 3HadeHnmil koddduuuenta nerepmuHarmn (R,
ITOKA3bIBAIOUIETO JOJIKO BIUSHUSA NPEAUKTOPOB, BKIIOYEHHBIX B MOJENIb, HA
JIUCIIEPCUI0 TIEpEMEHHOM OTKJIMKa. [IpoBepka CTaTUCTUYECKOM 3HAYMMOCTH
MOJEIHN OCYLIECTBIUIACH TPU TOMOILM KPUTEPUS Xz Banpna.

Mogens cuntanu cratucTudecku 3Hauumoinl npu p<0,05. Jlns oueHku
COOTBETCTBHSI MOJEJIM HCXOAHBIM JIAHHBIM HCIOJIb30BAJIM KPUTEPUU COIJIACHUS
Xocmepa-Jlememesa. WHTepnperanus napaMeTpoB NPOTHOCTHYECKOM MOJAEIHU

IIPOM3BOIMIIACH HA OCHOBE BEIIMYMHBI OTHOMIECHHUS maHcoB (manee OR, odds ratio)



44

¢ 95% noBepurenbHbIM HHTEpBAIOM (fanee — JIM). OTHOIIEHWE IAHCOB CUUTAIIN
CTaTUCTUYECKH 3HA4YuMMbIM, eciu B ero JIM He mnomagama eauHMIIA.
UyBCTBUTENBHOCTh U CHEHU(PUIHOCTh MPEAUKTOPOB OILCHUBAIUCH MPU TTOMOIIH
ananu3a ROC-kpuBbIX.

KonanuecTBennas WHTEpIIpeTalus pE3yIbTAaTOB MPOTHO3UPOBAHUS
MpoBOJMIACh TNpU momon MocTpoeHuss ROC-KpUBBIX C OLEHKOW BEJIUYHUHBI
wroniaau o kpusoi (AUC — Area under ROC curve).

2.10. /Iu3aiin uccjaeq0BaHUs

Jlv3aliH ucciae0BaHus MPeICTaBICH HA pUCYHKe 1.

I MauueHTtbl ¢ cFOUA (n=400) I

MauuneHTbI C reMO(parOLlMTaprlM CHHAPOMOM
(n=100)

| Cny4au remocparouutapHoro cuHapoma (n=114) |

Ha coHe T'MBIN F'MBMN-HauBHbIE
(naumeHTbl N=17/ (naumneHTbl N=83/

cny4yau n=30) Cnyvau n=84)

¥ L 2

OueHka ocobeHHoCTel TeueHuA remocaroumTapHoro cuHapomay aetei
KnuHun4yeckue nposiBneHus
INabopaTtopHble NoKkazaTenu (oLeHKa aKTMBHOCTH)
HaHHble MHCTpYMeHTanbHbBIX UCCNIeA0BaHUNA (OLIeHKa NOpPaXeHUA BHYTPEHHUX OpraHos)

k2

AHanuz ac¢pchekTUBHOCTH pasnU4YHbIX cxem rneveHusa s[OC

e =

| Pa3pa6oTka nporHoctuyeckoi Mmogenu paseutus BFPC y naumeHtor ¢ clOMA |

e =
Pazpabotka nepcoHncMLMpPOBAHHOrO anroputMa QUarHocTUKKN U nevyenunsa BFPC y naumeHToB ¢ clOUA
= 3
MpocnekTUBHaA oLeHKa UCXOOOB KaxAble 6 MecsiLleB nNocne pasBUTUA remocgarouUuTapHOro cUHApoma
(6 mec, 12 mec , 18 mec, 24 mec, 30 mec, 36 mec)

Pucynok 1. Jluzaiin ucciieq0BaHusA
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I'JIABA 3. PE3YJIBTATBI UCCJIEJJOBAHMUS
Ha nanHom stare paboTbl ObUIM OCTABIIEHBI CIEAYIOIINE 3a/1a4H:

1. BwisButh yactoty pazsutus B @C u mpoaHamu3upoBaTh AeMOTpadhUIecKyro
Y KIIMHUYECKYIO XapakTepuCcTUKY manueHToB ¢ cFOUA u BI' OC.

2. BrpiaButh Tpurrepusie ¢paktopsl BI'@C B aHanu3upyeMoil KOropTe naiieHToB
c cfOUA.

3. Oxapakrepu3oBaTh KIMHUYECKHE M JlabopaTopHbie MposiBieHuss B OC y
nainueHToB ¢ clOUA.

4. BeisButh ocobeHHocTu TeueHuss BI'DC y «OHMOJIOTMYECKH HAWBHBIX» U
«OMOJIOTUYECKU HE HaWBHBIX» NalueHToB ¢ ctOUA.

5. Ouenuth 3¢ (HEKTUBHOCTD PA3IUYHBIX TEPANIEBTHUECKUX cxeM jeueHus Bl OC
B 00ILel KOropre, y «OMOJOTUYECKH HAUBHBIX» U «OMOJIOTUYECKU HE HAWBHBIX)»
nanneHToB ¢ cFOUA.

3.1. lemorpaduyeckasi 1 KJIMHUYECKAS XaPAKTEPUCTHKA MALMEHTOB C
cfOUA u BI'®C

B perpocniektuBHbIN aHanu3 BKItOUYeHbI faHHble 400 manuenToB ¢ ctOUA, n3
vux 317 (79,25%) — «Ouonormyecku He HauBHbIX» U 83 (20,75%) -
«Ounosornyecku He HauBHBIX» [100].

AnanmusupoBanuck nanueie 100 mamuentoB ¢ BI'®C (49 manbuukoB u 51
JeBOYKa) B Bo3pacte oT 4-x 1m0 18 ner; 83 «OuonOrMyeckd HauBHBIX» U 17
«OVOJIOTUYECKH HE HAWMBHBIX»; cpefusis piuTenbHocTh clOMA — 6 mer. Me
Bo3pacta pa3Butusa BI'@C cocraBuia ~9 ner, cpelHss NPOAOJDKUATEIBHOCTh Ha
MomeHT Bepudukaruu —31 cyrku. Jlo passutus BI'@C 1/3 narueHToB noiydanu
metotpekcat (MT); 17% — IuA (13% u 35% «OHONOrHYecKr HAMBHBIX M HE
HauBHBIX»); 9% (5% u 29% «OWONOrMYecK HAUBHBIX M HE HAMBHBIX»
cooTBeTCTBeHHO) — BHyTpuBeHHbIE [ KC (Tab. 5).

B rpynne «Ouonorvuyeckd HE HAWMBHBIX» MalMeHTOB &83% cocTaBUiIU

ACBOYKH, B I'PYIIIIC «OMOJOTHYECKH HAaWBHBIX) J0JIAA MAaJIb4YHUKOB U JCBOYCK ObL1a

OJIMHAKOBOW. JlOCTOBEpHOW pa3HULBI MO JPYrUM JIeMOrpapUUecKuM H
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«OHOJIOTUYECKH HE HAUBHBIMI)) nmanuc€HraMu HE OBLIIO.

«OMOJIOTUYECKH

HAaWuBHBIMHW» H

Tadauma 1. [lemorpaduueckasi W KIHHMYECKAsT XapPaKTEPHCTHKA
nanueHToB ¢ ctOUA u BI'®C
IMoka3aTenu O6mas koropra | «buonornyeckn «buonornyecku He p
Me (25%; 75%) nmamuenToB N=100 HAWBHBIE» HAUBHbIE»
MANMEeHThbI nanueHThl
n=83 n=17
[Ton (Manbumku/ neBoukn), | 49 (49)/51 (51) 46 (55)/37 (45) 3(17)/14 (83) 0,003/0,021
abc. (%)
Bospact, rojsr 13,65 15,43 11,72 0,085
(6,84; 18,12) (7,15; 17,45) (4,53; 15,31)
Bo3spact ne6rora ctOUA, 9,32 8,23 6,17 0,092
OBl (3,93; 13,60) (3,65; 11,43) (2,15; 10,75)
Bo3spact pazutus B @C, 8,95 10,32 10,54 0,104
TOJbI (4,15; 15,5) (4,16; 15,84) (4,89; 16,5)
HnurensHocth CKHOUA, 6,7 6,43 6,6 0,099
rOJIBI (4,15; 10,86) (5,5; 10,5) (4,65; 11,35)
HmurensHocth BI'®C Ha 31,3424 32,6+3,13 25,7+1,69 0,067
MOMEHT BepU(PHKALIUH, CYT. [2; 168] [2; 168] [3; 109]
M=m [min; max]
Tepanus, npexmecrsyomas BI'®@C
Mertotpekcat (MT), a6c¢. 33 (33) 25 (30) 8 (47) 0,016*
(%)
Huxnocnopun (1I1A), a6e. 17 (17) 11 (13) 6 (35) 0,041*
(%)
IMepopanbubie ['KC, abc. 9(9) 4 (5) 5 (29) 0,317
(%)
Buyrpusennsie ['KC, alc. 2(2) 0 (0) 1 (6) -
(%)
Tommmzymao, ade. (%) 7(7) - 7 (41) -
Kanakunyma0, aoc. (%) 7 (20) - 7 (41) -
Oraneprent, ade. (%) 2(2) - 2 (12) -
Anammmyma6, abe. (%) 1(1) - 1 (6) -
JIMUTEeNbHOCTD TEparuu 34,12 - 34,12 -
I'BII, mec (17,07; 55,18) (17,07; 55,18)
JIMUTEeNbHOCTD TEparuu 51,38 45,32 40,16 0,174
MT, mec (7,75; 112,41) (6,25; 77,43) (5,75; 81,93)
JIMUTeNnbHOCTh TEpauu 25,33 28,03 22,16 0,202
uA, mec (2,08; 46,5) (5,32; 44,05) (2,25; 42,02)
JInuTenbHOCTh Tepanuu 3,13 3,02 3,6 0,315
I'KC, mec (0,75; 4,87) (0,5; 3,15) (1,25; 4,75)

3.2. Yacrora pazsutus BI'®C y nanueHToB ¢ cucteMHbiM FOUA

B anamusupyemoit xoropre marueHTtoB (N=100) 3apeructpupoBano 114

ciyyaeB BI'®@C, 100 nepBuunbix u 14 nmoBropHbIX; B 84/114 (73,68%) cnyuasx —y




47

«OHOJIOTHYECKU HaMBHBIX» manueHtoB, B 30/114 (26,32%) — Ha done Tepamuun
I'UBI1 («Onosiormyeckn He HaWBHBIX»), W3 HuX B 20/114 (17,54%) cmydasx —
KaHakuHymaoom, B 7/114 (6,14%) — Ttoumnmsymabom, B 2/114 (1,75%) -
stareprentToM, B 1/114 (0,89%) — anammmymadom.

Me manuTenbHOCTH JeueHus: Tounnuzymabom o passutus BI' @C cocraBuia
47 mec., KaHaKuHyMa0OoM — 26 Mec., dTanepuentoM — 43 mec., ananumymadbom — 14
Mec. (Tabin. 5).

B 70/84 (83,33%) «Ounonoruuecku HauBHBIX» citydasx B[ @C pa3BuBaiics B
neorore ctOMA.

Bce ciiyuan BI'®C B 006eux rpymnmax naiueHToB («OMOJOTUYECKA HAUBHBIX)
U «OMOJIOTUYECKHA HE HAUBHBIX)) MPOAHATM3UPOBAHBI 110 KPUTEPUSIM JTHATHOCTUKA
Opranmuzanuu 1O TMPOBEICHUIO MEXAYHAPOAHBIX HCCICAOBAaHUNA B 00JIacCTH
nerckoit pesmatosioruu (PRINTO) ot 2016 roga u ¢ moMoIp0 BaaugupoBaHHOM
IIKaJIbl peakKTHBHOTO TremModaromurapHoro cuuaapoma — HScore (Hemophagocytic
Syndrome score) ¢ moacYeToM CyMMapHOro Oajila M BBIYHCICHHEM IPOICHTA
BEpOSITHOCTU TemodaronurapHoro cuuiapoma. B pesynsrate 100% cinydaes
cootBeTcTBOBaNM KputepusiM BI'®C PRINTO u tonbko 37/114 (32,46%) cinyuacs
HaOpamu 6osee 80% BepositHocTr BI'DC u 66/114 (57,89%) — Gonee 162 Gannos
u3 337 BO3MOXHBIX 10 Tkane HScore.

3.3. Tpurrepublie ¢pakropsl pazputusi BI'®C y nanuentos ¢ ctOUA

B 66/114 (57,89%) cuyuasx BI'®C: 46/84 (54,77%) «Ouomorndecku
HauBHbIX» U 20/30 77,77%) — «OMOJOTMYECKH HE HAWBHBIX» W WHOEKIIMOHHBIN
TpUTTEpHBINA (PakTop BhIABICH HE Obul, U Bl ®C accouuupoBaicsi ¢ aKTHBHOCTHIO
OCHOBHOTO 3a00JI€BaHMs.

WNudekimonnbie TpUrrepHbie pakTopsl ObUH BhIsBICHBI B 48/114 (42,10 %)
cinyyasix B['®@C: B 38/84 (45,23 %) — «Ouonornyeckn HamHoro» u B 10/30
(33,33%) — «Owmomormuecku He HauBHOrO». B 9/114 (7,89%) caywasx -
WH(EKITMOHHBIM TPUTTEPHBIM (PaKTOpOM OblIa TEHEpaTu30BaHHAS OaKTepuaahbHas
undekus (cercuc) (puc. 2); B 41/114 (35,96%) — aktuBHas uHEKIUS,

BbI3BaHHAs BUpycaMu U3 cemeiictBa Herpesviridae: Dmmreiina-bapp BupycHas
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udpekust — B 14 (12,28%), untomeranoBupycHas uadekuus — B 13 (11,40%),
Bupyc repreca 6 Tuma — B 11 (9,64%), Bupyc repreca 1 u 2 tuma — B 3 (2,63%)
CITydasx.

Cpenn OakTepuambHBIX TPUTTEPOB TIO JAHHBIM MHUKPOOMOJIOTHYECKOTO
WCCIICIOBaHMsI KPOBHM OBUTM BBISIBJIICHBI clienyromme Oaktepuu. Staphylococcus
epidermidis (3/9), Staphylococcus hominis (2/9), Pseudomonas monteilii (1/9),
Streptococcus parasanguinis  (1/9), Stenotrophomonas maltophilia (1/9),

Staphylococcus aureus (1/9), Micrococcus luteus (1/9) (puc. 2).

KpoBb

1
1

\

1

= Staphylococcus epidermidis
= Staphylococcus hominis
Pseudomonas monteilii (Ps. putida group)
= Stenotrophomonas malfophilia
= Streptococcus parasanguinis
Staphylococcus aureus
Micrococcus luteus

Pucynok 2. Pe3dyabrarbl MHKPOOMOJOTrHYECKOr0 HCCICA0BAHUA KPOBHU

namnuenToB ¢ cFOUA u BI'dC (n=9)

3.4. Knunuveckue u Jiadboparopusie nposisienuss BI'@C y nanueHToB ¢
cIOUA

3.4.1. Knunnuyeckue nposiienuss BI'®@C y nanuenton ¢ clOUA
Knunanueckue nposisinenust BI'@C y manmentoB ¢ clFOUA nipencraBieHs! B TabI. 6.
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Tadoauna 6. Knunuveckue nposijennsi BI'®@C y nauuenton ¢ cFOUA.

Cayuan Cayuaun BI'®@C Cayvan BI'®C p

B[ ®C (T'ABII- (TUBII-ue

n=114 HaWBHbIE) HAWBHbIE)

(100%0) n =84 (74%) n = 30 (26%0)
Jluxopaska Bbiiie 38,5°C 111 (97%) 83 (99%) 28 (93%) 0,134
Chlrb 68 (60%) 56 (66%) 12 (40%) <0,05
['enmaTomeranus 84 (74%) 65 (77%) 19 (63%) 0,226
CrieHoMeranus 75 (66%) 58 (69%) 17 (56%) 0,372
JlumpaneHonatus 56 (49%) 48 (57%) 8 (26%) <0,05
Muaruu 32 (28%) 29 (35%) 3 (10%) <0,05
[MTopaxxenune [THC 8 (7%) 7 (8%) 1 (3%) 0,314
I'emopparuueckuii cunapom | 4 (4%) 4 (5%) 0 0,207
IMopaxenune CCC 32 (28%) 26 (31%) 6 (20%) 0,169
[TopaxeHue JerKux 26 (23%) 16 (19%) 10 (33%) 0,183
[TopakeHue mouex 7 (6%) 6 (7%) 1 (3%) 0,407
HScore, ko;1-Bo 6aioB 174 [min 53; | 171 [min 53; max | 182 [min 93; max | 0,324

max 302] 287] 302]

IIpumeuanus. [IHC — uenrpansHas HepBHas cuctema; CCC — cepaedHO-cocyaucTas

cucrema; HScore — Hemophagocytic Syndrome score.

B o6mieit koropre mamnuentoB ¢ cfOUA knmunudeckue mnposisienus Bl OC
Biiovanu:  (eOpwibHyto nuxopaaky Beime 38,5°C  (97,74%  cimydaes),
remaromeranuio (73,68%), crurenomeranuio (67,57%), NATHHUCTO-MAITYJIC3HYIO
coinb (59,65%); nmumdanenonaruo (49,12%), muanruu (28,07%), mopaxkeHue
(cepaeuno-cocyauctoit cucremsl — nanee CCC) (28,07%), nerkux (22,81%), IIHC
(7,02%), mopaxxenue mouek (6,14%), remopparndeckuii cuaapom (3,51%).

[Topaxxenue IHC MPOSIBIISIIOCH Cyaoporamu, IapECTE3UAMU,
nepupepruueckoil HelponaTuen; NoYeK — HapylleHueM (UIbTPALMH a30THUCTHIX
OCHOBAaHHMM M HapacTaHUEM a30TeMHH; JIETKHMX — IUICBPAIbHBIM BBITIOTOM,
JICTOYHBIMA HWHQWIBTPAIUSIMHA M TEMOPPArHYECKUM alIbBEOJIUTOM; CEpICYHO-
COCYIUCTOM CHCTEMBI — MHOKApPINTOM, TIEPUKAPIUTOM, SHIOKAPAUTOM, CEPIACUHOM
HEJ0CTAaTOYHOCTHIO.

Bropuunbiii ['@C Takke nposBISUICS HAPYLIEHHEM B CUCTEME IeéMOCTas3a ¢

pPa3BUTHUEM reMOPParnuecKoro CUHAPOMA.
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3.4.2. Jlabopatopublie nposijieHus BI'®C y nanuenton ¢ ckOUA
Jlaboparopusie nposiBiaeHust BI'@C y manuentoB ¢ cFOMA, BKIIOUEHHBIX B
UCCJIeI0BAHKE, MTPEACTABIICHBI B TA0M. 7.

Taoauua 7. Jlaboparopubie nposiBjieHus BI'®C y nanuentos ¢ cFOUA.

Meauana
(25%; 75%0)
[min; max]
Cnyuau BI'®C Kpurepuii
«OUOIOTUYECKU ManHa-YuTHU
HauBHBIC) (N=84) (p)
Ciyyau BI'®C
«OWOJIOTUYECKU HE
HauBHBIC» (N=30)

Pedepencunie
3HAYeHHA

IToxa3zarTenn

96,5 (84; 106)

[61; 145] 0,008*

104,5 (94,25; 123,25)
[67; 163]

I'emornoOuH, r/n 120-145

3,78 (3,34; 4,12)
[2,13; 5,01]
4,17 (3,77; 4,86)
[3,10; 6,15]

DPUTPOIUTHI, MITH/MKJT 45-53 0,0003*

149 (102, 392)
[41; 523]
101,5 (26,1; 212)
[4; 362]

TpoMOOIUTHI, THIC./MKIT 150-440 0,025*

4,42 (1,25; 11,67)
[0,69; 25,84]
3,22 (2,04; 4,36)
[0,70; 15,58]

JIEHKOLUTHI, THIC./MKII 45-115 0,074

1,45 (0,36; 9,01)
[0,01; 12,45]
1,20 (0,56; 4,14)
[0,01; 11,49]

Hetitpoduisl, ThIC./MKIT 1,1-5,8 0,123

1,21 (0,85; 2,7)
[0,09; 4,30]
1,21 (0,73; 2,2)
[0,22; 5,63]

0,451

JIuMoHTHI, THIC./MKJ 1,5-6,5

45 (21,75; 61)
[2; 111]
17,5 (5,25; 46,5)
[2; 98]

COD, Mmm/u 2-20 0,001*

127 (69,2; 417)
[32,7; 2697]

LI L =l 135,91 (77,2; 520,42) DA

[46,09; 1272,30]
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Taoauna 7. JlabopaTtopubie nposiieHuss BI'®C y nanuentoB ¢ citOUA

(mpomxomkeHue).

Meauana
(25%; 75%0)
[min; max]
Ciyuan BI' ©C Kpurepuii
«OUOJIOTUYECKU ManHa-YuTHH
HauBHBIEY (N=84) (p)
Ciyyau BI'®C
«OUOJIOTUYECKU HE
HauBHBIC» (N=30)

Pedepencunie
3HAYeHHA

IToxka3zarTenan

143,65 (89,1; 512,3)
[43; 1519]
171,64 (102,4; 515,8)
[57; 767,7]

ACT, En/n 5-42 0,110

37,33 (23,85; 48,45)
[3,07; 91]
33,24 (24,4; 52)
[16; 72]

Kpeatnnun, MKMOJIB/1 27-62 0,932

4,80 (3,59; 5,93)
[1,77; 56,00]
4,45 (2,53; 6,07)
[2,27: 13,82]

MoueBrHa, MMOJIB/II 1,8-6,4 0,314

27,59 (12,98; 94,88)
[5; 629]

21,60 (10,95; 40,03)
[5; 377]

ITT, En/n 3-30 0,116

111,56 (71,17; 192,72)
[7,54; 368,31]
55,77 (9,92; 164,88)
[1,86; 407,12]

CPB, mr/n 0-5

0,006*

4195,21
(1979,2; 11569,37)
[702,38; 130149,20]
2319,59
(1167,75; 4727)
[773,90; 121396,00]

®deppuTHH, HI/MII 14-124 0,022*

4135 (288,75; 670,75)
[162; 5245]
600 (366,13; 894,5)
[110,6; 2148,57]

JIAL, En/n 91-295

0,049*

2,55 (1,96; 3,17)
[0,77; 7,35]
3,02 (2,02; 4,01)
[0,86; 10,98]

Tpurnunepuabl, MMOJIb/JT 0,34-1,6 0,083

29 (25,38; 34)
[16,1; 63]
32,8 (29,36; 35,85)
[20,3; 51,9]

AnsOyMUH, T/1 38-54 0,001*
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Taoauna 7. JlabopaTtopubie nposiieHuss BI'®C y nanuentoB ¢ citOUA

(mpomxokeHue).
Meauana
(25%; 75%0)
[min; max]
Ciyuan BI' ©C Kpurepuii
Iloka3zaTennb Pedepencunie «OMOTOTHYECKI Manna-YurHu
3HAYEHHUSA
HauBHBIEY» (N=84) (p)
Ciyyau BI'®C
«OUOJIOTUYECKU HE
HauBHBIC» (N=30)
67 (61; 74,12)
N i [23; 84,57]
OOmumii OeoK, /1 65-75 67 (64.67; 72.93) 0,636
[50,52; 81,52]
136 (133; 138)
o _ [128; 144]
Hatpuii, Mmonb/a 134-145 135,69 (133,81; 137,34) 0,840
[130,60; 142,01]
4,49 (4,22; 5)
. ) [3,13; 6,38] -
Kannii, MMoIIB/11 3,4-5 4.33 (4.04: 4,52) 0,047
[3,51; 6,91]
101,15 (99; 103)
) [89,6; 115] *
Xopuapl, MMOJIB/JT 96-110 103,48 (99,33: 104.8) 0,020
[96; 109]
5,05 (2,64; 8,98)
) [1,20; 47,01]
Kenezo MKMOJIB/JI 9,3-23,6 4,93 (2.4: 8.7) 0,399
[1,10; 33,40]
0,43 (0,16; 0,88)
_ [0; 16,19]
IIKT, ur/mn 0-0,05 0.28 (0,14 0.64) 0,374
[0,03; 7,97]
[MporpomoOuH no Keuky, % 81 (69; 92)
(n=75 nast «OUOTOTHUIECKH [17; 120]
HAVBHBIX) 70-120 ) 0,564
(n=29 mist «OHOIOrHUECKH 83 (65’ 103)
[48; 122]
HE HAaUBHBIX))
TpoMOHUHOBOE BpeMsi, CEK. 16,9 (15,7; 19)
(=75 nnst «GUOIOTHIECKH [12,8; 26,3]
HaVBHBIX» 14-21 . 0,744
(n=29 mst «OMOIOTHUECKU 17,5 (1125,82'541023 ,05)
HE HauBHBIX») [12.8; 40,7]
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Taoauna 7. JlabopaTtopubie nposisjieHuss BI'®@C y nanuentos ¢ cFOUA

(mpomxokeHue).
Meauana
(25%; 75%0)
[min; max]
Ciyuaun BI'®C Kpurepuii
Iloka3zaTennb Pedepencunie «614}(,)?10r1/1qe01<1/1 Manna-YurHu
3HAYEeHHSA
HauBHBIEY» (N=84) (p)
Ciyyau BI'®C
«OUOJIOTUYECKU HE
HauBHBIC» (N=30)
[TpoTpomOuHOBOE BpeMms, 15 (15,7; 19)
CeK [11,5; 51,9]
(n=75 nnst «OnuoONTOTUUECKU
HaVBHBIX» lerlle 15,1 (13,45; 17,5) Bibs
(=29 nnst «OnoNIOrNUECKU [12,4; 21,3]
HE HABHBIX))
MHO 1,12 (1,05; 1,24)
(n=75 mist «OHOIOrHYECKU [0,91; 3,54]
HANBHBIX» 0,97-1,3 ) 0,758
(n=29 m1st «ONOIOrHYECKU 1,10 (0’99’ 1,28)
[0,91; 1,53]
HE HAaUBHBIX))
AYTB, cex 31 (27,4; 38,4)
(n=75 mst «ONOIOTHYECKU [22,5; 78,8]
(n=29 )IJ?:IZEI:II:J)I(:FquCKH B3 312 (26,2, 38,75) he
[20,7; 48,8]
HE HABHBIX»)
J-mumep, MKr/Mit 2,84 (1,54; 4)
(n=59 m1st «OMOIOTHUECKU [0,12; 20]
(n=22 )IJI;:IZEI:II:)IJ)I(:FquCKI/I PO 2,81 (0,57 4,32) o
[0,22; 18,88]
HE HAUBHBIX»)
dubpuHoreH, /11 5,05 (2,9; 6,44)
(n=75 mist «OHOIOrHYECKU [0,85; 9,9]
HANUBHBIX» 2,12-4,33 ] 0,071
(n=29 m1st «OHOIOrHYECKU 3,04 (2’_02’ 5,79)
[0,60; 11,97]
HE HAaUBHBIX))

Ipumeuanue. AJIT — anmannnamuHotpanchepasza; ACT — acnapratamuHoTpaHcdepasa;
ITT - ramma-rnyramunamunorpancdepasa; CPb — C-peakrtuBnbiii  Oenok; JIAIT —
nakrataeruaporenasa; I[IKT — npoxansuuronns; MHO — mexayHapoaHOE HOpMaiM30BaHHOE
otHomeHne; AYTB — akTHBUpOBaHHOE YaCTUYHOE TPOMOOIUIACTHHOBOE BPEMH.

Bo Bcex cuyuasx BI'®@C oTmedancs BBICOKMH YypOBEHb (eppUTHHA
ChIBOPOTKHU KpoBH (min 702,38 ur/mia, max 130149,2 ar/mn, Me 11864,2 ur/mi),
tpomborronenus (84,77%), neikonenus (62,14%), sputpouurtornenus (24,50%),
CHIDKEHHME YpOBHS TemorioomHa (26,42%), TOBBIIIEHUE KOHIICHTpAIUU

TPUTJIMIEPUIOB  ChIBOPOTKH KpoBu (85,96%); runonarpuemus (15,23%),
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runonpotenHemus (17,14%) 3a cuer ansOymuna (91,85%), sBineHust renaturta —
noBeimenne aktuBHoct ACT (55,81%), AJIT (42,65%), I'TT (42,26%) u JIAT
(77,19%) crIBOPOTKH KPOBH M HHM3KHI YPOBEHb CBIBOPOTOUHOTO Kenesa (76,12%)
(Tabm. 7).

Koarynorpamma ompenensimace B 104/114 caywgasx BI'®C, B 72/104
(69,23%) wHaOmomanzach rumnepkoaryisiusa. OO0 3TOM  CBHIETEIHCTBOBAJIH
ykopouenne  AYUTB, MOBBIIEHWE  ypoBHA  [[-numMepa B KpOBH,
runep@uOprUHOTeHEMHS, TIOBBIIIIEHUE YPOBHS (PMOPHUH-MOHOMEPHBIX KOMILJIEKCOB.
B 15/104 (14,42%) cnydasx HaOmomanach Koaryjaomnatus MTOTpeOJIeHUs €O
CHIW)KCHHEM ypoBHA (ubpunorena kpoBu. B 26/114 (22,81%) cmoydasx
KOaryJjonaTusi COMPOBOXKIANIACh MOPAKECHUEM MHUKPOIUPKYJISITOPHOTO pycia, YTo
MOATBEPKIANOCH MOBBIIIEHUEM cojiepkaHus pakTopa (GoH Bumiedpanna B KpoBu
U CHIDKCHHEM €CTECTBEHHBIX AHTHKOAryJIsHTOB — mpoTermHa C u mpoTewHa S
(Tabmn. 7).

B 45/114 (39,47%) cnyuasx BI'@C npoBeneHO MMMYyHO(DEHOTUITMPOBAHUE
mumporuToB B mnepudepudeckoir kposu. B 27/45 (60%) ciydasx oTMeyanoch
yBenuuenne myia T-numdorutoB (3a cuer T-IUTOTOKCHMYECKUX JHUMQOIUTOB
(max 3461/mxi; min 66/mki; Me 919,7/mxi) u T-xennepoB (max 3259/mkit; min
48/mxim; Me 885,6/Mkin)), yMeHbIieHHE yuciaa B-mumdoruroB (min 2/MKiI; max
2427 /mxa; Me 352,1/MKi1) 1 HaTypaidbHBIX KWJuiepoB (min 4/mMki; max 2343/mki;
Me 293,9/mk) (Tabm. 8).

Taoauna 8. Ilokazateau uMMyHO(eHOTHNHPOBAHUA JUM(OUUTOB B

nepudepunyeckoii kpoBu namueHToB ¢ cFOUA u BI'®C (n=45).

Pedepencubie [Menuana| Min | Max | 25% | 75%
3HAYCHUS

CD3+ (3peasbie T-ad), /mru 1400-2000 | 1802,2 | 123 | 5238 | 1036 | 2284
CD3+CD4+ (T-xesmepsl), /MKJI 700-1100 885,6 48 | 3259 | 512 | 1117
CD3+CD8+ (T-uuTOTOKCHYECKHE), 600-900 919,7 66 | 3461 | 553 | 986
/MK
CD4/CD8 1,1-14 1,6 0,1 19 0,7 | 16
CD19+ (B-tumpouuTsl), /MK 300-500 352,1 2 | 2427 | 103 | 515
CD16+CD56+ (NK), /Mmka 257-619 293,9 4 2343 | 82 | 275
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3.5. Ocobennoctu Teuenusi BI'®C y «OMoJ0ruyecKH HAUBHBIX» H
«0MO0JI0TMYECKH He HAMBHBIX» nanueHToB ¢ cFOUA

CpaBHUTENBHBIA  aHaNWM3  KIMHWYECKUX  mposiBieHut  BIOC vy
«OMOJOTUYECKN HAWBHBIX» U «OMOJIOTUYECKH HE HAMBHBIX)» MAIMEHTOB, IMOKa3all,
YTO y «OHOJOTUYECKHM HAWMBHBIX» JIOCTOBEPHO 4Yallle HAOII0aMCh MSATHUCTO-
namyJsiesHasi Chillb, JuUM@daaeHonaTUsi, MHUAITUHA, C OJWHAKOBOW YacTOTOMH
PETUCTPUPOBAIUCH JIUXOPAJKa, TeNaTOMEraius, CIUICHOMETalIus, NOPaXEHUE
CCC, nouek, [THC; nerkux (Tada. 6).

Hnst  cpaBHeHusi JnabopatopHbix MapképoB BI'DPC y «Oumomoruyecku
HAaUBHBIX» U «OMOJIOTUYECKH HE HAWBHBIX» MAIIMEHTOB OBbUI MPOBEICH aHAJIU3
JAHHBIX C oOmpeneraeHueM Kputepus ManHa-YutHu (tabdn. 7). PesynbraThl
CPAaBHUTEJIBHOIO aHaJM3a MOKa3ald, 4YTO HauboJee 3HAYUMBIE pPa3IUdus
BBIBJICHBI ~ CpEIM  CJIEAYIOIIUMX JIA0OpaTOpHBIX  IOKa3aTeled:  ypOBEHb
reMOrjo0rHa, YUCIO APUTPOIUTOB U TpoMOOIUTOB KpoBU, COD, KOHIEHTpaIUsI
CPb, pepputuna, anpOymuHa, Kanus U XJIOpUA0OB, akTUBHOCTh JIJII" B cbIBOpOTKE
KpoBH (Ta0I. 7).

VY «OuoJOTHYECKH HAWBHBIX» IMAIMEHTOB IO CPAaBHEHUIO C MallUCHTaMH,
nonyuaBmumu [T'UBII, gocroBepHO HMKe ObUT YpPOBEHb TI'€MOIJIO0MHA, YHCIIO
SPUTPOLIUTOB KPOBH W aKTUBHOCTH JIJ/II' CHIBOPOTKM KpOBH, 0oJiee BBIpakeHa
rUNnoaab0yMUHEMHUsI, 3HAUUTENBHO Bbile okazaTeab COD, koHuentpanus CPb u
dbeppuTHHA U XJIOPUIOB CHIBOPOTKU KPOBH, MEHEE BBIPAKEHBI TPOMOOIIUTOTICHUS,
TUIOKAJIMEMHUS] U TUIIOHATPUEMUSL.

JlocToBEpHOI pa3HULBI MO TAaKUM MOKAa3aTesisiM KakK a0COJIOTHOE YHUCIIO
aerkonuToB, JMMboruToB KpoBH, akTuBHOCTE AJIT, ACT, I'T'T, koHneHTpanus
MOYEBUHBI, KpEaTUHNHA, HATPHs, MPOKAIBIIUTOHUHA CHIBOPOTKU KPOBU, a TAKKE
NoKa3aTeasiM  CyONOMyJISIIIMOHHOTO cocTaBa JuMdoruToB (Tadn. 8) wMexmay
aHAJTM3UPYEMbBIMH TPYIIIaMU HE BBISBIICHO (Ta01. 7).

B rpynne mnaumentoB, nonyvaBmmux ['MBII, Obuin mpoaHanu3upoBaHbI
KJIMHUYeCKne u Jiaboparopubie ocoOeHHOCTH BI'®C, pazBuBmerocs Ha GoHe

Tepanuu — KaHaKMHyMaOoM U Toumiauzymabom (tabn. 9). YV mnauueHTos,
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JCUMBIIMXCS KaHakKhuHymaOoMm, ObLio 3apeructpupoBano 20/30 (66,66%)
«Ouonornyecku He HauBHBIX» ciydaeB BI'®C, y mnanueHTOB, MOIyYaBIIMX
tormauszyma0o, — 7/30 (23,33%) ciayuacs.

Ta6imua 9. Kaumnuveckue u jadopatopHble nposiBienus BI'®C y

nauueHToB ¢ cfOUA, nosyyaBmmnx KaHAKMHYMa0/ TOWIN3yMao.

Cayuan BI'®C Cayuan BI'®@C
Ha (poHe Tepanun Ha (poHe Tepanuun
IMoka3zarenn KAaHAKHHYMa0oM TOUMJIM3YMAOOM
(n=20) (n=7)
Meaunana (25%; 75%) [min; max]
Jluxopanka Beimie 38,5°C 20 (100%) 5 (71%)
ChlInb 8 (40%) 0 (0%)
I'emaTomeranus 12 (60%) 3 (43%)
CruieHOMeraus 12 (60%) 4 (57%)
JIumpaaeHonaTus 4 (20%) 4 (57%)
TpomMOOIUTEI, THIC./MKIT 103 (75,5; 126,25) 140 (124,25; 217)
[20; 153] [102; 330]

depputuH, HI/MI

12600,7 (1731,23; 7968)
[773,9; 121396]

2621,5 (1901,35; 1824)
[1110,92; 4863,47]

CPB, mr/n 76,8 (25,58; 186,99) 91,57 (30,5; 115,25)
[1,86; 309] [4,67; 169,6]
Tpurautepuibl, MMOJIB/JT 3,4 (1,99; 3,28) 2,8 (1,75; 3,25)
[0,86; 8,96] [1,79; 4,01]
AJIT, En/n 126 (13; 205) 90,9 (26; 184,75)
[6,15; 617] [10; 280,38]
ACT, En/n 134 (26; 106) 71,4 (26,75; 95)
[19; 710] [17; 166,3]
ITT, Ex/n 44 (12,5, 77,4) 33,4 (13,5; 75)
[8,6; 377] [5; 92]
JIIT, En/n 792,8 (308; 705) 446,7 (308; 705)
[10,6; 2148,57] [207; 909]

IIpumeuanue. AJIT — ananunamuHorpancdepasa; ACT — acnapratamuHoTpancdepaza; ['TT —
ramMMa-TiayTaMuJIaMHHOTpaHCcepasa; CPb - C-peakTUBHBIN 0eoK; JIAT -
JaKTaTACTUAPOTeHa3a.

[Ipy cpaBHHUTENBHOM aHAIU3€ CTATUCTUYECKH TOCTOBEPHOM PAa3HUIIBI MEXKIY
NalMeHTaMU, JICUMBIIUXCS KaHAKMHYMaOOM M TOLMJIN3YMaOOM, HE BBISIBJICHO
(p>0,05).

OpnHako, B MOJArpyNIe NalMEeHTOB, MOJyYaBIIUX KaHAKUHYMAa0, yalie, 4eM y

MNanucHTOB, JICYMBIINXCIA TOHI/IJ'II/IS}’M36OM, PETUCTPHUPOBAJIMCH JIMXOpPAAKa, CbIIIb,
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renaToMeraiusi, 0ojiee BbIpakeHa Oblja TPOMOOIIMTOIEHHUSI, BBIIIE AKTUBHOCTH
ACT, AJIT u JIAI, koHueHTpauus (GeppuTHHA U TPUTITULEPUIOB CBHIBOPOTKU
KpoBH (Tabi1. 9), 4TO MOKET CBUAETEILCTBOBATH O OoJiee TsxenoM TedeHuu Bl OC,
y MalUeHTOB, MOJY4YaBIINX KaHAKUHYyMaO.

O tsoxenom teueHHH BI'PC y «OMOIOTMYECKHM HE HAMBHBIX» MAIUEHTOB,
MOJIYYaBIIMX KaHAKMHYMa0, MOXHO CYJIUTh MO KIMHUYECKUM U JIabOpaTOPHBIM
NPOSIBIICHUSM, MpeacTaBIeHHBIM B Ta0n. 9. Cpennsas pmurensHocTs BI' @C B 3TOM
MOATPYIIe TMalMeHTOB cocTaBwia 28,2 nHa (mpotuB 12,8 mHEH B moArpyImre
ciydaeB BI'@C Ha ¢one Tepanuu toumiauzymadbom). Kanakunyma® OblT y Bcex
nanueHToB BTopbiM ['MBII 1 HazHaueH nmo nmpuurHe HE3()PEKTUBHOCTHU JICUEHUS
cfONA Touunuzymabom. Tonunusymad B HOArpymne BceX «OMOJIOTUYECKH HE
HaWBHBIX» MAIlMEHTOB ObLI Ha3HAuUeH BrepBbie. B moarpynmne naruentoB ¢ Bl OC,
pa3BuBLIEMCST Ha (HOHE Tepanuu KaHAKMHYMaOOM, 3aperucTpupoBaHbl Ooliee
BBICOKME KOHILIEHTpauust (QeppuTHHA, TPUTIULEPUIOB M akTUBHOCTH JIJAI
CBIBOPOTKHM KPOBH IO CPABHEHUIO C KOTOPTOW KaK «OMOJOTMYECKH HAUBHBIX», TaK

U «OMOJIOTMYECKH HE HAMBHBIX» MAIUCHTOB (Tab. 6 u 7).

3akioueHue
[Toy4yeHHBIE PE3yNbTATHI MO3BOJISIOT CAEIAThH CIEAYIOIICe 3aKIIOUCHUE:

— TpurrepusiM (aktopom BropuuHOro I'dDC B 60% cnyuyaeB sBisIaACH
akTUBHOCTH cucteMHoro FOUA, xotopas B 40% coueranach ¢ MHPEKIIMOHHBIMH
areHramu: OoJjiee 4eM B OJIHOM TpETH CIlydaeB — C BHpPyCaMU M3 CEMEICTBa
Herpesviridae (Bupyc Dmmireitna-bapp, nuromeraaoBupyc, BUpycC repreca 6 ThIa,
BuUpyc reprneca 1 u 2 tuna), pexe (8%) — ¢ TeHepaTu30BaHHONW OaKTepUATHHOU
uHpekuuei (cencuc);

- yactota BTOopuuHOro I'dC B 00mieit KOropTe MaIMEeHTOB C CHUCTEMHBIM
FOUA, cocraBuna 25% (wactorta ciydaeB 28,5%), npu 3tom BTOopuuHbldi ['DC
HaOmonancs y Bcex 83 (100%) «Ouosoruuecku HauBHBIX» TMAIMEHTOB, 0ojiee yeM
y 80% u3 HUX B nebrote 3aboneBanus, u uib y 17/317 (5.4%) «Ouonorudecku He

HAaUBHBIX»: OoJiee 4eM y ABYX TpeTed B YCIOBHUSX JICUYEHHS — KaHAKUHYMaOOM,
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OKOJIO YETBEPTU — TOoLMIIN3yMadboM, y 10% — sTaHepuenToM u afgaaumymadom; —
tepanus cucreMHoro FOMA reHHO-MHKEHEPHBIMU OMOJIOTUYECKUMHU TpernapaTaMu
MackupoBasia mposieieHus: BTopuyHOro ['dC: B «OMOJOrMUECKM HE HAWBHBIX)»
Cllydasix KIMHUYECKHUE MapKepbl (ChIMb, TUMQpaJCHONATHsI, MUAITHS) BBIABISIUCEH
pexe, a U3MEHEHHs TabOpaTOpHBIX MoKa3areneil (konuenTpauus Geppurtuna, CPb,
albOyMHMHA, XJIOPUIOB CBIBOPOTKM KpoBH, Tmokazarenb COD, ypoBeHb
reMOTJIOONHA, YHCJIO DPUTPOIMTOB KPOBH) OBUIM MEHEE BBIPAKCHBI, YeM B
«OMOJIOTUYECKU HAUBHBIX», 32 UCKIIFOUEHUEM YMCIIa TPOMOOLIUTOB KPOBH, KOTOPOE
ObUIO 3HAauYuMO HMke, W akTuBHOocTH JIJII' CBIBOPOTKHM KpoOBH, KOTOpas
CYILIECTBEHHO IPEBBIIIAIA aHAIOTMYHBIM MOKA3aTeNb y MAUEHTOB, MOJYyYarOINuX

I'BII nng neuennsa ctOUA.

3.6. D¢dexTUBHOCT, Tepanuu BTOPUYHOIO TreMO(AroUTAPHOIO
CHHAPOMA Y NANMEHTOB C CHCTEMHBIM HIBECHWJIBHBIM MIMONATHYECCKUM
apTpUTOM

O¢pdextuBHocts Tepanuu BI'@C oueHuBamack B oOmie Koropte
NAIMeHTOB, Y «OHOJIOTUYECKH HaUBHBIX» U «OUOJOTMYECKHM HE HAUBHBIX»
MalMEHTOB.

Onenka »G(EKTUBHOCTH KaXJIOHW CXeMbl Tepanuu MPOBOJAWIIACH Ha
OCHOBAHUH:

- JOCTH)KEHHs KPUTEPUEB OTBETA HA TEPAINUIO U KPUTEPHEB HEAKTUBHOMN
craquu ['@C, onmcaHHBIX B KOHCEHCYCE  JIEYEHHA  IAMEHTOB  C
reMo¢aroruTapHbIM JUM(OTUCTUOIIUTO30M;

- TUHAMUKHU MapKepoB akTuBHOCTU Bl OC;

- IOJIA U JUTUTEIIbHOCTH O0€3pEeLMIUBHOTO JTIOKUTHS.

Kpurepun poctwkeHuss OTBETa Ha TEpanuio BKIIOYAIW: KyNHPOBAaHUE
JUXOPAJIKU, YMEHBIICHUE Pa3MEpPOB CEJIE3EHKH, MOBBIIICHUE YHUCIa TPOMOOIIMTOB
kpoBu >100 TbIC./MKJI, HOpMAJIU3AIMIO YPOBHS (UOPHUHOrE€HA KPOBU, CHUKEHUE

KOHIIEHTpaIuu GeppuTUHa CHIBOPOTKH KpOoBU Ha 25%.
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Kpurepuu neaktuBHoM crtaguu ['OC BKIOYANM: OTCYTCTBUE JIMXOPAIKHU,
CIUICHOMETAJINH, [IUTONICHUH (YPOBEHB TemMorioonHa >90 1/i1, 4uciao TpoMOOIIUTOB
>100 Tteic./MKI B HelTpoduiaoB KpoBu >0,5 ThIC./MKIT), CHUKEHHUE CHIBOPOTOUHOMU
KOHIICHTpAIlUU  TPUTIULEpUa0oB <3 MMoub/1, ¢epputuna <500 wHr/mu,
HOPMAJTM3AINIO TTOKa3aTene IepeOpOCTTMHAIBHON KUIAKOCTH (TIPH TIOpaKECHUHU
IEHTPaJIbHON HEPBHOU CHCTEMBI).

JInHaMUKy WU3MEHEHUsI KIMHUKO-1a00paTopHbIX mposiieHnil BI'®C Bo Bcex

I'pyiiax nmangucHTOB OLICHUBAJIIM Ha 0, 3, Tul4d CYTKH ITIOCJIC Ha4aJIa JICYCHMU.

3.6.1. JlocTukeHue KpUTEpHeB OTBeTa Ha Tepanui) U KpPUTEpHUEB
HeakTUBHOHU ctaguu BI'®C y nmanuentoB ¢ cltOUA B yci0BHSAX NPUMEHEHUs
Pa3JIMYHBIX CXEM Tepanuu

Cxembl mepanuu, cpoKu 00CMUdICEHUs Kpumepues omeema Ha mepanuio
u Kpumepuesé nHeaxmugnou cmaouu elI'PC ¢ obwein Kozopme nayueHmos c
clOHUA npeocmaenensvt 6 maon. 10.

Jnst neyenus Hamed koroptel nauueHToB ¢ CFOMA u B I'@C npumeHsIuch
16 TepaneBTHYECKHUX cXeM, B 15 u3 koTopsix ObLH BKIOUeHB 'KC [65].

I'KC nns BHyTpuBEHHOro BBeAeHUs (nekcamerazoH B 69/114 (60,52%)
ciaydasx, MerunnpenuuzoioHn — B 30/114 (26,32%)) naznawamucr B 99/114
(86,84%) cuyuasx BI'®C. JlekcameTa3oH NpPUMEHSUICS BHYTPUBEHHO B JBa
BBemeHns B 1o3e 17,9 [10; 20] mr/m*/cyr. Mermmpenau3onos — B gose 12,1 [5;
20] mr/kr/cyT B BUie BHyTpUBEHHON MH(DY3UM B TeueHue 3-5 qHeil.

HanbGonee wacto B o006mieit koropre mnamueHtoB ¢ BI'@C u clOUA
MPUMEHSITUCH CXEMbl TEParuy, BKIOYaBITNE BHyTpUBEHHBIC, niepopanbHbie ['KC,
[uA, BBUT" (B 36/114 (31, 57%) ciyuasx): B 21 (18,5%) ciiydae — nepopajibHbIe,
suytpuBeHnbie ' KC, [luA, BBUIL', B 17 (15%) cnyuasx — BuytpuBennbsiec ['KC,
[MuA, BBUI" (Tadm. 10).

[Tepopansubie 'KC s neuenust BI' @C npumensuiucs B 63/114 (55,26%)

CIIy4asx.
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B kauectBe craproBoii Tepamuu ['KC s mepopanbHOrO mnpuema
(mpemuuzonon B ao3e 0,9 (0,5; 2) mr/kr/cyT (MakcumanbHas mo3a — 60 Mr/cyr))
onHoBpeMeHHO ¢ BHyTpuBeHHbIMH ['KC, 1IuA u BBUI' npumensiuce B 15/63
(23,80%) ciydasx BI'®C, u3 aux B 8/15 (53,33%) — «OMOIOTHUECKH HAWBHBIX» U
B 7/15 (46,66%) — «OMOJIOTHICCKH HE HAUBHBIX).

CraproBas cxeMma, BKIIIO4aBIias nepopaibubie, BHyTpuBeHHbIE [ KC, [IUA n
BBUI" npumeHsnace y NalMeHTOB € KU3HEYTpOXKaroIMMU nposiBaeHussMA BI' OC:
coueTaHue KOHIICHTpauu (heppuTrHa ChIBOPOTKH KpoBH (6osee 10 000 Hr/mi) ¢
2-x pocTkoBoi nuronenueit B 8/15 (53,33%) ciayuasx, coueTaHue KOHIICHTpAIUU
dbepputrHa ceiBOpoTKH KpoBH (6osiee 10 000 Hr/mit) ¢ 3-X pOCTKOBOM IIUTOTICHUEH
— B 2/15 (13,33%); xoHueHTpamus GpeppuThHa CHIBOPOTKH KpoBu Oomee 10 000
ur/mn — B 2/15 (13,33%) cnyuasx; nepukapaut — B 1/15 (6,67%) cnyudae,
nopaxenue yerkux — B 1/15 (6,67%) caygae. B 1/15 (6,67%) ciiydae Ha3HAYCHHE
['KC st mepopalibHOTO MpueMa ObLJIO CAESIAHO B MEIUIIMHCKOW OpraHU3aliH J10
rocnutanu3anuu naupenta B HMUALL 3 /1.

B 48/63 (76,2%) cayuasx mnepopanbHbie ['KC Obuln Ha3HauYeHBI
MOCJIEIOBATEIHLHO B CBSA3M C HEAOCTATOYHON A(H(PEKTUBHOCTHIO CTAPTOBON CXEMBI
B cpeaneM uepes 3,7 (1;7) cyrok B obmiel koropre, 4,5 (1;5) cyTok — B rpymre
«OMOJIOTUYECKM HaWBHBIX» marueHroB u 5,8 (3;7) cyrok — B Tpynme
«OWOJIOTUYECKH HE HAMBHBIX)» MAIUEHTOB.

B o6meit xoropre manuentoB (n=100) kpurepuu OTBETa Ha TEPAIUIO U
kputepun HeakTuBHOUM cTaauu ['®C (n=114) Ha GoHe NMpUMEHEHHUS BCEX CXEM
JedeHus ObUTM AOCTUTHYTHI yepe3 7,4 (5,25; 14,5) u 16,9 (11,75; 20,75) cyrt.,
cootrBeTcTBeHHO (Tabdi. 10).

Haubonee a¢pdextuBHbie cxembl Bkiodanu BHyTpuBeHHble ['KC, [uA u
BBMUI', a taxxke BHyTpuBeHHbIe, nepopaiibHble ['KC, [IuA, u BBUI'. B ycnoBusx
UX TIPUMEHEHUs KPUTEPHUH OTBETA HA TEPANMIO U KPUTEPUH HEAKTHUBHOM CTaIuu
B['®C ObLTM TOCTUTHYTHI B Han0OJIee KOPOTKUE CPOKU IO CPABHECHHUIO C JAPYTHUMHU
TepaneBTUYeCKUMu cxemMamu: dvepe3 4,8 u 4,9 cyr.; 13,2 u 14,8 cyr,

COOTBETCTBEHHO. Pa3HmIla ObLTa CTATUCTHYCCKHU HE 3HAaUnMO# (Tabs. 10).
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Tadoauma 10. Cxembl Tepanuu, CPOKH AOCTUKEHHUS] KPUTEpHeB OTBETA
HA Tepanuil0 M KpuTepueB HeaKTHBHOH craaum BI'®C B o0meil koropre

namuenton ¢ ckOUA (n=100).

Cxema Cayuan Cpoxku Cpoxku 10CTHKEHUS p
BI'®C JOCTHKEHH A KpUTEpUueB
adc./% KpPUTEpUEB 0TBETA HEAKTUBHOM CTATUU
n=114 HA Tepanuio, cyT. rec, cyr.
Me (25%; 75%) Me (25%; 75%)
[min; max] [min; max]
I'KC B/B + LIMA + 21/18,5% 4,9 14,8 0,136
BBUI" + I'KC per (3,75; 7,5) (12,25; 21,25)
0S [2; 10] [6; 24]
I'KC B/B + LIHA + 17/15% 4.8 13,2 0,084
BBUI" (3,75; 6,5) (12; 25,5)
[3; 9] [11; 27]
I'KC B/B + LIHA 15/13% 5,64 17,4 0,263
(4,5; 16) (15,75; 26,5)
[3; 20] [13; 40]
I'KC B/B + BBUI' 8/7% 91 155 0,189
(7,5; 11,25) (14; 20,5)
[5; 12] [12; 25]
I'KC B/B + LIHMA + 8/7% 9,4 17,8 0,099
'KC per os (8; 13,75) (15,5; 22,25)
[6; 16] [11; 35]
I'KC B/B + LIHA + 8/7% 8,6 17 0,103
BBUI + I'KC per (5,5; 11) (10,25; 22,5)
0S + KaHaKMHYMa0 [4; 15] [6; 35]
MoHoTepanust 6/5% 45 13,5 0,063
TOLMIH3yMabOM (3,25; 5) (12,25; 18,5)
[3; 7] [8; 27]
I'KC /B + T'KC per 6/5% 11,8 20,5 0,300
0s (8,75; 12,5) (15,25; 26,5)
[7;17] [10; 41]
I'KC B/B + BBUTI + 6/5% 8,8 17 0,315
I'KC per os (8,25; 10,5) (12,75; 24,5)
[6; 12] [10; 26]
[TuA + I'KC per 0s 5/4% 9,6 16,8 0,302
(8,75; 11) (12,5; 25,75)
[8; 14] [7; 21]
I'KC B/B + LIHA + 5/4% 8,6 29,3 0,088
BBUI + I'KC per (6; 12) (26,5; 33,5)
0S + pUTYKCHUMaO [3; 15] [21; 35]
I'KC B/B + 4/3,5% 8 14 0,114
TOLHUIN3yMa0 (7; 8) (13; 16)
[7;11] [10; 16]
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Taoauna 10. CxeMbl Tepanuu, CPOKH JOCTHKEHHUSI KPpUTEpHEB OTBeTa
HA Tepanmuil0 M KpurepueB HeaKTWBHOH cragum BI'®C B o0meil koropre

nanueHToB ¢ cFOUA (n=100) (mpoxoskenue).

Cxema Cayuan Cpoxku Cpoxku 10CTHKEHUS p
BI'®C JOCTHKEHH A KpUTEpUueB
adc./% KpPUTEpUEB 0TBETA HEAKTUBHOM CTATUU
n=114 HA Tepanuio, cyT. rec, cyr.
Me (25%; 75%) Me (25%; 75%0)
[min; max] [min; max]
I'KC per os 3/3% 10,6 13,3 (11,5;15,5) 0,074
(10; 11,5) [9; 17]
[9; 12]
I'KC B/B + lIHA + 1/1,5% H/TI H/TI H/TI
TOIUIIN3YMa0
BBUI' + I'KC peros| 1/1,5% H/T H/1I H/1
Bcero 114 7,4 16,9
[5,25; 14,5] [11,75; 20,75]

IIpumeuanue: I'KC — rmokokoptukoctepounasl, IMA — nwuxiocnopun, BBUIT —
BHYTPUBEHHBII UMMYHOTJIOOYJIMH (MMMYHOTTIOOYNIMH YenoBeka HopMmainbHblil), [ BII — renno-

HH)XCHCPHBIC OHOJIOTHYECKHE IpceIiaparsbl, B/B — BHYTPUBCHHO, H/II — He IMPUMCHUMO.

Cxembr mepanuu 6l @C, cpoku oocmudricenusn Kpumepuee omeema Ha
mepanuto u HeakmugHou cmaouu elI'®C y «OuonocuvecKU HAUBHBIXY
nayuenmoe ¢ cFOUA npeocmaenenvt 6 maon. 11.

B uccnenoBanuu 6su10 3apeructpupoBano 84/114 (73,68%) cnyuas BI' ®C y
83/100 (83%) «OMOIOTUYECKN HAUBHBIX) MAIIMEHTOB.

Yame Bcero mna tepanuu BI'®C npuUMEHSIUCH CXEMbl, BKJIIOUYABIINEC
BHyTpuBeHHOE BBeqeHue ['KC, [luA, BBUI', B coueranuu ¢ I'KC nepopansHo nin
6e3 — B 15 (17%) cayuasx. ['BII Bximouanuck B TepaneBTH4ecKyro cxemy B @C
B 15/84 (17,86%) ciyuasx (tabma. 11).

B naubonee KOpOTKHE CPOKM KPUTEPUU OTBETA HA TEPANUIO U KPUTEPUU
HeakTuBHOU ctragun BI'®C (uepe3s 3,5 (2,25; 6,5) u 11,7 (7,5; 21,75) cyr.,
COOTBETCTBEHHO) OBUINM JOCTUTHYTHI MPU MPUMEHEHUU TEPANEBTUUECKON CXEMBI,
BitouaBiiet ['KC nst BHyTpUBEHHOTO U niepopaibHoro BeeacHus, LluA u BBUI'
(tabum. 11).

Heckonbko mo3xe, HO Tak)Ke MEHEe 4eM uepe3 S5 THeW KpUTEepuu OTBeTa

OBLIH AOCTUTHYTHI ITPHU ITPUMCHCHUHN CXCM, BKIIHOUABIIUX BHYTPHUBCHHOC BBCACHUC
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I'KC u [IuA (menuana — 4 cyT.); MOHOTEpanuo0 TolUUIn3ymabom (Mmeauana 4,5
CyT.), BHyTpuBeHHOe H TniepopaiibHoe BBeneHue ['KC B coueranuum ¢ BBUI
(mequana — 4,8 cyr.). OgHako kputepuu HeakTuBHOW craguu BI'®C mpu
MPUMEHEHUH ITHX CXEM OBLIIM JTOCTUTHYTHI B 00JI€e TIO3THHE CPOKHU.

Pasnuna B »ddexTuBHOCTH pasznuuHbix cxem JedeHus BI'OC Obura
CTaTHCTUYECCKU HE JOCTOBEPHOH (Tadi. 11).

Ta6muua 11. Cxembl Tepanuu BI'®C, cpokM I0CTHKEHUS] KPUTepHeEB
OTBETa HAa Tepanuw M KpUTepueB HeakTHBHON craguu BI'O®C vy

«OHOJIOTHYECKH HAUBHBIX» mamuenToB ¢ cFOUA (n=83).

Cxema Cayuan Cpoku Cpoku nocTHKeHHs p
IreocC, AOCTUKEHU S KpUTepUeB
aoc. /% KpUTepHeB OTBETA | HEAKTHUBHOMW CTaaUH
n=84 HA TEPaNuIo, CyT. Irec, cyr.
Me (25%; 75%) Me (25%; 75%)
[min; max] [min; max]
I'KC B/B + LIuA + 15/17% 4.8 13,2 0,7958
BBUI' (3,75; 6,5) (12; 25,5)
[3; 9] [11; 27]
I'KC B/B + IIuA + 15/17% 3,5 11,7 0,3410
BBMUI" + I'KC per 0s (2,25; 6,5) (7,5; 21,75)
[2, 7] [6; 24]
I'KC 8/B + 1IuA 12/14.5% 4 15,3 0,7008
(3,75; 7,25) (14,5; 20,75)
[3; 8] [13; 23]
I'KC B/B + BBUI' 8/10% 91 15,5 0,2147
(7,5; 11,25) (14; 20,5)
[5; 12] [12; 25]
MownoTepanus 6/7% 45 13,5 0,1137
TOLNMUIM3yMaOOM (3,25; 5) (12,25; 18,5)
[3; 7] [8; 27]
I'KC B/B + [IuA + 6/7% 8,5 14,5 0,5735
I'KC per os (7,5; 9) (12; 16,75)
[6; 10] [11; 18]
MuA + I'KC per os 4/5% 9,8 18,5 0,2677
(8; 10,25) (13,75; 23,25)
[8; 14] [7; 21]
I'KC B/B + 4/5% 8 14 0,5064
TOIHIN3YMa0 (7; 8) (13; 16)
[7;11] [10; 16]
I'KC /B + 1IuA + 4/5% 8,8 19 0,6802
BBMUI + I'KC per 0s (6,25; 10,5) (12,75; 23,75)
+ KaHaKUHYMao [4; 15] [6; 35]
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Tadommuma 11. Cxemsbl Tepanuu BI'®C, cpokH O0CTHKEHHS] KPUTEPHEB

OTBeTa Ha Tepanulw W KPUTepPUEeB HeaKTHBHOM

«OHOJIOTHYECKH HAUBHBIX» nmanueHToB ¢ cFOUA (n=83).

craguu  BI'®C y

Cxema Cayuan Cpoku Cpoku nocTHKeHust p
recC, JAOCTUKEHM ST KpUTEepUeB
abc. /% KpHUTepHeB 0TBeTa HEAKTHUBHOM CTaIUU
n=84 HA Tepanuio, CyT. I'eoC, cyr.
Me (25%; 75%) Me (25%; 75%)
[min; max] [min; max]
I'KC per os 3/3,5% 10,6 13,3 (11,5;15,5) 0,5385
(10; 11,5) [9; 17]
[9; 12]
I'KC B/B + I'KC per os 3/3,5% 11,6 15 0,6812
(9; 14) (13; 17,5)
[7;17] [10; 19]
I'KC B/B + BBUI + 3/3,5% 9,3 11 0,2315
I'KC per os (8;11) (10; 11,5)
[6; 12] [10; 13]
I'KC /B + LIuA + 1/2% H/TI H/TI H/TI
BBUI" + I'KC per os
+ puTYyKCUMab
Bceero 84/114 6,5 14,4
(2,75; 14,5) (8,75; 22,25)
Ipumeuyanue: ['KC — rmokokoptukocrepouasl, LIuA — mukimocnopun, BBUIT —

BHYTPUBEHHbIE HMMYHOTJIOOYJINHBI (MMMYHOTJIOOYJIMH denoBeka HopmaibHbli), MBIl —
TeHHO-WH)KCHEPHbBIC OMOJIOTHYECKUE MTPEapaThl, B\B — BHYTPUBEHHO, H/I — HE IPUMEHHMO.

Cxemwvt mepanuu eI'®DC, cpoku Odocmudicenus Kpumepuee omeema Ha
mepanuio u Heaxmugnou cmaouu el'@C y «buonocuuecku He HAUBHDBIX)
nauyuenmoe ¢ cFOUA npeocmasnenvt 6 maon. 12.

Y 17/100 (17%) «Ouonoruyecku HE HAWBHBIX» MAlUEHTOB, Ha (¢OHE
neuenusi ['UUBIT G6wbuto 3apeructpupoBano 30/114 (26.31%) cinyuaes BI'OC: 7/30
(23,34%) cnygaee Ha QoHe Tepanuu Tommamzymadom, 20/30 (66,66%) —
kaHakuaymabom, 2/30 (6,66%) stanepuentoM, 1/30 (3,34%) cuywait —
aTaIuMyMaOoM.

Bosnbiie yem B nosioBune ciydaeB (17 (56%)) ninsa tepanuu «OHOJIOTHUECKU
He HaumBHOTO» BI'®@C mnpuMeHsIach CXema, BKJIIOYaBINAs BHYTPUBEHHBIC U
nepopanbibie ['KC, LIuA u BBUT'; B 9 (30%) ciydasx — 6e3 npumenenust [ IBII,
B 8 (26%) — B komoOunanuu c¢ ['MBIl (B 4 — ¢ purykcumabom, B 4 — ¢

KaHaKuHyMabom) (Tabi1. 12).



65

B nanbonee KOpOTKHE CPOKHU IO CPABHEHUIO C APYTMMHU CXEMaMU JICUCHUS
KpUTEpUM OTBeTa Ha Tepanuto (uepe3 6,4 (5,75; 48,5) cyr.) m Kpurepuu
HeakTuBHOM craguun BI'®C (wepes 18,2 (17,5; 20,25) cyr.) Obun
3apETUCTPUPOBAHBl B YCIOBUSIX MpUMEHEHUs cxewmbl, BkouaBmied ['KC s
BHYTPUBEHHOTO U TiepopanbHOTo BBeneHus, [[uA u BBUI (tabmn. 12).

Taboauna 12. Cxemsl Tepanun BI'®C, cpokn A0CTH:KEHUS] KpUTEpUEB
OTBeTa HAa Tepanui0 W HeaKTHBHOW cTragun BI'®C y «0OMOIOrMYeCKH He

HauMBHBIX» manueHToB ¢ cFOUA (n=17).

Cxema Ciayyan Cpoxu 10CTHKEHUS Cpoxu 10CTHKEHUS p
IrocC, KpHTEepHeB 0TBeTa KpHUTEpHeB HEAKTUBHOM
abc./% HA Tepanuio, CyT. craauu I'®C, cyr.
n=30 (25%; 75%0) (25%; 75%0)
[min; max] [min; max]
I'KC B/B + 1IuA + 9/ (30%) 6,4 18,2 0,7903
BBUI" + I'KC per os (5,75; 8,5) (17,5; 20,25)
[5; 10] [15; 21]
I'KC B/B + LIuA + 4/ (13%) 8,5 15 0,1534
BBUI" + I'KC per 0s (7; 10,5) (9,75; 19,25)
+ KaHaKMHYMaO [4;12] [9; 23]
I'KC /B + IIuA + 4 (13%) 10 33,5 0,1291
BBUI" + I'KC per os (6,75; 12,75) (32,75; 34,25)
+ puTyKcuMab [6; 15] [32; 35]
I'KC B/B + BBUT + 3 (10%) 8,3 23 0,6120
I'KC per os (8;9) (21,5; 25)
[7; 9] [19; 26]
I'KC /B + T'KC per 3 (10%) 12 26 0,4984
0s (10; 13,5) (18,5; 31,5)
[9; 16] [15; 41]
I'KC B/B + LIuA + 2 (7,5%) 12 27,5 0,8270
I'KC per os (10; 14) (20,75; 22,25)
[8; 16] [20; 35]
I'KC /B + LIHA 2 (7,5%) 15,5 29,5 0,2124
(13,25; 17,75) (24,25; 34,75)
[11; 20] [19; 40]
I'KC /B + [IuA + 1 (3%) H/TI H/TI H/TI
TOIUIN3YMa0
BBUI" + I'KC per 0s 1 (3%) H/TI H/TI H/TI
IuA + I'KC per 0s 1 (3%) H/T H/T H/T
Bcero 30/114 9,13 22,3
(7,75; 12,5) (15,5; 26,5)

IIpumeyanue: ['KC — rmokokoprukocrepounsl, [ImA — mukmocnopun, BBUIT —

BHYTPUBEHHBIE HMMMYHOTJIOOYIMHBI (MMMYHOIJIOOYIMH dYenoBeka HopManbHbli), MBIl —

TCHHO-UHKCHCPHBIC OHOJIOTHYCCKUE npenaparkl, B/B — BHYTPHUBCHHO, H/I — HE MMPUMCHUMO.
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CpaBHuTenbHass oneHKa d3(PGEKTUBHOCTH Tepanuu y «OHUOJOTUYECKHU
HAaWBHBIX» U «OHMOJOTHYECKM HE HaumBHBIX» manueHToB Bl ®C mokaszana, 4to y
«OMOJIOTUYECKH HAaUBHBIX» — KPUTEPUHM OTBETA HA TEPAINMIO U HEAKTUBHOU CTauuU
B['®C 06Ut gocturHyThl OBICTpee (uepe3 6,5 (2,75; 14,5) u 14,4 (8,75; 22,25)
CYyT.), UeM y «OHOJIOTMYECKH HE HAMBHBIX», Y KOTOPBIX KPUTEPUU OTBETa OBLIH
3apeructpupoBanbl uepe3 9,13 (7,75; 12,5) cyt., a HeaktuBHas ctaaus B ®C —
yepes 22,3 (15,5; 26,5) cyT. BBugy BBICOKON IeTepOT€HHOCTH TPYII MAIllUEHTOB,

CTaTUCTHYECKUE Pa3IMYMsl BBIABUTH HE yaaIoCh (Tab. 13).

Ta6auna 13. Cpoku J0CTH:KEHUS] KPUTEPHEB OTBeTa HA TePaNUI0 H
kpureprueB HeakTHBHON cragun BI'®C y «O0HOJOTMYECKH HAMBHBIX» H

«OMOJIOTHYECKH He HAUBHBLIX» ManuenToB ¢ cFOUA.

Cpokn 10CTHIKeHUs Cpoxu 10CcTHIKEHUs p
Cayuaun KpUTEepHeB 0TBeTa HA KpUTEepUEB HEAKTUBHOM
B ' ®C/manuenTsl Tepanuio, cyT. CTaJuM, CyT.
Me (25%; 75%) Me (25%; 75%)
buosornyecku 6,5 14,4
HauBHEIE, N=84/83 (2,75; 14,5) (8,75; 22,25)
bronornyecku He 9,13 22,3
] ] p>0,005
nauBHbIe, N=30/17 (7,75; 12,5) (15,5; 26,5)
Bcee 7.4 16,9
n=114/100 (5,25; 14,5) (11,75; 20,75)

3asucumocms cKOpocmu 00CHMUIICEHUA OMEEMa HA Mepanuio om cpoka
Hauana mepanuu el'@C y «bOuonocuyecku HAUBHBIX» U «OUONO2UUECKU He
HaueHwvlX» nayuenmoes ¢ cFOUA

B 29/114 (25,44%) cnyuasax (24 — «OWUOJOTHYECKH HAMBHBIX», S5 —
«OVIOJIOTMYECKM HE HaWBHBIX») HA OCHOBAHMM JIAHHBIX O KOHIICHTPAINH
dbeppuTHHa B CBIBOPOTKE KpPOBM JO TrOCHUTaIM3anuMu mnarueHtoB B HMMUIL]
3I0POBbS JIETE€H BBISIBIICHA KOPPEIALMS MEXKIY NOsIBIEHHEM cUMITOMOB BI'®C,
HayajoM JICUCHHS U JOCTHKCHUEM KPUTEPUEB OTBETA HA TEPAIIUIO.

Ananmu3 cpokoB Hauana tepanuu BI'®C mokaszan, yto B o0miei rpymme
(n=29) memuaHa BpeMEHHM Hayajla MMMYHOCYIIPECCHBHOW TEpariu COCTaBWIIa D

(0;14) cyT.: B «OMOJIOTUYECKH HAMBHBIX» Ciiydasx (N=24) — B 3HAUYUTEJILHO OoJjice
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pannue cpoku — 9 (2;14) cyr., yeM B «OMOJIOTHYECKH HE HaMBHBIX» (N=5) — 37,5
(26,25;52,5) cyr.

B uccnenyemoii koropre ciaydaB BI'®C (n=29) xod3pduiiueHT Koppeisiuu
MEXy TOSBICHUEM TEPBBIX CHUMIITOMOB, CTAPTOM TEpaluu M JOCTHKEHUEM Ha
Hee orBera coctaBmwi 0,57 (p<0,001) (mms «Omonormyeckn HamBHBIX» — 0,56
(p=0,004) (ymepeHHass 3aBUCHMOCTH)), UYTO CBHUJCTEILCTBYET O TOM, YTO
CBOCBPEMEHHOE HAuajo Tepamuu o0OecleurnBacT OCTI)KCHHE OTBEeTa B Oosee
paHHHE CPOKH.

JIist «OMOJIOTUYECKH HE HAWBHBIX» MAIMEHTOB KOA((DUIIMEHT KOppPEsiuu
coctaBui 0,93 (p=0,01), 4TO CBUAETEIBCTBYET O CUIBLHON 3aBUCUMOCTU CKOPOCTH
JIOCTIDKEHUSI KPUTEPUEB OTBETa OT CpOKa Hayalla Tepamuu g 9TOM KOTOPTHI

MMaIUECHTOB.

3.6.2. [Imnamuka wmapkepoB BI'®C B ycjJoBUAX TpPUMeHEHUsI
PAa3JIMYHBIX CXEM Tepanuu 13 o0ueid Koroprel nauueHTos ¢ cftOUA

Hunamuka MapképoB BI'@C B yCIOBHUAX NPUMEHEHUS PAa3JIMYHBIX CXEM
tepanuu oneHuBasniack y 80/100 mamuentoB ¢ clOMA wu3 oOmield KOroptel u
npejacTaBiieHa B Ta0. 14.

AHanu3 nUHAMHKKA MapkepoB akTuBHOCTH BI'DC B 00mieir koropte
naueHToB ¢ clOMA mokaszan, yto B Hauboyiee KOPOTKHE CPOKH MapKepbl
CHU3WJIMCHh TIpU  INPUMEHEHHHM  TEpPANlEBTUUECKOW  CXEMBbI,  BKJIIOYABLIECH
BHyTpuBeHHbIE U niepopanbHbie [ KC, [luA u BBUI'.

B ycnoBusix tepanuu BHyTpuBeHHBbIMH, niepopaibHbiMu 1 KC, LluA nu BBUI
Ha 3 CyYTKM 3aperucTpUpOBAaHO  CTAaTUCTUYECKM 3HAYMMOE  CHUIKEHUE
koHueHTpauu ¢epputuna, CPb u aktuBHoctu AJIT B chiBOpoTKE KpoBH; Ha 7
CYTKH — MOBBILIEHUE YK CIIa IEHKOLUMUTOB KPOBU U YPOBHS T€MOIJIOOMHA, CHI)KEHHE
aktuBHOCTH ACT u JIII' chiBOpoTKM KpoBU; Ha 14 CyTKM — MOBBIIICHUE YHCIIA
TPOMOOIIMTOB KpOBH (Tabi. 14).

B ycnoBusix tepanuu BHyTpuBeHHbIMM ['KC, I[IuA u BBUI' 6e3

nepopasibHbix ['KC Ha TpeTbu CYTKM CTaTUCTUYECKH 3HAYMMO CHU3UIIUCH
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koHueHTpanusi CPb, aktuBHOCTh ACT B CHIBOPOTKE KPOBU M MOBBICWIIOCH YHUCIIO
TpoMOOIIUTOB KpoBH. JlOCTOBEpHOE CHWKEHUE KOHIICHTpauu (EeppUTHHA,
aktuBHOoCcTH AJIT, JIII' B CBIBOPOTKE KpPOBH, MOBBIIICHUE YHUCIA JICHKOIMTOB
3apEeruCTPUPOBAHBI JUIIL Yepe3 7 CYTOK, MOBBIIICHUE YPOBHS FEeMOTJIOOMHA KPOBU
—Ha 14 cytku (Taou. 14).

[Ipu mprMEHEHNH BCEX OCTAIBHBIX CXEM JICYEHUS] CTATUCTUYECKU 3HAUYUMas

nuHaMuka MmapkepoB BI' ®C 3apeructpupoBana Ha 14 cytku tepanuu (tadi. 14).
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Ta6nmuua 14. Junamuka mapképoB BI'®C B o0meii koropre mamueHToB ¢ clOUA B yc/oBHSIX NpUMeHEHUsI

pa3an4HbIX cxeM Tepanuu (N=80).

CXEMBbI TEPAIIUMA BI'®C
Cayuau BI'®C
n=86 (adc.)
I'KC B/B + I'KCs/B+ [TKCB/B+ I'KCB/B+| I'KCB/B+ | TKCB/B+ | TKCB/B+ | I'KCB/B+
Mapxkepsi BI'®@C IuA + BBUT |IluA + BBUI'| IluA BBUT IIuA + |IuA + BBUI'| TKC peros | BBHI +
n=15 + I'KC per 0s n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=8 I'KC per os + n=6
KAHAKUHYMAa0
n=8
o 1,2 2,1 1,8 2 1,9 2,9 2,5 2,3
Cpox Hopmanusau ¢ [1:2] [1:5] [1:4] [1; 3] [1:4] [1:4] [1:3] [2:3]
Cytku
HAOIIOIEHNS
0 96,4+3,15 84,5+5,32 92,7+4,78 | 103,8+6,04 96,5+0,21 87,8+5,45 96,3+5,65 98,5+7,54
[91;100] [63;95] [80;99] [90;109] [87;96] [61;103] [80;125] [81;115]
3 99,3+2,40 89,5+5,76 101,2+9,23 | 108,4+5,23 99,3+5,13 91,9+13,08 100,1+8,32 96,3+4,60
[95;103] [78;105] [97;115] [105;113] [88;98] [62;100] [92;119] [90;104]
I'emornoOuH, r/x p=0,075 p=0,118 p=0,084 p=0,396 p=0,332 p=0,063 p=0,067 p=0,315
Cpenuss=m 7 100,2+8,09 96,3+1,42 105,5+1,07 | 106,5+8,56 105,5+7,45 101,9+6,98 102,4+0,32 105,3+15,43
[min; max] [94;108] [87;110] [102;110] [103;110] [93;102] [71;109] [95;120] [96;115]
p=0,058 p=0,017 p=0,066 p=0,149 p=0,125 p=0,000 p=0,055 p=0,071
14 107,7+6,12 102,5+8,32 110,17,12 | 110,4+14,54 | 110,2+4,03 105,2+4,76 110,3+3,44 111,5+16,73
[100;115] [90;121] [105;115] [105;121] [102:112] [92;115] [100;114] [100;116]
p=0,007 p=0,000 p=0,015 p=0,024 p=0,003 p=0,000 p=0,021 p=0,005
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Ta6muua 14. {unamuka mapképoB BI'®C B o0meii koropre manueHToB ¢ clOUA B ycjJ0BHAX NpPHMMeEHEHUSs!

pa3an4HbIX cxeM Tepanuu (N=80) (mpomoJrkeHue).

CXEMBbI TEPAITUU sI'®C
Cayuau BI'®C
n=86 (adc.)
I'KC B/B + I'KCe/B+ |[IT'KCB/B+|/ T'KCB/B+| I'KCB/B+ | TKCB/B+ | TKCB/B+ | I'KCB/B +
Mapxkepsi BI'®@C IuA + BBUT |IluA + BBUI'| IluA BBUT IIuA + |IuA + BBUI'| TKC peros | BBHI +
n=15 + I'KC per 0s n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=8 I'KC per os + n=6
KAHAKUHYMAa0
n=8
o 12 2.1 18 2 19 2,9 2,5 2,3
Cpox nopmanusauwm ¢ [1; 2] [1:5] [1:4] [1; 3] [1:4] [1:4] [1:3] [2:3]
Cytku
HAOIIOIEHNS
0 3,87+0,45 2,3+0,32 4,1+0,06 7,89+0,13 3,3+0,05 2,6+0,11 3,8+0,42 6,5+0,01
[2,9;5,67] [0,7;5,67] [3,36;6,03] | [6,91;11,67] | [1,76;5,01] [1,07;6,12] [2,78;4,05] [3,62;11,08]
. 3,96+0,13 2,6+0,28 5,5+0,01 8,3+0,41 3,5+0,01 3,5+0,02 3,9+0,36 6,8+0,25
JletikonuT, 3 [2,7:6,16] [1,08:6,16] [3,54:6,23] | [6,04;12,57] | [3,06:4,19] [2,16;7,96] [3,13;5,23] [3,05;12,45]
TBIC./MKJI p=0,097 p=0,212 p=0,327 p=0,057 p=0,084 p=0,023 p=0,512 p=0,124
CpeI[HHH =m 4,18+0,03 4,3+0,14 6,2+0,01 10,8+0,15 4,4+0,08 4,3+0,07 4,5+0,04 9,2+0,16
[min: max] 7 [3,17:6,28] [2,76:12,7] [4,67:6,6] | [7,01;15,9] [3,12:6,82] [2,96;8,05] [3,04:6,1] [3,7;15,02]
p=0,008 p=0,003 p=0,128 p=0,011 p=0,060 p=0,000 p=0,061 p=0,085
5,2+0,02 6,1+0,05 6,1+0,13 9,1+0,52 4,9+0,87 6+0,46 7,2+0,01 10,2+0,07
14 [4,77:12,9] [3,7;18,1] [4,34:10,2] | [6,19;13,71] | [3.,89;7,13] [3,96;7,67] [5,52;9,21] [4,76:14,31]
p=0,004 p=0,000 p=0,010 p=0,040 p=0,002 p=0,000 p=0,000 p=0,000
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Ta6muua 14. {unamuka mapképoB BI'®@C B o0meii koropre manueHToB ¢ cFOMA B ycaoBusiX NpUMeEHEHHUS

pa3an4HbIX cxeM Tepanuu (N=80) (mpomoJrkeHue).

CXEMBbI TEPAIIUUA BI' ©®C
Cayuau BI'®C
n=86 (adc.)
I'KC B/B + I'KCs/B+ [TKCB/B+| I'KCB/B+| I'KCB/B+ | TIKCB/B+ | TKCB/B+ | I'KCB/B+
Mapxkepsi BI'®@C IuA + BBUT |IluA + BBUI'| IluA BBUT IIuA + |IuA + BBUI'| TKC peros | BBHI +
n=15 + I'KC per 0s n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=8 I'KC per os + n=6
KAHAKUHYMAa0
n=8
to 1,2 2,1 18 2 1,9 2,9 2,5 2,3
Cpox nopmanmsaiyu [1; 2] [1:5] [1:4] [1; 3] [1:4] [1:4] [1:3] [2:3]
Cytku
HAOIIOIEHNS
0 100,2+24,15 103,1+32,11 | 166,1+6,13 | 212,3+9,16 | 855+11,45 95,4+7,15 105,5+10,65 153,6+7,19
[84;116] [4;158] [111;216] | [108;315] [69;101] [41;139] [77;143] [96;216]
TpoMGOLHUTEL 210,4+19,06 109,7+12,07 | 205,8+4,01 | 309,5+5,07 | 105,8+3,12 111941324 | 142,2£1426 | 204,3+22.74
TBIC. /MK 3 [117;316] [72;131] [132;360] | [128;452] [87;143] [78;186] [102;220] [100;387]
Cpenss £m p=0,000 p=0,312 p=0,514 p=0,109 p=0,212 p=0,026 p=0,073 p=0,455
N 2258+11,43 131,1+8,18 | 266,3+11,06 | 311+14,69 112,5+6,35 156,7+19,05 | 208,3+11,07 | 227,2+16,37
[min; max] 7 [141:310] [108:234] [167:412] | [202:466] [98;196] [96;265] [119:256] [117:315]
p=0,000 p=0,061 p=0,033 p=0,394 p=0,069 p=0,000 p=0,002 p=0,014
344,9+15,07 241+17,03 | 277,5+14,25| 341+19,04 215,7+4,08 233,448,82 318,4+4,62 266,6+15,87
14 [284;415] [195;418] [199;516] | [184;503] [187;512] [102;415] [236;466] [200;328]
p=0,000 p=0,000 p=0,005 p=0,047 p=0,000 p=0,000 p=0,000 p=0,000
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Ta6nmuua 14. {unamuka mapképoB BI'®C B o0meii koropre manmueHToB ¢ clOMA B ycioBusix nmpuMeHeHHs

pa3an4HbIX cxeM Tepanuu (N=80) (mpomoJrkeHue).
CXEMBbI TEPAIIUMA BI'®C
Cayuan sBI'®@C
n=86 (adc.)
I'KC B/B + I'KCe/B+ [TKCB/B+|IT'KCB/B+| 'KCB/B+ | TKCB/B+ | TKCB/B+ | I'KCB/B+
Mapxkepsi BI'®C IuA + BBUT' |[luA + BBUI'| ILnA BBUT IIuA + |IuA + BBUI'| TKC peros | BBHI +
n=15 + I'KC per o0s n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=8 I'KC per os + n=6
KAHAKUHYMAa0
n=8
o 1,2 2,1 18 2 1,9 2,9 2,5 2,3
Cpox ropmanusa { [1: 2] [1:5] [1:4] [1; 3] [1:4] [1:4] [1:3] [2:3]
Cytku
HAOIIOIEHNS
0 1613,4+41,87 16425,8+5,12 |14126,3+7,08| 2250,4+43,12 | 6314,8+21,63 | 15613,8+8,04 | 3873,8+14,06 | 4332,6+16,84
[815,2;11250] |[1567,9;130149,2][1236;130149][702,38;7880,3] [944,6;29250,4] | [1708;67780,4] |[1543,8;6810,3]| [1227,6;6217,9]
deppuTHH, HI/MIT 1047,2+11,63 | 11194,8+28,06 [6126,4+12,54| 718,3+1,06 | 3003,1+15,02 | 8639,2+12,76 | 33125+4,16 | 2947,2+4,66
Cpenmsist =M 3 [617,7;4023,5] |[1043,2;67540,1] [615,2;1314,9] [410,8;2007] | [1007,3;6609] | [916,3;9016,2] | [1045,2;5180] | [898,4;5150,9]
[min: max] p=0,081 p=0,032 p=0,003 p=0,002 p=0,001 p=0,012 p=0,093 p=0,002
: 810,5+8,12 3487,7+17,35 [1216,8+11,06| 516,7+42,16 | 1512,1+2,15 | 1954,5+35,08 | 20453+44,10 | 1424,2+28,05
7 [274,8;916,2] [812,3;12035] |[112,8;682,4]| [143,9;819,9] | [712,9;1905,3] | [823,4;3710,2] | [933,7;4023,1] | [818,4;2187,5]
p=0,008 p=0,000 p=0,000 p=0,000 p=0,005 p=0,005 p=0,015 p=0,000
571,3+43,12 812,5+5,12 | 315,7+532 | 317,2+35,17 | 912,4+4,22 781,7+11,46 866,4+5,24 799,9+4,24
14 [145,5;610,3] [78,2;2314,9] |[112,2;461,8]| [67,8;459,2] | [516,8;1003] | [408,5;1025,9] |[415,7;1150,1] | [617,8;895,3]
p=0,005 p=0,000 p=0,000 p=0,000 p=0,000 p=0,001 p=0,000 p=0,000
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Tabdimna 14. Iunamuka mapképoB BI'®@C B o0meir koropre manueHToB ¢ cFOUMA B ycioBHAX NpHUMEHEHUA
pa3an4HbIX cxeM Tepanuu (N=80) (mpomoJrkeHue).

CXEMBbI TEPAIIUUA BI'®C
Cayyan BI'®C
n=86 (a6c.)
I'KC B/B + I'KCs/B+ [TKCB/B+ I'KCB/B+| 'KCB/B+ | TKCB/B+ | TKCB/B+ | I'KCB/B+
Mapkepsbi BI'®@C IuA + BBUT |[luA + BBUI'| IuA BBUT IluA + |[mA +BBUI'| TKC peros| BBHI +
n=15 + I'KC per os n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=38 I'KC per os + n=6
KAHAKUHYMAa0
n=8
to 1,2 2,1 18 2 1,9 2,9 2,5 2,3
CpoK HopMaH3aLLH [1: 2] [1:5] [1:4] [1; 3] [1:4] [1:4] [1;3] [2:3]
CyTtku
HaAOJI0IEHUS
0 308,5+11,65 452,3+21,06 | 197,2+32,15| 232,6+2,15 | 381,9+21,65 378,5+15,07 281,5+9,33 105,4+4,65
[162,75;512,3] [108,3;1519] [[89,1;402,55]| [85,2;403,2] | [231,2;887,3] | [162,1;916,37] | [102,2;516,8] | [65,8;140,6]
ACT, En/n 220,1+7,14 421,2+7,25 1035+4,61 | 1359+25,07 | 312,6+5,14 355+6,14 202,7+5,12 100,2+0,23
Cpemsist £m 3 [102,2;218,5] [121,9;1084] | [45,2;112,8] | [43,3;217,9] | [207,8;796,1] | [118,7;802,4] [97;332,6] [51,3;171,4]
[min: max] p=0,025 p=0,715 p=0,058 p=0,097 p=0,158 p=0,612 p=0,626 p=0,620
’ 103,7+5,87 224,5+0,21 65,8+2,07 | 101,2+6,12 | 181,3+834 173,1+3,04 100,2+4,08 66,2+1,41
7 [54,2;147,9] [98;718,5] [14;73,3] | [14;132,7] [102;287,4] [73,1;404,7] [42,2;195,7] | [42,7;100,3]
p=0,018 p=0,012 p=0,001 p=0,007 p=0,000 p=0,005 p=0,005 p=0,008
46,3+1,12 183,2+1,22 441+3,12 | 65,9+0,21 98,3+11,54 114,2+7.25 61,2+1,55 35,543,78
14 [12,2;64,1] [27,8;133,8] [10;55,8] [12;70,3] [60,2;132,3] [45,6;109,7] [18,4;88,5] [27,6;51,2]
p=0,000 p=0,005 p=0,001 p=0,002 p=0,000 p=0,005 p=0,000 p=0,000
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Tabdimna 14. Iunamuka mapképoB BI'®@C B o0meir koropre manueHToB ¢ cFOUMA B ycioBHAX NpHUMEHEHUA

pa3an4HbIX cxeM Tepanuu (N=80) (mpoaoJrkeHue).

CXEMBI TEPAIIUUA BI'®C
Cayyan BI'®C
n=86 (adc.)
I'KC B/B + I'KCs/B+ [TTKCB/B+ I'KCB/B+| 'KCB/B+ | TKCB/B+ | TKCB/B+ | I'KCB/B+
Mapkepsi BI'®C IuA + BBUT |[luA + BBUT'| IIuA BBUT IluA + |[mA +BBUI'| TKC peros| BBHI +
n=15 + I'KC per os n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=38 I'KC per os + n=6
KAHAKUHYMAa0
n=8
to 1,2 2,1 1,8 2 1,9 2,9 2,5 2,3
CpoK HopMaTH3aLLH [1: 2] [1:5] [1:4] [1; 3] [1:4] [1:4] [1;3] [2:3]
CyTtku
HaAOJI0IEHUS
0 412,6+1,65 850,1+22,07 | 212,4+6,23 | 321,6+5,11 390,2+1,05 460,8+2,31 214,5+7,33 95,4+0,11
[203,43;699,7] [213,6;2697] |[99,25;445,1][105,54;398,75] [201,5;512,54] | [196,3;786,11] | [96,7;414,6] | [78,3;1257]
AJIT, En/n 402,5+13,54 637,1+5,06 85,3+1,07 | 117,84842 | 288,5+2,75 328,3+2,04 196,3+11,08 71,8+5,04
Cpemsis £m 3 [189,7;682,1] | [105,8;1437,9] |[35,3;109,43]| [32,5;159,16] | [187;500,1] [122,4;512,6] | [77,2;214,5] [52,3;89,4]
[min; max] p=0,079 p=0,005 p=0,000 p=0,004 p=0,362 p=0,155 p=0,515 p=0,164
’ 209,4+4,02 315,2+3,12 455+0,65 | 10354622 | 226,7+545 183,1+7,12 89,2+3,16 62,4+2,51
7 [78,6;233,5] [100,2;618,2] | [13;56,3] [16;114,5] | [102,7;312,8] | [64,5;280,2] [54,5;113,5] [50,3;88,1]
p=0,002 p=0,000 p=0,000 p=0,001 p=0,081 p=0,016 p=0,011 p=0,093
104,2+11,54 106,8+8,84 38,7£1,16 | 37,2%1,07 99,3+1,01 81,3+10,21 43,1+6,84 30,1+1,08
14 [32,7;115,9] [55,9;330,7] [13;44,2] [11;45,8] [34,9;108,2] [24,5;142,5] [13,3;74,7] [26,4;41,5]
0,000 p=0,000 p=0,000 p=0,000 p=0,017 p=0,002 p=0,000 p=0,037
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Tabamua 14. lunamuka mapképos BI'®@C B 001eit koropre nanueHToB ¢ cFOUA B yci10BUsIX IPpUMEHEHUS
pa3an4HbIX cxeM Tepanuu (N=80) (mpomoJrkeHue).

CXEMBI TEPAIIUUA BI'®C
Cayuau BI'®C
n=86 (abc.)
I'KC B/B + I'KCs/B+ [TKCB/B+ I'KCB/B+| I'KCB/B+ | TIKCB/B+ | TKCB/B+ | I'KCB/B+
MapKepbl BI'®C [uA + BBUT | IluA + BBUI'| IIuA BBUT HuA + |HuA + BBHUI'| I'KC per os BBUI +
n=15 + I'KC per 0s n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=38 I'KC per os + n=6
KaHAKUHYMAa0
n=8
o 1,2 2,1 1,8 2 19 2,9 2,5 2,3
Cpox nopmamisatui { [1: 2] [L;5] [1:4] [ 3] [1:4] [1:4] [1:3] [2:3]
Cytku
HAOIIOIEHNS
0 147,7£15,03 137,743,441 | 181,2+37,10 | 132,1+15,76 | 155,2+4.21 184,9+4.36 132,2+11,65 60,8+2,04
[95,15;258,6] | [81,23;261,35] [111,23;294,3][89,92;209,23]| [108,43;245,8] | [69,21;407,12] | [85,1;288,23] | [43,02;87,1]
CPBb, mr/n 81,1+4,12 70,3+6,12 102,4+1,43 43,2+2.05 66,8+2,07 122,9+2.07 81,3+7,23 32,442,11
Cpenmsisi =M 3 [23,03;102,6] | [22,04;114,23] [45,32;117,84] [5,12;67,84] | [34,78;112,35] | [45,82;314,06] | [37,04;164,2] | [20,03;65,11]
[min; max] p=0,022 p=0,000 p=0,084 p=0,000 p=0,055 p=0,066 p=0,002 p=0,025
17,2+0,65 34,3+0,50 65,2+0,68 20,1+0,51 27,4+0,12 39,8+0,55 23,1+0,13 8,8+0,06
7 [2,12;24,84] [3,09;71,03] |[22,54;88,4] | [2,16;32,9] | [11,34;44,16] | [9,21;81,37] | [4,76;61,08] | [5,41;16,37]
p=0,000 p=0,000 p=0,003 p=0,000 p=0,000 p=0,013 p=0,000 p=0,000
3,5+0,03 2,19+0,04 4,04+0,11 2,1+0,01 7,1+0.06 4,8+0,07 3,2+0.,05 1,5£0,01
14 [0,87:5,12] [0,76:15,09] | [0,87;5,04] | [0,15;4.36] | [2,54:15,74] [0,54:15,44] [0,12:8,43] [0,24;2,14]
p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000
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Taboaunua 14. lunamuka mapképos BI'®C B 001eit koropre nauueHToB ¢ cFOUA B ycj10BusIX IPUMEHEHUS
pa3an4HbIX cxeM Tepanuu (N=80) (mpomoJrkeHue).

CXEMBbI TEPAIIUUA BI'®C
Cayuau BI'®C
n=86 (adc.)
I'KC B/B + I'KCs/B+ [TKCB/B+ I'KCB/B+| 'KCB/B+ | TKCB/B+ | TKCB/B+ | I'KCB/B+
Mapkepsbl BI'®C IluA + BBUT | LluA + BBUI'| LuA BBUI IluA + |IuA + BBUI'| TKC per os | BBHI +
n=15 + I'KC per 0s n=14 n=8 I'KC per os + n=6 I'KC per os
n=21 n=38 I'KC per os + n=6
KaHAKUHYMAa0
n=38
o 1,2 2,1 1,8 2 1,9 2,9 2,5 2,3
Cpox nopmamisatui { [1: 2] [L;5] [1:4] [ 3] [1:4] [1:4] [1:3] [2:3]
Cytku
HAOIIOIEHNS
0 1710,8+42,06 1980,3+65,09 | 918,9+9,43 | 307,7+3,54 | 879,2+543 2132,7+£32,60 | 1002,7+27,22 | 588,4+22,07
[985,3;2956,9] [317,4;4984] [[539,3;1594,9] [203,2;734,8] | [213,2:1203,4] | [819,4;5245] | [432,6;3025,4] | [512,4;671,5]
JIAT, En/n 1008,3+11,42 1196,9+13,74 | 610,2+2,14 | 301,3+6,11 745,9+7,08 1619,3+3,11 713,2+6,32 592,1+7,23
Cpennsisi M 3 [612,4;1256,3] | [318,9;965,3] |[237,1:819,5]| [145:618,4] | [302,6;916,1] | [792,1;3814,9] | [214,6:1913,9] | [318,2;718,1]
[min; max] p=0,065 p=0,122 p=0,085 p=0,571 p=0,475 p=0,006 p=0,064 p=0,514
’ 714,8+2,54 773,9+8,41 416,8+532 | 216,5+3,02 | 512,5+11,32 990,2+5,08 317,4+15,48 402,8+3,46
7 [310;805,2] [214;1543] | [220;515,8] | [136,6;364,8] | [213,3;712,6] | [612,5:1983] | [132,4;557,3] | [289,4:503,9]
p=0,018 p=0,002 p=0,000 p=0,169 p=0,074 p=0,001 p=0,028 p=0,207
498,1+6,13 384+5,33 305,2+7,06 | 218,6+6,13 | 376,4+17,34 619+7,45 203,7+2,05 385,5+2,07
14 [281,4;661,9] [107,3;699,8] [[218,1;360,2]| [138;265,1] | [167,1;556,9] | [315,3;809,2] | [114,6;396,4] | [177,3;442,9]
p=0,006 p=0,001 p=0,000 p=0,055 p=0,000 p=0,000 p=0,000 p=0,041

Ipumeuyanue. BI'®C — BropuuHblii remModarouutapuslii cunapoM, ACT — acnapraramuHoTpancgepasza, AJIT — anaHnHaMuHOTpaHCchepasa,

CPb — C-peaxtuBnsblii 6enok, JIAI' — makrataeruaporenaza, 'KC — rmokokoptukoctepouas!, [IlnA — muxnocnopun, BBUI' — BHyTpuBeHHBIE

MMMYHOTJIOOYJIMHBI (MMMYHOTJIOOYJIMH YeI0BEeKa HOPMAaJIbHBIH).
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Jlunamuxa mapxépos el @C ¢ ycnoeuax npumeHeHUs paziuyHbIX cXeMm
mepanuu y «buonozuyecku HaueHwvix» nayuenmos ¢ clOUA

Hunamuka Mapk€poB BI'@C B ycCIOBHUSX NPUMEHEHUS PA3IHYHBIX CXEM
Tepanuu y «OMOJOTHYeCKd HauBHBIX» nanueHToB ¢ cFOMA onenuBanace y 65/83
NAlMEHTOB U NpeJICTaBlIeHa B Ta0u. 15.

[IpoBeneHHbI aHaANIKU3 T[OKa3ajd, YTO B HaumboJee KOPOTKHE CpPOKHU
MOJIOKUTENIbHAS JIMHAMUKA M JOCTOBEPHOE CHIKEHUE MAapKEpOB AKTHUBHOCTH
B[®C Habmomanuch B YCIOBHSIX TNPUMEHEHHUS TEpPaneBTUUYECKOW CXEMBI,
BKJIIOYaBIIEe BHyTpuBeHHbIe, nepopaibHble ['KC, IIuA u BBUI: nuxopanka
KynupoBaJlacb B TIepBble 48 YacoB Tepanuv, TEHACHUUS K CHUYKEHHUIO
koHueHntpauuu CPb, depputuna, aktuBHoctu ACT, AJIT, JIIAI' B cbIBOpOTKE
KpPOBH, MOBBIIICHUIO YUCIA JIEHKOLUTOB, TPOMOOIIMTOB KPOBU 3aperuCTpUpOBaHa
yke depe3 72 yaca; Ha 3-M CYTKM 3apErMCTPUPOBAHO CTATHUCTUYECKU 3HAYMMOE
CHIKeHue KiaroueBoro mapkepa BI'®C koHueHTpauuu (eppuTuHA, aKTUBHOCTH
JIAT", xonuentpauun CPB B cbIBOPOTKE KPOBH, MOBBILIEHUE YUCIA TPOMOOLIUTOB
KpOBHM; Ha 7-¢ CyTKM — CHIWKeHHEe akTUBHOCTH ACT B CBIBOPOTKE KpOBH,
MOBBIIIICHUE YHUCIIA JICHKOIIMTOB M YPOBHSI reMoriioonHa kposH (Tadi1. 15).

B ycnoBusX TNpUMEHEHMH TEpANlEeBTUYECKOM CXEMBI, BKIIOYAaBLICH
BayTpuBeHHbie ['KC, IIuA u BBUI' 6e3 mnepopambubix I'KC nHa 3 cyTkm
JIOCTOBEPHO CHU3UJIUCH JINIIb TToka3zaTeau akTuBHOCTH ACT u xoHuentpanuu CPb
B CBHIBOPOTKE KPOBU U TMOBBICMJIOCH YKCIO TPOMOOLIMTOB KPOBH; KOHUEHTpAIUs
dbeppuruna (kmoueBoro mapkepa BI'@C) u aktuBHOoCcTh JIJII' B CHIBOPOTKE KpOBU
CHU3WINCH, @ YUCJIO JEUKOLMTOB KPOBU MOBBICHIIOCH HA 7-€ CYTKM MOCJIE Hadaja
tepanuu (Tadi. 15).

B ycioBuAX NpUMEHEHMs APYTHMX TEPANeBTHYECKUX CXEM CTATHUCTHUYECKH
JIOCTOBEpHas AUHAMUKA KOHLEHTpAIMU (PEppUTHUHA B CHIBOPOTKE KPOBHU U APYIHX

mapkepoB BI'®@C 3apeructpupoBana Ha 7-¢ CyTKU U B 00Jiee MO3IHUE CPOKH (TalJI.

15).
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Taboauna 15. lunamuka MapképoB BI'®@C y «0no1orudecku HaMBHbBIX» nanueHToB ¢ cFOUA Ha (poHe npuMeHeHUsA
Pa3JIMYHBIX cXeM Tepanuu (N=65).

CXEMBbI TEPAIIUUA BI' ©®C
Cayuau BI'®C
n=65 (a6c.)
I'KC B/B+ HUATKC B/B+ IMA| TKC B/B+ | T'KCB/B+ | TKC B/B+ |IIMA + 'KC| TI'KC B/B + I'KC B/B +
MapKepH BI ' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=38 I'KC per os n=4 +
n=6 I'KC per os +
KaHAKUHYMAa0
n=4
Cpok HOpMann3auu t° 12 11 15 2 17 2 15 2
[1; 2] [1; 2] [1;3] [1; 3] [1;3] [2; 2] [1;2] [1;3]
Cytku
HAOIIOIEHNS
0 96,4+3,15 90,4+2,05 94,3+1,34 103,8+6,04 93,743,12 95,5+1,42 112,243,11 86,1+5,37
[91;100] [84:95] [88;99] [90;109] [87;96] [92;100] [92;145] [61;93]
3 99, 3+2,40 96,2+1,41 108,3+2,55 108,4+5,23 94,1+2,04 100,4+0,67 115,8+2,57 84,9+3,12
Temorno6us, [95;103] [90;105] [97;113] [105;113] [88;98] [97;105] [102; 122] [62;88]
/1 p=0,075 p=0,085 p=0,000 p=0,396 p=0,552 p=0,075 p=0,069 p=0,084
7 100,2+8,09 101,4+13,02 106,9+0,84 | 106,5+8,56 102,8+5,08 106,7+2,61 117,5+6,44 99,5+1,42
Cpeasis =M [94:108] [93; 110] [102;110] [103;110] [93:100] [101;112] [105; 125] [71;108]
[min; max] p=0,058 p=0,004 p=0,000 p=0,149 p=0,004 p=0,007 p=0,062 p=0,155
14 107,7+6,12 108,7+2,84 108,443,42 | 110,4+14,54 107,4+3,32 107,1+3,05 116+2,15 100,5+4,18
[100;115] [103; 121] [105;115] [105;121] [102;105] [102;117] [110;127] [92;110]
p=0,007 p=0,000 p=0,000 p=0,024 p=0,000 p=0,006 p=0,301 p=0,006
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Taoauna 15. Iunamuka MmapképoB BI'®@C y «0no10rn4ecku HaMuBHbIX» nanueHToB ¢ CFOUA Ha ¢oHe npuMeHeHust

pPa3JMYHBIX cXeM Tepanuu (N=65) (mpogo/keHne).

CXEMBbI TEPAIIUUA BI'®C
Cayuau BI'®C
n=65 (abc¢.)
I'KC B/B+ HUATKC B/B+ lIuA| TKC B/B+ | 'KCB/B+ | TKCB/B+ |llMA + 'KC| TI'KC B/B+ I'KC B/B +
MapKepH BI ' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=38 I'KC per os n=4 +
n=6 I'KC per os +
KaHAKUHYMAa0
n=4
Cpok HOpMann3auu t° 12 11 15 2 17 2 15 2
[1; 2] [1; 2] [1;3] [1; 3] [1;3] [2; 2] [1;2] [1;3]
Cytku
HAOIIOIEHNS
0 3,87+0,45 2,56+0,33 4,06+0,75 7,89+0,13 3,1+0,12 5,11+0,42 15,34+0,21 2,88+0,72
[2,9:5,67] [0,69:4,12] [3,36;6,03] | [6,91:11,67] [1,76:4,99] [4,02;8,18] [4,14;25,84] [1,94:4,34]

. 3,96+0,13 2,9+0,12 5,8+0,14 8,3+0,41 3,4+0,65 6,2+0,37 12,6+0,16 2,92+0,15
JletikonuTsl, 3 [2,7:6,16] [1,3;8,8] [4,18;6,23] | [6,04;12,57] [2,06;4,19] [4,78;7,95] [5,15;20,16] [2,16;3,78]
TBIC./MKIT p=0,097 p=0,061 p=0,083 p=0,057 p=0,063 p=0,077 p=0,415 p=0,537
CpeI[Hsm +m 7 4,18+0,03 4,1+0,84 6,02+0,03 10,8+0,15 4,5+0,75 8,1+0,11 11,7+0,33 3,88+0,62
[min: max] [3,17:6,28] [3,6:12,7] [4,67:6,43] [7,01;15,9] [3,12;6,82] [5,12;12,43] [6,8:15,13] [2,96:4,15]

p=0,008 p=0,012 p=0,087 p=0,011 p=0,077 p=0,008 p=0,061 p=0,085

14 5,240,02 5,7+0,26 5,98+0,24 9,1+0,52 4,89+0,62 8,8+0,06 11,5+0,42 5,8+0,75
[4,77:12,9] [3,7:18,1] [4,34;8,18] | [6,19:13,71] [3,89:7,13] [5,62;11,67] [5,12;11,8] [3,96;7,08]

p=0,004 p=0,000 p=0,093 p=0,040 p=0,006 p=0,000 p=0,540 p=0,003
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Taoauna 15. Inunamuka mapképoB BI'®C y «0Ho10rn4ecku HAauBHbIX» nauueHToB ¢ CFOUA na ¢one npumenennst
Pa3JIMYHBIX cXeM Tepanuu (N=65) (mpomoJukeHue).

CXEMBI TEPAIIUU BI'®C
Cayvan BI'®C
n=65 (abc.)
I'KC B/B + IINAI'KC B/B+ HuA| TKC B/B+ | TKCB/B+ | I'KCB/B+ |IlUA + T'KC| I'KC B/B + I'KC B/B +
MapKepH BI' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=8 I'KC per os n=4 +
n=6 I'KC per os +
KaHAKUHYMAa0
n=4
Cpok HopMmanu3anuu t° 12 11 15 2 1,7 2 15 2
[1; 2] [1; 2] [1; 3] [1; 3] [1; 3] [2; 2] [1;2] [1;3]
Cytku
HaOJIFOICHUS
0 100,2+24,15 98,9+13,52 168,5+7,18 212,349,16 88,2+19,32 95,3+8.,47 315,3+15,60 76,3+8,43
[84:116] [93;103] [111;216] [108;315] [69:101] [86:108] [208;523] [41;95]
TpomboruTsl, 3 210,4+19,06 105,8+5,47 207,2+13,10 309,5+5,07 107,3+8,04 105,4+12,63 304,5+11,75 98,7+8,14
TEIC./MIT [117;316] [98; 116] [132;360] [128;452] [87; 143] [97;118] [205; 418] [78:107]
Cpenss £m p=0,000 p=0,000 p=0,079 p=0,109 p=0,079 p=0,230 p=0,084 p=0,063
. 225,8+11,43 116,5+6,14 265,8+7,21 311+14,69 110,8+15,02 216,8+8,42 317+2,62 102,5+16,88
[min; max] ! [141;310] [108;234] [167;412] [202;466] [98;196] [198;312] [216;387] [96;112]
p=0,000 p=0,000 p=0,004 p=0,394 p=0,068 p=0,008 p=0,130 p=0,000
14 344.9+15,07 265,8+0,72 277,1+6,15 341+£19,04 210+11,84 387,5+£13,05 315,5+9,51 177,5+4,06
[284:415] [205;418] [199;516] [184:503] [187;413] [215;461] [220; 319] [102;219]
p=0,000 p=0,000 p=0,003 p=0,047 p=0,009 p=0,000 p=0,334 p=0,000
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Taoauna 15. Inunamuka mapképoB BI'®C y «0Ho10rn4ecku HAauBHbIX» nauueHToB ¢ CFOUA na ¢one npumenennst
Pa3JIMYHBIX cXeM Tepanuu (N=65) (mpomoJukeHue).

CXEMBbI TEPAITUHA BI'®C
Cayvan BI'®C
n=65 (a6c¢.)
I'KC B/B + IINAI'KC B/B+ HuA| TKC B/B+ | TKCB/B+ | I'KCB/B+ |IlUA + T'KC| I'KC B/B + I'KC B/B +
MapKepH BI' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=8 I'KC per os n=4 +
n=6 I'KC per os +
KAaHAKUHYMA0
n=4
Cpok HopMmanu3anuu t° 12 11 15 2 1,7 2 15 2
[1; 2] [1; 2] [1;3] [1; 3] [1;3] [2; 2] [1;2] [1;3]
Cytku
HaOJIFOICHUS
0 1613,4+41,87 15145,9453,04 |13887,2+36,18| 2250,4+43,12 | 6210,2+12,43 | 6883,2+23,74 | 4403,5£13,42 24613,2+41,05
Deppuri [815,2;11250] | [1567,9;130149,2] |[1236;130149] | [702,38;7880,3] | [944,6;29250,4] | [1087;15870,2]| [960;9430,8] | [2750;67780,4]
’ 1047,2+11,63 12176,1+16,82 6007,4+8,76 718,3+1,06 3065,7+£10,62 | 3210,5+25,06 2818,9+10,57 12187,5+20,83
/M1 3 [617,7;4023,5] | [1211,8;67540,1] |[615,2;1314,9]| [410,8;2007] | [1007,3:6609] | [817,4;5210,7]| [512;1537,1] | [916,3;4670,8]
Cpennss =m p=0,081 p=0,024 p=0,009 p=0,002 p=0,003 p=0,002 p=0,006 p=0,001
[min; max] ; 810,5+8,12 3312,5+16,45 | 1516,8+12,07 | 516,7+42,16 | 1508,5+13,05 | 1005,3+16,20 | 682,8+12,06 1917,3+7,11
[274,8;916,2] [919,4:3760,1] | [112,8;682,4] | [143,9;819,9] | [712,9;1905,3] | [610,3;1375,2] | [312,3;1087,4] | [823,4;3012]
p=0,008 p=0,002 p=0,000 p=0,000 p=0,002 p=0,000 p=0,000 p=0,000
14 571,3+43,12 618,6+10,62 317,2+13,65 317,2+£35,17 870,1+8,84 612,2+8,19 312,2+7,42 718,9+12,68
[145,5:610,3] [78,2:974.2]  |[112,2; 447,9]| [67,8:459,2] | [516,8;1003] | [144,8;773,9] | [126,6;417,9] [408,5;1005]
p=0,005 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000
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Taoauna 15. Innamuka mapképoB BI'®@C y «0no10rn4ecku HauBHbIX» nmanueHToB ¢ CFOUA nHa ¢oHe npuMeHeHus
Pa3JIMYHBIX cXeM Tepanuu (N=65) (mpomoJukeHue).

CXEMBbI TEPAIIUUA BI'®C
Cayvan BI'®C
n=65 (a6c¢.)
I'KC B/B + IINAI'KC B/B+ HuA| TKC B/B+ | TKCB/B+ | I'KCB/B+ |IlUA + I'KC| I'KC B/B + I'KC B/B +
MapKepH BI' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=8 I'KC per os n=4 +
n=6 I'KC per os +
KaHAKUHYMAa0
n=4
Cpok HopMmanu3anuu t° 12 11 15 2 1,7 2 15 2
[1; 2] [1; 2] [1; 3] [1; 3] [1; 3] [2; 2] [1; 2] [1;3]
Cytku
HaOJIFOICHUS
0 308,5+11,65 715,3+8,15 187,4+8,03 | 232,6+2,15 373,2+12,61 | 194,7+13,72 168+12,32 512,7+6,23
[162,75;512,3] [482,59;1519] | [89,1;317,26] | [85,2;403,2] | [231,2;887,3] | [62,29;287,4] [43;204] [315,28;916,37]
ACT, En/n 3 220,1+7,14 664,9+6,42 101,4+£12,16 | 135,9+£25,07 304,6+9,25 112,4+7,41 97,4+8,64 486,5+9,04
Cpenmsist =M [102,2;218,5] [403; 1084] [45,2:112,8] | [43,3;217,9] | [207,8;796,1] | [59,2;160,3] [29; 151] [247,1;802,4]
[min; max] p=0,025 p=0,062 p=0,020 p=0,097 p=0,059 p=0,456 p=0,008 p=0,084
7 103,7+5,87 316,2+10,51 65,3+4,75 101,2+6,12 187,8+18,03 65,3+3,18 45,54+5,32 257,7+£5,12
[54,2;147,9] [207,4;718,5] [14:73,3] [14:132,7] [102;287 4] [24,8,98,3] [22; 68] [102;404,7]
p=0,018 p=0,002 p=0,000 p=0,007 p=0,001 p=0,000 p=0,001 p=0,002
14 46,3+1,12 105,7+9,31 42 5+6,02 65,9+0,21 102,1+11,79 34,8+6,43 31,7+2,78 289+10,49
[12,2;64,1] [27,8;133,8] [10;53,2] [12;70,3] [63,7:132,3] | [16,2;42,7] [15;44] [56,6:109,7]
p=0,000 p=0,000 p=0,000 p=0,002 p=0,001 p=0,000 p=0,001 p=0,007
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Taoauna 15. Inunamuka mapképoB BI'®C y «0Ho10rn4ecku HAauBHbIX» nauueHToB ¢ CFOUA na ¢one npumenennst
Pa3JIMYHBIX cXeM Tepanuu (N=65) (mpomoJukeHue).

CXEMBbI TEPAITUHA BI'®C
Cayvan BI'®C
n=65 (a6c¢.)
I'KC B/B + IINAI'KC B/B+ HuA| TKC B/B+ | TKCB/B+ | I'KCB/B+ |IlUA + T'KC| I'KC B/B + I'KC B/B +
MapKepH BI' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=8 I'KC per os n=4 +
n=6 I'KC per os +
KaHAKUHYMAa0
n=4
Cpok HopMmanu3anuu t° 12 11 15 2 1,7 2 15 2
[1; 2] [1; 2] [1;3] [1; 3] [1;3] [2; 2] [1; 2] [1;3]
Cytku
HaOJIFOICHUS
0 412,6+1,65 1084,3+£25,16 205,2+12,53 321,6+5,11 395,7+21,04 196,5+5,17 112,4+11,07 603,4+16,42
[203,43;699,7] [617,4;2697] | [99,25; 432,7] | [105,54;398,75] | [201,5;512,54] | [70,31;258,32] | [32,7;152,13] | [402,04;786,11]
AJIT, En/n 3 402,5+13,54 770,1+14,85 87,4+7,04 117,8+8,42 312,7+6,42 108,3+6,11 61,5+9,13 318,2+8,73
Cpenmsist =M [189,7;682,1] [502,1;1437,9] | [35,3;109,43] | [32,5;159,16] | [220;500,1] | [62,3;112,3] [22;86] [210;512,6]
[min: max] p=0,079 p=0,090 p=0,001 p=0,004 p=0,098 p=0,088 p=0,000 p=0,008
7 209,4+4,02 317,8+6,34 44,2+3,13 103,5+6,22 237,9+14,36 114,5+5,37 33£2,05 223,7+9,04
[78,6;233,5] [115,9;618,2] [13:56,3] [16;114,5] [102,7;312,8] | [67,4;137,8] [17;43] [104,6:280:2]
p=0,002 p=0,000 p=0,000 p=0,001 p=0,075 p=0,349 p=0,000 p=0,000
14 104,2+11,54 124,4+8 42 40,8+3,02 37,2+1,07 103,6+8.,45 54,3+7,16 21,5+0,85 106,8+10,35
[32,7:115,9] [55,9;330,7] [13;44,2] [11;45,8] [34,9:108,2] | [13,6:60,1] [15;38] [45,3:142,5]
p=0,000 p=0,000 p=0,000 p=0,000 p=0,004 p=0,003 p=0,000 p=0,000
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Taoauna 15. Inunamuka mapképoB BI'®C y «0Ho10rn4ecku HAauBHbIX» nauueHToB ¢ CFOUA na ¢one npumenennst

Pa3JIMYHBIX cXeM Tepanuu (N=65) (mpomoJukeHue).

CXEMBI TEPAIIUU BI'®C
Cayvan BI'®C
n=65 (a6c¢.)
I'KC B/B + IINAI'KC B/B+ HuA| TKC B/B+ | TKCB/B+ | I'KCB/B+ |IlUA + T'KC| I'KC B/B + I'KC B/B +
MapKepH BI' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=8 I'KC per os n=4 +
n=6 I'KC per os +
KaHAKUHYMAa0
n=4
Cpok HopMmanu3anuu t° 12 11 15 2 1,7 2 15 2
[1; 2] [1; 2] [1; 3] [1; 3] [1; 3] [2; 2] [1; 2] [1;3]
Cytku
HaOJIFOICHUS
0 147,7£15,03 153,5+12,06 178,9+13,44 132,1£15,76 157,8+11,05 117,4+5,06 70,3+2,05 195,4+3,16
[95,15;258,6] [102,86;261,35] |[[111,23:294,3]| [89,92;209,23] | [108,43;245,8] | [85,96;204,7] | [7,54:112,82] [97,56;368,3]
CPB, mr/n 3 81,1+4,12 77,8+7.32 109,2+4,01 43,2+42.05 69,5+10,63 59,442.13 33,5+4,11 87,3+1,45
Cpenmsist =M [23,03;102,6] [45,07;103,55] |[45,32;117,84]| [5,12;67,84] | [34,78;112,35] | [32,12;87,51] | [1,26;65,33] [51,26;174,5]
[min; max] p=0,022 p=0,001 p=0,060 p=0,000 p=0,037 p=0,002 p=0,000 p=0,003
7 17,2+0,65 44.84+2,04 63,9+0,84 20,1+0,51 32,1+0,15 6,09+0,40 26,9+1,73 63,3+2,03
[2,12;24,84] [12,36;71,03] | [22,54:86,12] | [2,16:32,9] [20,8;44,16] | [3,27;11,96] [0,86;34,15] [25,5;81,37]
p=0,000 p=0,000 p=0,000 p=0,000 p=0,001 p=0,000 p=0,000 p=0,000
14 3,5+0,03 1,24+0,02 4,17+0,01 2,1£0,01 8,4+0,12 2,5+0,52 6,8+0,06 7,1+0,05
[0,87;5,12] [0,76:4,17] [0,87:5,04] | [0,15;4.36] [2,54:15,74] | [0,76:4,81] [0,32:7,45] [1,68:15,44]
p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000 p=0,000
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Taoauna 15. Inunamuka mapképoB BI'®C y «0Ho10rn4ecku HAauBHbIX» nauueHToB ¢ CFOUA na ¢one npumenennst

Pa3JIMYHBIX cXeM Tepanuu (N=65) (mpomoJukeHue).

CXEMBbI TEPAITUHA BI'®C
Cayvan BI'®C
n=65 (a6c¢.)
I'KC B/B + IINAI'KC B/B+ HuA| TKC B/B+ | TKCB/B+ | I'KCB/B+ |IlUA + T'KC| I'KC B/B + I'KC B/B +
MapKepH BI' ®C + BBUI' + BBUI + I'KC HuA BBUI HuA + per os n=4 | Tounausymad | LluA + BBUI'
n=15 per os n=12 n=12 n=8 I'KC per os n=4 +
n=6 I'KC per os +
KaHAKUHYMAa0
n=4
Cpok HopMmanu3anuu t° 12 11 15 2 1,7 2 15 2
[1; 2] [1; 2] [1;3] [1; 3] [1;3] [2; 2] [1; 2] [1;3]
Cytku
HaOJIFOICHUS
0 1710,8+42,06 2876,3+16,05 943,8+5,13 307,7+£3,54 910,4+13,42 734,3+£16,24 408,2+2,45 3040+31,05
[985,3;2956,9] [1102,1;4984] |[539,3;1594,9]| [203,2;734,8] | [308,6;1203,4] | [259;945] [162;616,5] [1284:5245]
JIAL, En/n 3 1008,3+11,42 1616,8+11,32 616,3+5,72 301,3+6,11 754,8+10,82 607,3+11,30 216,5+8,16 2116,5+22,78
Cpenmsist =M [612,4;1256,3] [318,9;819,7] | [237,1;819,5] | [145:618,4] | [302,6;916,1] | [412,7:823,9] | [104;317,7] [919,7;3814,9]
[min; max] p=0,065 p=0,002 p=0,047 p=0,571 p=0,022 p=0,332 p=0,054 p=0,083
7 714,8+2,54 910,3+12,05 483,2+2,16 216,5+3,02 550,6+8,85 542,7+£5,72 213+5,12 1006+12,06
[310;805,2] [408,2; 1543] [301;515,8] | [136,6;364,8] | [213,3:712,6] | [215,9:608,2] | [104;267,3] [612,5;1983]
p=0,018 p=0,001 p=0,003 p=0,169 p=0,007 p=0,129 p=0,056 p=0,000
14 498,1+6,13 216,1+9,42 311,4+1,77 218,6+6,13 408,2+2,34 448,5+1,35 218,9+3,78 714,3+£11,04
[281,4;661,9] [107,3; 415,1] | [218,1;360,2] | [138;265,1] | [189,6;556,9] | [206,2;507,3] | [105;273,1] [315,3;809,2]
p=0,006 p=0,000 p=0,000 p=0,055 p=0,006 p=0,028 p=0,049 p=0,000

Ipumeuanue. BI'®C — Bropuunbiii remodaronutapubiii cuaapom, ACT — acnmapratamunoTtpancdepasza, AJIT — amanmHamuHOTpancdepasa,

CPb — C-peaktusHblii 6enok, JI/II' — nakrataerunporenaza, 'KC — rmoxokoptukocrepousnsl, [{luA — muxiocnopun, BBUI' — BHyTpuBeHHBIE

UMMYHOTJIOOYJIMHBI (MMMYHOTJIOOYJIMH YeJI0OBeKa HOPMaJIbHBIN).




Junamuxa mapxépoe eI’ PC na ¢one npumeneHus paziudHbIX CXEM
mepanuu y «0uo102uyecku He HauGHvIX)» nayuenmos ¢ clOUA

Hunamuka MapképoB BI'@C Ha (QoHE NpPUMEHEHUs Pa3IUYHBIX CXEM
Tepanuu y «OMOJIOTMYECKH HE HaWBHBIX» nauueHToB ¢ clOMA oneHuBanach y
15/17 naniueHTOB | mpeacTaBjieHa B a0, 16.

PesynbraThl aHanmu3a TMoOKa3zajld, YTO B HauOoJee KOPOTKHE CPOKH
IIOJIOKUATENIbHAS JTMHAMUKA M JOCTOBEPHOE CHM)KEHHUE MAapKEpPOB AKTHMBHOCTH
BI'®C Takxe Kak U 'y «OMOJOTUYECKA HAMBHBIX)» MAIIMEHTOB, HO B 00Jiee TIO3HHE
CPOKM HAOMIOJANNCh B  YCIOBUSAX TNPUMEHEHHUS CXEMBbl, BKIIOYABIICH
BHyTpuBeHHbIE, nepopanbHbie ['KC, [ImA n BBUI": nuxopanka KynupoBanach B
nepeble 48 YacoB Tepanuu, TEHACHIMS K CHIXKEHUIO KoHleHTpanuu CPBb,
dbepputuna, axktuBHoctu ACT, AJIT, JIII' B CHIBOPOTKE KPOBH, MOBBIIICHUIO
quclia JEHKOIUTOB, TPOMOOILIUTOB KPOBU OTMeYaluch yepe3 72 vaca. Ha 3 cytku
CTaTUCTUYECKM 3HAYMMO CHU3WIACh Jullb KoHuUeHTpauuss CPB B chIBOpoTke
KpPOBU; JOCTOBEPHOE CHM)KEHHME KOHILIEHTpauuu (epputnHa, aktuBHOCTH ACT u
JIZAT" B CHIBOPOTKE KPOBH, MOBBIIICHUE YKCIIA JICUKOIIMTOB U TPOMOOIIMTOB KPOBU
3apETUCTPUPOBAHO HA 7-€ CYTKHM ITOCIIe Havaja Tepanuu (tadir. 16).

B ycrmoBusix mpuMEHEHHUsI IPYrUX TEPANEBTUYECKUX CXEM CTAaTUCTUYECKU
JIOCTOBEpHas JUHAMUKA KOHIIEHTpAIuu (peppuUTHHA B CHIBOPOTKE KPOBH U JAPYTHUX

mapkepoB BI'®@C 3apeructpupoBaHa Ha 7-€ CyTKU U B 0oJiee MO3IHUE CPOKHU (TalJI.

16).



Tabauuma 16. JuHamuka MapképoB BI'®C y «Omooruyecku He HAUBHBIX» mnamueHToB ¢ clOUA Ha done

NpUMeHeHHs Pa3JIMYHbIX cxeM Tepanuu (N=15).

Mapkepsi BI'®@C

CXEMBbI TEPAIIUUA BI'®C

Cayuaun BI'®@C
n=23 (abc.)

I'KC B/B + IINA +

I'KC B/B + lINA +

I'KC B/B + lIlNA + BBUTI'

I'KC B/B + BBUI' +

I'KC B/B+T'KC

BBUI' + I'KC per os BBUI' + I'KC per os +T'KC per os + I'KC per os per os
n=9 + puTyKCHMAa0 KAaHAKHHYMAa0 n=3 n=3
n=4 n=4
Cpoxk HOopMayH3anw t° 31 32 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2;3]
CyTKH HaOJIOICHUS
0 78,3+£5,42 110,549,52 89,5+1,42 93,3+6,42 103,6+2,01
[63;89] [75:123] [70:103] [81:106] [90;116]
3 82,4+6,02 105,2+5,34 98,8+3,16 98,3+4,82 94,3+3,76
[79:100] [74:128] [96:100] [90:104] [86,102]
I'emorno0un, r/n p=0,119 p=0,880 p=0,007 p=0,448 p=0,776
Cpenmstst £m 7 91,2+3,84 100,8+2.06 104,3+0,74 107+3,12 103,6+2,33
[min; max] [87;107] [69;122] [100;109] [96:115] [98;110]
p=0,003 p=0,826 p=0,000 p=0,005 p=0,409
14 96,8+2,16 97,3+4,31 109,8+0,66 112,6+5,77 110,3+5,72
[90;110] [71:123] [107;115] [100;116] [108;113]
p=0,000 p=0,760 p=0,000 p=0,003 0,291




Taoauna 16. IAunammka mapképoB BI'®C y «0mojiornyecKkH He HAMBHBIX» namueHToB ¢ CFOMA Ha done

NMpUMEeHEeHHUsI Pa3JINYHbIX cxeM Tepanmum (N=15) (mpogokeHue).

CXEMBI TEPAIIUUA BI'®C
Cayuaun BI'®@C
n=23 (abc.)
MapKepbl B ®C I'KC B/B+ HuA + | TKC B/B + IlInA + | 'KC B/B + IllHA + BBUI' | TKC B/B + BBUI + |I'KC B/B + I'KC
BBUI + I'KC per os| BBUI' + TKC per 0s + I'KC per os + I'KC per os per os
n=9 + putrykcumad KAaHAKUHYMA0 n=3 n=3
n=4 n=4
Cpoxk HOopMayH3anw t° 31 32 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2:3]
CyTKH HaOJIOICHUS
0 2,1£1,02 7+0,14 2,3+0,05 6,6+0,42 6,3+0,36
[0,7;3,06] [1,94:14,3] [1,07:6,12] [3,62:11,08] [4,17:10,5]
. 2,3+0,57 8,6+£0,67 4,1+0,07 8,2+0,57 5,3+0,25
JletikouuTel, 3 [1,08:3,45] [2,97:14;97] [2,28;7,96] [3,05;12,45] [3,12;7,65]
TBIC./MKJI p=0,277 p=0,085 p=0,061 p=0,048 p=0,688
CpeHHSISI +m 7 4,5+0,34 9,9+0,42 4,7+0,11 8,9+0,36 9,4+0,78
[min; max] [2,76:8,05] [5,73:14,3] [3,16:8,05] [3,7;15,02] [8,12;11,08]
p=0,000 p=0,051 p=0,015 p=0,042 p=0,058
14 7,3+0,05 10,2+0,31 6,2+0,19 9,5+0,91 11,5+0,02
[4,12:10,33] [2,23;15,86] [5,23:7,67] [4,76:14,31] [8,46;13,75]
p=0,000 p=0,007 p=0,005 p=0,008 p=0,003




Taoauna 16. Aunammka mapképoB BI'®C y «0mojiornyecku He HAMBHBIX» namueHToB ¢ CFOMA Ha done

NMpUMEeHEeHHUsI Pa3JINYHbIX cxeM Tepanmum (N=15) (mpogokeHue).

CXEMBbI TEPAITUUA BI'®C

Cayuaun BI'®@C

n=23 (abc.)

I'KC B/B + BBUI' +

I'KC B/B+T'KC

MapKepr BI ®C I'KC B/B + InA + | T'KC B/B + 1A + | I'KC B/B + IlUA + BBUT
BBHUI + I'KC per os| BBUT" + I'KC per 0s + T'KC per os + I'KC per 0s per 0s
n=9 + puTyKCHMAa0 KAaHAKHHYMAa0 n=3 n=3
n=4 n=4
Cpoxk HOopMaH3anu t° 31 32 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2;3]
CyTKH HaOJIOICHUS
0 107,4+2,43 307+5,12 114,543,72 178,6+1,87 128,6+6,04
[4:158] [57;584] [48;139] [112;216] [96;188]
TpoMOOIUTHI, 3 113,7£5,36 294,3+8,62 125+8,64 281,3+7,15 127,3+7,45
ThIC./MKIL [72:131] [54;723] [96;186] [203;387] [100;184]
Cpemsis £m p=0,258 p=0,773 p=0,366 p=0,001 p=0,388
Ny 145,8+2,82 226,8+5,16 210,8+7,13 279+13,42 175,3%6,15
[min; max] ! [117;203] [119:457] [167;265] [226:315] [117:209]
p=0,001 p=0,500 p=0,005 p=0,001 p=0,108
14 216,3+0.,45 315,3+10,84 289,3+3 44 270,6+7,08 262,6+4,11
[195:418] [84;521] [220:415] [220;328] [200;312]
p=0,000 p=0,356 p=0,001 p=0,001 p=0,001




Taoauna 16. Aunammka mapképoB BI'®C y «0mojiornyecku He HAMBHBIX» namueHToB ¢ CFOMA Ha done

NMpUMEeHEeHHUsI Pa3JINYHBbIX cxeM Tepanmum (N=15) (mpomokeHue).

Mapkepsi BI'®@C

CXEMBbI TEPAIIUUA BI'®C

Cayuaun BI'®@C
n=23 (abc.)

I'KC B/B + IINA +

I'KC B/B + lINA +

I'KC B/B + lIlNA + BBUT'

I'KC B/B + BBUI' +

I'KC B/B+T'KC

BBUI + I'KC per os BBUI' + I'KC per os +T'KC per os + I'KC per os per os
n=9 + puTyKCHMAa0 KAaHAKHHYMAa0 n=3 n=3
n=4 n=4
Cpoxk HOopMayH3anw t° 31 32 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2;3]
CyTKH HaOJIOICHUS
0 17705,7+15,03 3176,9+11,06 6614,4+6,34 5434,9+42,52 3230,3+5,08
[3219,7:121396] [1345;4863,47] [1708,5:12403] [4127,8:6217,9] [1208,5:5470,4]
CDeppI/ITI/IH, HI/MII 3 10213,6+11,42 5338,4+8,12 5090,9+6,18 3599,7+31,08 2294,6+9,16
Cpennss £m [1043,2;65402] [1141,61;14048] [2035:9016,2] [2438,2;5150,9] [910,2;3472,6]
[min: max] p=0,083 p=0,170 p=0,098 p=0,134 p=0,078
7 3662,9+8,94 1988,2+9,06 1991,7+8,02 1520+35,73 1328,3+12,03
[812,3;12035] [182,5;3529] [1207,5:3710,2] [1203,7:2187,5] [818,4;2110,5]
p=0,031 p=0,000 p=0,002 p=0,005 p=0,007
14 1006,3+12,15 650,1£11,04 844,4+10,14 781,9+7,01 817,9+8,44
[415,8;2314,9] [39,11;1670] [716,4:1025,9] [689,3;895,3] [617,8;1013]
p=0,000 p=0,000 p=0,000 p=0,000 p=0,002




Taoauna 16. Innamuka mapképoB BI'®@C y «0M010rn4ecku He HauBHbLIX» nanueHToB ¢ cCFOUA Ha ¢done
NpPUMEHEHHUs Pa3JINYHBIX cxeM Tepanun (N=15) (mpomokeHue).

CXEMBbI TEPAIIUUA BI'®C
Cayuaun BI'®@C
n=23 (abc.)
MapKepbl B ®C I'KC B/B +IInA + | TKC B/B + IIuA + | T'KC B/B + IIuA + BBUI' | TKC B/B + BBUI + |[T'KC B/B + T'KC
BBUI + I'KC per os| BBUI" + I'KC per os +I'KC per os + I'KC per os per os
n=9 + puTyKCHMA0 KAaHAKHHYMAa0 n=3 n=3
n=4 n=4
Cpoxk HOopMayH3anw t° 31 3.2 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2;3]
CyTKH HaOJIOICHUS
0 189,2+6,05 111,8+£2,67 244.3+4,15 100,8+2,85 94,3+2.86
[108,3;767,4] [35,76;310,27] [162,1;412,3] [65,8;140,6] [44,2;135,8]
ACT, En/n 3 177,4+11,13 183,5+8,43 223,543,08 109,142,13 76,3%0,64
Cpersst £m [121,9:605,3] [31,8:506,03] [118,7;287,9] [66,8:171,4] [42,1:96,5]
[min; max] p=0,072 p=0,475 p=0,344 p=0,053 p=0,410
’ ; 132,9+4.84 120,5+2.12 88,4+1,66 69,3+6,43 65,6+1,87
[98;166,4] [29,95:196,66] [73,1:108,6] [42,7:100,3] [50,3:84,7]
p=0,023 p=0,490 p=0,015 p=0,023 p=0,054
14 77,5+£2,16 53,445,03 59,3+1,75 37,9+0,65 36,6+1,29
[32,7:90,2] [33;106] [45,6:79,4] [27,6:51,2] [25,9:48,1]
p=0,006 p=0,003 p=0,000 p=0,015 p=0,009




Taoauna 16. Ilunamuka mapképoB BI'®@C y «0no10rn4ecKu He HAUBHBIX» nanueHToB ¢ cCFOUA na ¢gone
NpPUMEHEHHUs Pa3JINYHBIX cXxeM Tepanun (N=15) (mpomokeHue).

Mapkepsi BI'®C

CXEMBbI TEPAIIUUA BI'®C

Cayuaun BI'®@C
n=23 (abc.)

I'KC B/B + IuA +

I'KC B/B + LIuA +

I'KC B/B + [uA + BBUT

I'KC B/B + BBUI +

I'KC B/B+T'KC

BBUI + I'KC per os| BBUI" + I'KC per os +I'KC per os + I'KC per os per os
n=9 + puTyKCHMA0 KAaHAKHHYMAa0 n=3 n=3
n=4 n=4
Cpoxk HOopMayH3anw t° 31 3.2 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2;3]
CyTKH HaOJIOICHUS
0 615,8+12,65 270,5+7,25 318,2+2,54 87,6+£0,66 100,6+3,02
[213,6;1272,3] [10,1:880,24] [196,3;574,9] [78,3:96,1] [83,3;113,5]
AJIT, En/n 3 504,1+1,23 380,9+2,48 338,4+8.46 71,5+1,07 92,6+4.,02
Cpennsiga £m [105,8;886,4] [8,23;1221,97] [122,4;512,2] [52,3;89,4] [81,1;100,6]
[min; max] p=0,058 p=0,327 p=0,608 p=0,061 p=0,295
; 312,6+2,54 327,2+4,11 142,5+1,62 67,1+0,34 58,9<1,18
[100,2;613,8] [23,9;715,8] [64,5:216,7] [50,3;88,1] [38,9;86]
p=0,002 p=0,682 p=0,015 p=0,087 p=0,024
14 89,1£9,92 147,3+7,44 55,7+2,64 34,3+1,68 37,9+0,37
[75,5;118,4] [24,4;337,3] [24,5:86,1] [26,4;41,5] [32;42,8]
p=0,000 p=0,011 p=0,000 p=0,028 p=0,003




Taoauna 16. Innamuka mapképoB BI'®@C y «0M010rn4ecku He HauBHbLIX» nanueHToB ¢ cCFOUA Ha ¢done
NpPUMEHEHHUs Pa3JINYHBIX cxeM Tepanun (N=15) (mpomokeHue).

Mapkepsi BI'®C

CXEMBbI TEPAIIUUA BI'®C

Cayuaun BI'®@C
n=23 (abc.)

I'KC B/B + IuA +

I'KC B/B + LIuA +

I'KC B/B + [uA + BBUT

I'KC B/B + BBUI +

I'KC B/B+T'KC

BBUI + I'KC per os| BBUI" + I'KC per os +I'KC per os + I'KC per os per os
n=9 + puTyKCHMA0 KAaHAKHHYMAa0 n=3 n=3
n=4 n=4
Cpoxk HOopMayH3anw t° 31 3.2 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2;3]
CyTKH HaOJIOICHUS
0 121,8+1,54 5,7+0,12 174,3£2,16 62,2+0,43 41,1+1,32
[81,23;208,15] [0,83;16,23] [69,21;407,12] [43,02;87,14] [18,63;81,09]
CPB, mr/n 3 62,7+2,48 3,2+0,35 158,5+1,76 44,8+0,66 30,4+0,50
Cpennsiga £m [22,04;114,23] [0,68;5,06] [45,82;314,06] [26,05;65,11] [12,76;55,43]
[min; max] p=0,005 p=0,067 p=0,099 p=0,592 p=0,266
7 23,8+0,16 15,94+0,05 16,3+0,09 10,2+0,93 3,6+0,01
[3,09:45,68] [0,4:60,96] [9,21:32,69] [6,07:16,37] [2,03:5,16]
p=0,002 p=0,885 p=0,000 p=0,003 p=0,011
14 3,18+0,07 0,8+0,05 2,5+0,03 1,3+£0,06 2,5+0,17
[1,45:15,00] [0,14:2,14] [0,54:6,13] [0,67;2,14] [1,36:4,03]
p=0,000 p=0,009 p=0,000 p=0,000 p=0,000




Taoauna 16. Ilnnamuka mapképoB BI'®@C y «0Mo10rn4ecKu He HAUBHBLIX» nanueHToB ¢ cCFOUA na ¢gone
NpPUMEHEHHUs Pa3JINYHBIX cXxeM Tepanun (N=15) (mpomokeHue).

Mapkepsi BI'®C

CXEMBbI TEPAIIUUA BI'®C

Cayuaun BI'®@C
n=23 (abc.)

I'KC B/B + IuA +

I'KC B/B + LIuA +

I'KC B/B + [uA + BBUT

I'KC B/B + BBUI +

I'KC B/B+T'KC

BBUI + I'KC per os| BBUI" + I'KC per os +I'KC per os + I'KC per os per os
n=9 + puTyKcumMad KAaHAKHHYMAa0 n=3 n=3
n=4 n=4
Cpoxk HOopMayH3anw t° 31 3.2 3,7 2,3 2,3
[2;5] [2;4] [3:4] [2;3] [2;3]
CyTKH HaOJIOICHUS
0 1084,2+8,43 563,1+£3,14 1225,3+11,76 590,1+4,22 917,6+£3,47
[317,4:1632,9] [281,58:906,09] [819,4;2148,57] [512,4;671,5] [736,2;1207,4]
JUIAL, En/n 3 776,9+10,11 680,4+5,47 1122,1+15,08 605,3+5,25 670,8+7,14
Cpersist M [423,8:965,3] [316,2:1027,84] [792,1:1896,3] [412,8:718,1] [416,2;983,9]
[min: max] p=0,086 p=0,760 p=0,380 p=0,678 p=0,052
7 637,6£8,21 515,9+4,43 974,3+18,54 416,2+6,87 506,7+4,53
[214;702,9] [486:548,78] [800,5:1314,7] [328,8:503,9] [376,8:615,3]
p=0,004 p=0,373 p=0,254 p=0,062 p=0,048
14 551,9+6.07 381,3+5.18 523,6+9,06 404,1%3,23 439.3+6,12
[203:699,8] [264,57:480,05] [422,3:756,2] [367,5:442,9] [380,2:520,7]
p=0,000 p=0,066 p=0,005 p=0,041 p=0,007

IIpumeuanue. BI'®C — BTropuuHbii reModarountapuslii cunapoM, ACT — acnapraramuHoTpancgepasza, AJIT — anaHnHaMuHOTpaHchepasa,

CPb — C-peaxtuBnsblii 6enok, JIAI' — makrataeruaporenaza, ' KC — rmokokoptukoctepouas!, [IuA — muxnocnopun, BBUI' — BHyTpuBeHHBIE

MMMYHOTJIOOYJIMHBI (MMMYHOTJIOOYJIMH YeI0BEeKa HOPMAaJIbHBIH).




3.6.3. DddexTuBHOCTL cXem Tepanuu BI'®C, BKIOYABIIMX Te€HHO-
HHKEHEePHble OMOJIOTHYeCKHE Mpenaparbl (TOUMANM3yMad, KaAHAKMHYMAO,
purykcuma0) y nanueHToB ¢ cFOUA

Ipdexmuenocms  monomepanuu el’'®C  mowunuzymabom 'y
«buonozuuecku Hausnvlx) nayuenmos ¢ clOUA

B uccrnenoBanue BKIIOUYEHO 6 «OMOJIOTMYECKH HAWBHBIX)» IMAIlMEHTOB C
B['®C, 4 manueHTa nojiy4aau KMMYHOJEIPECCAHTBI: U3 HUX 2 — METOTpeKcar, 1 —
azatuonpud, 1 — nedayHoMu; 2 nanMeHTa UMMYHOJIEIIPECCAHTAMU HE JICUUITUCH.
Bcem getsim Obliia mpoBeZeHAa BHYTpUBEHHas MH(Y3Us TOUMIM3ymMalda COTJIACHO
uHcTpykiuu Oe3 npumenenusa ['KC, [HuA u BBUI. JlocTmxeHnue KpuTepues
OTBETa HA TEPANUIO U KpUTEepUeB HeaKTUBHOM ctaguu ['®C 3apeructpupoBaHo B
cpeanem uyepe3 4,5 (3,25;5,0) u 13,5 (12,25; 18,5) cyt., cOOTBETCTBEHHO (TalI.
17). Ucxonom Beex ciiydaeB BI' @C B JaHHOM KOTOpTE ABJISIIACH PEMUCCHSL.

Taboauna 17. IPppexrnBHocts MoHOoTepanuu BI'®C Toumwianzymadom y

«OHOJIOTHYECKH HAUBHBIX» nmanueHToB ¢ cFOUA (n=6).

Ne manmenra 1 2 3 4 5 6
Boszpact 51 I5n 14 n 2r 17 n 51
Jnaruos clONA clONMA | ctOUA | clOMA | clOMA | clOUA
[IpenmecTByroniee Je4eHne MT A3A MT - JIE® -
Cpoxk Hopmanu3anuu t° 1 1 2 2 1 1
Kpurepun orsera Cytkn
Ha Teparuio HaOII0ICHUS
I'emornoOuH, /1 0 101 104 87 94 107 98
3 109 113 97 98 108 101
7 104 116 135 102 101 115
14 121 123 137 104 110 117
JleKOoIuTEL, 0 21,61 10,06 14,28 19,95 11,33 14,85
THIC./MKII 3 22,09 7,66 4,2 12,65 10,2 18,5
7 6,39 11,08 4,75 16,07 4,52 14,35
14 7,85 9,71 4,85 4,93 6,11 11,61
TpoMOOLIUTHI, 0 445 529 428 321 146 486
TBIC./MKJI
3 579 435 294 274 203 461
7 404 377 292 297 183 351
14 293 250 220 289 195 322
DeppuTHH, HT/MIT 0 2699,7 | 2013,4 | 1916,78| 1283,38| 2206,77 | 940,77
3 1670,47 | 1421,11| 936,54 | 1731,23| 2177,99 | 859,16
7 248,46 | 637,09 | 6122 615,2 618,35 | 532,72
14 2123 634,55 | 1145 | 314,83 122,3 | 134,24




Taoauna 17. IpdexruBHocTh MOHOTEepanuu BI'®C Touuauzymadom y
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«OHOJIOTHYECKH HAUBHBLIX» manueHToB ¢ cFOUA (n=6) (mpomoJukeHue).

Ne marmenra 1 2 3 4 5 6
Bo3spact Sn 1570 14 n 2T 17 n Sn
Jnaruos clO1A clOHMA | clOUA | cFOUA | clOMA | cFOUA
[IpenmecTByroniee Je4eHue MT A3A MT - JIED -
Cpoxk HopMmayi3aiuu t° 1 1 2 2 1 1
Kpurepuu orsera Cytku
Ha Teparuio HaOI01eHUs
Tpurnuuepuasl, 0 1,78 1,8 2,5 1,89 1,75 1,93
MMOJIB/TI 3 0,76 4,08 1,7 1,52 1,51 1,1
7 0,61 1,2 1,1 1,1 1,11 1,16
14 0,84 0,85 1,03 1,34 1,3 0,99
®dubpuHOTeH, T/1 0 - 6,44 1,86 4,39 6,9 5,98
3 - 4,01 5,2 2,12 5,5 3,1
7 - 3,02 4,28 3,03 2,03 3,52
14 - 3,16 2,95 3,11 3,13 2,86
ACT, En/n 0 53 52,7 17 58 27,4 58
3 29 39,7 21 28 30,3 30
7 24 33,6 38 31 22,5 34
14 34 36,1 28 16 16 31
AJIT, En/n 0 13 65,3 20 25 20,6 31
3 19 33,5 9 15 19,5 18
7 20 32 21 14 12 20
14 28 25,9 18 10 12,5 19
CPB, mr/n 0 262,58 | 102,03 | 56,14 45,52 87,22 67,35
3 227,32 31,52 45,28 31,56 61,36 | 109,41
7 4,56 6,86 0,36 16,2 2,15 119,16
14 2,52 3,61 0,21 0,3 0,36 2,16
JIAT, En/n 0 264 270 274 261 219 251
3 228 273 220 254 102 151
7 241 220 215 122 115 153
14 248 158 178 126 119 156
Cpoku TOCTHKEHUSI KpUTEPUEB 7 5 3 5 4 3
OTBETa Ha TEPAIHIO, CyTKU
Cpoku TOCTHKEHUSI KpUTEPUEB 27 20 13 8 14 12
HeakTuBHOU craguu ['®C, cyTkn

Ipumeuanue. MBIl — reHHoO-MH)XeHepHBbIE OHojoruyeckue mpenaparsl, A3A —
azatuonput, JIE® — nepnynomun, MT — mertorpekcar, ACT — acnapraramuHoTpaHchepasa,
AJIT — ananunamunotpancdepasa, CPb — C-peaxtuBnslii 0enok, JI/II" — nakratneruaporenasa.
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Ipghexmuenocmo cxemvr mepanuu ¢l @C, exnwuaguiell KAHAKUHYMAOD, y
nayuenmoe ¢ clOUA
MonoknonansHOe antuteno k MJI-1B (kanHaknHymMal) ¢ Lelbl0 KYIUPOBaHUSA

BI'®C npumensiiocs B 8/114 cnyuasx BI'OC (4/84 — «OM0IOTrMYECKH HAUBHOTO» U
4/30 — «Onomornveckn He HAaUBHOTO»), pa3BuBIIerocs Ha (one teparmu clOMA
TOIMJIM3YyMabOM U PE3UCTEHTHOTO K Teparuyi BHYTPUBEHHBIMU U MEPOPATLHBIMU
['KC, IlluA u BBUI'. Tlocne BxitoyeHus: B cxemy JedeHus: kaHakuHymaoa B['@C
KynupoBaycs y 6/8 manuenToB, y 2/8 — 3aBepIIuics JeTaIbHBIM UCXOIOM.

IPpexkmuenocmov cxemor mepanuu ¢l @C, exknrouasuieit pumyxkcumao, y
nayuenmoe c ctOUA

Purykcuma® nmnsa neyenuss BI'®C mpumensiacs y S5 maumeHtoB: 1-ro
«OMOJIOTUYECKU HAaUBHOTO» U 'y 4-X mauueHToB ¢ BI'®C, pa3BuBmuMcs Ha (oHe
tepanuu ['UBIL: y 2-x — xaHakuHymaOoM, y 1-ro — aganumymadbom u y l-ro —
TOLMIM3YMaOOM. Y 3-X MalueHTOB TpUITEpHbIM (akTopoM pa3BuTusi BI'®C Obu1
BUpyc OmnmreiiHa-bapp (BbsiBiaeHHBIM B KpoBH MeTonoM IIIIP): y 1 manuenra,
MOJIy4aBUIErO aJaiuMyMmMad, y 2-X DNAUUMEeHTOB — KaHakuHyma0. B kauecTtse
cTapToBoi Tepanuu 4-m manuertam (1, 2, 4, 5) npuMeHsuIach TepaneBTUYECKas
cxema, BKIIOYaBllas BHyTpuBeHHble M nepopanbHbie ['KC, [MuA, BBUI, 1
MalyeHTy — B KoMOWHanuu ¢ toruianzymadboMm. Ha BBenenue tonumnuszymada y
peOeHKa pa3BUIIach ajiepruyeckas peakuus, U Tepanus Obuia npekpaieHa. [lpu
IIONIBITKE CHUXEHNA 1036l BHYTpuBEeHHBIX [ KC y Bcex nmeren pa3BuBajics pelyanB
B['®C. Ha ¢one Tepanum puTyKCMMaOOM KPUTEPUH OTBETa HA TEPaIui0 ObLIH
JOCTUTHYTHI Y BCEX MALMEHTOB, KpUTEpUN HEAaKTUBHOM cTtaguu BI'OC —y 3-x. ¥V
2-X TALUMEHTOB KpUTepuu HeakTUBHOU ctaguu ['OC noCTUrHYTHl HE ObUIM, UM
noTpeboBaIoCh MPOBEICHUE dCKaIaNuu 1036l epopaibHbix ['KC (Tabdm. 19).

Hcxonapl B maHHOM TpyIile pachpeaesieHbl CICAYIMMUM o0pa3oM: y 3-X
NAlMEHTOB KOHCTaTUPOBaHAa peMUCCHs, y | manueHTa — HeIOCTUKEHUE KPUTEPUEB

OTBETa, y | ManueHTa — JIeTaabHbII UCXOJ.



Taoumnua 18. dddexTnBHOCTL cxXembl Tepanuu BI'®C, BriyaBmed KaHAKHHyMma0, y nauueHTos ¢ cFOUA (n=8).

No manuenTa 1# 2 3# 4 of 6 7 8#
Bospacr 2,8 1 41 10 1 17 n 70 4r 12 n 4r
Jwuarnos clONA clONA clONA clONA clONA clONA clONA clONA
[IpenmecTByromiee JeUeHUE MT, TOIL] HuA I'KC B/B, - I'KC per I'KC B/B I'KC per I'KC B/B,
BBUT, LIuA, 0s, [uA, 0s, [luA BBUT,
TOL] TOL] [uA, I'KC
per os,
TOIL]
Tepanust BI'@C 110 Ha3HAYEHUS I'KC B/B, I'KC B/B, I'KC B/B, I'KC B/B, I'KC B/B, I'KC B/B, I'KC B/B, I'KC B/B,
KaHaKHHyMa0a BBUTI, BBUT, BBUT, LIuA, BBUT, BBUT, BBUT, BBUI, BBUI,
HuA [MuA, 'KC | TKCperos | HuA, 'KC | [uA, T'KC | LluA, I'KC | uA, I'KC | HuA, I'KC
per os per os per os per os per os per os
Cpok Hopmasn3anuu t° 1 1 4 3 4 2 2 4
Kpurepun orsera Cytku
Ha Tepanuio HaOII0IeHUs
I'emornoOuH, /1 0 110 100 105 80 95 106 104 134
3 120 103 102 94 111 115 100 117
7 120 100 94 111 108 110 121 121
14 121 110 100 110 86 127 125 118
JleiikouTHI, 0 3,87 19,99 12,74 2,11 6,67 3,9 6,55 28,34
TBIC./MKIT 3 5,75 14,12 5,07 4,13 10,2 6,24 8,95 17,36
7 5,08 9,06 7,12 7,13 2,1 8,13 5,06 11,01
14 8,12 10,43 4,16 6,05 1,71 5,84 10,84 8,35
TpomMOOITUTHI, 0 156 296 295 47 35 145 201 411
TBIC./MKJT 3 203 415 116 110 89 214 315 587
7 312 212 102 114 90 221 376 196
14 335 227 112 217 73 307 399 214




Tadoumua 18. dpdexkTuBHocTh cxembl Tepanun BI'®C, BriawyaBmieid KaHaknHymMa0, y nanueHTtoB ¢ clOUA (n=8)
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(mpoxoskeHue).
Ne mamuenra 1# 2 3# 4 S5# 6 7 8#

Bo3spact 2,81 41 10 n 17 n 70 4r 12 n 4r

Jnaruos clONA clOMA clOMA clOMA clOMA clOMA clOA clOMA

Kpurepunu orsera Cyrku

Ha TEPAIHIo HaOJOCHUS

®deppuTHH, HI/MIT 0 1138 45000 24464 17643 12780 14466 18935 103004
3 566 3678 1567 11845 10115 13016 17084 95314
7 213 3301 3275 2065 11423 6123 15521 87012
14 86 2156 9813 214,87 9024 246,11 4124 3156

Tpurnunepuasbl, 0 1,63 2,29 4,82 6,98 6,05 3,16 2,61 3,99

MMOJIB/JT 3 1,51 1,06 3,42 3,14 4,51 1,85 2,08 2,66
7 1,1 2,12 3,17 3,06 4,06 2,03 3,12 1,87
14 1,17 1,53 4,46 2,01 3,95 1,74 1,99 1,65

®ubpuHOTEH, T/ 0 413 4,93 3,17 0,94 8,22 1,24 3,33 1,57
3 3,65 4,12 2,16 3,14 3,7 3,12 5,12 2,16
7 4,22 3,76 1,96 4,65 0,88 2,88 2,08 2,65
14 4,16 2,16 1,99 3,08 0,95 2,53 2,54 3,01

ACT, En/n 0 62 95,3 207 260 96,28 62,91 55 75
3 40 115,23 154 114 102,3 24 42 89
7 27 108,41 186 75 99,01 17 13 15
14 12 66,15 413 25 117 18 17 20
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Tadoumua 18. dpdexkTuBHocTh cxembl Tepanun BI'®C, BriawyaBmieid KaHaknHymMa0, y nanueHTtoB ¢ clOUA (n=8)

(mpoxoskeHue).
Ne mamuenra 1# 2 3# 4 S5# 6 7 8#
Bo3spact 2,81 41 10 n 17 n 70 4r 12 n 4r
Jnaruos clONA clOMA clOMA clOMA clOMA clOMA clOA clOMA
Kpurepunu orsera Cyrku
Ha TepaIuIo HaOI0AeHUS
AJIT, En/n 0 50 101,32 202 380 32,92 57,21 23 32
3 30 98,53 116 113 65.13 42 14 65
7 25 88,1 192 43 81,94 11 11 60
14 27 52,85 306 18 116 18 26 14
CPBb, mr/n 0 73 59,16 25 154,23 9,73 23,71 38,06 81,13
3 20,45 7,43 2,47 14,22 2,06 4,13 511 66,05
7 0,94 2,06 2,15 3,05 0,75 1,27 0,47 13,11
14 0,87 1,49 3,81 0,54 0,81 1,17 0,62 0,48
JIAL, En/n 0 526 649 3663 414 2148,5 435,48 563,08 713
3 255,32 415,23 892 208 1145,2 312,64 412,67 401,25
7 206,48 513,66 1230 251 1007 330,16 212,08 187,07
14 214,23 317,08 1144 187 2116 201,36 196,45 235,08
Cpoku TOCTHKEHUS KPUTEPUEB 1 15 12 7 10 4 9 11
OTBETa Ha Tepanuio, CyTKU
Cpoku TOCTHKEHUS KPUTEPUEB 5 35 - 15 - 6 20 15
HeakTuBHOH cTraguu ['OC,
CYTKHU

IIpumeuanue. 'KC — rmokokopTtukoctepounsl, [IuA — muxnocnopun, BBUI' — BHyTpuBeHHble nMmyHornooynaususl, ['MIBII — rexHo-
WH)XeHepHble Ouonorndeckue npenaparbl, KAH — xanakunyma6, TOLl — Toumnmmusymad, MT — merorpekcar, ACT — acnapratamuHoTpaHcdepasa,
AJIT — ananunamunotpancdepasza, CPb — C- peaktuBnblit 6enok, JIJII" — nakrarneruaporeHasa.



Tabauna 19. IpdexTuBHocTh cxembl Tepanuu BI'®C, BriIOYaBLIEH

purykcuMma0, y manueHTos ¢ cFOUA (n=5).

Ne manmenTa 1 2 3 4 5
Bospact 171 4r 2T 14 n 3r
Jnaruos clOA clONA clO1A clOA clONA
IIpenwecTByrouee ge4eHue JIED, I'KC per I'KC per KAH
clONA AJlIA 0s, 0s, MT,
KAH KAH
Tepanus BI'®C 1o BBeaeHus I'KC B/B, I'KC B/8B, I'KC B/B, I'KC 8/B, | I'KC B/B,
puTyKcuMada BBUT, BBUT, BBUT, BBUT, BBUTI,
HuA, I'KC | IIuA, I'KC | IuA, I'KC uA, uA,
per os per os per os, I'KC per | TKC per
TOI] 0s 0s
(anmmepr. p-
usi)
Cpoxk Hopmanu3anuu t° 2 4 1 2 4
Kputepuu orBera Ha Cytku
TEPAITHIO HaOJTI0ICHU S
I'emornobuH, r/n 0 121 96 75 102 123
3 126 93 98 74 128
7 122 91 87 69 121
14 123 80 80 71 115
JIeliKOUMTEI, 0 4,34 7,53 16,8 1,94 14,3
TBIC./MKJI 3 5,69 14,97 7,3 2,97 10,78
7 8,7 11,01 6,6 5,73 14,3
14 9,23 13,5 2,92 2,23 15,86
TpoMOOLIUTHI, 0 130 584 208 57 457
TBIC./MKJI
3 131 723 467 54 269
7 150 181 466 119 457
14 145 511 107 84 521
depputuH, HI/MI 0 1642 4863,47 1345 4618 1584
3 1495 1141,61 34,96 14048 4669
7 3529 1155,48 31,38 3086 182,5
14 1670 502 1127 389,3 39,11
Tpurnuuepuasl, 0 8,68 1,81 1,7 2,64 5,47
MMOJIB/IT 3 1,63 1,77 1,13 3,05 3,65
7 3,5 1,86 2,21 3,22 4,1
14 2,67 2,65 1,81 3,15 2,93
®dubpuHoTreH, /1 0 5,07 3,05 3,5 1,66 4.8
3 7,38 5,03 3,8 1,84 2,78
7 2,69 1,11 3,12 1,52 2,12
14 2,32 3,13 2,65 2,2 2,63
ACT, En/n 0 35,76 45,7 140,86 310,27 55,6
3 89,49 31,8 36,57 506,03 106,67
7 196,66 85,1 28,57 170,7 29,95
14 106 33 47,35 40,2 34,36
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Tadauma 19. DdpdexTuBHOCTL cXeMbl Tepanun BI'®C, BKI0OUaBIIEi

purykcuMma0, y nanueHToB ¢ cFOUA (n=5) (mpoxosxenue).

Ne maunenra 1 2 3 4 5)
Bo3spact 17 n 41 2r 14 n 3r
Jnaruos clO1A clONA clO1A clONA clONA
IIpenwecTByromee ge4eHue JIED, I'KC per I'KC per KAH
clONA AJlIA 0s, 0s, MT,
KAH KAH
Tepanus BI'®C 1o BBeaeHuUs I'KC B/B, I'KC B/8B, I'KC B/B, I'KC B/B, | I'KC B/B,
puTyKCcuMada BBUI, BBUI, BBUT, BBUI, BBUT,
uA, I'KC | lluA, I'KC | uA, I'KC 1uA, HuA,
per os per os per os, I'KC per | T'KC per
TOI] 0S 0S
(ammepr. p-
usi)
Cpoxk Hopmanu3anuu t° 2 4 1 2 4
Kpurepuu orsera Ha Cytku
Tepanuio HaOIoAeHUS
AJIT, En/n 0 166,61 10,1 187,82 880,24 25,74
3 283,56 10 18,93 1221,97 8,23
7 513,16 23,9 13,8 715,8 56,06
14 337,3 24,4 16,03 193,18 34,41
CPBb, mr/n 0 0,9 16,23 217,72 0,83 4,99
3 2,16 5,06 16,57 0,68 4,79
7 0,7 60,96 6,21 0,4 1,76
14 0,31 2,14 42,42 0,14 0,47
JIAT, En/n 0 281,58 368,5 3115 906,09 696,16
3 399,44 316,2 314,55 1027,84 | 978,12
7 548,78 512,4 280,95 486 516,32
14 412,65 368 319 264,57 480,05
WH}peKMOHHBIN TPUTTepHBII BOb - - BOb BOb
dakrop
Cpoku TOCTHKEHUSI KPUTEPUEB 15 7 3 6 12
OTBETA Ha TEPAIUIO, CYTKH
CpoKH JOCTIKEHHSI KpUTEPHEB - - 21 32 35
HeakTuBHOU craguu ['@C, cyTkn

IIpumeuyanune. I'KC — rmokokoptukoctepounsl, [IMA — nwuxiocnopun, BBUIT —
BHYTpuBeHHble UMMYyHOTN00yuHbI, ' UBII — reHHo-uHXeHepHble OMOJIOTHYECKHE Mpenaparshl,
KAH — kanakunyma6, TOC — Tounnuzymad, AJIA — aganumyma0, JIE® — nepnynomun, MT —
meroTpekcaT, ACT — acnmapraramunoTtpancdepasa, AJIT — anannnamunoTtpancdepasa, CPb — C-
peaktuBHbIN 6enok, JIII" — maktaraeruaporenasa, BOb — Bupyc Dnmrreiina-bapp.
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3.6.4. Cumxkenmne n03b1/oTMeHa BHYTpuBeHHbIX I'KC y mamueHTOB ¢
BI'®C npu cFOUA
Buytpusennsie ' KC nns neyennst BI'®C npumensuiuce B 99/114 (86,84%)

ciaydasx: B 69/114 (60,52%) — nexcameraszoH (53/69 «OnONOrMYEeCKH HAWBHBICY,
16/69 «O6momornueckn He HamBHBIE»), B 30/114 (26,32%) — MeTWITIpETHU30JIOH
(18/30 «Ouonoruuecku HauBHBIE», 12/30 «OMOIOTMYECKU HE HAMBHBIEY ).

B 46/99 (46,46%) cnydasx (35/46 «Ouwonmoruuecku HauBHbIEY, 11/46
«OMOJIOTMYECKU HE HAaUBHBIEY») CHIKEHHE /10361 BHyTpHBeHHBIX [ KC Hauaro yepes
7,4 (5,25; 14,5) cyTok mocie JOCTHKEHUsI KpUTepUEeB OTBETa Ha Teparuio, B 53/99
(53,54%) cnyuasx (36/53 «Ouosiorndecku HauBHBIE», 17/53 «OUOIOTHYECKU HE
HauBHBIE») — yepe3 16,9 (11,75; 20,75) cyTok mocie AOCTHKEHHUS KPUTEPHUEB
HeakTuBHOU ctaauu ['OC.

Jlo3a nekcamerazona B 52/69 (75,36%) ciydasix cHUXKajJach €XKEIHEBHO Ha
3-10% ot ucxonnoi, B 9/69 (13,04%) — Ha 11-25%, B 5/69 (7,25%) — na 25-50%,
B 3/69 (4,35%) — mo 50% otr ucxomHoit m03bl Kaxable 1-2 Hemenu. [lo3za
METWINpEHN30JI0Ha cHIKanach B 24/30 (80%) ciyuasx Ha 25%, B 6/30 (20%) —
Ha 50% oT nepBoHaYaIbHOUN Kaxkable 1-3 qHs.

Ha ¢one cHmwxenuss n03pl win oTMeHbl BHyTpuBeHHbIX ['KC B 27/99
(27,27%) cnyuasx pa3Buiiach peaktuBaius Bl @C (B 5/27 (18,52%) cnyyasx — y
«Ononorndyecku HauBHbIX» U 22/27 (81,48%) y «OMOJOTUYECKH HE HAMBHBIX)
nanueHToB), uto B 19/27 (19,19%) cnydasx sBHJIOCH TTOKAa3aHUEM K TOBBIIICHUIO
no3el BHyTpuBeHHBIX ['KC 1m0 mepBonauanbHOi, a B 8/27 (29,63%) ciayuasx —
MOKa3aHUEM K dCKaJlalliy Teparuu: myTeM HazHaueHus nepopanbHbix ['KC B 103e
1-2 mr/kr/cyT — B 5/8 ciyuasx, nHaznauenus ' UBII (Oe3 npumenenus nepopaibHbIX
['KC) — B 3/8 cnyuasx.

3.6.5. T'nob6anbuas >¢pPexkTuBHOCTL Tepanuu BI'®C y nmanumeHTOB ¢
cIONA

AHanu3 pe3yabTaTOB MPUMEHEHHUS BCEX TEPareBTUYECKUX OMIUH B KOTOPTE
nereit ¢ clOMA (n=100) nokazan, yto BI'®C kynupoBasica y 97/100 (97%)
NalMeHToOB B cpeaHeM uvepe3 16,9 nueil. Y Tpoux nanueHToB (3%) pa3Buiics

JICTaJILHBIN UCXO/I.
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3.6.6. Ilepexaroyenue na 'UBII ¢ HOBBIM MeXaHU3MOM JelicTBUS JJIsI
JeyeHusi cFOUA B rpynne «0H0JIOTHYECKH HE HAUBHBIX» NALIMEHTOB

B anamu3z Brmouensr 28/30 (93,33%) caywaes BI®C y 17/100
«OMOJIOTUYECKH HE HAMBHBIX» MarueHToB; 2/30 (6,67%) manyeHTa B aHAIU3 HE
OBLTM BKJIIOYEHBI BBUAY JIETATLHOIO UCXO/A.

[Tocne xynupoBanus BI' ®C nepexirouenue ¢ I'NUBII, Ha koTOpoM pa3BuiCs
B['®C, Ha Oumosormueckuil mnpenapar ¢ JIPyrdM MEXaHU3MOM JACHCTBUS ObLIO
npoBeneno B 12/28 (42,86%) cuyuasx: B 5/7 (71,43%) — ¢ Tommm3ymaba Ha
kaHakuHymao, B 3/18 (16,67%) — c kanakuHymaba Ha putykcumao, B 1/18 (5,55%)
— C KaHakMHyMa0a Ha Tommwin3zymad. M3 3-X manueHToB, MOJy4YaBIIUX HA MOMEHT
pazButus BI'®C wmuruoburoper ®HOq, y 1-ro — mpoBeAeHO NEPEKIIOYEHUE C
aganiuMymada Ha pUTyKCcuMao, y 2-X — C TaHepIIenTa Ha KaHaKuHyMao.

B 16/28 (57,14%) cnyuasx ¢onosslii ' UBI1, npumeHsBIIMiiCS AJi1 TEpAUH
cfOMA, ne wmenscsa: B 2/7 (28,57%) chaydasx — TMpOAODKEHA Tepamnus
tonmiuzymadbom; B 14/18 (77,78%) — kanakuaymabom. [IpoBoauiach
Moaudukanus tepanuu ['KC 1 uMMyHO€IpecCaHTaMH.

3.7. be3peuuauBHoe noxxkuTHe nauueHToB ¢ cFKOUA mnocie 3aBepmenust
Tepanuu BI'®C

Ha sTroM sTane ucciieioBaHus OIlEHUBAINCH:

- 70N W JUIMTEIBHOCTh Tepuoja Oe3peluIuBHOTO JIOXKUTUS Cpeau
nanneHToB ¢ CFOUA nocne 3aBepenus tepanuu Bl OC.

Jona oe3peuuouenozo ooxcumusn cpeou nayuenmoe c¢ cFOUA nocne
3asepuienun mepanuu eI ®C

Jloyist ©6e3penuIMBHOTO JOKHUTHSL OIlEHUBAJach B TedueHUE 36 MecslleB B
89/114 (78,57%) cnyuasix, y 79/100 (79%) nanmentoB ¢ ctOUA.

Honst  Oe3penuauBHOrO JOXKUTUS cpenau manueHToB ¢ HOWA  mocne
3apepiienus tepanuu Bl ®C npencrapiena Ha puc. 3, 4.

Jlonis 1eH3YpPUPOBAHHBIX CIIydaeB OE3pElHIUBHOTO JOXKUTHUS B OOIICH
rpynmne marueHToB ¢ BI'®C cocraBuna 87,7% (puc. 3): y «OHOJOTHYECKHU

HauBHBIX» — 98,8%, y «OHOI0rHYeCKU He HAaMBHBIX» — 59,4% (puc. 4).
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Jlosis 1IeH3ypUpPOBAaHHBIX Cily4aeB O€3pelUIMBHOIO JAOXKUTUS B TpYIIIE
«OWOJIOTUYECKH HAaWBHBIX)» MAIMEHTOB, B TEPANeBTUYECKYI0 cxeMy JyieueHust Bl @C
y kotopeix He Bkmoyanuck ['UBII, cocraBuna 87,5%, B ciaydasx JiedyeHUs
«Ounonorndecku HauBHoro» BI'®C Toumnuzymadom — 85,7% (puc. 4). Hauxyniue
PE3yNBTATHI MOTYUYEHBI B TPYIIIE NArMeHTOB, y KOTophiXx B ®C pa3pumiics Ha (hoHe
tepanuu clOMA xanakunymabom — Tosibko 40% ciyyaeB ObUIM LIEH3ypUPOBaHbI,

T.C. HE UMEJIM PEIMIMBA 10 UTOTaM HaOJII0icHUs B TeueHue 36 mecsies (puc. 4).

DYHKLIMA BELIPKMEaHMA

—ITdryHELMA BBIKWEaHWA

1,0 M ——PepakTupoEaHo
+

+—H—

oo ———H :_.L
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0,4—

HakonneHHoe BeIXWBaAHKE

0,2

0,0

T
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Bpema oo peunamea

IIpumeuanue 3aecb u jpajee. DOyHKUMA OE3peLMIMBHOIO JOXKHUTUSA (CTaHIApTHas
omnoka u 95% noBepUTEIbHBIE HHTEPBAIIbI)

Pucynok 3. KpuBas Kannana-Meiiepa  ouneHku  QyHKIUH

6e3pe1mszH0ro HOKUTUA MAINUCHTOB I10CJIC 3aBEPIICHUA JICHCHUA BI'®C
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DYHKUWW BeIRKWUBaHWA
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Pucynok 4. Kpusble Kannana-Meiiepa ouneHkn (pyHKuuu Oe3penHIMBHOIO

noxuTudA nanueHToB ¢ CFOUA nocJie 3aepmienus jgedeHus BI'@C

JInumenvnocme 0e3peyuousnozo 0oxcumusn nayuenmos ¢ clOUA nocne

3aseputenun mepanuu ¢l ®C

I[JII/ITeJIBHOCTB nepuoga 6e3peHI/II[I/IBHOFO JOXKHNTHA OCHUBAJIACh B TCUCHHC

36 mecsneB B 89/114 (78,57%) cnydasx, y 79/100 (79%) nauuenToB ¢ ctOUA.

JUIMTeNnbHOCTh O€e3peluANBHOIO A0XKUTUs mauueHtoB ¢ clOMA mocne

3apepiienus tepanuu Bl ®C npencrasnena B Tadi. 20.

Tadoaunma 20. JnureabHOCTH 0e3pelMJIMBHOIO J0KUTHSI MAIMEHTOB €

cFOHUA no metrony Kanuiana-Meiiepa nocJie 3agepuieHus Jjieuenuss BI'®@C.

Cpezmsm AJIUTEJIBHOCTD 6e3peHHJII/IBHOFO HOKHUTHUA, MEC.

Cayuau BI'®C Cr. 95% AN p

Ounenka

omnOka | Huxusas rpanuna | Bepxuss rpanuna

brozoriiecin 3553 | 047 34,61 36,44
HauBHbBIC (n= 80)
buonornuecku ve 2184 317 1562 28 07 p<0,001
HauBHBIC (n= 9)
Bce (n=89) 32,01 1,12 29,81 34,21

IIpumeyanue. /IM — noBepuTENbHBINM HHTEPBAIL.
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Cpennsiss JUIMTENBHOCTh Tepuojia Oe3pelUIUBHOIO TOXKHUTHUS JJI BCeX
nanueHToB coctaBuia 32,01+0,11 mec. (mnoBeputenbHblii nHTEpBaN (Hanee — )
95% 11,35-11,79); y «OMONOTHYECKHN HAWBHBIX» MareHToB — 35,53+0,47 mec. —
OHa OblJIa IOCTOBEPHO OOJIbIIIE, YEM Y MalUEHTOB, Y KOTOpbiX BI'®C pa3Buics Ha
done npumenenus [ UBII nns newenus cFOUA (21,86+3,17 mec., p<0,001) (Tabu.
20).

JlnutenbHOCTh,  O€3peluauBHOTO  MOKUTHUs manueHtoB ¢ clOMA B
3aBUCUMOCTH OT cxeMm JiedeHus: BI' @C mpeacrasiena B Tada. 19 u Ha puc. 5.

OtcyTcTBHE pEUMIMBOB HAOIIOAATOCh Y «OMOJIOTMYECKH HAWBHBIX)
MAIMeHTOB, Y KOTOphIX s JjedeHuss Bl @C mpuMeHSIIHCh TOUMIM3yMald WU
KaHAKMHyMaO0, a TaKKe y nauuenta, y kotoporo BI'®C pazsuiics Ha GpoHe JieueHus
cfOMA kanakunymabowm, a B tepanuu BI'®C ucnosnp3oBasics Tommimsymad (Tadi.
19, puc. 5). JMTeTsHOCTh OE3PEIUANBHOTO TMEPHOAA Y ITHUX TMAIMEHTOB ObLIA
JIOCTOBEPHO JI0JIblIIe, YeM y Apyrux 6oabHbIX CFOUA u BI'®C (Tada. 20, puc. 5).

B 66/84 (78,57%) ciydadax «ouosornyecku HauBHOro» BI'@C, npu KOTOpPbIX
B cxeMmy Tepanuu He Bkmoudanuch ['MBIL, peunnmBel 3aperucTpupoBaHbl B
cpeanem uepes 27,37+7,05 mec. (tabdi. 21, puc. 5).

Tadauma 21. J{nutejsbHOCTh 0€3pelMINBHOIO J0KUTHUSI NMAIMEHTOB €

cFOUA no metrony Kanuiana-Meiiepa B 3aBUCHMOCTH OT cxeM JiedeHusi BI'®C.

Cpeanee BpemMs 0e3peliuAUBHOIO
CxeMbl Jie4eHUs IPH LOKHMTHSL, MECSIIIBI
Ne | «0H0I0rHYECKH HAUBHOM» H 95% TN P
«OMOJIOTHYECKH HE o Cr.
Hausauom» BI' ®@C TieHKa OIIIMOKA Huznsst| Bepxmsst
rpaHuua| rpaHuna
1. | «buonornyecku HauBHBIN» i i
B[ ®C + TOIT (n=10) 36,00 0,00
2. | «buonoruyeckuil HAaUBHbI» i i
BIDC + KAH (n=4) 36,00 | 0,00 p1-3<0,001
3. iB;ISJII_;)EII;I;Ielc)KH HE HANBHBIIN» 29.53 5,28 19.18 30,88 p1-4<0,001
v 1-6<0,001
4. «BI/IOJ‘IOFI/IEGCKI/I HE HANBHBIIN» 16,68 3,75 9,34 24,02 p
+ KAH (n=4) p2-4=0,003
5. | «buonorunyecku H_e HaWBHBIIN 36,00 0,00 i i
+ purykcumabd (n=4)
«bronornyecku HauBHBIN»
6. | BT DC 6e3 npumenenus ['BII 27,37 7,05 13,55 41,18
(n=66)
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HavmMenbimii mnepuoj; O€3peluIUBHOIO JIOKUTHS 3apETUCTPUPOBAH Y
nanueHToB, y Kortopbix BI'®C pasBuwics Ha ¢Qone neuenus cHOUA
KaHakuHymaboMm, a B Tepanuu BI'®C npumeHsSIUCh NEpOpalbHBIE U
BHyTpuBeHHble ['KC, [IuA u BBUI' (n=9), anurensHOCTH O€3pelHIUBHOTO
nepuoja Obl1a CTATUCTUYECKHM JOCTOBEPHO MEHBIIE, YE€M B OCTaJbHBIX

HOJrpyIax HalMeHToB U cocTaBuia 16,68 £3,75 mec. (Tadim. 21, puc. 5).

DYHKUWMW BbDKUBaHWA
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Pucynoxk 5. Kpusble Kamuana-Meiiepa ouneHkn  QyHKUMH
0e3pelUIMBHOIO A0KUTUSA NanueHTOB ¢ CIOUA B 3aBHCHMOCTH 0T CXeM
JeyeHuss BI'®@C

N3 89/114 (78,07%) ciyuaeB BI'®C (79/100 (79%) manueHTOB), KOTOpPHIE
HaOJI0IaIMCh B TeUeHHe 36 Mec., 3aperucTpupoBaHo 14 cimydaeB peruauBa y 9
MalKUEeHTOB, U3 HUX Y 6 — OJTHOKPATHBIN, Y 3 — HEOAHOKpaTHBIN. 3 3 mauueHTos, y
KOTOPBIX pEeUUIUB ObLI HEOAHOKPATHBIM, Y 2-X pa3Buinch 3 peruansa BI'OC, y 1-
ro — 2 peruausa; 11/14 (78,57%) ciydaeB peluaAMBOB 3apErUCTPUPOBAHBI HA (DOHE
IJIAHOBOTO TMPUMEHEHUsI KaHakuHymaba, 2/14 (14,29%) — touumnuzymaba, 1/14
(7,14%) — B ycrmoBusIX JieUeHUs MMMyHOenpeccanToM Oe3 npumenenus MBI
Mennana nauTenbHOCTH O€3pEeUUANBHOTO TEpHo/a B 3TOW KOTOpTe MalUEHTOB

cocraBuia 11,25 mecsues [5,7;17,0].
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3akiouenue
[Tonmy4yeHHble pe3yabTaThl O3BOJIMIN CAETIATh CIEAYIOIee 3aKIII0OYCHHE:
- Bropuunblii ['®C xymupoBanca y 97/100 (97%) mamueHTOB B cpenHeM

yepes 16,9 nueld; eTanbHbIA UCXO pa3BUWICS Y Tpoux marueHToB (3%);

- Haubonee 3peKkTuBHAs cXeMa Tepamuu BTOPUYHOTO reMo(aronuTapHoro
CHUHJIPOMa, BHE 3aBUCHMOCTH OT (POHOBOTO NPUMEHEHHUS TE€HHO-WHXEHEPHBIX
OMOJOTMYECKUX MpenapaToB s JiedeHuss cuctemHoro IOUWA, Bkirouana
BHyTpHuBeHHbIE, nepopanbHbie ' KC, [luA u BBUI', B ycnoBusix ee NpuMEHEHUS B
Haubosee KOpPOTKHE CpPOKHM JOCTUTAINCh KpPUTEPUM OTBETAa Ha TEpaluIo,
HeakTMBHOM  ctaguu  BI'®C,  10CTOBEpHOE  CHUKEHHUE  CHIBOPOTOYHOMN
KOHIIEHTpaluu GeppuUTHHA;

- y «OMOJOrMYECKH HAWBHBIX» MALIMEHTOB MPU MPUMEHEHUH KOMOUHAIUU
BHYTpUBEHHBIX, nepopasibHbIX [ KC 1 BBUI' nocTtoBepHOE CHMKEHME KIIFOYEBOTO
mapkepa BI'®C — KoHUEHTpauuu (EeppUTHHA CHIBOPOTKHA KPOBH, IJOCTHIKEHUE
KPUTEPHUEB OTBETA HAa TEPAIUIO U HEAKTUBHOU cTaguu BI'@C perncTpupoBanch B
>1,5 pa3 ObicTpee, yeM y «OHOJIOTMYEeCKH HE HAUBHBIX)», YTO, BEPOSTHO, CBA3AHO C
0oJiee BbIpa)KEHHBIMU KIMHUYECKUMU MPOSBICHUSIMH, BBICOKUMU J1a00PaTOPHBIMU
mapkepamu  BI'®@C  u,  COOTBETCTBEHHO, 0ojiee  paHHUM  HayajioM
MMMYHOCYIIPECCUBHOM TEpanuu;

- 1pu  HEeIOPEKTUBHOCTH  TEPANEBTHUECKOM CXEMBbI, BKJIIOUYABIICH
BHyTpHBeHHbIE, nepopaiibhbie [ KC, 1luA, BBUI' y «Ouonornuecku HauBHBIX» U
«OMOJIOTUYECKH HE HAWBHBIX» MAallMEHTOB, HE MH()UIMPOBAHHBIX BHPYCAMH U3
cemerictea Herpesviridae, BHe 3aBucuMocTH OT ¢oHoBoro seueHus clOMA
apyruvu ['MBII, momonmHWTENbHOE HA3HAYEHHE MOHOKJIOHAJIIBHOTO AHTHUTENA K
NJI-1P xanakuayMaba 00ecreymio TOCTHKEHUE KPUTEPUEB OTBETA HA TEPANHIO Y
75% mammueHToB;

- 1pu  HedPPEKTUBHOCTH  TEpPANeBTHUUECKOW CXEMbl, BKJIIOUYABILEH
BHyTpuBeHHbIe, Tniepopanbhbie ['KC, [MuA, BBUI' ngns neuenuss BI'OC,
pazBuBlierocas Ha ¢one npumeHeHuss ['MBIl (amanumymald, Ttoumiamszymao,
kaHakuHyma0) s JjedeHuss clOMA wu monarBepkaeHHOTO WHOUIIMPOBAHUS

BUpycaMH U3 cemelictBa Herpesviridae  momosnHUTENEHOEC — HAa3HAUCHHE
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MOHOKJIOHaJbHOTO antutesna k CD20+ B numdonuram putykcumada odecnedusio
JOCTHKEHHE KPUTEPHUEB OTBETA HA TEPANHUIO y 3/5 MalMeHTOB,

- 107151 LIEH3ypUPOBAHHBIX CIy4yaeB O€3pEUUAMBHOIO JTOXKHUTHS B TeUeHUE 36
MecsiIieB HaOmoAeHus B o01mieit koropre namueHToB ¢ ckOUA coctaBuna 88%; y
«OUOJIOTUYECKH HAUBHBIX» — AOCTOBEpHO OodbIie (99%), ueM y «OMOIOTHYECKH
He HauBHBIX (59%), nHaumenbmas (40%) — y «OMOJIOTMYECKH HE HAUBHBIX)
nanueHToB, y Koropbix BI'®C pasBuwics B ycnoBusix JedeHus CcIOUA
KaHAKUHyMaboM;

- Oe3peuIuBHBIN MEpUO/] B TeueHHE 36 Mec. HaOItoeH s B 0011ei KoropTe
nainueHToB ¢ cFOMA cocraBun B cpeanem 32,0 mec.; y «OHOTOTMYECKH HAMBHBIX)
— JIOCTOBEpHO jiutenbHee (35,5 Mec.), ueM y «OMOJIOTUYECKH HEe HAaUBHBIX» (~22
Mec.), HauOonee IIUTENbHBIA — y «OHOJIOTMYECKHM HAMBHBIX», IOJYyYaBIIHX
Torn3ymab/kanakuaymao 1t siedenus Bl @C (36 mec.), HaUMEHee ITUTEIbHBIN
(~17 mec.) — y «OuOIOrMYECKHM HE HaWBHBIX», y KoTOpbix BI'®C, pa3Buics B
ycioBusx jgeduenus clONA kanakuHymMaOoM.

3.8. IlporHocruyeckasi MojaeJdb MW PpPaHHHE MAapKepbl Pa3BUTHA
BTOPUYHOTO TeMO(AronUTAPHOIO0 CHHAPOMA Yy MNAIMEHTOB C CHCTEMHBLIM
IOBEHWJIbHBIM HIMONATHYECKHUM aPTPUTOM

Ha nannom starne paboThl ObUTH MMOCTABIIECHBI CIEAYIONINE 334

- ONpeaeNuTh aHAMHECTUYECKHE, KIMHMYECKHME U  JIabopaTOpHbIE
MOKa3aTelNu /ISl BKIIOYEHUSI B MHOTO(DaKTOPHBIN perpecCUOHHBIN aHAIN3;

- TIOCTPOUTH MPOTHOCTUYECKYIO MOjesb pa3Butus Bl @C y manueHToB
clOUA;

- BBISIBUTH paHHUe Mapkepsl pazpuTust BI'@C y nannrenTon ¢ clOUA.

3.8.1. AHaMHecTHYeCKNe, KIMHHUYECKHe U Ja0opaTOpHble MOKAa3aTean
JJIS BKJIOYECHUSA B MHOTO(PAaKTOPHBIM PerpecCHOHHBINA aHAJIN3

AHaMHeCTUUYECKHUE MOKa3aTeNIn BKIKOYaIN: IpUMeHeHue 10 pa3Butus Bl OC
['KC nana nmepopaibHOTO  TIpUeMa  W/WIM  BHYTPUBEHHOTO  BBEJICHWUS,
UMMYHOJICTIPECCAHTOB (MeToTpekcar, uukiocnopun, jediaynomun) u [UBII

(Tonmun3ymal, KaHaKUHyMa0, afaTuMyMa0, STaHEPIIETIT).
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Knunnueckue nokasarenu akTuBHOCTH BI'®C BKIIOYANIN: TUXOPAJKY, CHIIIb,
renaToMerasuio, CIUIEHOMETaJIMIO, auMQaeHONaTHIO, MUAJITHIO,
remopparudeckuii cuaapom, nopaxenue [{HC, nmouek, nerkux, cepaua. Yacrtora
KJIMHUYECKUX MapkepoB BI'@C, BKIIOYEHHBIX B aHAJINU3 MPEAUKTUBHBIX KAUECTB Y
nanueHToB ¢ ctOMA, npeacrasieHa B Tabi. 6.

JIaGoparopHble moKa3zaTrenn akTUBHOCTHM BI'®C BkIOYaIM: YypOBEHb
reMoryioonHa, aOCONIOTHOE YHUCIO SPUTPOLIUTOB, JIEHKOIMTOB, HEUTPOQUIIOB,
mumporuToB u TpoMOoruToB KpoBu, COD, aktuBHOCcTh AJIT, ACT, v-I'T'T, JIIT,
KOHIIEHTpALUIO KpeaTuHuHa, MmoueBuHbl, CPb, dhepputuna, tpurnuuepunos, [1KT,
oOmero Oenka ¥ anbOyMHHA CBIBOPOTKM KPOBH, 3JIEKTPOJIUTHBIA COCTaB KPOBH
(HaTpuii, Kanaui, XJOPWUIbBI, JKEJe30), TIOKa3aTeIu CHUCTEMBbI TIeMOocTas3a
(mpotpoM6uH 1o KBHKY, TpoMOUMHOBOE Bpemsi, mporpomOunoBoe Bpems, MHO,
AUYTB, D-numep, ¢pubpunores, ¢udpun-moHomep, (aktop ¢on BumneOpanna,
npoteuH S, npoteuH C). 3HaueHus nadoparopHbix MapkepoB Bl @C, BKItOYEHHbIE
B aHAJIM3 MPEAUKTUBHBIX KauecTB y nauueHtoB ¢ clOUA, npencraBnensl B Ta0. /.

3.8.2. IIpornocTuyeckas moaeib pa3Butus BI' ®@C y nannentoB cFOUA

[TomaroBeIM METOJOM IOCTPOEHA MPOrHOCTUYECKAS] MOJENb, OCHOBAHHAS
TOJIBKO Ha TMOKa3aTeNsiX, BHOCALIMX CTAaTUCTUYECKH 3HAUYMMbIA BKJIAJl B
pe3ynbTaTbl NPOrHO3UPOBaHUSA. B NPOrHOCTHYECKYXO MOAENIb BOLUIM IIAThH
CTaTUCTUYECKM  3HAYMMBIX  [1apaMETPOB:  HAJIWYME  WIM  OTCYTCTBHE
auM(paneHonaTUH; YUCJIO SPUTPOLUUTOB KpOBH (MIIH/MKN); akTuBHOCTH JIJAI
CBIBOPOTKHU KpoBU (En/m); uncio TpoMOOIMTOB KPOBH (THIC./MKIT); KOHIIEHTpAITUS
XJIOPUJIOB CHIBOPOTKH KPOBH (MMOJIB/JT) [66].

Mopenb sBIISIETCSI COIVIACOBAHHOW C MCXOJIHBIMHU JaHHbIMU (10 XocMepy-
Jlememiey p=0,310) m cTaTUCTHYECKH 3HAYUMOW MO KPUTEPHUIO XZ-KBaI[paT
(x°=46,323; p<0,001). CBomHblc [aHHBIE II0 PETPECCHOHHON  MOJICIH

IpeACTaBIICHBI B Ta0. 22.
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Tadoauna 22. Pannue mapkepsl pa3sutusi BI'®@C y nanuenton ¢ cFOUA.

Pe3y.]1]>TaTbI aHaJ/In3a perpeccn()HHOi/i HpOI‘HOCTH‘leCKOﬁ MOACJIN.

95% AU nas OR
Mapkepbl p OR
Huxkusst rpanuna | BepxHsisi rpaHuna
JlumdaneHonarus 0,018 | 0,038 0,003 0,572
Uucno sputporutoB KpoBu <4,34 0,001 | 18,915 3472 103,056
MJTH/MKJI
AxtuBHOCTb JIII" chIBOpOTKH 0,044 | 0,996 0,992 1,000
kpoBu >412 En/n
Yucno tpoMbouuToB Kposu < 208 0,002 | 0988 0,980 0,995
TBIC./MKII
KoHnnenTpanus xaopuaos 0,012 | 1,401 1,077 1,823
CBIBOPOTKH KpoBH <101,9 MMOIIB/11

3.8.3. Pannne mapkepsl pazsutust BI'®C y nanuenton ¢ ctOUA

PesynbraTel  aHanu3za  MOCTPOEHHOM  NIPOTHOCTUYECKOW  MOJEIH,
000OIIEHHbIE B JAaHHON paboTe, CBUAETEIbCTBYIOT O TOM, YTO CTATUCTUYECKH
3HAYMMBIMU paHHUMH Mapkepamu pasButus Bl @C B unccimenyeMon KoOropre
MAIMEHTOB MOKHO CUMTATh JTUM(DAICHONATUIO, CHUXKEHUE aOCOIIOTHOTO 4HCIa
DPUTPOIIUTOB U TPOMOOIIMTOB B KPOBU, CHI)KCHHE KOHIICHTpPALMU XJIOPUIIOB H
noBeIieHue aktuBHocTy JIJIT' B cbIBOpoTKE KpoBH (Ta0I. 22).

Kospduument nerepmunannn (R?) mist masHOil Momemn cocrasui 0,636,
YTO YKa3bIBA€T HAa CTATUCTUYECKH 3HAYUMOE OOBSICHEHHE U3MEHEHUN MEPEMEHHON
OTKJIMKAa BBIOpaHHBIMM mapamerpamMu Ha 63,6%. Ilpu »TomM crenuupuIHOCTh
mozenu coctaBisieT 98,0%. UyBCTBUTENBHOCTh MPU MPOTHO3UPOBAHUU PA3BUTHUS
BI'®C — 78,6%. O01muMii NpoLeHT KOPPEKTHBIX MPOrHO30B cocTaBmi 95,6%.

[To pesynpraTam mnoctpoenus ROC-kpupoii nokazatenr AUC coctaBumn
0,954+0,027 (AN 95% 0,902 — 1,000; p <0,001), uyTo yKa3pIBaeT Ha BBICOKOE

Ka4eCTBO MPOrHOCTUYECKOU Moiesu (puc. 6).
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ROC Kpuebie

10

0,67

0.4

q'ﬂ'BCTB UTenkEHOCTE

02

0.0 T T T T
0,0 02 04 06 0.8 1.0

1 - Cneuncpmr4HoOCTE

Pucynok 6. ROC-kpuBas nporno3upoBanus pa3sutusi BI'®@C y nanueHToB ¢
cfIONA

3akiIoueHue
[TonyueHHbI€ pe3yJbTaThl MO3BOJISIIOT CAIETATh CIAEAYIONIEE 3aKII0OUCHUE:!

- TPOTHOCTUYECKAs] MOJEeNb, pa3paboTaHHas METOJIOM MHOTO()AKTOPHOTO
PErpPECCUOHHOTO aHaJIW3a, MPU HAIMYUU JTUM@aeHONATUN, CHUKEHUM YHCIa
PUTPOLIUTOB KpoBU <4,34 MITH/MKJI, YucjIa TPOMOOIIMTOB B KpoBU <208 ThIC./MKII,
KOHIeHTparuu xjopuaoB <101,9 MMons/n v moBeimeHun aktuBHOcTH JIJIIT B
ceIBOpOoTKE KpoBu> 412 En/n ¢ BepositHOCThIO 95,6% 1 cnenuduynocthio 98,0%
MO3BOJISIET 3a10103puTh pa3BuThe Bl ®C Ha paHHUX CTaaUsSIX Y BHE 3aBUCUMOCTHU
OT (POHOBOTO MPUMEHEHUSI TEHHO-WHKEHEPHBIX OUOJOTUUECKUX TMPEenapaToB s

neuenus cfOUA.
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3.9. IlepconnpunupoBaHHbIH AaJrOPUTM JHATHOCTUKU U JiedeHUs
BTOPUYHOTO TreMO(ArouUTAPHOIO0 CHHAPOMA Yy MNANHEHTOB C CHCTEMHBIM
IOBEHWJIbHBIM UIMONATHYECKHUM APTPUTOM

Ha nannom sTane paboThl ObLIa MOCTAaBJIEHA U PEIlIeHa 3ajlaya pa3padoTarh
QITOPUTM TIEPCOHAIU3UPOBAHHONW JuarHocTuku u Tepanuu BI'®C y nerelt ¢
clOUA ¢ y4eToM npOrHOCTUYECKOW MOJIEIN.

VYuuteiBas  pe3yibTaThl  MPOBEACHHOIO  HCCIEAOBaHUS, pa3paboTaH
anroput™ aAuarHoctTuku u Tepanuu BI'@C y «OMONOTMYECKHM HAMBHBIX» U
«OWOJIOTUYECKH HE HAaUBHBIX)» ManueHToB ¢ cFOUA.

Bcem mnanumentam ¢ ycraHoBieHHBIM nuarHo3oMm clOWA npu Hamnuun
beOpuIbHOM TUXOPaIKd HEOOXOAUMO:!

IIpoBeneHue OLEHKH CIACAYHOIINX KINHAYECKUX NMOKA3aTe eH:

- JINXOpAJKa, Cblllb, YBEIMUYECHHE NEUYEHH M CEJIE3EHKH, JIMMQaaeHonaTus,
MUaJITHH, reMopparudeckuii cunapom, nopaxkenue [IHC (cynoporu, mapecresuu,
CIYTAaHHOCTh CO3HAHUS, YEpPENMHO-MO3roBasg WM mepudepudeckas HeilpornaTtus),
MOpa)KEHUE MOYEK, JIETKUX, CEPJILA.

IIpoBeneHue OLlEHKH Pe3yJIbTATOB CJAEAYHOIINX UCCIeT0BAHUIL:

- 1a0OpPATOPHBIX: YPOBEHb IeMOII00MHA, a0COTIOTHOE YUCIIO IPUTPOIIMTOB,
JEHKOIUTOB, HeUTpoduoB, mumdoruToB u TpomOoruToB KpoBu, COD,
aktuBHoCcTh AJIT, ACT, I'TT, JIIT', koHLIeHTpalys KpeaTuHruHa, MoueBUHbI, CPb,
dbepputuna, tpuriauuepunaon, [IKT, oOmero Oenka u anbOyMHUHA CBIBOPOTKHU
KPOBH, DJJICKTPOJIUTHBIA COCTaB KPOBU (HATpUW, Kalluid, XJIOPUIIBI, KEJE30),
CKOPOCTh  KIIyOOUKOBOM  ¢unpTpanuu  (Ipu  HapacTaHUM  a30TEMUU),
CBEpThIBarOIIasi CHOCOOHOCTh KpoBU (mpoTpoMOuH 1o KBuky, TpoMOuHOBOE
Bpems, mporpomburoBoe Bpems, MHO, AUTB, JI-numep, dbubpunoreH, ¢pudbpun-
MoHoMep, haktop Gon Bumnedpanaa, nporenn S, npoteud C);

- uactpymeHTanbHBIX — DKI', 3XO-KI', Y3U opranoB OproirHoil moaoCTH,
nouek, KT opranos rpyanoit kinetku, MPT OproniHo# mojiocTH, TOJIOBHOTO MO3Ta;

- MUKPOOHMOJIOTUYECKUX KPOBU, MOYHU, HOCOTJIOTOYHOM CIIU3H, OTIEISIEMOTO

13 KUIIIEYHUKA;
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- MoJieKyJisapHo-Ononorudeckux Mmerogom IILP ¢ ompenenenunem JIHK
BUPYCOB M3 ceMeiicTBa Herpesviridae (muromeranosupyc, Bupyc DmmTeiiHa-bapp,
BHUpPYC MPOCTOro reprneca 1 u 2 tuma).

[locne aHanu3a BBINICONMUCAHHBIX KIMHUYECKUX JAHHBIX M PE3YIbTaTOB
UCCIICIOBAaHUI TManueHTaM HeoOXoaumo BepuduuupoBats auarno3 BI'OC
cornmacuo kpurepusm A. Ravelli u coaBt. ot 2016 roma (puc. 7) ¥ HHUIUHUPOBATH
UMMYHOCYIIPECCUBHYIO TEpalui0 B COOTBETCTBUU C AITOPUTMOM JICUCHUS

«OHOJIOTUICCKU HAMBHOTO» MIIH «OnoJIoTndecku He HanBHOTO» BI'@C (puc. 9-16).

JANATHOCTHUKA BI'®C npu cFOUA na
ocHoBaHuM Kpurepues ILAR/ACR/PRINTO

!

KOHTPOJIb nanuuus ouaznocmuyeckux
kpumepues eI D C*

P BrisiBJIeHBI

HET: JAUATHOCTHYECKHUE JIA:
KpHUTepUH
B ®C?
.
| | Hpoaonkenue
aeuenns clOUA

li Jleuenne BI'®C _l

CxeMbl JieUeHUs CxeMbl JIeUeHUA
«OMOJIOTHYEeCKHA HAMBHBIX) «OMOJIOTHYECKH HE
MALMEHTOB HANBHBIX» MALUECHTOB

Pucynoxk 7. Aaropur™m auarnoctuku BI'®C y nauuentos ¢ cFOUA Ha

ocHoBannu kpurepueB |LAR/ACR/PRINTO

*luaznocmuueckue kpumepuu 61 @C npu ctOUA (ILAR/ACR/PRINTO)
OcHoBHBIE

o delOpunbHas IUXOpaIKa

e  @eppUTHH CHIBOPOTKH KPOBU >684 HI/MI
JlonosiHUTENbHBIE

e TpomGorwtsr <181 x 10%x1

e ACT cbiBopoTKH KpoBH >48 En/n

e Tpurnuuepuasl CHIBOPOTKH KpOBU >156 Mr/mun

e OuOpUHOTreH CHIBOPOTKHU KpoBU <360 mr/mi1

IIpoBeneHue KOHTPOJIA paHHUX MapkepoB pa3Butus BI'®C
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Bcem mammentam ¢ clOMA HeoOxoaumo TpOBEAEHHWE KOHTPOJS PaHHHUX

mapkepoB pa3sutus BI' ®C (puc. 8):

JAUATHOCTUKA BI'®C npu clOUA na
OCHOBAHHUH PAHHMX MapKepoOB

Y

. KOHTPOJIb nanuuusa pannux K1IUHUYECKUX MAPKEPOE
el dC* -

BoisiBieHBI
KJIMHAY eCKHe
MapKepbl

B[ ®C?

IIAl
KOHTPO.JIb BoIsiBJIeHbI

Haau4us paHnux | p. MHCTpYMEHTaJIbHbIE
UHCMPYMEHMAIbHBIX MapKepbl

mapkepos eI’ DC** B[ ®C?

IIponomkenue
gedenusi cFOUA

JIA

Y
Jleuenne BI'®C

Y Y

CxeMbl JIeUeHHus CxeMBbl J1e4eHUsT
«OHO0JIOTHYECKH HANBHBIX» «0OHOJIOTHYECKH He
NAHEHTOB HAUBHEIX» NALUEHTOB

Pucynok 8. Aaroputm amarHoctukun BI'®C y nmanmentoB ¢ clOUMA Ha

OCHOBAHNM PAHHUX MAPKePOB.

IIpumeyanue:
*Pannue knunuueckue mapxepol eI’ @C
* JlumdbanenonaTtus
**Pannue uncmpymenmanvhvie mapkepot 61 @C

*  CHMXEHHUe Yuclia 3pUTPOLUTOB KPOBH <4,34 MITH/MKII
*  CHmXeHue uncia TpoMOounuToB KpoBH <208 ThIC./MKJI
*  CHmKeHue KOHIeHTpauuu xjaopuaoB <101,9 MMoib/n B KpoBH
* TloBbruenue aktuBHoctu JIJII' B ceiBopoTke kpoBu >412 En/n
[Ipu BbIsABIEHMM paHHUX MapkepoB pa3Butus BI'OC HeoOxoaumo

WHULIMMPOBATh UMMYHOCYIIPECCUBHYIO TEpAIHMI0 B COOTBETCTBUU C AJITOPUTMOM
JICYCHHS] «OMOJIOTUYECKU HAMBHOTO» WM «OWMOJIOTMYECKH HEe HamBHOTO» BI'®C
(puc.9-16).
Aaroputm Tepanuu BI'®@C y nauneHToB ¢ cucteMubiM FOUA
[TepconuduiupoBannbiii anroputM JiedeHuss BI'@C manuentoB ¢ clOUA
pazpaboTaH c yd4eToM HauOousbiield 3(PGEKTUBHOCTH TEPANEBTHUECKUX CXEM,

IPUMEHSBIINXCS B HAaIlleM HcclieqoBanuu (Tadi. 23).
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Bb160p cxeMmbl Tepanuy U MOKa3aHUs K NEPEKIIOUYEHUIO C OJIHOM CXEMBbl Ha
JIPYTYIO KaK y «OMOJOTMYECKd HAWBHBIX», TaK U Y «OMOJIOTUYECKH HE HAMBHBIX)

HanucHTOB ONpCACIIAIOTCA HaJu4yuem/ OTCYTCTBHCM JKU3HCYTPOIKAOIINX

OCJIOXKHECHUH, WHOUIMPOBAHHOCTH BHUpycaMu cemeiictBa Herpesviridae w,

0€3yCIIOBHO, KPUTEPUSIMH OTBETA HA MTPOBOIMMOE JICUCHHE.
[Ipy moaTBepKAeHUM BUPYCHOM W/WIK OaKTepHAIbHOM, W/UIN TPUOKOBOM

stmosiorun  BI'@C  mpoBOAMTCS  ITUOTPOIHAS  MPOTUBOBUPYCHAS  W/UIU

aHTHOaKTepHalIbHas, U/WIH IPOTUBOTPUOKOBAS TEpaIHsl.

Tadaumma 23. Cxembl Tepanuu BI'®C, noka3aBumme HauO0JIbIIYIO
3¢ PeKTUBHOCTH B 0011el KoropTe manueHToB ¢ cFOUA.

Ipenaparsr Jdo3bl/myTH Cxema | Cxema | Cxema | Cxema | Cxema
BBe/leHHs 1 2 3 4 5
I'KC BHyTpUBEHHO + + + + +
dexcamemason uu | 10-20 Mr/m*/B/B
memuanpeonuzonon | 10-20 mr/kr/s/B
I'KC per os + + +
MemunnpeOHu3onon uau | 1-2 mr/kr
npeoru3o00n | 1-2 mr/xr
BBUI' 1-2 r/xr/B/B B Teu. 24-48 yac. 1 pa3 B 3 Hen
[{uA per os wiu B/B 5-7 mr/kr + + + + +
Kanakunyma0 4 Mr/kr n/k +
PrryKcinas 375 mr/mM°/B/B 1 p. B + +
Hen. B Ted. 1-4 Hen.

AJNTOPUTMBI JIEYEHUSI «OMOJIOTMYECKU HaWBHBIX» NanueHToB ¢ BI'®C B

3aBUCUMOCTH OT HaJU4Hs/OTCYTCTBUSI >KH3HEyTrpokaronmx mnposineHuii Bl OC,

WHQUIIMPOBAHHOCTH BUpycaMu cemeiictBa Herpesviridae u sddexTuBHOCTH

Tepanuu npecTaBieHbl Ha puc. 9-16

Adaroputm jgedenusi BI'PC y «0no10ru4eck HAaMBHbIX)> NAIUEHTOB 0e3

JKM3HEYTPOKAIOIINX

cemeiictBa Herpesviridae (puc. 9)

NPOSABJICHHUIA,

HE

UHPUUMPOBAHHBIX

BHUpPYCaMH

CraproBasi cxema Tepanuu «OUOJIOTMYECKH HAMBHBIX» MAIMEHTOB 0€3

YKU3HEYTPOXKAIOIIUX MPOSBICHUN, He HWH(DUIMPOBAHHBIX BHPYyCaMH CEMEHCTBa
Herpesviridae, Bxmrouaet Baytpuernbie [ KC, BBUI™ u [luA (tabmn. 23, cxema 1;

puc.9).
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Aaroputm Jedyenns BT ®C y «6uoaornuecku HauBHeix» nanuentos ¢ cCFOUA
0e3 JcuzHeyepoNCalowux NPoAEIeHUIl, He UHQUUUPOEAHHBIX BUPYCAMH
cemeiicTBa Herpesviridae (kourpons sddextuBrOCTH Tepanuu uepes 3-5 nueit) (Tadu. 22)

v

A | Jleuenue BI'®C mo cxeme 1

A

Kowntpons s¢dpextrBHOCTH Teparnun

Tepanus

Y Y— HET»{ JleueHue BI'®C no cxeme 2 —» Konrpons sdbexTuBHOCTH Tepanuu

. $

NA: ¢ pexTuBHA? HET

A

Jleuenne BI'®C nmo cxeme 5 [«

'

Kontpois sddexrrBHOCTH Teparmuu

Tepanus

Koutpois spdexruproctn Tepanuu (- Jledenne BI'®C mo cxeme 4 [«4HET I i——t

l )

Tepanus
f ¢ pexTuBHA? A

IMon0op HHAMBUAYAJIBHOI cCXeMbI TePaNUA

Puc. 9 Aaropurm nedenus BI'®C y «OMOJOrHYeCKH HAMBHBIX»
napueHToB ¢ clOMA  0e3 KHU3HEYIPOKAKOIIMX  NPOSIBJCHHH, He
nHGUIMPOBAHHBLIX BUpycaMu ceMeiicTBa Herpesviridae

O1nieHKa KpUTEPUEB OTBETA HA TEPAIUIO MTPOBOJIUTCS yepe3 3-5 mTHel.

[Ipu nocTukeHNM KpUTEPHUEB OTBETA HA TEpamnuio 103a BHyTpuBeHHbIX [ KC
MOCTENEHHO CHUXkaeTcs (Ha 25% kaxzabie 3-5 AHEl) 10 MOJHON OTMEHbI, Tepanus
[HuA nponoskaercs.

[Ipu HemocTWXKEHWHM  KpUTEpPUEB OTBeTa dYepe3 3-5 gAHEW Ha
TEpaAINEeBTUUYECKYIO CXeMy, BKiIrovaromyro BHyTpuBeHHble ['KC, IIuA n BBUI,

JOTIOJTHUTENBHO Ha3HavatoTcst nepopanbibie ['KC (Tabn. 23, cxema 2; puc. 9).
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IIpn 1OCTHKEHMH KPUTEPHUEB OTBETA HA TEPAINUIO 103a BHYTpUBEeHHBIX ' KC
NOCTENEHHO CHUXaeTcs (Ha 25% kaxzable 3-5 nHeil) 10 MOJHONM OTMEHBI, Tepanus
[MuA nponomxaercs. Ilepopanbasie 'KC B MakcMManbHON 03€ MPUMEHSIOTCS B
TeYeHUue 2-3 He[eNb C MOCIEAYIOIIHMM IOCTEIIEHHBIM CHIDKEHUEM J03bl 10
nojaepxkuBatomieit — 0,2 Mr/Kr/cyTku.

IIpy HenmocTMXKEHMM  KpUTEpUEB OTBeTa uepe3 3-5 JHEH Ha
TEPANeBTUYECKYI0 CXEMY, BKIIIOYAIOIIYI0 BHYTpPUBEHHBIE, IepopanbsHeie ['KC,
[uA u BBUI', nononuurensHo Ha3zHauyaercss uHruourop MJI-1 — xanakunymad
(Tabu. 23, cxema 5; puc. 9).

[Ipn nocTrkeHNM KpUTEPUEB OTBETA HA TEpANuIo A03a BHyTpuBeHHBIX ['KC
NOCTENEHHO CHUXaeTcs (Ha 25% kaxzable 3-5 nHel) 10 MOJHONW OTMEHBI, Tepanus
[IuA u xanakunymabom mpojgoipkaercsa. [lepopansubie 'KC B makcumanbHOM
JI03€ TPUMEHSIOTCS B TEUEHUE 2-3 HENENIb C IMOCICAYIOIMMUM IMOCTENECHHBIM
CHIKEHUEM J103b1 10 nojaepxuBatomiei — 0,2 Mr/Kr/CyTKH.

IIpy  HemoCTWKEHMM  KpUTEpHEB OTBETa 4epe3 3-5 JgHed Ha
TEPANEBTUYECKYIO CXEMY, BKIIOYAIOLIYIO BHYTPHBEHHbIE, nepopaibHbie ['KC,
[IuA, BBUI' u xanakunyma® MpOBOAMUTCS TMEPEKIIOUCHHE C KaHaKMHymala Ha
putykcumMab (tabmn. 23, cxema 4; puc.9) wiam moadOp MHAWBHIYATHHOW CXEMBI
Tepanuu.

AJropuT™M  JiedeHMs «OHOJIOTMYECKHM HAUBHBIX» MALHMEHTOB C
JKM3HEYIpoXawmumu  nposiBjieHusasMu  BI'®C, He HHPUUUPOBAHHBIX
BUpycamMu u3 cemeiicrBa Herpesviridae (puc. 10)

CrapToBasi cxemMa y MAalME€HTOB C >KU3HEYTPOKAIOIIMMH MPOSBICHUSIMHU
BI'®C (kxoHueHTpauuein ¢depputuHa chiBOPOTKH KpoBu Oosee 10 000 Hr/mia B
COYETaHUM C 2-X WM 3-X POCTKOBOW IUTOINEHUEH, W/MIU MOPaKEHUEM JIETKUX,
W/WIM  cepAeuHO-cocymucTor cucrtembl, w/wm [IHC, wwumu mouek), He
WHQUIIMPOBAHHBIX  BUpycaMH |3 cemeiictBa  Herpesviridae, Bkirogaer

BHyTpuBeHHBIC 1 iepopanbhbie, [ KC, BBUI' u [{uA (tabn. 23, cxema 2; puc. 10).
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Anaroputm nedenusi BI ®@C y «0noJiornyecku HauBHbIX» nanuentos ¢ ctOUA
0€3 HCUBHEYSPOIHCAIOWUX NPOABTIEHUIL, He UHPUUUPOBAHHBIX BUPYCAMK
cemeiicrBa HerpesviRidae (kontpons sddextusnocTn Tepanuu uepes 3-5 aueit) (tada. 22)

v

it »| Jleuenue BI'®C no cxeme 1

v

KouTposib 3¢ peKTHBHOCTH Tepanuu

HET™ Jleuenne BI'®C no cxeme 2 —>| KoHTposb 3¢ heKTHBHOCTH Tepanuu |

¥ v

N Tepanus
JA 3¢ pexTHBHA? HET

Jleuenue BI'®C no cxeme 5

'

| Kontposs s dexTuBHOCTH Teparin |

Tepanus
ddexTnBua?

TIA

KonTtpous 5ddexTuBHOCTH Tepamiu |<— Jleuenne BI'®C no cxeme 4 [«HET:

A

Tepamust
¢pdexTnBHa?

JIA:-
HET

IMon6op MHAUBUAYATBHOI
cXeMbl Tepanuu

Puc. 10 Auaropurm JiedeHusi «OHOJIOTMYECKHM HAaWBHBIX» MAIMEHTOB 0e3
JKU3HEYTPOKAIUMX NMPOABJICHUN, MH(PUUMPOBAHHBIX BHPYCAMHU CEMEHCTBA
Herpesviridae

OueHka KpUTEpHUEB OTBETA HA TEPAIIUIO TPOBOAUTCS yepe3 3-5 THEM.

[Ipn nocTrkeHNM KpUTEPHUEB OTBETA HA TEPANUIO 1032 BHYTpUBEHHBIX [ KC
MOCTENEHHO CHMKAeTcs (CM. BbIle), Tepanus [{uA npogoimkaeTcs, mepopajibHbIC
['KC B MakcuManbHOU J103€ MPUMEHSIOTCS B T€UEHUE 2-3 HEJENb C MOCIEAYIOIUM
MOCTENEHHBIM CHIDKEHUEM JI03bI J0 MojaepxuBaronieit — 0,2 MIr/Kr/CyTku.

I[Ipy HemoCTWXKEHUM  KpUTEpHEB OTBeTa 4epe3 3-5 gHed Ha
TEpaNeBTUYECKYIO CXEMY, BKIIOYAIONIYI0 BHYTpHBEHHbIE, mnepopaibhHbie ['KC,
[MuA, BBUI" (Tadn. 23, cxema 2; puc. 10), npuMeHseTcs kaHakuHyMao (tadi. 23,

cxeMma 5; puc.10).
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IIpn 1OCTHKEHMH KPUTEPHUEB OTBETA HA TEPAINUIO 103a BHYTpUBEeHHBIX ' KC
NOCTENEHHO CHUXaeTcs (Ha 25% kaxzable 3-5 nHeil) 10 MOJHONM OTMEHBI, Tepanus
[IuA u xanakunymabom mpogomkaercsa. I[lepopanpupie 'KC B makcumanbHOMN
J103¢ TPHUMEHSIOTCS B TeYeHUe 2-3 HeAelb € IOCIEIYIOIIUM IOCTEIICHHBIM
CHIDKEHHEM JI03bI J10 mojaepkuBaromiei — 0,2 Mr/Kr/CyTKH.

AJITOPUTM JieYeHUus1 «OMOJIOTHYEeCKM HAUBHBIX» manueHToB ¢ cCFOUA,
0e3 sku3Heyrpo:xawmux npossiaeHnil BI'®@C, uHpuunpoBaHHBIX BUPYCAMU M3

cemeiictBa Herpesviridae (puc. 11).

Anroput™ jedenusi BT ®C y «6H0J0rHYecKr HAUBHbIX» nauuentos ¢ cfOUA 6e3
HCUZHEYZPOHCAIOWUX NPOAGTEHUIL, UH(UYUPOBGAHHBIX BUPYCAMH ceMeiicTBa
HerpesviRidae (koutposs sdpdextusrocTn Tepamnuu uepes 3-5 aueit) (Tadm. 22)

Y

1 »  Jleuenue BI'®C mo cxeme 3

Y

Kontpous 3¢ dexTuBHOCTH Tepanuu

T
HET» Jleuenne BI'®C no cxeme 4 [ KoHTposib 5 HEKTHBHOCTH Teparin
A

Tepanus
s¢dexTuBna?

HET

Jleuenne BI'®C nmo cxeme 5  [«w—

Y

Kontpous adpexruBHoCTH TEpanmu

IMondop
WH/IMBUIY aJIbHO M
cXeMbl Tepanuu

Puc. 10 Auroputm JiedyeHHUs] «OHOJIOTHYECKM HAWMBHLIX» NALMEHTOB 0e3
JKU3HEYTPOKAIINX MPOSBJICHUNA, WH(PUIMPOBAHHBIX BHPYCAMH CeMeHCTBA
Herpesviridae

[Ipy HemocTW)KEHMM  KpPUTEPUEB  OTBETa 4epe3 3-5 JOHEW Ha

TEpPANEeBTUYECKYI0 CXEMY, BKIIOUYAOIIYI0 BHYTpHBEHHbIE, nepopanbHble ['KC,
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[MuA, BBUI' u kanakuayma0, MPOBOAMUTCS TEPEKIIOUCHHE C KaHaKWMHyMala Ha
putykcumab (tabn. 23, cxema 4; puc. 10) wim noagbop MHANBUAYAIBHON CXEMBI
TEparvu.

B xawectBe craproBoit  Tepamuu BI'®C y  nmanumeHtoB  0e3
KHUZHEYTPOXKAIOUINX TMPOSBICHUM, y KOTOPHIX TpUTTEpHBIM (akTopom BI'OC
SBIISIIOTCSL BUPYCHI M3 cemeiicTBa Herpesviridae, nmpuMeHSIOTCS BHYTPUBCHHBIC
I'KC, IuA u BBWI', moHokinoHanbHble aHTUTena k CD20+ B-numdoruram
(putykcumad) (tadm. 23, cxema 3; puc. 11).

OneHkKa KpUTEpHEB OTBETA HA TEPANMIO IPOBOJUTCS Yepe3 3-5 THEH.

[Ipn nocTrkeHNM KpUTEPUEB OTBETA HA TEpANuIo A03a BHyTpuBeHHBIX ['KC
NOCTENEHHO CHUXaeTcs (Ha 25% kaxzable 3-5 nHel) 10 MOJHONW OTMEHBI, Tepanus
1A nipogosmkaeTcs.

[Ipy  HemoCTW)KEHMM  KpUTEpHEB OTBETa 4Yepe3 3-5 JAHEd Ha
TEpaIreBTUUYECKYIO cXeMy, BKirovaromyro BHyTpuBeHHble ['KC, LluA, BBUI' u
pUTYKCUMa0, AOMOJHUTENBHO HazHayaroTcs nepopanbubie ['KC (Tabn. 23, cxema
4; puc. 11).

[Ipu nocTUKEHNU KpUTEPHUEB OTBETA HA Tepamnuio A03a BHyTpuBeHHbIX ['KC
NOCTENEeHHO cHUXkaeTcs (Ha 25% kaxzable 3-5 nHeil) 10 MOJHONW OTMEHBI, Tepanus
[HuA nponomxkaercs. IlepopansHbie ' KC B MakCUMalIbHOW J103€ MIPUMEHSIIOTCS B
TeYeHUe 2-3 HeAeNb C MNOCIEAYIOIIMM IOCTEIIEHHBIM CHIKEHUEM J03bl JI0
noasepxxuBaromeit — 0,2 Mr/Kr/CyTkH.

I[Ipy HeEmOCTW)KEHUM KpUTEpHEB OTBETa 4Yepe3 3-5 gHed Ha
TEPANEBTUYECKYIO CXEMY, BKIIOYAIOIIYI0 BHYTPHUBEHHbIE, nepopaibHbie ['KC,
[MuA, BBUI" u purykcuma0, B cxeMe Tepanuu MpOBOAUTCS 3aMEHa pUTyKcMMada
Ha KaHakuHyMmab (Tadu. 23, cxema 5; puc. 11).

[Ipn nocTrkeHNM KpUTEPHUEB OTBETA HA TEPANUIO 10332 BHYTpuBEeHHBIX [ KC
MOCTENEHHO CHUXKaeTcs (Ha 25% kaxabie 3-5 AHEH) 10 MOJHON OTMEHBI, Tepanus
[IuA u xanakuaymabom mpogoipkaercs. [lepopansubie 'KC B makcumanbHOM
JI03€ TPUMEHSIOTCS B TEUEHUE 2-3 HENENIb C MOCIEAYIOIMM IMOCTENEHHBIM

CHIDKEHUEM JI03bI 10 nojaepkuBatomiei — 0,2 Mr/Kr/CyTKH.
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[Ipy  HEIOCTM)KEHUH  KPUTEPHUEB

OTBETA,

yepes 3-5 gHEH Ha

TEpPANEeBTUYECKYI0 CXEMY, BKIIOUYAIOIIYI0 BHYTpHBEHHbIE, nepopaibHbie ['KC,

[IuA, BBUI' n xanakmaymab (tabm. 23, cxema 5; puc. 11) mpoBogutcss moadoop

HHI[HBHIIyaHBHOﬁ CXCMBI TCpAIIuH.

AJITOPUTM JieyeHus1 «OMOJIOTHYEeCKH HAMBHBIX» nmamueHToB ¢ cFOUA ¢

JKU3Heyrpo:xaomuvu nposisjieHusivu BI'®@C, nHGUUMPOBAHHBIX BHPYCAMHU

u3 cemeiicrBa Herpesviridae (puc. 12).

Aaroput™ JjedeHusi BI' @C y «0H0/10rH4ecKkd HAUBHBIX» nauuenTos ¢ cftOUA ¢
HCUBHEYZPOHCAIOWUMU NPOACICHUAMU , UHQOUYUPOBAHHBIX BUPYCAMH
cemeiicTa Herpesvridae (kontpons addexrusnocTr Tepanuu uepes 3-5 aueif) (Tads. 22)

A

»| Jleuenne BI'®C nmo cxeme 4

A

Kontposb 3¢ GeKTHBHOCTH Tepanuu

Tepanus
3¢ pexTuBHA?

Jleyenue BI'®C no cxeme 5 —»

KonTpob 3¢ GeKTHBHOCTH Tepanuu

A

!

Tepanus

IHoa6op uHAMBUAYATBH O
cXeMbl Tepanuu

3¢ dexTUBHA?

-t HET:

Puc. 12 Auaropur™ JiedyeHUs] «OHOJIOTHYECKH HAWBHBIX» MALMEHTOB C

JKM3HEYTPOKAIIIUMH  NPOSIBJICHHUSAM,

cemeiictBa Herpesviridae

HHPUIUPOBAHHBIX

BHUpPYCaMH
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B xauectBe craproBoii Tepanuu BI'@C y NaliMeHTOB C KU3HECYTPOKAIOIUMU
nposineHusiMu  BI'@C  (koHueHTpauuss (QeppuUTHHA CBHIBOPOTKH KpoBH Oosee
10 000 vr/mn B xoMOWHAIUU Wik 6e3 ¢ 2-X WM 3-X POCTKOBOM IUTOICHUEH,
W/WIU TIOpaKeHUEM JIETKUX /WK cepliedyHo-cocyaucTon cuctemsl, w/unn [THC,
W/ To4YeK), WH(MUIMPOBAHHBIX BHpycaMu H3 cemeiictBa Herpesviridae,
NpPUMEHSIOTCS BHYTpUBEeHHBIE U niepopanbHbie, ' KC, BBUI" u LIuA B komOuHanuu
¢ putykcumadbom) (tadi. 23, cxema 4; puc. 12).

OneHka KpUTEpHEB OTBETA HA TEPAINUIO TPOBOAUTCS yepe3 3-5 THEM.

IIpu nocTHXKEHMH KpUTEPHEB OTBETa 103a BHYTpuBEeHHBIX I KC nocreneHHo
cHmkaercs (cMm. Beime), tepanus WA npopomxaercs, nepopaibhbie ['KC B
MAaKCUMAJIBHOW J103€ MPUMEHSIOTCS B TeYeHUE 2-3 HENeNb C IOCIEAYIOIIUM
MOCTENIEHHBIM CHUKEHHEM JI03bI 0 nojepxkuBatoieii — 0,2 Mr/Kr/cyTku.

[Ipy  HemoCTW)KEHMM  KpUTEpUEB  OTBETa 4epe3 3-5 JHEd Ha
TEpPANeBTUYECKYI0 CXEMY, BKIIIOYAIOIIYI0 BHYTpPHUBEHHbIE, nepopainbHble ['KC,
[MuA, BBUI" u putykcumad, puTykcumal 3aMeHsIeTCsl Ha KaHaKuHyMal (Tabu. 23,
cxema 5; puc. 12).

[Ipu nocTUKEHNU KpUTEPHUEB OTBETA HA Tepamnuio A03a BHyTpuBeHHbIX ['KC
MOCTENEHHO cHUXkaeTcs (Ha 25% kaxzable 3-5 nHeil) 10 MOJHONW OTMEHBI, Tepanus
[IuA u xanakuaymabom mpojgoipkaercs. [lepopansubie I'KC B makcumanbHOM
J103€¢ TPHUMEHSIOTCS B TEYeHUE 2-3 HEeAelb € IOCIEIYIOLUM IOCTEICHHBIM
CHIPKEHHEM J103bI J10 nojiepxkuBatoieid — 0,2 Mr/Kr/CyTKHu.

I[Ipy HemoCTW)KEHWM KpUTEpUEB OTBEeTa 4epe3 3-5 gAHed Ha
TEPANEBTUYECKYIO CXEMY, BKIIOYAIOIIYI0 BHYTPHUBEHHbIE, nepopanbHbie ['KC,
[MuA, BBUI' u xanakunyma6b (tabmn. 23, cxema 5; puc. 12)., mpoBOAUTCS MOI00D

HHI[HBH,HyaHBHOﬁ CXCMEI TCpallnu.
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AJITOPUTM JIeYeHUs] «OMOJIOTMYEeCKM He HAWBHBIX» MALNHMEHTOB ¢
cfOUA, 6e3 xusHeyrpo:xaommux nposipjieHuii BI'®@C, He MHPUUMPOBAHHBIX

BHpYycamMu u3 cemeiictBa Herpesviridae (puc. 13).

Aaroputm snevenust BI®C y «6u010rnueck He HAMBHBIX» mauueHToB ¢ cFOUA oOe3
HCUBHEYZPOICAIOUWUX NPOAGIEHILIL, He UH (DU UPOSAHHBIX BUPYCAMU ceMelicTBa
Herpesviridae (xontpons sdpdexrnrOCTH Tepanuu uepes 24-48 vaco) (1a61.22)

Il =I Jleuenne BI'®C no cxeme 1
Kontpomns
l 9(peKTUBHOCTH TEpanuu
Tepanust Kontpois
HET>| Jledenue BI'®C no cxeme 2—» R TR
A

Tepanus
¢pdexTuBna?

BI'®C paspuiics
Ha (oHe nevenns clOMA
KaHAKHHYMaOoM?

v m‘

—» Jledenune BI'®C no cxeme 4 [« *
* Jleuenne BI'®C mo cxeme 5 [«
KonTpons
a¢dexTBHOCTH Tepaniu
AA KonTposs
3¢ (HEKTHBHOCTH Tepanuu
Tepanus
ppexTuBHa? Y
HET HET

| Tepanus .

¢ pexTuBHa? J1A:

ITondop nHANMBHUAYAIBH O
cXeMbl Tepanuu

Puc. 13 Aaropurm JjiedyeHUs: «0HOJIOTMYECKH He HAMBHBIX» NMALMEHTOB
0e3 JKHU3HEYIPOKAWIINUX TMpPOsiBJIeHUd, He HHMHUIHUPOBAHHBIX BHPYCAMU

cemeiicrBa Herpesviridae

I'UBII, na done npumeneHus: kotoporo misa jedenuss cfOUMA, paspuiics
BI'®C, nennecoo6pa3HO OTMEHUTb.

B kauecTtBe crapToBoil Tepanuu npumeHsaoTcs BHyTpuBeHHble ' KC, BBUI'
u [{uA (tabm. 23, cxema 1; puc. 13).

OlnieHKa KpUTEPUEB OTBETA HA TEPAIUIO TPOBOAUTCS Yepe3 24-48 4acos.
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[Ipn nocTHKeHUM KPUTEPUEB OTBETA HA TEPANIUIO0 HAUMHAETCS MOCTENEHHOE
cHmkeHue 1103bl BHYTpuBeHHbIX ['KC (Ha 25% xaxnapie 3-5 aHeil) 10 MOJHON
orMmenbl, Tepanus L{uA npopomxaercs. Ilpu HEZOCTMKEHUM KPUTEPHUEB OTBETA
yepe3 24-48 yacoB Ha TEpalEeBTUUYECKYIO CXEMY, BKIIIOUYAIONIYI0 BHYTPHBEHHBIC
I'KC, [TuA u BBUI', nononmuutensHo Ha3HadaroTcs nepopanbhbie 'KC (Tabdm. 23,
cxema 2; puc. 13).

[Ipu nocTHKEHUU KPUTEPUEB OTBETA HA TEPANUIO0 HAUYMHAETCS MOCTEIIEHHOE
cHmkeHnue 1103bl BHYTpuBeHHbIX ['KC (Ha 25% xaxnapie 3-5 aHeil) 10 MOJIHON
orMmeHbl, Tepanus LIuA nponomxkaercs. I'KC nepopalibHO B MakCHMaJbHOM 1103€
INPUMEHSIOTCS B T€UEHUE 2-3 HeNleb C MOCIEAYIOIUM MOCTENEHHBIM CHUKEHUEM
JI03bI 70 oaepxuBaronieit — 0,2 MIr/Kr/CyTku.

[Ipyu HemocTWKeHMM KpUTEpUeB oOTBeTa uyepe3 24-48 wyacoB Ha
TEPANEBTUYECKYIO CXEMY, BKIIOYAIOIIYI0 BHYTPHUBEHHbIE, nepopaibHbie ['KC,
[MuA u BBUI', mauuentam, y xkotopsix BI'®@C pas3Buiics Ha QoHE MPUMEHEHUS
ToUMaM3yMaba WM HSTaHeplenTta, wik agaarumymada s Jjedenus clOUA,
HasHavaeTrcs wHTHOMTOp WMJI-1 —Kxamakmaymab (tabm. 23, cxema 5; puc. 13).
naieHTaM, y KoTopeix BI'®C pasBuwics Ha d¢one neuenus clOUA
KaHaKHHyMaOoM — putykcumad (tadu. 23, cxema 4; puc. 13).

[Ipu nocTHKEeHUU KPUTEPUEB OTBETA HA TE€PAINIUIO0 HAUMHAETCS MOCTEIIEHHOE
cHmkenue 103bl BHYTpuBeHHbIX ['KC (Ha 25% xaxknasie 3-5 aHeil) 10 MOJIHOM
oT™meHbl, Tepanus [{uA u kanakunymabom npogospkaercsa. I'KC nmepopaiibHO B
MAaKCUMAJIbHOW J103€ MPUMEHSIOTCS B TeYeHUE 2-3 Henellb C MOCIEAYIONIUM
MOCTENEHHBIM CHIXKEHUEM JI03bI J0 mojaepxuBaroniei — 0,2 MIr/Kr/CyTKu.

[Ipu HenmocTwkeHMM KpuTepueB oTBeTa uepe3 24-48 wyacoB Ha
TEpPaNeBTUYECKYI0 CXEMY, BKIIIOUYAOIIYI0 BHYTpHBEHHbIE, nepopanbHble ['KC,
[MuA, BBUI' u xaHnakunyma0, MpOBOAUTCS MEPEKIIOUYECHUE C KaHaKMHymaba Ha
putykcumab (tabm. 23, cxema 4; puc. 13).

[Ipu nocTHKEHUU KPUTEPUEB OTBETA HA TEPANUIO0 HAUMHAETCS MOCTENEHHOE
cHKeHue 103bl BHYTpuUBEeHHBIX ['KC (Ha 25% xaxnapie 3-5 aHei) 10 moJiHOM

otMmeHbl, Tepanus [{uA npomomxaercs, ' KC nepopaibHO B MakCUMaJIbHOM J103€
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MIPUMEHSIIOTCS. B TEUEHHUE 2-3 HEAENb C MOCIEAYIONIUM ITOCTEIIEHHBIM CHUKEHUEM
JI03BI 10 ToAepKuBarorieit — 0,2 MIr/Kr/CyTKH.

[Ipyu HemocTMKEHUM KpUTEepHeB oOTBeTa uepe3 24-48 wyacoB Ha
TEpAINEBTUYECKYIO CXEMY, BKIIOYAIOLIYIO BHYTPHBEHHbIE, mnepopaibHbie ['KC,
[luA, BBUI' u purykcumad, NpOBOIUTCS MOAOOP HHIUBUIYATHHOW CXEMBbI
TEparum.

AJITOPUTM JieYeHHUs1 «OHO0JIOTHYEeCKH He HAMBHBIX» manueHToB ¢ cFIOUA
¢ ku3HeyrpoxkaomumMu mnposisieHusmMu BI'®C, He wuHPUUMPOBAHHBIX
BUpycamMu u3 cemeiicTBa Herpesviridae (puc. 14).

B xauectBe CTapTOBOM Tepamuu y MNaIlMEHTOB C JKU3HEYTPOKAIOMIMMHU
nposiBieHusiMu  BI'@C  (koHUEHTpauusi (eppuUTHHA CBIBOPOTKM KpOBH Ooiiee
10 000 ar/mn B koMOHWHAIMKA WM 0€3 ¢ 2-X WU 3-X POCTKOBOM ILMTOIICHHUEH,
W/WIU TIOpaKEHUEM JIETKUX W/WIK cepliedHo-cocyaucTtor cuctemsl, w/mmm LTHC,
W/WIK TI0YEK) B KAueCTBE CTApTOBOM Tepaluu MPHMEHSIOTCS BHYTPHUBEHHBIC U
nepopansabie ['KC, BBUI u [{uA (Tabmn. 23, cxema 2; puc. 14).

OueHka KpUTEPUEB OTBETA HA TEPANIUIO MTPOBOAUTCS yepe3 24-48 4yacos.

IIpy 1OCTH>KEHMHM KPUTEPUEB OTBETA HA TEPANIUI0 HAYMHAETCS TOCTENIEHHOE
cHKeHue N03bl BHYTpuUBEeHHBIX ['KC (Ha 25% xaxnaeie 3-5 aHei) 10 moJiHOM
orMmenbl, Tepanus [uA npomonxkaercs. ' KC nepopanbHO B MakKCMMaJIbHOW J03€
IPUMEHSIOTCS B T€YEHUE 2-3 HEJENb C MOCIEAYIOIUM OCTENEHHBIM CHUKEHUEM
JI03bI 70 oaaepkuBaronieit — 0,2 MIr/Kr/CyTku.

[Ipyu HemocTWkeHHM KpuTepueB otTBeTa 4Yepe3 24-48 wyacoB Ha
TEPANEBTUYECKYIO CXEMY, BKIIOYAIOLIYIO BHYTpHUBEHHbIE, nepopaibHbie ['KC,
[MuA u BBUI', mauuentam, y kotopsix BI'®@C pas3Busics Ha QoHE NMPUMEHEHUS
ToIIM3ymMaba WM JTaHepIenTa, WM agaiuMmymada s jedeHuss clOUA,
npuMensietcss uaruoutop WMJI-1 —kanakunymab (tabmn. 23, cxema 5; puc. 14).
narueHTaM, y KoTopeix BI'®C passwics Ha d¢one neuenus clOUA

KaHAKHHyMaOOM, TpUMEHSIETCS pUTYKcuMao (Tadi. 23, cxema 4; puc. 14).
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Anroputm jedenusi BI'®C y «0H0JI0rH4ecKH He HAMBHBIX» NanueHToB ¢ cFOUA ¢
HCU3HEYZPOIHCAIOWUMU RPOABCTIEHUAMU , HE unqbuuupoeauubtx BHpYCaMHU
cemeiictBa Herpesviridae (konrposs sddexrusHoCTH Tepanuu yepes 24-48 yacos) (Ta6u1.22)

A

Kontpoms

Jeuenue BI®C no cxeme 2 —»| ST

A

Tepanus
ypdexTuBua?

J1A:
HET

BI'OC pa3Buics
Ha one neuenus: cFOUA
KaHaKHHyMabom?

HET

v "

»| Jleuenne BI'®C mo cxeme 4 |«

+ Jleyvenne BI'®C no cxeme 5 [«
Kontpons
3G PEKTUBHOCTH Tepauu
A Kontpons
3G PEKTUBHOCTH TepaTHU
Tepanus
ppexTuBna? Y
HET  HET
| Tepanus R
ddexTnBna? JA

IMon0op MHAUBHAY ATHH O
cXeMbl Tepanuu

Puc. 14 Aaroput™m JieueHusi «0MOJIOrM4YeCKU He HAMBHBIX» NMAIMEHTOB €
JKM3HEYTPOKAIOIIUMH TNPOSIBJIEHUsIMH, He HWH(PUUMPOBAHHBLIX BHPYCAMHU

cemeiicrBa Herpesviridae

[Ipu noCTHXKEHUU KPUTEPUEB OTBETA HA TE€PAINUI0 HAUMHAECTCS MOCTENIEHHOE
cHKeHne 103bl BHYTpuBEeHHBbIX ['KC (Ha 25% xaxneie 3-5 aHel) 10 MOJHOU
orMmeHbl, Tepanus [{uA u kanakunymabom mnpopoixkaercs. ['KC mepopanbHO B
MaKCHUMaJIbHOW J103€ TPUMEHAIOTCS B TE€UEHUE 2-3 HEJEeIb C MOCICAYIOUIUM
MOCTETICHHBIM CHIKEHUEM JI03bI JI0 MO epKuBarorieit — 0,2 Mr/Kr/CyTKH.

IIpu HenmocTwkeHMM KpuTepueB oTBeTa yepe3 24-48 wyacoB Ha

TEpPaNeBTUYECKYI0 CXEMY, BKIIIOYAIOIIYI0 BHYTpPUBEHHBIE, mepopanbHbie ['KC,



129

[MuA, BBUI' u kanakuayma0, NMPOBOJAUTCS NEPEKIIOUYCHUE ¢ KaHaKMHymaba Ha
putykcumab (tabi. 23, cxema 4; puc. 14).

[Ipu 1OCTH>KEHMHM KPUTEPUEB OTBETA HA TEPANUIO HAYMHAETCSI TOCTEEHHOE
cHKeHne 103bl BHYTpuUBEeHHBIX ['KC (Ha 25% xaxnaelie 3-5 mHel) 10 moJHON
orMmenbl, Tepanus LIuA nponomxkaercs, I'KC nepopaibHO B MakCMMaibHOM J103€
MIPUMEHSIIOTCS. B TEUEHUE 2-3 HEAENb C MOCIEAYIOIIMM MMOCTEIIEHHBIM CHUKEHUEM
JI03bI J10 HojepkuBaromieit — 0,2 MIr/Kr/CyTKH.

[Ipyu HemocTMXKEHUM KpUTEepHeB oOTBeTa uepe3 24-48 wyacoB Ha
TEpPANeBTUYECKYI0 CXEMY, BKIIIOYAIOIIYI0 BHYTpPUBEHHBIE, IepopanbpHeie ['KC,
[MuA, BBUI' u purykcumad, mpoBOAUTCS MOAOOP HHAMBUAYAJIBHON CXEMBbI
Tepanuu.

AJITOPUTM  JIeYeHHSI «OMOJIOTHYEeCKH He HaMBHBIX» MalHeHTOB C
cfOUA, 0e3 xusHeyrpoxawmux nposiBieHuii BI'®C, uMHPUUMPOBAHHBIX
BUpycamMu u3 cemeiicTBa Herpesviridae (puc.15)

I'UBIIL, Ha ¢one npumenenus koroporo mus nedenuss clOMA pazsuiics
BI'®C, nienecoodpa3Ho OTMEHUTb.

B kauectBe ctaptoBoii Tepanuu BI'@C npumensitorcsi BHyTpuBeHHbie ['KC,
BBUI' u IluA, wmoHoknoHaibHble aHTUTeNa kK CD20+ B-mumdonuram —
putykcumao (tadi. 23, cxema 3; puc. 15).

OrneHka KpUTEpUEB OTBETA HA TEPAMHIO TPOBOIUTCS depe3 24-48 yacos.

[Ipu 1oCTHXKEHMHM KPUTEPUEB OTBETA HA TEPANUIO0 HAYMHAETCS TOCTEEHHOE
cHmkeHue 1o3bl BHYTpuBeHHbIX ['KC (Ha 25% xaxnasie 3-5 aHeil) 10 mOJIHOM
oTMeHbI, Tepanus L{lnA nponoimkaercs.

IIpu HenmocTwkeHMM KpuTepueB orBeTa 4epe3 24-48 wyacoB Ha
TEpaneBTUYECKYI0 cXeMy, BKItouawolyro BHyTpuBeHHble ['KC, IluA, BBUI' un
pUTYKCUMAaO, JOMOJHUTENIbHO HazHavaroTcs nepopaibhubie I'KC (tabdn. 23, cxema
4; puc. 15). Ilpu OOCTMKEHHHM KPHUTEPUEB OTBETA HAa TEPANUI0 HAUYMHAETCS
MOCTENEHHOE CHMKeHue 1036l BHYTpUBeHHBIX ['KC (Ha 25% kaxpie 3-5 guei) go

noinHou  ormeHbl, Ttepanus L[uA npomomxaerca. ['KC mnepopansHO B
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MaKCHMAaJIbHOM J103€ TPUMEHSIOTCS B TedeHHWe 2-3 Henelb C IMOCIeAYHOIUM

MOCTENIEHHBIM CHUKEHHEM JI03bI J0 noaepxkuBatomieii — 0,2 MI/Kr/cyTku.

Anroput™ JieyeHusi BI'®C y «0H010rn4ecKkn He HAMBHBIX» NanuenTos ¢ ctOUA
0e3 srcuzneyzpoHcarouux nPoA6IeHUIl, UHQOUUUPOEAHHDBIX BUPYCAMH
cemeiicTBa Herpesviridae (xourpons addexruBroctu Tepanuu yepes 24-48 yacos) (Tadm.22)

A

KoHtpois
3¢ HEeKTHBHOCTH Tepanuu

I} *

N Tepanus
AA 3¢ pexTnBHA?

Jleyenne BI'®C nmo cxeme 3 |

HET

BI'®C passuiics

J1A- Ha done nevenus ctOMA
* KaHaKHHyMabom? HET
—» Jledenne BI'®C mo cxeme 4 [«
+ Jleuenue BI'®C no cxeme 5
Konrpois

3¢ (HEeKTHBHOCTH Tepariu

AA KonTtpoums
3¢ (heK THBHOCTH Tepariu
¢ pexTHBHA?
HET HET
| Tepanust R
ypdexTnBHa? J1A:

ITonOop MHAMBHAYAIBLH Ol
cXeMbl Tepanuu

Puc. 15 Aaropurm JiedyeHusi «0HOJIOTMYECKN He HAMBHBIX» MAIUEHTOB
0e3 JKHU3HEYIDPOKAIIIUX MNpPOSBJICHUN, HWHPUUHUPOBAHHBIX BHPYCAMH
cemeiicrBa Herpesviridae

[Ipyu HemocTWKeHMM KpUTepueB oOTBeTa uepe3 24-48 wyacoB Ha
TEpareBTUYECKYI0 CXEMY, BKIIIOYAIONIYI0 BHYTpHBEHHbIe, mnepopaibHbie ['KC,
[uA, BBUI' u putykcumad, namuentam, y koTopbix BI'®C pas3Busics Ha (oHe
MPUMEHEHUST TOIMIN3yMaba WM ITaHEpIeNTa, WU aganuMymada Jjist Je4eHUs
cfOMA, B cxeMe mnpoBOAMTCS 3amMeHa puTykcumaba Ha wuHrubutop MJI-1 —
kaHakuHymMab (tabmn. 23, cxema 5; puc. 15). [Manmentam, y kotopeix BI'®C
pa3BuJicsa Ha ¢oHE MpUMEHEHUsI KaHakuHymaoa s jgedeHus ctOMA, npoBoautcs

noA0O0p MHIUBHUIYATbHON CXEMBI TEpAIUu.
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[Ipn nocTHKeHUM KPUTEPUEB OTBETA HA TEPANIUIO0 HAUMHAETCS MOCTENEHHOE
cHKeHne 103bl BHYTpuBEeHHBIX ['KC (Ha 25% xaxnaeie 3-5 aHei) 10 mOJHOU
orMmeHbl, Tepanus [[uA u kanakunymabom mnpoposkaetrcs. I'KC mepopanbHo B
MAaKCUMAJIBHOW J103€ MPUMEHSIOTCS B TEYEHUE 2-3 HENelb C MOCIEAYIOUIUM
MOCTENIEHHBIM CHUKEHHEM JI03bI J0 moaepxkuBatomieii — 0,2 Mr/Kr/cyTku.

I[Ipy HEmOCTWIXKEHHMU KpUTEpUEB OTBeTa depe3 24-48 4yacoB Ha
TEpANEBTUUYECKYIO CXEMY, BKIIOYAIOLIYIO BHYTPHBEHHbIE, mnepopaibHbie ['KC,
[MuA, BBUI' u kanakuHyma0®, TPOBOAMUTCS MOA00p HWHIAUMBHUAYaTbHOW CXEMBbI
TEparum.

AJITOPUTM  JIeYeHHs1 «OMOJIOTHYECKH He HAaMBHBIX» MalHeHTOB C
cfOUA, ¢ kusHeyrpoxawimumMu nposiBjieHuasMu BI'@C, nHPUUMPOBAHHBIX
BUpycamMu u3 cemeiicrBa Herpesviridae (puc. 16).

B kauectBe cTapTOBOM Tepanuud y MAaIMEHTOB C JKU3HEYTPOKAIOIIMMHU
nposiieHusiMu Bl @C  (koHueHTparusi (QeppuTuHa CHIBOPOTKH KpOBH OoJiee
10 000 Hr/mn B xoMOWHAIUM Wik 6e3 ¢ 2-X WM 3-X POCTKOBOHM IUTOIEHHUEH,
W/WIU MIOpaKEHUEM JIETKUX W/WIH cepledyHO-cocyaucTor cuctemsbl, n/umu LTHC,
W/WJ TI0YEK) MPUMEHSIOTCSI BHYTpUBEeHHBIE U Tiepopanbubie, [ KC, BBUI u 1luA
B KOMOMHAIIUU ¢ puTyKcumaoom (Tabu. 23, cxema 3; puc. 16).

OueHka KpUTEpHEB OTBETA HA TEPAIUIO TPOBOAUTCS yepe3 24-48 yacos.

[Ipu nocTHKEeHUU KPUTEPUEB OTBETA HA TE€PANIUIO0 HAUMHAETCS MOCTENIEHHOE
cHKeHne 103bl BHYTpUBEeHHBIX ['KC (Ha 25% xaxnapie 3-5 aHei) 10 moJiHOU
orMmeHbl, Tepanua [{uA npomomxaerca. ' KC nepopalibHO B MaKCUMaJIbHOM J103€
MPUMEHSIOTCS B T€UEHUE 2-3 Helleb C MOCIEeAYIOIUM MOCTENEHHBIM CHUKEHUEM
JI03bI 710 oaep kuBarorieit — 0,2 MIr/Kr/CyTKu.

IIpyu HenmocTwkeHMM KpuTepueB otTBeTa yepe3 24-48 wyacoB Ha
TEpaneBTUYECKYI0 CXEMY, BKJIIOUAIOIIYI0 BHYTpHUBEHHbIE, mnepopaibHbie ['KC,
[MuA, BBUI', purykcumab, manuentaMm, y koTopeix BI'®C pasBuics Ha ¢oHe
MPUMEHEHUST TOIMIN3yMaba WM ITaHEpLeNTa, WU aganuMymada Jjis JeYeHUs
cfOMA, B cxeme mnpoBOAMTCS 3amMeHa puTykcumaba Ha wuHrubutop MJI-1 —

KaHakuHymMab (tabm. 23, cxema 5; puc. 16). YV mammentoB, y kotopsix B[ ®C
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pa3Buiics Ha GoHe MpUMEHEHUs1 KaHakuHyma0a ais neuenus clOMA, nmpoBoautcs

1no100p MHAWBHUYaTbHOW CXEMBbI TEPAIIUU.

Aaroputm JjeyeHusi B @C y «0uosoruyecku He HAMBHBIX» nanuenTos ¢ cfOUA ¢
HCUZHEYZPOHCAIOWUUMU RPOAGCTIEHUAMU , und)uuupoeanublx BUpYCaMHu
cemeiicTBa Herpesviridae (xourposns addexrusroctu Tepanuu uepes 24-48 yaco) (1a61.22)

Y

»| Jleuenue BI'®C no cxeme 4

Y

Kontpos
3¢ (HEeKTUBHOCTH Tepariu

JA
Tepanus

3¢ pexTuBHA? HETl

BI'DC paspuiics
—JIA: Ha (one nevenus cFOMA HET
KaHaKHHYMaboM?

Jleuenne BI®C no cxeme 5[«

Kontponn J
3¢ PEKTUBHOCTH TEpaAITUI
h J

Ilon0op uHAUBHAYANBHOM Tepanus
‘ A
cXeMbl Tepanuu HET dpdexTuBHa? 7l

Puc. 16 Aaroput™m JiedeHusi «0MOJIOTMYECKU He HAMBHBIX» NMAIIMEHTOB €
JKM3HEYTPOKAIOIIUMHM  TPOSIBJIEHUAMH, HH(PUIHUPOBAHHBIX  BHPYCAMHU

cemeiicTBa Herpesviridae

[Ipu HOCTHXKEHUU KPUTEPUEB OTBETA HA TE€PANUI0 HAUMHACTCS MOCTENIEHHOE
cHkeHne 103bl BHyTpuBEeHHBIX ['KC (Ha 25% kaxnaele 3-5 nHel) 10 MOJHOU
orMmeHbl, Tepanus [{uA u kanakunymabom mnpopoixkaercs. ['KC mepopanbHO B
MAaKCUMAJIbHOW J103€ MPUMEHSIOTCS B TeYeHUE 2-3 Henellb C MOCIEAYHONIUM

MOCTENEHHBIM CHUKEHHEM JI03bI 0 nojaepxkuBatoieii — 0,2 Mr/Kr/cyTku.
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[Ipyu HemocTw)KeHMM KpuTepueB oTBeTa uepe3 24-48 wyacoB Ha
TEpaNEeBTUYECKYIO CXEMY, BKIIOYAIOINIYIO BHYTpHUBEHHbIE, mnepopaibhHbie ['KC,
[MuA, BBUI', kanakunyma0d, NOpOBOAUTCS NOAOOP HWHIMBHUAYATbHOW CXEMBbI

TCpallnu.



I'’IABA 4. KINHUYECKUE IIPUMEPHBI
Knunnveckuii npumep 1
[Taiiment B. HaGmomaercss B peBmarosnoruueckom otnaeileHun DOI'AY

«HanuoHanpHbI MEIMIIMHCKUM HMCCIEAOBATEIbCKUM LEHTP 3I0pPOBbS JETEN»
MunsnpaBa Poccuu B Teuenue 1,5 met, crpamaer clOUA (mo knaccuduxarmm
ILAR) u BI'®C B Teuenue 1,5 ner.

Pebenok pomwics or 1-ii HOpManpHO mHpoTekaBuiedl OepemeHHOCTH, 1-x
CPOYHBIX CaMOCTOSITENIbHBIX POJOB Ha 39 Hexene recranuu. Macca Tena mnpu
poxnaenuu coctaBuia 3240 r, qynuHa tena — 54 cM. PaHHUI HeOHATaNbHBIN IEPUOT
0e3 ocobeHHocTell. BaknuHupoBaH B COOTBETCTBUM ¢ HarmoHanabHBIM
KasmeHgapeM. HacnencTBeHHOCT, 1O peBMaTUYECKUM — 3a00JI€BaHUSM — HE
OTATOIIEHA.

Bnepsoie mposiBieHus 3a0oneBaHusi Bo3HUKIM B sHBape 2021 roma B
Bo3pacte 12 ner. B nebrote 3a0oseBaHusi HaOmogaMMCh (peOpuiibHas TUXOopaaKa
no 38,5 °C B TeueHwe Oojee 4eM 2-X HEJENb NPHU OTCYTCTBUU KaTapajbHBIX
SBJICHUM, MUTPUPYIOIIAsi MATHUCTO-TAMyJe3Has ChIIIb HAa KOXE€ TYJOBHUINA U
HIDKHUX KOHEYHOCTEH, O0JIb B TOPJIE U apTpajiruv B 00JacTH KOJIEHHBIX CyCTaBOB.
Pebenox  neuwsics ~ amMOynaTopHO,  MOJy4yajd  aHTUOAKTEepUalbHbIE U
YKapoIoHMXKarolue mnpenapatel, 6e3 apdexra. C menpio Bepudukauy auarosa
TOCIIUTAIM3UPOBAH B CTAIlMOHAp IO MECTY JKHUTeNnbcTBA. llpu mocTyrieHun
O0OBEKTUBHO OTMEYAIIMCh MIPEKHUE CUMITTOMBI: JIMXOPAJKa, ChIllb, OOJb B rOpJie U
aptpainruu. Ilpu nabGopatropHOM 00C/I€IOBaHUU BBIABICHBI aHeMUs (YpPOBEHb
remorjaoouHa kpoBu 98 r1/m; mHopma — 120-160 wmr/m), meHkonuTo3 (YUCIIO
aeiikonuToB  kpoBu 46,7  ThIc./MKI; HOopma — 4,5-115  ThIC./MKIN),
TpoMOOIUTONEHUs (YUCIO0 TPOMOOLMTOB KpoBU 69 Thic./MKI; HOpMa — 150-400
ThIC./MKJT), yckopeane COD mo 65 mm/g (Hopma — 2-20 MM/4), TIOBBINICHUE
kouunentparuu CPb B ceiBopoTku kpoBe no 20,8 mr/m (Hopma — 10 5 Mr/m),
dbepputuna — 6osee 2000 ur/mn (Hopma — 14-152 ur/min), aktuBHoct ACT — 1o
397 En/n (mopma — no 42 En/n), I'T'T mo 270 En/n (Hopma — 5-35 En/m) u JIJAI' —

10 693 En/n (Hopma — 91-295 En/n). [IpokanblIUTOHUHOBBIN TECT OTPULIATEIIBHBIMN.
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PebGenky uCKItOUYEHbl MH(PEKUUU: HUEPCUHHUO3, TMCEBIOTYOEpKYJe3, AU3CHTEpUs,
CaJIbMOHEIJIe3, TOKCOIIa3M03, TOKCOKapo3, JIMOJINO03, OMUCTOPX03, XJIAMUIUO3,
BUPYCHBIE T€aTUTHI.

Ha ocHOBaHMM KJIMHHUKO-TA00pAaTOPHON KapTUHBI 3a00J€BaHUS MaIbUHUKy
YCTAaHOBJICH JIMArHO3. IOHOIIECKUH apTPUT C CHUCTEMHBIM HadajioMm (B
cootBeTcTBUH ¢ MKB-10), Broprunbiii reModaroiutapHbiii cuaapom. IIpoBeaeHa
tepanusi BHyTpuBeHHbIMU ['KC (mekcameTa3oH W METWINPEIHHU30JIOH) B
komOuHaruu ¢ BBUI' B mo3e 2 r/kr. Ha one Tepanuu KynmupoBaHBI JIUXOPAIKA,
ChIllb, CHU3WINCH MapkEpbl akTuUBHOCTU 3abojeBanus u BI'®C. Opnako mpu
NONBITKE CHWXEHUs 103bl BHyTpuBeHHBIX ['KC y peOeHka pa3Buiics peunuanB
cfOMA u BI'®C c nuxopaakoil u runeppeppuruHemueii. [Ins pemenus o
JanbHEHIIe TaKTUKEe BEJEHUS MabUMK OBLI HAIpaBJIEH B PEBMATOJIOTMYECKOE
ornenenne B PI'AY «HMMUL 3n0poBes aetein» Munsapasa Poccun.

[Taniment HabMt0MaeTCS B peBMarosorundeckom otaenenun HMULL 3nopoBes
nereit ¢ mapta 2021 r. Ilpu nocTymieHnn cocTosHHE peOeHKa ObUIO TSKENBIM 3a
CUET JIMXOPAJKH U sIBICHUN acTeHHH. OOBEKTUBHO BBISIBISUIMCH JUXOPAaKa [0
39,5°C, pacnpocTpaHeHHas MATHUCTO-TIANyJie3HAs Chillb Ha Koxe (puc. 17),
yBelIuueHue mnepudepuyeckux aumdparnyeckux y3iaoB a0 2,0 cM, pa3mepoB
IIEYECHU Ha 3 CM U CeJIe3eHKH Ha 1 cM, orpaHuueHue U OOJIe3HEHHBIE ABU)KCHUS B
Ta300€IpEHHBIX M  KOJIGHHBIX CyCTaBax. OHTE30HaTHU HE  BBISABIECHO.
JIMATEeNbHOCTh YTPEHHEN CKOBAHHOCTH CcOCTaBJsiia 10 30 MUHYT.

[Ipu maGopaTopHOM HCCIEAOBAHUM BBISBISUIUCH aHEMUS, JIEHMKOIIUTO3 C
npeobyaanemM HeUTpoduiaon, yckopeHue COD, TOBBIIEHHWE KOHIIEHTpAIUU
dbepputuna, CPb, tpurmmnepunos, aktuBHoctu ACT, AJIT, ITT, JIAI' B
CBIBOPOTKE KpOBH, THmNoHatpueMus (tabn. 24). IIpoKaJbIIUTOHWHOBBIM TECT

OTPHULIATEIIbHBIN.
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Tadauna 24. JInnamuka jgadoparopubix MapkepoB BI'®C y nauuenra

B. Ha ¢oHe Tepanuu BHyTpUBeHHbIMH, epopaabHbiMu 'KC, luA, BBUT'.

Iloka3zarenn Hopma Mo 3cyrkn | 7 cytkn |14 cyrkm |21 cyTkH
crapra mocJjie nmocJje nmocJjie nmocJjie
Tepanuu | cTapra cTapra cTapra cTapra
Tepanuu |Tepanuu |Tepanu | Tepanuu
I'emorobuH, r/a 120-160 108 110 112 111 115
DPUTPOLMTHI, MITH/MKJT 45-53 4,33 4,05 4,12 4,87 5,2
JIeKOLUTEI, THIC./MKII 45-115 20,15 18,32 15,1 17,63 10,2
Hetitpodunsl, Teic./mMxn | 1,1-9,9 17,2 12,26 8,8 10,74 8,43
COD, Mm/u 2-20 44 56 17 10 8
DeppuTHH, HI/MI 14-152 11294 6076 1094 572 144
CPBb, mr/n 0-5 15,49 20,37 4,32 2,02 0,74
Tpurnuuepuasl, 0,34-1,6 2,55 1,36 1,11 0,95 1,05
MMOJIB/JT
ACT, En/n 0-42 1386,94 488 353 80 58
AJIT, En/n 0-40 1710,18 771 148 92 54
I'TT, En/n 5-35 153,52 117,26 80,45 36,41 15,07
JIUA, En/n 91-295 647,41 448 306 287 269
Hatpwii, MMOITB/TT 134-145 130,14 131,52 135,45 136,04 136,81

IIpumeuanue. COD — ckopocth ocenanus sputrpountoB, CPb — C-peaktuBHbIil 0ejoK,
ACT - acnapratramuHotpancepaza; AJIT — amanmnamuuorpancgepasza; I'TT — ramma-
IyTaMuITpaHcnentuaasa, JIJII — nakrataeruaporeHasa.

PebGenky HCKITFOUEHBI reMo0J1acTO3bl (mpoBeneHO MOJIyYeHue

LUTOJIOTMYECKOTO  MpernapaTta  KOCTHOTO  Mo3ra ¢ MOP(OJIOTrHYeCKUM
UCClieIoBaHreM), TyOepkyie3 (odaroBas mpoba ¢ TyOepKyJIMHOM (peaKius
Manty) — oTpularenbHas). Manbuuk OCMOTpPEeH O(TaIbMOJIOIOM, HCKIIOUYEH
yBeuT, accoruupoBanHbiii ¢ FOUA. Tlo pe3ynbrataM KOMIBIOTEpHON ToMOTpadun
(manee — KT) opraHoB TpyaHOW KIETKHM OYAroBBIX H HH(UIBTPATHBHBIX
M3MCHCHHUU B Jerkux HE BeIABIcHO. Amrens HLA-B27 meromom IILP me
obHapyxeH. 1o JaHHBIM MarHUTHO-pe30HAaHCHOW Tomorpaduu (manece — MPT)
BCETO TeJia BBIABJICHBI TEMAaTOCIUICHOMETANUSI M MUHHMAJIbHOE TIOBBIIICHUE
KOJIMYECTBA KUJAKOCTH B MOJOCTH KOJICHHBIX M Ta300€IPEHHBIX CYCTAaBOB; JAHHBIX
3a 00BEMHOE MOPaKEHUE TOJOBHOTO M CIIMHHOTO MO3Ta, MO3BOHOYHHKA, OPTaHOB
OpIOIIHOM TOJIOCTH, 3a0pIOIIMHHOTO TMPOCTPAHCTBA, MAJIOrO Ta3za, a TaKxKe
MPU3HAKOB CAaKpOWJIEUTa HE BBISABICHO. [lo pe3yiabTaTaM KOJOHOCKOMUU U
s3odaroracrpoayoacHockonuu (maigee — OIJIC) maHHBIX 3a BOCHAIUTEIbHBIC

3abosneBanus kumieununka (nanee — B3K) He mosy4ueHo.
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Ha ocHoBanum mnpoBefeHHOro oOcienoBaHusl pPEOEHKY MOATBEPKIECH
nuarno3 cfOUA — no knaccuduxaruu ILAR (FOHomeckuii apTpuT ¢ CUCTEMHBIM
HayasioM — koA o MKb-10 M08.2). YunTeiBas Hau4uue JIMXOPaJKH B COYETAHUU
C MOBBIIICHUEM KOHIIEHTpALMK (PeppUTHHA B CHIBOPOTKE KPOBH Ooiiee 684 Hr/mi,
TpuriunepuaoB >1,56 mmons/n n aktuBHOCTH ACT >48 En\n u KOHIIEHTparuu B
CBIBOPOTKE KpOBH y pebeHka aguarnoctuponat B[ OC.

YuuThiBas mporpeccupyloiiee Te4eHue MIMMYHOArpecCUBHOIO 3a00JI€BaHMUs],
BBICOKHE J1a0OpaToOpHbIE TOKa3aTelM AaKTUBHOCTH  OOJIE3HH, CHUCTEMHbBIC
nposiBieHusl  3a0osieBaHusl  (JIMXOpajaka,  Chillb,  TE€MAaTOCIJICHOMETalusl,
muMpaaeHonaTs), XapakTep CYCTaBHOTO CHHAPOMa M pPa3BUTHE BTOPUYHOIO
reMo(aronuTapHOro CHUHJpOMa KakK >KU3HEYrpokaroimero ocioxkneHuss clONA
pebeHKy HazHaueHAa KOMOMHUPOBAHHAS T€paNusi BHYTPUBEHHBIM JIEKCAMETa30HOM
B no3ze 20 MF/MZ/CYT B COUETAaHWM C TEPOPAJIbHBIM NPEAHU30JIOHOM B 03¢ |
mr/kr/cyT, LIuA B no3e 5 mr/kr/cyt nepopansuo u BBUI u3 pacuera 1 r/kr/kypc.

Ha ¢one Tepanuu cocTosHME MalbuMKa yJIydlIdiaock. Ha mepBble cyTku
KYIIUPOBAJINCH JIMXOPAJKa, KOKHBIA M CYCTaBHOW CHHIPOMBI. B aHanm3ax KpoBu
YMEHBIIIWIIACh BBIPAXKEHHOCTh AHEMHUH, CHU3WINCH YHUCJIO JIEUKOIMTOB KpPOBH,
KoHieHTparust gpepputuHa, CPb, aktuBHOCTh TpaHcamuHas u JIJII' B CHIBOPOTKHU
kpoBHu (Tabm. 23). Ha 3 cyTku JieueHnss KOHIIEHTpalus GeppUTHHA CHU3WIACH Ha
25%, 4TO COOTBETCTBOBAJIO KPUTEPUSAM JOCTHUKEHHsS OTBETa Ha Tepanuio (Taodu.
23). Ha 17 cyTku ynmanaoch AOCTHYb KpUTepHeB HeakTuBHOW ctaguu BI' ®@C (Taodu.
23, puc. 18, 19, 20).

YuuTeIBass NOCTHKEHUE KpUTEpUEB oTBeTa Ha Tepanuio BI'®C, Mampumky
MOCTENEHHO HA4aTO CHMXKEHUE J103bl JIEKCAMETa30Ha M0 2 MI/CYT €XEIHEBHO 0
nosiHoN oTMeHbl. Oboctpenust ctOUA u peaktuBanuu BI'®@C Ha doHE OTMEHBI
JeKcaMmeTazoHa He oTMedasiock. C 1menbto nmpenoTBpamieHus odoctpenus clOUA
YYUTHIBasE UMMYHOArPECCUBHBIN XPOHUYECKUN XapakTep 3a00eBaHUs, MAIIUCHTY
HazHaueH [ IBIT — MoHokIOHaNMBHEIE aHTHTENA K penentopy NJI-6 Tonunuzymab B
03¢ 8 MI/KI BHYTPMBEHHO KalleJIbHO KaXK/ble 2 HEAENU; Tepanus nepopabHbIMU

I'KC u HuA npopomkeHa. B ycnoBusx peBMaToJIOTHYECKOrO OTAEICHUS peOCHKY
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ObLT BBEJIEH TOIMIIM3yMal NBaxkabl. HexxenarenbHble sIBJICHUS, HEMOCPEICTBEHHO
CBSI3aHHBIE C BBEJICHUEM TOLIMIN3yMaba HE 3apEeTUCTPUPOBAHBI.

[Ipu BusurTax uepe3 3, 6 U 9 MmecsmeB COCTOSTHUE pPeOCHKAa OCTABAIOCH
CTaOWJIbHBIM, OOOCTPEHUN CHUCTEMHBIX MPOSIBICHHM 3a00JIeBaHUs, CYCTaBHOTO
cuaapoma u B’ ®C He Habmoganock. Jloza mepopansabix ['KC Obiia cHmkeHa 10
10 wmr/cyr (0,2 wr/kr/cyt). HexenarenbHbIX sIBIEHUA Ha (¢OHE Tepanuu
TouuiauzymaooMm, [IMA © TOpegHU30JI0HOM 3a BeCh IEpUOJ HAOJMIOJEHUS HE
OTMEYAIIOCH.

[IpencraBiieHHBI KIMHUYECKUN Cily4daid eMOHCTpupyeT pa3sutue BI'OC B
neorore clOMA y  «OMOJOTMYECKHM  HAWBHOTO»  MMALMEHTa,  BBICOKYIO
spdextnBHOCT, cxeMbl JiedeHus BI'®C BKIIOYAIONIYI0 BHYTPUBEHHBIE W
nepopanbibie ['KC, [luA u BBUI, a taxke s>PdekTuBHOCT U 0€30MaCHOCTh
PUMEHEHUSI MOHOKJIOHANIBHBIX aHTUTeN K peuentopy MJI-6 nns neyenus ctOUA,

Ha3HAYCHHOI'O ITIOCJIC KYIIMPOBAHUA aKTHBHOCTHU BI'®C.

Pucynok 17. OOmmii Bua mnanumenta B. mnpum nocrymieHun B

peBMmatoJsiorudeckoe oraesenne HMUILL 310poBba nerei.

IIpumeuyanue. Y pebeHka oTMeyanach paclpOCTpaHEHHAs MATHUCTO-TAINYAE3HAs CHINb
Ha KOXe€ JIMIIA U BEpXHUX KOHEYHOCTEH.
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Pucynox 18. O0mmii Buax nanmenta B. yepe3 1 mecsn Tepanum

TOUMJIN3YMAOOM.
1800
1600 AN

1400 \
oo | SN\
1000 \\
800 \\
oo L~ N\
400 ¥ _é

200 k
O T T T T T 1
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Ha3HayYeHWA nocne cTapTa nocae cTapTa nocae cTapTta noc/ae crapTta nocae craprta
Tepanuu Tepanuu Tepanuu Tepanuu Tepanum Tepanuu
s8l[PC

Pucynok 19. J/Innamuka jadopatopHbix MapkepoB BI'®@C y namueHTa

B. Ha ¢oHe Tepanuu BHyTpUBeHHBbIMH, epopaabHbiMu 'KC, [luA, BBUT'.
Ipumeuanue. ACT — acnapratamunorpancdepasa; AJIT — anannnamuHoTpaHcdepasa;

JIALI' — nakTaTaeruaporexHasa.



140

12000
11294
10000
9048
8000
6000
4000
2000
k Con
0 T T T T T — 144 1
Jo HasHayeHusa 1ctykmnocne 3 cyTtkuM nocne 7 cyTku nocne 14 cyTkm nocne 21 cyTku nocne
Tepanum BIPC crapTa TepanuM cTapTa TepanuMu cTapTa TepanuMu cTapTa TepanyMu cTapTa Tepanuu

Pucynoxk 20. /luHamMuMKa KOHUEHTpauWu (eppUTHHA B ChHIBOPOTKeE
KpoBHM, Hr/mui, y mnauumeHta B. Ha ¢oHe Tepanum BHYTPHUBEHHBLIMH,

nepopaiasibiMu I'KC, HuA, BBUT'.
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Kinunnyeckuii npumep 2

[Tamment P. HaGmromaercs B peBmatosiorudeckoM oTaeiaeHun OIAY
«HMMUL] 3nopoBest nereii» MunsapaBa Poccum B Tewenuwe 1,5 ner, crpagaer
cfOUA (no xknaccuduxanuu ILAR) u BI' ®C B Teuenue 2 jner.

Pebenok pomgmics or 1 HOpManbHO MPOTEKaBIIEH OEpPEeMEHHOCTH, OT 1
CPOYHBIX CAMOCTOSITENIBHBIX poAOB. Macca teina rpu poxaeHuu cocrasuia 3400 r,
JuHa Tenma — 52 cM. PaHHMM HeoHaTanbHBIM mepuosi 0e3 0COOSHHOCTEH.
BakuunupoBan B coorBeTcTBUM ¢ HanumonanbHbsIM KanmeHgapem. Co  cioB
ponutenei, nHOEKIUOHHBIMUA 3a00JieBaHUsIMU He Oosienl. HaciaeacTBeHHOCTH MO
pEeBMaTHUECKUM 3a00JIEBAaHUSM HE OTATOIICHA.

Brnepsbie nposiBiaeHus 3a001eBaHusl BOSHUKIN B 0KTA0pe 2020 r. B Bo3pacTte
8 MecsieB. B nebrore — GpedbpunpHas muxopaaka a0 39 °C B teuenue 3-X Henenlb
Npu OTCYTCTBMU KaTapaJbHBIX U JIUCTIETICHYECKUX SIBJICHUW, HECTOWKas
MUTpUpPYIOIIasl TSATHUCTO-TAMYJE3Hasi ChIllb HAa KOXXE€ BEPXHUX M HUKHUX
KOHEYHOCTEHM, XpOMOTa B YTpeHHHE 4Yachl. PeOEHOK OCMOTPEH YYacCTKOBHIM
neauaTpoM, XUPYProMm, HUCKIIOYEHA XUPYypruyeckas IMaTojords M Ha3HayeHa
cuMrnTomaTudeckas tepanus, 6e3 a¢dexkra. C nmomo3peHneM Ha WHOEKITMOHHYIO
MPUYUHY BBIIIEYKAa3aHHBIX CUMITOMOB PEOCHOK TOCIMUTAIM3UPOBAH B CTallMOHAP
M0 MECTy OKUTelbCTBAa. IIpum moOCTymieHUM y Majb4uka OTMEYalIUCh
MEePUOIMYECKUE TIOIBEMBI TeMIlepaTypbl 10 (eOpuiIbHBIM 3HAYEHUN, MSATHUCTO-
namnyse3Hasi ChIllb, MOSBIISIIONIAACS HA BbICOTE JIUXopaaku. CycTaBHON CHHAPOM
0€e3 OCTPOBOCIHAJIUTENbHBIX HW3MEHEHHl (OTCYTCTBOBajdM OTEK, OO0JIb W
OTpaHUYCHHUS JIBUKEHUM BO BCEX TIPYyNIAaXx CYCTaBOB), YTPEHHsISI CKOBAHHOCTh
okono 60 munyT. Ilpu 7maGOpaTOpHOM HCCIECIOBAHUM BBISBIICHBI JICMKOIIMTO3
(amncno nerikoruToB — 28,5 Thic./MKI;, HOpMa — 4,5-11,5 THIC./MKIT), HEHTpODHUIE3
(monst HeritpoduoB — 71,3%, Hopma — 43-65%),), anemus (ypoBeHb T'eMOTTIOOMHA
kpoBH — 96 r/11; HopMma — 110-135 /1), TpoMOOLIMTO3 (YUCIIO TPOMOOIIUTOB KPOBU
— 735 TeIC./MKIT;, HOpMa — 150-580 ThIC./MKN), yckopenue COD no 55 mm/4 (HOpMa

— 2-20 mm/4), noBeiienne koHuenTpauu CPb ceiBopotku kpoBu a0 131,09 mr/n
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(HopMa — 10 5 Mr/), OCTajJbHBIE IMOKA3aTeJM COOTBETCTBOBAIM pedepeHCHbIM
3HaueHUsAM. PeOCHKYy  HWCKIIOYEHBI  BHPYCHO-OAKTepUadbHBIE  HMH(PEKIINU,
MPOBEJICHA TEparnus HECTEPOUJIHBIMU MPOTHUBOBOCHAIUTEIBHBIMY TpernapaTaMu
(manee — HIIBII), antubakTepuanbHbIMU Ipernapatamu. Ha done Tepanuu y
pebeHKa coXpansuich heOprIbHAS TUXOPaJAKa U MUTPHUPYIOIIAS ChITb. Y YUTHIBAS
COXPaHSIONIME CHUMIITOMBI TPU HUCKIIOUEHUH HHQPEKIUOHHOTO (akTopa, ObuI
3aM0103pEH ne0rT PEBMATHYECKOTO 3a00JsieBaHUs, Ha3HayeHa
MMMYHOIIOABIIAIOMAS TEPAIINs METOTPEKCATOM B 03¢ 15 Mr/m® moakoxHo 1 pas
B Henemo. HecMoTpss Ha MOPOBOJMMYIO TEPANMUI0 COXPAHSANIACh AKTUBHOCTH
3aboneBaHusl, U peOCHOK MepeBeAeH B peBMarojorudeckoe otaecneHue GOI'AY
«HMMUL] 3p0poBes aerein» Mun3zapaBa Poccun ¢ MOgo3peHHMEM Ha FOHOIIECKUN
apTPUT C CUCTEMHBIM Ha4yajoM.

[TanimenT Habmr01aeTCs B peBMaTosiorndeckoM otaenennu HMUILL 3nopoBbs
nereit ¢ despans 2021 roma. Ilpu moctymieHun cocTosiHue pebeHKa ObUIo
TSDKEJBIM 32 cueT nuxopaiku a0 39 °C, Hammuusi CyCTaBHOTO CHHAPOMA B BHJIEC
OTE€Ka KOJIEHHBIX CYCTaBOB C (DYHKIIMOHAJILHOW HEIOCTATOYHOCTHIO. [Ipu ocMmoTtpe
BBISIBJISUIACH PACHPOCTPAHEHHAs! MSATHUCTO-TMAMYJIE€3HAsl ChIlb, JIOKAIU30BABIIASCS
NPaKTHYECKH 10 Bced moBepxHocTH Tenma (puc. 21). Ilpm maGopaTopHOM
WCCJICIOBAHUM BBISIBJICHBI aHEMHUsI, TPOMOOIIUTO3, yckopernrne COD; MOBBINICHUE
aktuBHoctd ACT u JIJT, xonmnentpauuu tpuriaunepuaos, CPb, dbepputuna B
CBIBOPOTKE KpOBH (TadI. 25).

ManbunKy TpOBEAEHbl HWHCTPYMEHTAJIbHBIE MCCIEAOBAaHUSA COTJIACHO
KIMHUYEeCKUM pekomeHpauusaM. [lo pezynpratam KT opraHoB rpynHoul KieTku
OYaroBbIX M HWH(PWIBTPATUBHBIX M3MEHEHUN B JIETKUX HE BbIABICHO. [lo
pesynbratam MPT Bcero tena ¢ KOHTPACTHBIM YCUJIEHHEM BBISIBIEH CUHOBHUT
KPYITHBIX CYCTaBOB BEpPXHUX W HIKHUX KOHEUHOCTEW (TICUeBBIC, JIOKTEBHIE,
Jy4e3alsCTHbIe, KOJICHHbIE W  TOJEHOCTONHBIE  CYCTaBbl), yBEIMYECHUE
AKCWJUISIPHBIX, TTAXOBBIX M ME3CHTEPUATBHBIX JTUM(ATHUECKUX y3JI0B 110 8, 9 U 5

MM COOTBETCTBEHHO (puc. 22, puc. 23).
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Tabauna 25. lunamuka nadoparopHbix mapkepoB BI'®C y nanuenra

P. Ha ¢one pazmyHoi Tepanum.

= =
= = = = = >
= 9 ES E S
Iocie E'S Mocare Ha done glg = glg =
Ho 8 = Tepanuu S S =g
Tepanuu o = CHUZKEHH S =N g =g
ITokasarens | Hopma | crapra =9 I'KC, o E & o = 5
I'KC n o = BHYTPUBEHHBIX | T = © 2 = O
Tepamuu | -\ = HuA, TKC S % = S 2w
g £ | BBUT Sz | S=z7
= S EG s 8
==R T =
I'emorno6uH, r/a| 120-160 108 115 111 113 110 115 122
Opurpouutsl, | 4,5-5,3 3,69 41 31 3,3 3,02 31 34
MITH/MKJT
Jetikouutsr, | 4,5-11,5 4,18 7,66 5,62 2,23 3,87 5,67 6,12
TBIC./MKJT
Tpomoomutsr, | 150-580 659 402 168 175 156 200 248
TBIC./MKJI
COD, Mmm/4 2-20 63 15 5 2 2 2 2
DepputuH, 14-152 1148 795,7 929 655 1138 515 362
HI/MJT
CPB, mr/n 0-5 126,27 8,94 2,03 0,54 73 23 4,53
Tpurmunepunst, | 0,34-1,6 1,68 0,86 1,52 0,86 1,63 1,45 1,24
MMOJTB/JI
ACT, E/n 0-42 59 23 40 15 62 43 12
AJIT, En/n 0-40 16 19 36 42 50 35 15
ITT, En/n 5-35 35,2 27,6 22,3 36,4 54,3 23,14 25,61
JIAT, En/n 91-295 | 367,52 | 310,7 616 216 526 264 185
Harpuid, 134-145 | 138,52 | 136,11 136,42 135,46 134,26 136,72 136,11
MMOJTB/JT

Ipumeuanue. COD — ckopocTh ocenanus 3purpouutoB, CPb — C-peakTuBHbIi 070K,
ACT - acnapraramuHoTpaHcdepasza; AJIT — amanunamuHorpancdepasza; I'TT — ramma-
rryramunTpadcnentuaasa, JIII' — makrataerunporenasza, 'KC — rimrokokoptukocrepouab, MT
— wMerotpekcar, L[uA — muknocnopun A, BBUI' — BHyTpuBeHHBI HMMYHOIJIOOYJIHH
(MMMYHOTJI00YJIMH 4eJI0BEKa HOPMAJIbHBIN).

JlanHbIX 32 00BEMHOE M 0YaroBO€ MOPaXEHUE TOJIOBHOIO MO3Tra, OPTaHOB
OpIOIITHOM MOJIOCTH, 3a0PIOIIMHHOTO MPOCTPAHCTBA U MAJIOTO Ta3a He BhISIBICHO. C
HEIbI0 MCKJIIOYEHUS TeMO00JIaCTO30B MPOBEJACHA MYyHKIUS KOCTHOTO MO3ra, IO
JAHHBIM MHEJIOTPaMMBI  TTaTOJOTHYCCKUX KIETOK He oOHapyeHo. (OuaroBbie
mpoObl ¢ TyOepkyiaumHOM (peakiusi MaHTy, TECT € auIepreHOM TyOepKyJe3HbIM
PEKOMOMHAHTHBIM B CTaHIApPTHOM pa3BEJCHUU) — OTpHIATeNbHbIC. Malbuuk

OCMOTpPEH 0(PTAIIBMOJIOTOM, UCKIIIOYEH YBEUT, accouupoBaHHbiid ¢ FOVA.
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Pucynoxk 21. OOmmii Buag namuenta P. npm nocrymieHun B

peBmartoJiornueckoe oraesenue HMUILL 3nopoBbs aerei.

Ipumeuyanue. Y peOeHKa OTMEUAETCS PAacCHpOCTPAHEHHAs! MATHUCTO-TIAIYIE3HAS CHINb
Ha KO’K€ BEPXHUX U HUKHUX KOHEYHOCTEM.

PucyHnok 22. MarHuTHO-pe30HaHCHasi TOMOrpadgusi OpraHoB OPIOIIHOM

MOJIOCTH y manuenrta P.

IIpumeuanue. YBenuueHUE pa3MepoOB MEYCHHU U CENE3eHKH, TUM(aIeHOMaThs MaX0BbIX
U Me3eHTepualbHbIX JuMpatudeckux y3i0B. CrpenkamMu  yKa3aHbl  yBEJIMYECHHbIE
nuMbaTHIECKHUE Y3IIbL.
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A b

Pucynoxk 23. MarHuTHO-pe30HaHCHAsE ToMorpagus  KOJEHHbIX
CyCcTaBoOB, carurtajbHast (A) um akcuajabHas (b) mpoexkuumn, pe:xkum PD ¢

MOAABJCHHUEM KHUPa y NMallMCHTAa P.

IIpumeuyanue. MP-kapTuHa NOBBILIEHUS KOJMYECTBA JKUAKOCTH (1) B KOJEHHBIX
CycTaBax C IIPU3HAKaMHU HEPABHOMEPHOI'O pa3pacTaHusi CHHOBUAJILHOU 0005104KH (2).

Ha ocHoBanuum mnpoBeAeHHOro o0cienoBaHusi peOEHKY MOJITBEPKIEH
nuarHo3:  CHUCTeMHBbIM  IOBEHWJIbHBIM  WIUMOMATHYECKUH  apTpUur — 1O
kinaccudukanmu ILAR (FOHOmeckuii apTpuT ¢ CUCTEMHBIM HA4alioM — KOJ TIO
MKB-10 MO08.2). YuurtbeiBass Haluyue JUXOPAJKUA B COUYETAHUU C TOBBIILICHUEM
KOHIIEHTpaIuu (peppuTrHa B CHIBOPOTKE KPOBH OoJiee 684 HI/MII, TPUTTUIICPUIOB
— >1,56 mmonb/n, aktuBHOCTH ACT — > 48En/m B CBIBOPOTKE KPOBH, y peOeHKa
nuarHoctupoBaH BI'@C kak ocnoxnenne ctONA.

VYuuteiBas pa3BUTHE BTOPUYHOTO TreMO(arolUTapHOTO CHHIPOMA Kak
XKU3HEyrpoxkatomero ocioxHeHuss clOMA  peOenky Ha3zHaueHa Tepanus
BHyTpuBeHHbIM ['KC — merunmpeaHu3oioHoM B go03¢ 10 MI/KT €XeTHEBHO B
TeueHne S5 aHen. iMmyHomomasisiomas tepanus METOTPEKCATOM MPOJOJDKEHA B
npekHei mose, 15 wmr/m’. Ha (oHe Tepamuy y MalbudMKa KyIIHPOBAJIAch
JUXOpaJika, YMEHBIIWICS KOXHBIM CHHAPOM, CHU3WINACH KOHIIEHTpaIus

dbeppuruna, CPb u tpurnunepunos, HopmanmzoBainuch aktuBHOCcTh ACT u JIIAT B
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CBIBOPOTKE  KpoBU  (Tabm.  24).  VYuurbiBas  CHW)XEHHE  aKTUBHOCTH
remMoarouTapHOTO CHHAPOMA, C TMeNblo moanepkanus pemuccuun clOUA
MajJb4YMKy  WHUIMAPOBAHA TCHHO-WH)KCHEpPHAs  OWOJIOTHYECKas  Tepamus
MOHOKJIOHAJILHBIMU aHTUTeNaMu K peuentopy MJI-6 Tomumnuzymadbom B go3e 12
mr/kr. OpgHako yepe3 3 AHsS Tocie BBEACHHUA TouUMIn3ymalba y peOeHKa CHOBa
OTMEUYCHO TOBBIIICHHE KOHIeHTpanuu pepputura no 929 ur/mn (Hopma — 6-67
HI'/MJT) TIPU XOPOIIEM CaMOYYBCTBUHM M HOPMAJIbHBIX Apyrux Mapképax Bl @C.

VYuuteiBass Hamuuue paHHUX MapkepoB BI'®C (cHmwkeHHe 4Yucia
SPUTPOLIUTOB KpOoBH — <4,34 MIIH/MKJI, 4Yuclia TpOoMOOIIMTOB B KpoBH — <208
TBIC./MKJI, KOHLIEHTpauu XJI0puaoB — <101,9 MMOJIb/1 M OBBIIEHUH aKTUBHOCTH
JIAI' B ceiBopoTke KpoBu — >412 Epn/a) u TNOBBIIIEHHWE MCKIIOYUTEIBHO
KOHIIEHTpaluu GeppuTHHA B CHIBOPOTKE KPOBH 0 929 Hr/mi (UTO HE MO3BOJISIIO
3apeructpupoBaTh oboctperune B ®C cormacHo kpurepusim PRINTO), manmpunky
Ha3HAu€Ha TeparneBTUYEeCKas cxeMa, BKIouawomas BHyTpuBeHHbIH [KC -
nekcameTa3oH B go3e 10 MF/MZ/CYT, BBUI' B no3e 1 r/kr/kypc u 1luA B no3e 5
MI/KI/CYT IEpOPATBHO (METOTPEKCAT OTMEHEH ).

HecMmoTpss Ha mnpoBOAMMYIO TEpamui0 B KIMHHYECKOM aHAlM3€ KpPOBH
COXpaHsIach JEHKOMEHUs (YHCIIO JIEHKOIMTOB KPOBU — 2,23 THIC./MKJ;, HOpMa —
4,5-11,5 ThIC./MKJT), TIPH 9TOM KOHIIEHTpaIus (peppuTHHA CHIBOPOTKU KPOBH ObLIa
HE3HAUUTEJHLHO TMOBBIIIEHA, HO COOTBETCTBOBAJA JAMATHOCTUYECKUM KPHUTEPHUSIM
B[®C wu cocraBmsuma 655 Hr/ma (Hopma — 6-67 ur/mm). CelBopoTOUYHAs
KoHILeHTpaius TpurimuepuoB, CPb, aktuBHocTe ACT, JIJAI' CBIBOPOTKM KpPOBU
COOTBETCTBOBAIIN peepEHCHBIM 3HaUeHUSIM (Tal. 24).

[Ipu TmOmBITKE CHIKEHUS JO3bl JIeKcaMeTa3oHa y pPEOCHKa HapOCIH
CBIBOPOTOYHBIE KOHIIEHTpamu ¢GepputruHa ¢ 655 ur/mn no 1138 ur/mn (Hopma —
6-67 ur/mi), CPb ¢ 0,54 mr/n 1o 73 mr/n (Hopma — a0 5 mr/i), aktuBHoctu JIJIT ¢
216 En/n no 526 En/n (mHopma — 91-295 En/m). Ormeuanace neiikonenus (4ucCio
JECHKOIMTOB KPOBH cOCTaBIIsLIO 3,87 Thic./MKII, HOpMa — 4,5-11,5 ThIC./MKIT) (TabII.
24), MOSIBMIIaCh MUTPUPYIOIIAS ISITHUCTO-TIAITYJIC3HAS ChIllb. YUHUTHIBAS Pa3BUTHE

nepBuYHON HEAP(HEKTUBHOCTH Tommuim3dymadba u mporpeccupoBanue B[ OC
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peOeHKy  MHULMUpOBaHA  TEHHO-UHXKEHEpHass  OMOJIOTUYEeCKas  Tepanus
MOHOKJIOHaTbHBIMH aHTUTeNaMu K MJI-1B kanakuayMabom B 103¢€ 4 MT/KT.

Ha ¢one Tepanuu ymamocs kynupoBath BI' ®C U CUCTEMHBIC TPOSBIICHHUS.
Ha 1 cyrku mocne BBeleHHS KaHaKMHyMa0a JOCTUTHYT OTBET Ha Tepamnuio
cornacHo kputepusim HLH-2004 (oTcyTcTByeT nuxopajika, 4UCIO JICMKOIMTOB
MOBBICHJIOCH A0 5,67 Thic./MKA (HOpMma — 4,5-11,5 ThIc./MKIT), KOHUIEHTpaluss CPb
CBIBOPOTKU KPOBHM CHU3WJIACH 110 23 mr/n (Hopma — 10 5 mr/i), pepputuHa — A0
515 ar/mn (Hopma — 6-67 ur/mi), aktuBHOCTH JIJII' — mo 264 En/n (Hopma — 91-
295 En/n)), Ha 5 CyTKM JieU€HUS JOCTUTHYTHI KPUTEPUM HEAKTUBHOW CTaJlUU
BI'®C. Manbuuky yaanoch CHU3UTH 103y, MOJHOCTHIO OTMEHUTh BHYTPUBECHHbBIC
I'KC u u3bexars nepopansHoro npumenenusi 'KC. Tepanusi kaHakuHymMaOoM U
[IuA nponomxeHa.

[Tpu BusurTax uepe3 3, 6 U 9 mecsmeB cOoCcTOSTHUE peOEHKAa OCTABAIOCH
ctabmibHbIM, 00ocTpeHus ctOUA u BI'®C He Habmoaa10Ch, MaIbYUK PETYISIPHO

nonyvan kaHakuHymao u LuA (puc. 24).

Pucynox 24. O0mumii Bua mamueHta P. yepe3 3 Mecsima Tepanuu

KAHAKUHYMa0oM.
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[IpencraBieHHbIN KIMHUYECKUN ciiydaid nemMoHcTpupyetr paszsutue Bl OC y
«OVOJIOTMYECKH HE HAWBHOTO» TMAIMECHTA, HEAOCTATOYHBIA J(P(HEKT CXEMBbI
nedenusi, Bkmoyawmyo BHyTpuBeHHble ['KC, [IuA nu BBUI, HeoOxomumocTthb
MIPUMEHEHUSI TPOTHOCTUYECKOW MOJEIN C HUCIOJIb30BAaHUEM DPaHHUX MapKepoB
B[®C (cHmwkeHue uuciaa DSPUTPOLUTOB KpoBU <4,34 MIH/MKI, dYHCIa
TPOMOOIIMTOB B KpoBU <208 ThIC./MKJI, KOHIIEHTpaIuy xjopuao <101,9 Mmmos/n
¥ moBblllieHuH akTuBHOCTH JIJII' B chiBopoTke kpoBu> 412 En/m), a Ttakxke
3G (HEKTUBHOCTh M OE30MACHOCTh MPUMEHEHUS MOHOKJIOHAIBHBIX aHTHTENl K MJI-

1B nnst neuenust BI'OC.
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Kinuanyeckuii npumep 3

[Tariment JI. mHabmiomaeTcs B peBMarojorndeckoM oTaeneHun DOIAY
«HMMUL] 310poBbs nereit» MunsapaBa Poccuu B Teuenue 3 nert, crpagaet ctOA
(mo kmaccudukarnuu ILAR) B Teuenue 5 mer.

PeGenok poauiics oT 2-ii HOpMaJIBHO MPOTEKaBIIed OEPEMEHHOCTH, OT 2-X
CPOYHBIX CaMOCTOATEIBHBIX POJIOB. Macca Tena npu pokaeHuu coctaisiia 3085
r, mmmHa Ttenma — 50 cM. PaHHWiT HeoHaTaNbHBIA TiepHo] 0€3 OCOOCHHOCTEH.
BakunnupoBan B cooTBeTcTBUM ¢ HanuoHanbHbiM KaneHgapem. Co  clioB
poauTteneii, nHPEeKIMOHHBIMU 3a00JeBaHUsIMU He Oosien. HacnencTBeHHOCTh MO
pEeBMaTUYECKUM 3a00JI€BaHUSM HE OTATOIICHA.

Brnepssie nposiBiieHus 3a0osneBanusi Bo3Hukiu B mae 2015 roma, B Bo3pacte
9 ner. B neb6tore — dheOpunbHas auxopanka 10 40-41 °C B TeueHHE HECKOIBKUX
HEJIEJb MPU OTCYTCTBUM KaTapajbHBIX SIBIICHHUI, MUTPHUPYIOIIAs MEIKOTOYEHYHAs
ChIIIb HAa KOXE JIMIa M BEPXHUX KOHEYHOCTEH, OO B IUICUEBBIX, JIOKTEBBIX,
Ta300€IPEHHBIX, KOJEHHBIX M TOJICHOCTOIHBIX CyCTaBaxX Ha BBICOTE JIMXOPAJIKHU.
HeonHokpaTHO Ha3Hauanach CHUMIITOMaTudeckas Ttepamnus, 0e3 s¢dekra. B
KIIMHAYECKOM aHAJIN3€ KPOBH JICHKOIUTO3 (YHCIIO JIEWKOIUTOB — 26,2 THIC./MKI,
Hopma — 4,5-11,5 teic./mki), yckopenue COD no 46 mm/4 (Hopma — 2-20 mm/4). B
utosie 2015 roga y pebenka 3amono3peH ae0ot cfOMA, u oH OblT HampaBieH Ha
rOCIUTAIN3AIMIO B CIEIUAIN3UPOBAHHBIA CTalMoHap (emepanbHOro IeHtpa. B
utore 2015 roma B yCIOBHSX KPYTJIOCYTOUHOTO CTallMOHApa PeOEHKY MPOBEICHO
1a00paTOPHO-UHCTPYMEHTAIbHOE  OOCJeOBaHME,  TOATBEPXKICH  JUArHo3
cucremHoro IOWMA w Ha3HaueHa mnaroreHetmueckas Ttepanusa [UBII -
MOHOKJIOHAJLHBIMU aHTUTeNaMu K penentopy MJI-6 tonmnmuzymabom B go3e 8
MI/KT' BHYTPUBEHHO KaXKJble 2 HEJEIU B COUYETAHUU C METOTPEKCAaTOM B J103€ 15
MI/M® TIOJKOXKHO Kaxayro Heneno. Jlo mag 2019 r. ManbuuK peryasipHO MOoJIydal
TolMiInM3ymMao, onHako B utoHe 2019 r. y pebenka nosiBuiach Jmxopaaka ao 38,5

OC, IIITHUCTO-TIAITYJIC3HAA CbIIIb Ha KOXE JXHMBOTA MW BCPXHHUX KOH€‘IHOCT€I>1,
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apTpajruu, B CBSI3M C Ye€M pPEOEHOK TOCMUTAIU3UPOBAH B PEBMATOJOTMYECKOE
ornenenne OI'AY «HMULL 3nopoBbs nerein» Munsapasa Poccun.

[Tanuent Habmt0gaeTCcs B peBMaroiornyeckoM otaenennn HMUALL 3n10poBbs
neteit ¢ utons 2019 r. Ilpu noctymieHuu cocTosiHue peOeHKa ObUIO TSKEIbIM 32
cueT auxopanaku 10 38-39 °C, Hanmuuus apTpaldruil B Ta300€IPEHHBIX, KOJIECHHBIX U
rOJICHOCTOITHBIX CyCTaBax, yCWJMBawomuxcs Ha ¢oHe nuxopanku. [Ipu ocmorpe
BBISIBIISIJIACh PACIPOCTPAHEHHAs TMSATHUCTAs ChIlb HAa KOXKE BCEM MOBEPXHOCTH
tena. [lpu maGopaTopHOM WCCIEAOBAHUM BBISBICHBI TPOMOOIHMTO3 (YHCIIO
TpoMOOIIUTOB KpoBU — 712 ThIC./MKI; HOpMa — 150-580 ThIC./MKIT), ycKOpeHUe
COD mo 58 mm/u (Hopma — 2-20 mMm/4), moBeimieHne koHreHTpamuu CPb B
CBIBOPOTKE KpoBH 10 68,43 Mr/nm (Hopma — 110 5 wmr/im). YuuTbeiBas pa3BUTHE
HeahpexTuBHOCTH TolMiM3ymaba, B HMMUL] 3m0poBbst nereld Manbuuky ObLIA
MOHOKJIOHanbHble aHTuTena Kk WJI-1p xanakuaymad B 1o03e 4 MI/KI MOAKOKHO
KaXZIble 4 HEJIeM B COYETaHUH C METOTPEKCATOM B IIPEXHEN 03€. B manbHeimem
pebeHok peryisipHo rocnutanusupoBaics B HMULL 3m1opoBes neteit aiis OleHKU
3 PEeKTUBHOCTU U OE30MACHOCTH TEPATTHUH.

[Ipu ouepenHol rocnuTanIu3auyu B peBMarTonornyeckoe oraesieane HMUAUILL
310poBbs Aeteil B aBrycre 2020 rona y manbpuuka otmedaercs cyOdeOpunbHas
muxopajka 1o 37,5 °C. IIpu ocMoTpe Ipyrux OTKIOHEHUH B COCTOSIHUM OPTaHOB U
CUCTEM HE BBISBIICHO. B aHanmm3ax KpOBM OTMEYAIOTCA aHEMHUS, JICHKOTEHUS,
TpomOonuToneHus; nosbimenne aktuBHOCTH ACT, AJIT u JIAI', koHIleHTpauu
TPUTTUIIEPUAOB U (EPPUTHHA B CHIBOPOTKE KPOBHU, TUNOPUOpUHOTEHEMUS (TaOII.
26).

YuuTheIBasi HAIMYKE JIUXOPAJKU B COUYETAHUM C TIOBBIIICHUEM KOHIICHTPAIIUU
dbeppuTHHa B CBHIBOPOTKE KpOBH Oojiee 684 Hr/mi, a TakKe IOBBIIICHHON
akTuBHOCTBIO ACT u JI/II', KOHIIEHTpauuen TPUTIIMIIEPUIOB B CBIBOPOTKE KPOBH,
runoubpuHorenemuert, y pebenka auarnoctupoBad BI'®C kak ocioxHEHHE
cfOMA. OcobGeHHOCTh 3TOT0 KIMHUYECKoro nmpumepa — pa3sutue BI'@C Ha done

Tepanuu KaHaKUHyMaboM CO CTEPTO KIMHUYECKON KapTHHOM.
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Taoauna 26. [Ilunamuka jgadoparopabix MapkepoB BI'@C y nanuenra

JI. Ha )oHe Tepanuu PUTYKCUMAOOM.

Kpurepuu orsera Ha Tepanuto CyTtku HabmIOACHUS ITokaszarens
I'emoroOuH, /1 0 102
3 74
7 69
14 71
21 96
JIeHKOLUTEI, THIC./MKII 0 1,94
3 2,97
7 5,73
14 2,23
21 5,02
TpoMOOLUTHI, THIC./MKIT 0 57
3 54
7 119
14 84
21 115
depputuH, HI/MI 0 4618
3 14048
7 3086
14 389,3
21 154,1
Tpuraunepuabl, MMOJIB/JT 0 2,64
3 3,05
7 3,22
14 3,15
21 2,68
dubpuHoreH, /71 0 1,66
3 1,84
7 1,52
14 2,2
21 3,06
ACT, En/n 0 310,27
3 506,03
7 170,7
14 40,2
25,37
AJIT, En/n 0 880,24
3 1221,97
7 715,8
14 193,18
21 68,32
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Taoauna 26. [Ilunamuka jgadoparopabix MapkepoB BI'@C y nanuenra

/1. Ha )oHe Tepanuu PUTYKCUMA00M (MPOAOJIKEHHUE).

Kpurepuu orsera Ha Tepanuto CyTtku HabmIOACHUS ITokaszarens
CPB, mr/n 0 0,83
3 0,68
7 0,4
14 0,14
21 0,52
JIAT, En/n 0 906,09
3 1027,84
7 486
14 264,57
21 187,32
Cpoxu TOCTHKEHUS KpUTEPUEB OTBETA HA TEPAIUIO, CYTKU 6
Cpoxu 10CTHKEHUS KpUTepreB HeakTUBHOM ctaguu ['@C, cyTku 32

Ipumeuanue. CPb — C-peaktuBnsiii 0enox, ACT — acnapraramunorpancdepasa; AJIT
— anmannHaMuHOTpaHcdepasa; JI/II — nakrataeruaporenasa.

C unenvto wunaykuuu pemuccun BI'®C u cOMA pebGenky Ha3HaueHa
KOMOMHHMPOBAHHAS TEPAIHS BHYTPUBEHHBIM JEKCAMETAa30HOM B 03¢ 20 Mr/M%/CyT
B COYETAHHMH C MEPOPaAIbHBIM MPEIHU30IOHOM B f03e 1 mr/kr/cyt, LluA B noze 5
mr/kr/cyT nepopansno u BBUI' u3 pacuera 1 r/kr/kypce. [Ipu nonsiTke CHIKEHUS
JI03bI JIEKCAMETA30HA pa3Buiiach peaktuBanus Bl OC.

Beuny namuuus BI'®C y mammenta ¢ clOMA ¢ HesdhPeKkTHBHOCTHIO
Heckosibkux ['MBIT (Tommnmzymad u kaHakuHymMal0) B aHaMHE3€, Malb4HUKy
Ha3HAuY€Ha FeHHO-UH)KEHEpHAasi OMoJiornyeckasi Tepanus 0JOKaTOPOM PELENTOPOB
CD20" na Mmem6panax B-muMdormroB purykcuMadoM B 1o3e 375 Mr/M°/BBeCHNUE
BHYTPUBEHHO Ka)IYI0 HEJIETIO B T€UEHUE 4-X MOCIeJOBATEIbHBIX HE/IEIb.

Ha ¢one Tepanuu cocrosHue MallbyMKa YIy4ylIMioch. B aHanuzax KpoBu
HApoOCJIO YHCIO JIEHKOIUTOB M TPOMOOIMTOB, CHU3MUJIACh KOHIIEHTpAIHs
bepputruna, CPb, aktuBHOCTh Tpancamuua3z u JIJII' B cbiBopoTke KpoBHU (TalII.
26). Ha 6 cyTku nedeHus: ObLIM JOCTUTHYTHI KPUTEPHUHM OTBETA Ha TEpamnuio, a Ha
32 cyTKM yJ1ajgoch IOCTUYb KpUTeprueB HeakTUBHOM cTaauu Bl ®C (Tadin. 26).

YuuTeiBas NOCTWKEHHE KpUTepueB oTBeTa Ha Tepanuio Bl @C, manbumky

IIOCTCIICHHO HA4YaTO CHMKCHHUC JO3bl JCKCAMCTA30HaA IIO 2 MF/CYT CXKCIHCBHO 0
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noiHo otMmeHbl. O6ocTpenusi cOMA u peaktuBanuu BI'®C Ha ¢doHE OTMEHBI
JIEKCaMeTa30Ha HE OTMEYaNOCh.

[Ipu Buzurtax uepes 3, 6 u jganee Kaxiaple 6 MECSALEB COCTOSIHUE peOEHKa
OCTaBaJIOCh CTAOWUIBLHBIM, OOOCTPEHHM CHUCTEMHBIX NPOSBICHUN 3a00JieBaHMS,
cycraBHoro cunHapomMa u BI'®@C He Habmoganock. Jloza mepopanbHbix ['KC
camkena 10 10 mr/cyr (0,14 mr/kr/cyT). HexxenarenbHbIX siBieHui Ha pone [IHA
U TPEJHU30JI0OHOM 3a BECh NEPHOJ HAOIIOJEHUS HE OTMedaloch. [loBTOpHbIE
KypChbl pUTYKCUMa0a HE MPOBOAMIINCH.

[IpencraBiieHHBI KIMHAYECKUHN ciaydail neMoHcTpupyeT pazputue BI'OC y
«OUOJNIOTMYECKM HE HAWMBHOIO» TNAIMEHTA, JICYMBIIErOCS TOLUMIM3yMaOOM H
KaHakKMHymMaboMm, a Takxke dS(pdexkTuBHOCT U Oe3omacHocTh Tepanuu [UBII

6okaTopom penentopos CD20" Ha MeMOpanax B-muM(OIUTOB pUTYyKCUMaGOM.
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OBCYXJIEHUE

Bropuunsiii I'OC sBnsercs GopmMoil «IIMTOKHHOBOTO IITOPMA», KOTOPBIH
OCJIOXHSIET TCYCHHE CHCTEMHOI'0 FOBEHHJILHOTO WAMONAaTH4YecKoro aprputa [11].
[Io manHBIM pa3HbIX aBTOpOB yactoTa pa3zButus BI'@C y maumentoB ¢ clOUA
cocraBisieT ot 10 10 25% [20, 75].

B Hacrosmee ucciegoBanue 0pu10 BKIroueHo 400 manuenToB ¢ cfOUA, 83
«OMONIOTUYECKH HauBHBIX» U 317 «OMONOTMYECKM HE HAUBHB), KOTOPHIE
HaOmomanuch B Tedenue 11 ser (¢ aerycra 2010 r. mo maii 2021 1.) B
peBmarosiornueckoM otaeneann OI'AY «HMMUL] 3poposes nperei». Yacrtora
pasButua BI'®@C B Hamrel koropre nmanueHToB ¢ cucteMHbiM FOMA cocraBuiia
25% (uacrota ciydaeB 28,5%), npu stom BI'®C nHabmogancs y Bcex 83 (100%)
«OMOJIOTUYECKH HAWBHBIX» MaIMeHTOB, Oosiee yeM y 80% wu3 HuUx B jaeOroTe
3a0oneBanus, u muiib y 17/317 (5,4%) mauuentos, nonyyaBimux ['MIBI1. Bmecte ¢
TeM yactoTa ciaydaeB Bl ®C y «OHOIOrMYecKH HE HAaWBHBIX» MAlUEHTOB ObLIa
BBIIIIE, YeM Yy «OHMOJIOTMUECKH HauWBHBIX» M coctaBuia 1,76 (30 ciaywaeB y 17
narenToB) u 1,01 (84 ciyyas y 83 manuenTa) Ha 1 marnueHTa COOTBETCTBEHHO.

Hanbonee wacto cpeau «OMOTOTMUECKHM HE HAWBHBIX» mainueHToB BI' ®C
pa3BUBAJICS MpU MPUMEHEHUU KaHakuHymaba (67%) B kauectBe ponoBoro ['MBII
s nmeuenust clOMA, peke mpu mcmosib3oBaHMM Toluiauzymada (23%), dto
BEPOSITHO CBA3aHO C TEM, YTO Yy TMALMEHTOB, TMOJY4YaBIIMX KaHAKUHyMao
OTMEYAJIOCh ~ TSDKEJNO0E, HENPEphIBHO-TIPOrpeccUpymoliee TeueHue (HOHOBOTO
3a0oneBanusi, a uHruourop WJI-1B Opu1 MBIl yxe BTOporo BbeIOOpa mocie
Her((PEeKTUBHOCTH TOLMIIM3YMa0a.

[lony4yeHHple HamMu JAaHHblE O dYacToTre pas3BuTuss BI'@C 3HauMMO He
OTJIMYAKOTCST OT pe3ynbraTtoB ucciaenoBanus A. Ravelli u coasr. (2016 r.), B
KOTOPOM 3TOT MOKa3areib cocTaBui 24,3% [75]. OqHako cpaBHUTEIBHBIX JaHHBIX
o 4actore u cpokax pa3Butusi BI'®C y «OHOJOTMYECKHM HAUBHBIX» U
«OWOJIOTMYECKM HE HAMBHBIX» MalMEHTOB ¢ cucteMHbiM FOWA B poctymHoit

JIMTCPATYPC MBI HC BCTPCTUIIN.
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Ha cnenyromem »srtame wuccienoBaHus Mbl IOCTaBUJIM CBOEW 3ajaveit
BbISIBUTH Tpurrepusie gaktopsl BI'OC. Kak uzBectHo, BI'@C MokeT pa3BUBATHCA
Ha (oHE AaKTHUBHOCTH OCHOBHOTO 3a0OJieBaHUSI W/WIM TPU BO3JIECHCTBUU
TPUITEPHBIX (PAKTOPOB, KOTOPHIMU MOTYT OBITh BUPYCHI T€PHETUUECKON TPYIIIBI,
rpunma, naparpumnma, 6akrepun u3 poga Salmonella, Yersinia, Shigella u np. [11,
61, 75].

G.S. Schulert u coasrt. (2018 r.) B koyutadopanuu ¢ PRINTO ony6nukoBaiu
cUCTEeMaTH4YeCKuii 0030p, B KoTopoMm y 99/299 (34%) manmentoB ¢ cFOMA BI'®C
pasBwics Ha (oOHE BTOPUYHOTO HMHPUIUPOBAHUS OaKTepUATBLHBIMU WU
BUPYCHBIMU areHTamu [7/9]. B Hamem wuccienoBaHWHM TPUTTEPHBIM (HaKTOPOM
BropudyHOro I'déC B 60% cinydaeB sABisIach aKTUBHOCTh cucteMHOro HOUA,
koTopas B 40% coderanach ¢ MHPEKIIMOHHBIMU areHTaMu, IPU 3TOM OoJiee YeM B
OJTHOM TPETH CclydyaeB — C BHpycamMH H3 cemeiictBa Herpesviridae (Bupyc
OnmreiiHa-bapp, nuTomMeranoBupyc, BUpyc repreca 6 tuma, BUupyc repreca 1 u 2
tumna), pexe (8%) — ¢ reHepaau3oBaHHOMN OaKTepuanbHON HHPEKIMEH (cencuc).

Bropuunsiii ['@C xapakrtepusyercss MHOrooOpa3HbIMU KIMHUYECKUMHU
nposieieHussMu  [48]. OHM BKIIOYAOT JIMXOPAJKY, ChIllb, IMOPAXCHHUE IOYEK,
aerkux, [ITHC, CCC [20]. B cBoém uccnemoBanuu A.Ravelli u coast. (2016 r.)
OTMEUYAIOT, YTO HauOoJiee 4YaCThIMH KJIMHHUYECKUMHU TposiBieHusMu B OC
ABIAIOTCS Juxopanka (93/94 maunuenrtoB), rematomeranusi (68/94 manueHToB) U
cruteHomeranus (53/94 manmentoB) [75]. B HameM wuccienoBaHMH B 00EHMX
rpynmnax nanueHToB («Ouosorndecku HauBHBIX» U nony4dasimx ['MBIT) nHanbonee
YaCThIMU KJIMHUYECKUMH TPOSBJICHUSIMU Takxke Obutn Jmxopaaka (97%),
yBenuuenue meueHu (74%), yBenuwueHue ceneseHku (66%), ceimb (60%), dTO
3HaYUMO He oTau4daercs ot AaHHbX A.Ravelli u coast. (2016 1.).

VYBenmuueHNUe KOHIIGHTpPAIMM IIMTOKHHOB B KPOBH M THICPAKTUBAIIHS
MakpoharoB MPUBOAIAT K pa3IUYHBIM J1a0OpaTOpHBIM TposiBieHUsM BI'OC —
IIUTOTICHUW PA3HON CTEMEHW BBIPAKEHHOCTH BIUIOTH JIO aIljla3ud TEeMOI033a,
MOBBIIICHUIO KOHLIEHTpauuu (peppuTuHa, TPUTIUUEPUAOB, akTuBHOCTU JIIAI' u

MEYECHOYHBIX TpaHCAMHWHA3, a TakXe TMOBbIEeHUIO KoHueHTpamuu I[IKT B
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CBIBOPOTKE KPOBH MpHU OTCYTCTBUU MH(ekimu [4]. DeppuTuH sABIsCTCS OJHUM U3
OCHOBHBIX MapkEpoB pa3Butus BI'®C y manuentor ¢ ctOMA [5]. B uccnenoBanuun
P.Pal u coaBt. (2020 T.), mpoBeAEHHOM IO PETPOCTICKTUBHBIM JTaHHBIM 3a 10 5eT ¢
ormucanreMm 26 narueHToB ¢ BI'®C Ha gone clOMA, aBTOpbl yAensoT 00JbIIoe
BHUMAaHHE U3MCHCHHUIO KOHIICHTpauu GeppUTHHA CHIBOPOTKH KPOBH, KAaK CAMOMY
NIepBOMY U paHHeMy Mapkepy pa3sutus BI'®@C [68]. B Hamem uccienoBaHuu Bo
Bcex ciyvasx BI'®@C orMeuascsi BRICOKUHM YpOBEHb (DeppUTHHA B CHIBOPOTKE KPOBU
(MuH. 702,38 Hr/™Mit, Makc. 130149,2 ar/mi, Me 11864,2 ur/mi), y 85% manueHToB
TpoMmOonuToneHus, 6osxee ueM y 60% — neiikoneHusi, y OAHOW 4YETBEPTH JeTel
SPUTPOLIUTONICHUS U CHI)KEHUE YPOBHS reMorioOuHa kpoBu; y 90% manueHToB —
TUTIEPTPUTIIULICPUIEMUS, 00JIe€ UEM Yy TTOJIOBUHBI SIBJICHUSI T€TIaTUTA.

OpHoit U3 337124 TPOBEICHHOTO MCCIIEIOBAHUS OBLJIO BBIIBUTH OCOOCHHOCTH
teueHus: BI'®C y «OHOJOTMYECKH HAUBHBIX» U «OMOJIOTUYECKH HE HAUBHBIX)»
nauueHToB ¢ CcIOMA. Pe3ynbrarhl CpaBHUTEIBHOIO aHaldW3a MOKa3ali, 4YTO
tepanus cucreMHoro FOMA reHHO-MHKEHEPHBIMU OMOJIOTUYECKUMU IIpernapaTaMu
MacKupyeT mnposBiaeHuss BTOopuyHOTOo ['PC: B «OHOJOTMYECKU HE HAUBHBIX)»
ClIydasiX KJIMHHUYECKUE MapKepbl (Chilb, TUMpaTeHONaTHs, MUAJITHS) BBISBISIUCH
pexe, a u3MeHeHus 1abopaTOpHBIX NoKaszarenel (koHueHTpamus peppuruna, CPb,
anbOyMUHA, XJIOPUIOB CHIBOPOTKH KpoBH, Tokazarenb COD, ypoBEHb
reMorjo0rMHa, YHCIO0 DJOPUTPOIMTOB KPOBH) MEHEE BBIPAKEHBI, YeM B
«OMOJIOTMYECKN HAaUBHBIX», 32 UCKJIIOYEHUEM YHCIIa TPOMOOIIMTOB KPOBH, KOTOPOE
ObIJI0O 3HAaYUMO HUXE, W akTUBHOCTH JIJII' CHIBOPOTKM KpOBH, KOTOpas
CYILIECTBEHHO TPEBbIIIANa AHAJIOTHYHBIN IMOKa3aTesib MAaIlMEHTOB, MOJIy4YaBIIUX
I'BII nas neuenus ctOUA.

B  MHOroneHTpoBOM  pETPOCHEKTUBHOM  KOTOPTHOM  HCCIEIOBaHUH,
M.Shimizu u coart. (2020 r.) aHaIM3UPOBAIM OCOOCHHOCTH KJIMHHYECKUX U
nabopaTopubix TposiBieHuit B[®C y «Ouosorndeckd HaWBHBIX» (N=18) wu
NaIMeHTOB, MOAyYaBIInuX Tonuiu3ymao (nN=12) [85].

PesynbpTaThl aHanM3a MOKa3aiM, YTO Y TAIMEHTOB, JICYUBIIUXCS

TOIMIIM3YyMabOM, TOCTOBEPHO peke oTMeuaachk Juxopanka (50%) mo cpaBHEHUIO
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C «OHMONOTrMYecKr HauBHBIMK» manueHTamu (94,4%), uncio TpoMOOIIMTOB KPOBHU
(117 TteIc./™MKIT TIpoTHB 189 THIC./MKII), CHIBOPOTOYHAS KOHIICHTpAIUs (eppuTHHA
(664 ur/ma npotus 9235 ur/mi), CPb (0,3 mr/n npotus 76 Mr/mi), TpUTIULIEPUIOB
(1,3 mmoub/n ipotuB 2,4 MMOJIB/JT) OBUIA TOCTOBEPHO HUXkE, a akTUBHOCTh ACT
(161 En/n mpotus 89 Exn/n) — BeIIe, 4eM y «OMOIOTHUECKN HAWBHBIX) MAIlICHTOB
[85]. B Hamiem mccie1oBaHUM YacTOTa M BBIPAKEHHOCTh JINXOPAIKU, aKTUBHOCTD
ACT ¥ KOHUEHTpalusi TPUTIIUIEPUIOB CHIBOPOTKH KPOBH Y «OMOJIOTUYECKI
HAaWBHBIX» W «OMOJIOTMYECKH HE HAWMBHBIX» MAIMEHTOB JOCTOBEPHO HE
OTJIMYAIUCH, TIPU ITOM CHIBOpOTOUYHAsi KoHIeHTpanus pepputuHa u CPb, a Takxke
YUCIIO TPOMOOIIMTOB KPOBHU, y mamueHToB, nonydaBmux [MBII nns nedenus
clOA ObUM CYIIECTBEHHO HHXE, YeM Yy «OHOJIOTUYECKH HAWBHBIX», YTO
coBnajaet ¢ gaHabiME M.Shimizu u coagst. (2020 r.)

Ananmu3 ocoOeHnHocTeil TeueHus BI'@C, pa3zBuBLIErocs y «OMOJOTHYECKH
HAaWBHBIX» TMAIMEHTOB W B yciuoBusx Tepanuu cHOMA kanakunymabom u
TONMIM3YMaOOM TPEJICTaBICH B cucTeMarnieckoM o63ope G.S. Schulert u coasr.
(2018 r.) Taxke npeacrasieH [79].

PesynbraThl MpoOBEACHHOTO aHajdW3a BBIIBUIM HEKOTOPHIE OCOOEHHOCTH
tedeHuss BI'®C y manmeHToB, TMOJYYaBIIMX TOMMIM3YMaO WM KaHAKHHYMao.
Bropuunsiit ['®C, pa3BuBmmiicss B ycnoBusix Tepamuu cfOUA Ttorunmuzymadom,
COOTBETCTBOBAJI JUATHOCTUYECKUM KPHUTEPUSM B MEHBIIEM MPOIEHTE CIIydaes,
YeM y «OMOJIOTMYECKH HAWBHBIX» W JI€TEW, MOJy4yaBIIMX KaHakMHyMad (56,7%
78,5 u 84%; p <0,01); y mamueHTOB, JCUMBIIUXCS KaHAaKMHyMaOoOM, B ae0roTe
BI'®C xkoHueHTpauus (QeppuTUHA CHIBOPOTKH KpOBU ObUla HUXKE, YEM Yy
«ounonornueckn HauBHBIX» (4,050 mpotuB 5,353 ur/mi; p = 0,18), npu >ToM 1o
OCTaJIbHBIM TIOKA3aTEeJIsIM Pa3HUIIBI MEXIY STUMHU TPYITIaMHU BBISBIIEHO HE ObLI0. Y
JeTel, MOoJy4YaBIIUX TOLMIN3YMa0, IO CPABHEHUIO C «OMOJIOTMYECKH HAUBHBIMI)
MalnueHTaMy JIOCTOBEPHO peke oTMmedanach auxopanka (50% mnportus 94,4%),
3HAUYMMO HIKE ObLIa CHIBOPOTOYHAs KoHIeHTpamwms (epputuna (1,152 mpoTtus
5,353 ur/mi; p < 0,001), octanibabie Mapkepbl BI'@C Obun 0osiee BbIpaKEHbI, YeEM

y «OMOJIOTUYECKH HAWBHBIX) nmanuceHTOB, B TOM YHCIIC TpOM6OI_[I/ITOHeHI/I$I,
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runopudpuHoreHeMust, akTuBHOCTs ACT chIBOpOTKHM KpOBHU. JleTaabHOCTH cpenu
nanueHToB ¢ BI' ®C, nonayyaBmmx ToMMIN3yMad/KaHaKUHYyMa0, U, HE JICYMBIIUXCS
I'YBII, 3HaunMO He OTJIMYanach.

B Hameil koropre mnamueHTOB B ycioBUAX (GoHOBoOM Tepanuu clOUA
KaHAKMHYMaOOM, JIMXOpaJKa pErucTpUpOBajach 4alle, a CbhIBOPOTOYHAsS
KOHLIEHTpanusi QgeppuTuHa ObUla BbIIIE, YeM Yy JeTel, JeUYMBIIMXCA
TOIMIIM3yMabOM, OJTHAKO M3-332 MAJIOUMCIEHHOCTH 3TOM TPYMIBI pa3HUILY HEb3s
CYUTATh JOCTOBEPHOM.

JletanpHOCTB cpenu nanueHToB ¢ BI'®C B HallleM UCCIeOBaHUH COCTaBUJIA
3%, YTO 3HAYNMO OTIHYACTCSA OT JAaHHBIX OOJBIIMHCTBA HCCICAOBAHUM, B
KOTOPBIX JIETATBHOCTh cocTaBmia oT 8 1o 20% [75].

BBugy Toro, u9ro mmianebo-KOHTPOJIHMPYEMBIE  PaHIOMU3UPOBAHHBIC
uccienoBanus dpdexruBHocTr Tepanuu BI'@C npoBoaAUTh HEBO3ZMOXKHO, TAKTHKA
JICYEHUS 3THUX MAlMEHTOB 3a4acTYyI0 SMIIMPUYECKAass U OCHOBAHA HAa HAKOIIECHHOM
OINBITe KIMHUYCCKUX IeHTpoB [74]. CymecTBYIOIMMA MPOTOKOJ JICUCHUS
nepsuuHoro ['@C — HLH-2004 — B HacTosiiiee BpeMsi YaCTUYHO MPUMEHSIETCS B
tepanuu B['®C y nanuentoB ¢ ctOMA [64]. OgHako mpuUMEHEHHE STOMO3MAA U
METOTpeKcaTa HMHTPATEKAIbHO  COMPOBOXKAAECTCS  OOJBIIMM  KOJIUYECTBOM
0004HBIX 3((EKTOB U UHPESKITUOHHBIX OCITIOKHEHHI [75].

Crparerus Benenust naiueHToB ¢ ['@C pa3nuyHON 3THOJIOTUH, B TOM YHUCIIE
pa3BUBLIErocs Ha (OHE peBMAaTHUECKHX 3a00JeBaHUM, MPEACTABICHHAS B
cuctematudeckom 0630pe L.A. Henderson u coart. (2020) u S.Tang u coasT.
(2021), Brirouaer panHee Hadano tepanuu U npumeHeHue ['KC B komOuHaImu
mukiaocopuaoM u BBUIT B kadecTBe cxeMbl mepBoro BbeiOopa [32, 88].
[Ipumenenne KOMOWHAIIMM STUX JIEKAPCTBEHHBIX MPEMapaToB OCHOBHIBACTCS Ha
ToM, 4yT0 ['®C — mporpeccupyrommi THnepBOCHATUTENbHBIN CUHAPOM, KOTOPBIN
MPUBOJUT K OBICTPOMY PA3BUTHUIO TOJMOPTAHHON HEAOCTATOYHOCTH, YTO TPeOyeT
IPOBEJICHUS AarpeCCUBHOM MPOTHUBOBOCHAIMTEIPHOM W WMMYHOCYHPECCHUBHOU

Tepanuy Ha paHHUX ctaausax [60].



159

[Ipumenenne I'KC B BblCOKMX Jo03ax oOecreyuBaeT  ObICTpoOe
MIPOTHUBOBOCIIAJIUTEIBHOE, MPOTHUBOIIOKOBOE, AHTUTOKCHYECKOE u
UMMYHOJICTIPDECCUBHOE JCHCTBUE 3a CYET MOAaBICHUS (YHKIUHA JICHKOIUTOB H
TKaHeBBIX Makpodaros, TopmoxkeHus cunteza WJI-1, UJI-2, uatepdepona ramma
(OIHMX W3 OCHOBHBIX IIMTOKWHOB, ydacTBYIONMX B pa3Butuu [ ®C), yrHeTeHUs
BBICBOOOKIEHUSI  D03MHO(PMIAMM ~ MEIUATOPOB  BOCHAJICHMS,  HUHIYKUIUU
oOpa3oBaHUsl JUIIOKOPTUHOB W YMEHBIICHUS KOJIMYECTBA TYYHBIX KIETOK,
BBIPA0ATHIBAIONINX THATYPOHOBYIO KHUCIOTY, YMEHBIICHUS ITPOHUIIAEMOCTH
KaMWUISIPOB, CTAaOWIM3AaIlMU  KJIETOYHBIX MeMOpaH U MeMOpaH oOpraHesl
(0coOeHHO JTU30COMAJIBHBIX), YMEHBIIICHUS TIPOHUIIACMOCTH KamuuisipoB [32].

OnHUM H3 KIOYEBBIX MEXaHU3MOB pa3Butus ['OC sBnsercs npoajeHHAs
aktuBarus T-TUMQOIUTOB, B pe3ysbTaTe KOTOPOW OHU MPOIYIUPYIOT H3OBITOK
ramMmma-uHTeppEepoHa — OCHOBHOI'O CUTHaJIa aKTUBAallMM MOHOLIMTOB/MakpoQaros,
YTO CIIy’KUT OCHOBAHHMEM ISl BKJIIOUEHHUS B CXEMY JICUCHUS LMKJIOCIOpPUHA —
CEJIEKTUBHOTO MMMYHOJICTIPECCAHTA, KOTOPBIM Ha KJIETOYHOM YPOBHE IOJABISET
oOpa3oBaHu€ U BBICBOOOXIeHUE TUM(DOKUHOB, BKItoyas MJI-2 (dpaxtop pocra T-
TUM(GOIUTOB), OJOKUPYeT TUMGOIUTH B cocTosiHuU 1okos B (asze GO wmm Gl
KJIETOYHOTO IMKJIa M  TOJIaBJISIET AaHTUTCH-3aBUCHMOE  BBICBOOOXKICHUE
TMM(OKUHOB  aKTHBHpPOBaHHbIMH  T-mumbonutamu  [81].  [IpumeHenue
BBICOKOJI03HOTO BBUI' JIOMOJIHSIET MIPOTUBOBOCITAIIUTEBHBIE u
ummyHocytnpeccuBHble 3ddextet 'KC wu ImA 3a cuer HedTpanuszanuu
CyNepaHTUTCHOB (J0Ka3zaHa crocoOoHocth BBUIT  cHmkath cynepaHTUTEH-
OMOCPEAOBAHHYI) AKTHMBALMIO M KJIOHAJIBHYIO 3KCIAHCHIO HUTOTOKCHYECKHX T-
JUMQOIIMTOB), MHTHOMPOBAHUSA KOMILJIEMEHTA U TIPEAYNPEKACHUS (OPMUPOBAHUS
MEMOpPaHOJIMTHYECKOT0 aTakymomiero komiuiekca (MAK), peryssiiun mpoayKiuu
nutoknHOB (BBUI' conepkar ecrecTBeHHble HelTpanu3dytone AT Kk HUTOKMHAM
U UX perenropam) u ap. [6].

B namem uccnenoBanuu ['KC Obutn mpemapatamMu TEpBOTO BBIOOpA IS
JedeHus TnoAaBisomiero OonemmHcTBa ciydaeB BI'DC: B 87% ciyuaes

IMPUMCHAINCH MMyJIbC-TCpaIius MCTHJIIIPCAHU30JIOHOM 500041 BHYTPUBCHHOC
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BBEJCHUE JeKcaMmeTazoHa, B 55% — mepopansHbiii npuem ['KC. IIuA u BBUI'
npumeHschk B 70% u 56% ciydaeB BI'®C, cooTBercTBeHHO. CoueTtanue Bcex 4
JICKapCTBEHHBIX TIpemapatoB — y 1/3 manueHToB. AHaINW3 pPeE3yJIbTaTOB
IPUMEHEHHUsT BCEX TepareBTHUECKHUX OMIui B Koropre aereir ¢ cfOMA (n=100)
nokasait, uto Bl ®C kymuposancs y 97/100 (97%) OGonbpHBIX B cpeaHeM yepe3 16,9
nHer. Y Tpoux nauueHToB (3%) pa3Buiics JIeTadbHbIN UCXO/.

Haunbonee spdekTuBHON, XOTSI U CTATUCTUYECKH HE3HAYUMOM, CTapTOBOMU
cxeMoil mpu sieueHuH Bcex mnanueHToB ¢ BI'®C, BHe 3aBUCHMOCTH OT (JOHOBOTO
npuMenenuss ['UBIIl nns meuenuss ckOUA, Obuta cxema, BikitouaBmias ['KC s
BHYTPUBEHHOTO M mnepopanpHoro BeeneHus, LlmA u BBHI. Ilpumenenue B
COOTBETCTBUM C MEXJIyHapoAHbIMU pekoMeHaarusiMu ['KC s BHYTpUBEHHOTO
BBeacHus, [luA u BBUI' 6e3 'KC nns nmepopansHOro nmpuema, COmpoBOXKIaIOCH
Oosee mo3AHUM pa3BuTHeM 3¢ dekra [34].

CpaBHutenbHbIN aHan3 3(QPEKTUBHOCTH OJMHAKOBBIX cxeM JieueHust BI'OC
y «OMOJIOTUYECKH HAUBHBIX» U «OMOJOTUUECKH HE HAMBHBIX» MallMEHTOB MOKa3al
YTO TpPU TPUMEHEHUU CXEMbl TEpaluM, BKIIOYABIICH BHYTPUBEHHBIC W
nepopansibie 'KC, BBUI' u [HuA y manuentoB, He mnonydaBmiux ['MBII, B
JIOCTOBEPHO 00Jiee KOPOTKUE CPOKH, YEM Y JE€Tel JCUMBIIMXCS OMOIOTMYECKUMU
npenaparamM, CTaTUCTUYECKA 3HAYMMO CHUXKAJIACh KOHIICHTpanus (peppuTuHa B
CBIBOPOTKE KpoBH, B >1,5 pa3a ObICTpee MOCTUTAINCH KPUTEPHH OTBETa Ha
Tepanuio M HeakTuBHOM craguum BI'@C, peructpupoBanach MEHbIIAs 4YacTOTa
passutus peaktuBaiuu Bl ®C npu cHmxeHuu n03b1/oTMeHe BHYTpuBEeHHBIX [ KC,
YTO, BEPOSATHO, CBSI3aHO C 00Jiee BBIPAKEHHBIMU KIMHUYECKUMH MPOSBICHUSMH,
BBICOKMMHU JiabopatopHbiMU Mapkepamu BI'@C u, cOOTBETCTBEHHO, O0jiee paHHUM
HayvajgoM KMMYHOCYIIPeCCHBHOM Tepanuu [88].

JlaHHBIX O cpaBHUTENbHOM 3 PexTrBHOCTU NpuMeHeHus: komOuHauuu ['KC
c lIuA u BBUI' y «Ononornyeckn HauBHBIX» U «OMOJIOTMYECKH HE HAWBHBIX»
naiueHToB ¢ BI'®C na ¢one clOMA B nmocTtymHOW Ham JuTepaType Mbl He

BCTPETUIIH.
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['unepuuToknHEMUsA,  KOTOpas  SIBASETCA  CIEACTBHEM  aKTHUBALUU
MEXaHU3MOB BpPOXJACHHOTO M MPHOOPETEHHOIO MMMYHHUTETA, UIPAET BEAYLIYIO
pOJIb B Pa3BHTHH THICPBOCHAIMTEIBLHONW peaknuu y mamueHtoB ¢ ctOMA [23].
[Ipu pazsutuu BI'@C mpoUCXOIUT AUCPETYISALMS CUHTE3a MPOBOCIAIUTEIBHBIX,
UMMYHOPETYJIATOPHBIX, IPOTUBOBOCIAIUTENbHBIX [IMTOKMHOB U XeMOKHHOB: MJI-
1, WiI-2, Wi-6, WiI-7, WI-8, WI-9, WI-10, WI-12, WI-17, WNJI-18,
IPaHyJIOIUTAPHOTO KOJIOHUECTUMYIIUPYIOIIETO dakTopa (I'-KCoD),
TpaHyJIOIUTaApHO-MaKpOdaraabHOr0 KOJOHUECTUMYNHpytomero ¢akropa (I'M-
KC®), ®HO o, UDOH-y-unnynupyemoro 6enka 10, UOH-a u UDH-B, a takxke
mapkepoB Bocrianienus (C-peaktuBHbiii 6e10k — CPb, dpeppurun) [19].

NJI-1 — oauH U3 UEHTPAIbHBIX MPOBOCHAIMTENBHBIX LHUTOKUHOB,
TUNIEPIPONYKIHS KOTOporo «3amyckaer» ['DC [77]. HMmeercs naBe ¢GopMmel
mutokuHa: WJI-1o m WI-1B [23]. JomuHupyromeii ¢GopMoi y denoBeKa SBIISICTCS
WJI-1B [23]. Bbuonoruyeckue cpoiictBa WUJI-1la u WJI-1B cxomusr [23]. WJI-1B
peryiaupyeT  BOCHAJIUTEIbHbIE W  UMMYHHBIE  IPOLIECCHI,  CTUMYJIUPYET
npomudepanuto T- u B-numdouuToB, cHHTE3 APYrMX LUTOKHMHOB, CHHTE3
rernaTouTaMu OENKOB OCTpOM (pa3bl, SIBISETCS MOILIHBIM HHUPOT€HOM, BbI3bIBas
pasBuTHE runepBocnaauTeabHol peakiuu npu B OC [23]. C runepnpoaykiueit
WJI-1B cBsI3pIBalOT pa3BUTHE LUTONEHUH, KOAryjJomatuu (TpoMOOLUTOIIEHUS,
runouOpUHOTEHEMUs], TOBBbIIEHWE YpOBHS J[-nuMepa KpoBu), remarura
(noBeimienue aktuBHocTH JIJAI', ACT, AJIT CBIBOPOTKH KpOBH), aKTHUBAIUU
Makpo(haros/renaTonUTOB (3HAYUTEIBHOE TOBBIIIEHNE KOHIIEHTpAIKu (peppuTuHa
CBIBOPOTKH KpOBH) [77]. YuutbeiBas, uro WJI-1B urpaer ogHy W3 HEHTpaIbHBIX
poneii B pa3Butuum ['OC, npumenenue wunHruoutopo WJI-1 MoxeT OBITH
MEPCIEKTUBHON TEPAreBTUUCCKON OIMIMEeH [JIsi JIeUeHUs OTOTo (HaTaabHOTO
OCJIO’KHEHHS.

L.A.Monteagudo wu coaBt. (2020 T) TPOBEAEHO OJHOMOMEHTHOE
uccienoBanre 3(Q(EKTUBHOCTH TMPUMEHEHHs] MOHOKJIIOHAJIBHBIX aHTUTEN K
peuenropy WJI-1ra anakuHpsl BHyTpuBeHHO y narnuenToB ¢ ['C (n=5) [63]. Bcem

nmangueHTaM IMpOBOJWIIACH IIYJIbC-TCPAIINA MCTUIIIIPCAHU3O0JIOHOM, HAa3HA4YaJICA
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UKIJIOCTIOPUH, C MOCJIEIYIOUIMM BBEJECHUEM aHAKUHPbI BHYTPUBEHHO B BBICOKHX
no3ax — 400 mr (0,25 mr/xr/4) (n=1), 2400 mr (1,5-2 mr/kr/4) (n=3) u 1200 mr
(n=1) [63]. B pe3ynbrate y 4 u3 5 manueHTOB ObUIa JOCTUTHYTA MOJTHAS PEMHUCCHS
B[[®C [63]. [locrme nocTwkeHUs peMHCCHU | TalUeHTy ObLIa MPOJOJIKCHA
Tepanusi aHAaKWHPOW B CTAaHAAPTHOM 1103€ 2 MI/KT €KEIHEBHO M 3 MalMeHTa ObLTN
«TEpPEKIIIOUYEHb» Ha Tepaluid MOHOKJIOHAIbHBIMM aHTUTEeNamMu k WJI-1
KaHakuHyMaooM [63].

B mpoBeneHHOM Hamu MCCIEIOBaHNH C b0 Kynupoanus Bl @C B 8/114
(7%) cnyyasx mpUMEHSIIOCh MOHOKJIOHAJIbHOE aHTuTeNno K NJI-13 — kaHakunymao:
B 4/114 (3,5%) cnydasx «Ouonorudecku HauBHOro» BI'®C, B 4/114 (3,5%) —
«OMOJNIOTMYECKM HE HaWMBHOTO», pa3BuBuierocs Ha ¢oHe Ttepanuu clOUA
TorundymMaboM. Jlo BKIIIOUEHHS] B TEPANEBTUUECKYIO CXEMy KaHaKMHymaba Bce
MAalMEHTHI NOoJydan BHyTpuBeHHbIE U iepopanbsHble [ KC, [IluA nu BBUI'. Oxgnako
apdekr Tepanuu Obu1 He cToWkuM. llocie BKIIOUEHHS B CXEMY JI€UEHUs
kaHaknaymMaba BI'®@C kynupoBancs y 6/8 manueHToB, y 2/8 — 3aBeprumics
JI€TAIbHBIM UCXOJIOM.

Heo6xoaumo otmenuth, uto BI'@C MOXKET pa3BUThCA Ha (POHE JeUEeHUS
['UBII (Tonmnu3ymad, kKaHaKMHYMa0, aHaKMHpa), HO MOXKET ObITh KyMHUPOBAaH U MX
npuMeHenreM [56]. B Hariem uccienoBaHMM BKIIOYCHHE KaHAKMHYMa0a B CXeMy
JedeHus: 00ecreunsio JOCTHKEHHE HEeaKTHUBHOW crtamuu B 6 ciydasx BI'OC,
pesuctentHoro k tepanuu ['KC, HuA u BBUI', ¢ apyroii ctoponst 20/30 ciydaes
«Ouonormyecku He HauBHOTO» BI'®C pa3Bunuce Ha (¢GoHE Tepanuu
KaHAKMHYMaOOM, KOTOPBIM MbI BBIHYKJI€HbI ObLIIM OTMEHUTH, a JJid jeueHus ' OC
npuMenaTh komOuHaruo ['KC, [TuA u BBUI'. Hamu HabmroneHus: coBmaaaroT ¢
nanaeiMu G.S.Schulert u coast. (2018 1) 0 ToMm, uto Tepanus ['UBIT cFOUA, B Tom
YHCIIe KAHAKMHYMa0OOM, He sIBJIsieTcs rapanTueid He pa3sutus Bl ®C [79].

Nurubuposanne penenrtopa MJI-6 MoxeT OBIThH €Il OJTHONW M3 BO3MOXKHBIX
tepaneBTHueckux ommuid s nedenuss BI'PC [32]. Cuctemunie sddextsr NII-6
00€eCreynBalOT aKTUBAIMIO TUIOTAIAMO-TUIO(PU3aPHON CHUCTEMBI, YCUJIEHUE

TEpMOTEHE3a W pa3BUTHE JMXOPAIKH; (opMUpOBaHUE OCTPO(daA30BOrO OTBETA,
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xapakrepusyroonierocss runepnpoaykuuein CPb, amwmionpa A, rencuavHa,
bubpuHOTeHa, (peppuTHHA, YTO TPHUBOAUT K PA3BUTHIO THUIEPBOCIAIATEIHLHOU
peakmuu [19]. B Hamewm uccnenoBannu B ocTphlid iepro BI' @C MOHOKIIOHAIBHBIC
antutena K peuentopy MJI-6 rounmnuzymad mpumensiics B 10/114 (9%) ciayuasx
BI'®C, pa3BuBmIerocs y «OMOJIOTHYECKHM HAaWBHBIX» manueHToB U B 1/114 (0,8%)
cinydyae — Ha one tepanuu ['UBII (kanHakunymaba).

Y namuentoB ¢ clOUA Tpurrepusimu (daktopamu BI'@C He penko
SBIIIOTCS BUPYCHI M3 Tpymmbl Herpesviridae, B Tom guciie Bupyc Dnirelina-bapp
[16]. B xauectBe I'MBII nepBoro BeiOOpa s jedeHuss BI'@C B 3THX cirydasx
pPEKOMEHIyeTCsl MOHOKJIOHanmbHOe aHtHTeno kK CD20+ B-mamdormuram —
putykcumab [56]. B Hamiem wucciaenoBaHUU PUTYKCHMAO OBLT BKIIIOYEH B CXEMY
neyenusa 5 caydaeB BI'®@C, B 3 cmyuasix B kpoBu BbisiBiiecHa JIHK Bupycos
cemeiicTBa Herpesviridae (B 2-x — nuromerajioBupyc, B 1 ciydae — BUpyC repreca
6 tuna). Bcem manmentam mis sedenus BI'®C 1o HazHaueHUs: puTykcuMmada
MpUMeHsUIach cxema, BkodaBmas ['KC gis BHyTpUBEHHOro M MHEPOPAIBHOTO
BBeAeHus, [IuA u BBUI' B koMOuHaImu ¢ npoTUBOBUPYCHOM Tepanueit. OgHako y
BCEX MAIMEHTOB 3Ta KoMmOuHanus Obuia He 3¢ @dexTuBHA. BitoueHue B cxemy
Tepanuu putykcumada B 4/5 cinydaes (y 2-x uHunupoBanueix Herpesviridae, y 1-
ro HeMH(UIIMPOBAHHOTO) 00€CTICUIIIO JOCTHKEHNE HeakTuBHOU cTaauu Bl OC; B
1/5 cayuae 3aperucTpupoBaH JIeTaIbHbIN UCXO.

KymupoBanue smmzoma BI'@C He sABHSETCS rapaHTHEW OTCYTCTBUSL €TO
peluANBa/pEIUANBOB B OyIyIIeM, KOTOPbIE YacTO HE 3aBHUCIT OT IMPOBOIUMOMN
TEpaluyi M CTaJAWH 3a0oJjieBaHUs — peMuccus/odocTpenue [25]. Puck pasBurtus
peunauBa BI'®C mocne ero KynupoBaHUs N0 AaHHBIM MHUPOBOW JIMTEPATYPHI,
KpaiiHe BBICOK [25].

B namem wuccnenoBanuu y 79/100 mamuentoB (89/114 ciayuaes BI'®C) B
TeueHue 36 wmecsueB nociie 3aBepuieHus Tepanuu BI'®C u AOCTHXKEHUS €ro
HEAKTUBHOW CTaJuU aHAIM3UPOBAIUCH YACTOTA PELUAMBOB M JJIUTEIHHOCTH

Oe3peluIMBHOTO TIepHoIa.
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Pe3ynbpTaThl aHanu3a mokaszalid, YTO B «OMOJOTUYECKH HAWMBHBIX» CIIydasx
B['®C wacrora Oe3penmauBHOTO MOXKHUTHS Oblia goctoBepHO Bhime (98,8%
npotuB 59,4%, p<0,001), a gIUTENBHOCTh OE3PEUUIUBHOTO TEPHUOJA JOJIbIIIE
(35,5340,47 npotus 21,86+3,17 mec, p<0,001), yeM B caydasx «OHOJOTHUECCKH HE
HauBHOTO» BI'®@C. B Tteuenue 36 wmecsmeB nHaOmomeHus y 9/79 mnamueHTOB
3apeructpupoBano 14 ciyuaeB peruauBa BI'@C; u3 nux y 3/9 namuentoB BI'OC
MPUHSIT PELUIMBUPYIOLIEE TEUCHUE — Y 2-X MAI[MEHTOB ObLJIO 3aPErUCTPUPOBAHO 3
peruauBa, y 1-ro — 2 peuuausa BI'@C. B 11/14 ciydaeB peruauBbl pa3BHINACH Yy
MAIMEHTOB, KOTOpPhIE B KAYeCTBE IJIAHOBOW TN€HHO-WHKEHEPHOW OMOJIOTUYECKON
Tepanuu TMoJy4dad KaHakuHyma0. OnHako, HEOOXOJUMO OTMETHThb, YTO
3a00JIeBaHUE Yy OTUX JI€Ted XapaKTEpPH30BaJIOCh arpeCCUBHBIM, HENPEPBHIBHO-
pPeLMIUBUPYIONTUM TeueHueM, a kanakuaymao owu1 ['MIBIT 2-3 Be1GOpA.

TepanesTruecknmu onusaMu i peuuauBupyroniero Bl @C, mo gaHHbIM
aBTOPOB, sBIs0TCA Onokaropel MJI-1, Beicokue mo3st BBUI, 1luA B moze 4-7
MT/KT/CyT, a TaK)K€ HHTHOUTOPHI siHyc-kuHa3 u UDH-y [25].

Crout Takke OTMETHTh, UYTO HECMOTPS Ha BHEJIPEHHUE B KIMHUYECKYIO
MPAKTUKY KJIACCU(PUKAIMOHHBIX KPUTEPUEB «CUHIPOMA aKTHUBAIIMH MaKpOQaropy»
y nanueHtoB ¢ cfOMA, BI' ®C He Bcerma yaaeTcs OIWAarHOCTUPOBATh HA PAHHUX
craausx [85].

UccnenoBanust mo ompeneieHu0 paHHUX KIWHUYECKUX M JTaOOPATOPHBIX
MapkepoB pa3BuTHs BI'®C aKTUBHO NMPOBOIATCS PA3HBIMU ABTOPAMH B CBSA3U C
TPYAHOCTSIMU PAHHEN TMATHOCTUKHU 3TOTO TSYKEIOTO OCIIOKHEHUSI PEBMATUYECKUX
Oone3Hel, ocobeHHO y mnauueHtoB, nonyvatomux [WBIL, y kotopeix BI'OC
MPOTEKAET C HESPKO BBIPAKCHHBIMU KIMHUYECKOM KapTUHOM W W3MEHCHHUSIMU
J1abopaTOpHBIX MoKazaresei [42, 94].

[To maHHBIM aHaMM3a JOCTYHHBIX JTUTEPATYPHBIX UCTOYHUKOB OOJIHIIIMHCTBO
MCCIIEIOBAHUM, TOCBAIICHHBIX OMPEACICHUIO IPEAUKTOPOB UM PAHHUX MapKepOB
pazputus Bl ®C, mpoBoamIMCh B KOTOPTax B3pOCIBIX MAIMEHTOB C OO0JIE3HBIO

Crumnna [19, 46].
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B uccnenoBanuu X.-P.Yang u coapt. (2019 r.) aHanu3upoBaJIMCh JTaHHbBIC
182 B3pocibix manueHToB ¢ Oone3Hpto Ctwiuia, u3 KOTopeix y 11 Obln
nuarHoctiupoBad BI'®C [94]. PaHHUMU KIMHUYECKHMMH MapKepaMH €ro Pa3BUTHS
SBJISUTACH CIVICHOMET IS U TIEPUKAPIUT, JaO0OPATOPHBIMU — THNepheppUTHHEMUS
C MOBBIIICHUEM CHIBOPOTOYHOW KOHIICHTpanuu Gpeppurruna >2000 ar/mi [94].

[Io naHHBIM MHOTOLEHTPOBOIO HCCIEIOBaHUA, MPOBeAeHHOr0 B Mranuu
P.Ruscitti u coart. (2018 r.) METOAOM PErPECCHOHHOrO aHaun3a, y 17 B3pOCIbIX
NanueHToB ¢ Oone3npio CTHIIA, paHHUMHU KIMHHUYECKUMHU MapKepamu ObLTd
muMpaneHonatus u 601k B sxuBoTe (p = 0,014 1 0,022, cooTBeTcTBEHHO) [76].

B Hamell NmporHoCcTMYECKOM MOJENM W3 BCEX KIMHUYECKUX MPOSBICHUU
IPEAUKTUBHYIO POJIb PAHHETO KIMHUYECKOTO Mapkepa pa3sutusa Bl @C y neren ¢
clOMA c Bbicokoi#t goctoBepHOCTHIO (p = 0,018) urpaet Tonabpko nuMdaaeHonaTus.

Y.Ke u coart. (2020 r.) npoBOIUIIN UCCIIEIOBAHKE, B KOTOPOE BKIIOUIIIH 61
B3pocioro mnamnuenta (meauana Bospacta 32,5 net) ¢ BI'®C, pe3BuBmuMca Ha
dboHe peBmaTuyeckux 3abosieBaHuil (0one3Hp CTHiUia B3pOCHBIX, CHUCTEMHAas
KpacHasi BOJIYaHKa, JAepMaTOMHUO3UT, HeauddepeHupoBaHHOe 3aboJieBaHUE
COCJAMHUTEIIbHOW TKaHU, CHUCTEMHBIH CKJIEpO3, pPEeBMATOWAHBIN apTpuT) [41].
CMepTHOCTh Cpelld TMAalUKWEHTOB C Pa3JU4YHBIMU PEBMATHYECKUMHU OOJE3HAMH H
B[[®C B anamusupyemoiri koropte coctaBuiaa 22,5% [41]. OcHOBHbIMH
npenuktopamu pazButuss BI'@C B 3TOM wuccienoBaHUM ObUIM TOBBIIIICHUE
KOHIICHTpaIuu (QeppuTUHAa B CBHIBOPOTKE KpoBu >6000 HI/MJI W mMpuU3HAKU
remodaronuro3a B KOCTHOM MO3l€, a HE3aBUCUMBIMU NPEIUKTOPAMU
HEOJIAronpusITHOr0O MCX0Ja — CHIbKeHHE 4ucia TpoMOomuToB <100 Thic./MKA B
KpPOBU Y MOBBIIIEHNE KOHLIEHTpauu (eppuTHHA B CBIBOPOTKE KpoBH > 6000 HI/mi
[41].

I'unepdepputunemus > 2000 ur/ma u 6000 Hr/Ma u remodaronuTo’ B
KOCTHOM MO3re, KoTopele pacuieHuBatrotcs Y.Ke u coaBt. u X.-P.Yang u coaBr.
KaK paHHUE NPOrHOCTUYECKHE Mapkephl pa3Butus BI'@C, ¢ Hamieil TOUKH 3peHus,
B OOJIbIIICH CTETEHM SIBJISIIOTCS MapKepaMu y»e akTUBHO paszBuBatoierocs: BI' ®C,

a HC €Tro paHHeﬁ CcTaauu. HpOFHOCTI/I‘—IeCKaH MOACJIb, IIOCTPOCHHASA B HAIICM



166

UCCJIEIOBAHUM, W BBISIBJICHHbIE HA €€ OCHOBE MapkKepbl (JuMdaneHonaTus,
TEHJEHIMSA K CHIDKCHHIO a0CONIFOTHOTO YHCJIa DPUTPOIMTOB W TPOMOOIIMTOB
KPOBH, TNOBBIIICHUE aKTUBHOCTM JI/II' M CHMXKEHHE KOHIEHTpAaMU XJIOpa B
CBIBOPOTKE KpPOBH) B OOJBbIIEH CTeNeHW oTpaxkaroT paHHIow craauio BI'®C u
MOTYT OBITh HWCIOJB30BaHBl JUIsi auarHocTHku BI'PC eme 10 TOSBICHUS
KJIACCUYECKUX KIIMHUYECKUX U JIAOOPaTOPHBIX MPOosiBIIeHUH y manueHToB ¢ ctOUA.

B perpocriekTMBHOM  WHCCIIEOBaHWM, NPOBEACHHOM B Poccuiickon
®eneparuun M.M.Koctrkom u coasT. (2014) ¢ yuactuem 18 maiueHTOB JETCKOTO
Bo3pacta ¢ BI'®C npu ctOUA, omnpesenensl paHHuEe J1a0OpaTOPHbBIE MPOSBICHUS
BI'®C: yucno TpoMOo1uTOB <211 THIC./MKJI U JIGUKOITUTOB B KPOBU <9,9 ThIC./MKII,
noBbiieHne aktuBHoctu ACT >59,7 En/n, JIAI' > 882 En/n, KoHueHTpanuu
dbepputuna >400 HI/MJI, CHIDKEHHE KOHIICHTPAIlMU aJTbOYMHUHA B CBIBOPOTKE KPOBU
<29 r/n, ¢ubpuHorena B kpoBu <1,8 r/m u Hammuue nporeunypuu [42]. [lannas
mojenb obmamaer 100% wyBcTBUTENbHOCTRIO U 100% crnermduunocThio [42].
AHaM3Upys MOJIyYEHHBIE Pe3yJIbTaThl, aBTOPhl OTMEUAIOT, YTO BBIIICYKA3aHHBIC
MapKEPBI OTINYAIOTCSA OT KPUTEPUEB yCTaHOBIIEHUs auarHo3a BI'@C y manueHToB
¢ ctOMA u tpeOyroT nanbHeiei Bauaanuu [42].

B mnpoBeneHHOM WHCCIENOBaHUM MPOAHATUM3UPOBAHBI JaHHBIE OOJbIIEH
koroptel manueHtoB (N=100) ¢ clOUMA, y xotopsix 3apeructpupoBaHo 114
ciyyaeB BI'@C, 4YTO 3HAUUTENBHO MPEBBIIIAET YHCICHHOCTh KOTOPTHI,
BKIItoYeHHBbI B aHamu3 M.M.Koctuka ¢ coaet. [42]. Tlo pesynbratam
MOCTPOEHHON TPOTHOCTHYECKOW MOJIe Hau0oJiee YyBCTBUTEILHBIMU PAaHHUMU
mapkepamu BI'®@C okazanuch HapacTaHue pasMepa M 4Yucia JTUM(aTHYECKHX
y3JI0B, CHID)KCHHE YHUCJa JPUTPOLIMTOB B KPOBHM U KOHIEHTPALUM XJIOPUIOB B
CBIBOPOTKE KpPOBH, 4YTO HE€ coBmagaet ¢ moxaenpto M.M.KocTtuka W COaBT.
EQuHCTBEHHBIM MPAKTUYECKH TMOJHOCTHIO COBIQJIAIONIUM PAHHUM MapKepoM
BI'®C B 00enx MOJEIX SBISCTCS CHIKEHHE aOCOJIFOTHOTO YHCIIa TPOMOOIIMTOB B
kpoBu (<208 TeICc./MKI B Hamed wmoxenun u <211 TBIC./MKI — B MOJAEIH
M.M.Koctuka u coaBt.). [loBbiienue akruBHOCTH JIJII' B CHIBOPOTKE KpOBU —

OJIMH U3 paHHUX MapkepoB pa3Butus BI'®C B obeux MOAENix, OAHAKO YPOBEHb
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MOBBIIIIEHUS 3HaUUTeNIbHO otinuaercs (> 882 En/n — B momenu M.M.KocTtuka u
coaBT, > 412 En/nm — B Hameir monenu). B momenn M.M.KocTtuka u coaBT. 60jee
BBIPAKEHHOE MOBBIIEHWE akTUBHOCTH JIJ[I' couertaeTrcss ¢ TMOBBIIEHUEM
KOHIeHTparuu  depputuHa, akTuBHOCTH ACT, CcHI)KEHHEM KOHIICHTpAIluu
anpbOyMHHAa B CBHIBOPOTKE KpPOBH M (UOpPHHOTEHA B KpPOBHU, YTO MOXKET
CBUJICTEIILCTBOBATh O Oosiee mpoaBuHyTol ctagauu BI'DC, compoBoxmaromeincs
pa3BUTHEM TenaTuTa ¢ 00Jiee BHIPAKEHHBIM IIUTOJIU30M U BEPOSITHBIM CHM)KEHHUEM
OEJIKOBO-CHHTETUYECKON (YHKIUM TeYeHU. MeEHee BBIPAKECHHOE ITOBBIIIICHUE
aktuBHOCTH JI/II' B CBIBOPpOTKE KpPOBHM B HamEed HNPOTHOCTHUYECKONW MOJICIIH,
OTCYTCTBHE €ro coyeTraHusi ¢ moBblIeHMEM akTUBHOCTH ACT, KOHIEHTpanuu
(deppuTHHA B CHIBOPOTKH KpPOBH, CHUKEHHUEM KOHLEHTpaluu (PuOpHHOreHa B
KPOBHM U KOHIIEHTpAIlMd aJIbOyMHHAa B CHIBOPOTKE KPOBH MOXKET OTpa)kaThb OoJjiee
panHior0 ctaguio BI'@C, 4TO NPUHUMNUAIBHO BAXHO JUIi MHULIHAIMUA €rO
Teparuu.

Takum o0Opa3om, pe3yJbTaThl HAIIETO WCCJIEAOBAaHUS W aHAIU3 JIaHHBIX
JUTEPATYpbl [TAIOT OCHOBAHME CHENaTh crhenyromee 3akmoueHue. BI'OC —
JKU3HEYTPOKAIOIIEE COCTOSAHUE, KOTOPOE MOXKET OCJIOKHUTh CHUCTEMHBIN
IOBEHWJIbHBIA UJIUOTIATUYECKUN apTPUT Ha J0OOM dTare TEUCHHs, B TOM YHUCIE B
ne6tore, no HazHauenus [UBII, a rtakke nHa Qone neuenuss MBIl BHe
3aBUCUMOCTH OT JIJIUTEJIbHOCTH TEPAMHHU.

JluarHocTuka W JIEUEHHE BTOPUYHOTO TreMo(aroluTapHOro CHHIpOMA
MPEACTABIACT HAWOOJBIINE CIOXKHOCTH Yy «OHMOJIOTMYECKH HE HaHWBHBIX)»
MalMEeHTOB, TaK KaK XapaKTEPU3yeTCSd MEHEE BBIPAXKEHHBIMU KIMHUYECKUMHU W
Ja00paTOPHBIMU  TIPOSIBJICHUSIMU,  OoJiee  TMO3AHUMH  HayajioM  Teparivu,
JIOCTHKEHHEM Ha Hee OTBeTa M 0oJiee BHICOKMM PHCKOM Pa3BUTHS PCIHIMBA TIO
CPaBHEHHMIO C «OMOJIOTMYECKU HAMBHBIMIY TAIMCHTAMHU.

Ha ocHOBaHuu pe3ysbTaTOB MPOBEAECHHOIO MCCIEAOBAaHUS HAaMU BIIEPBbIE
OblT pa3paboTaH TMEPCOHU(PUIIMPOBAHHBIA AJNTOPUTM JTUATHOCTUKH W TEPAIHH
BI'®C npu clOMA c¢ yuderom TpurrepHbsix (akTopoB, OCOOEHHOCTEH TeUeHUs

BI'®C y «Omonornyecku HauBHBIX» U «OMOJIOTUYECKH HE HAWBHBIX» MAI[MEHTOB,



168

pPaHHUX MapKEpOB pa3BUTHUS, HAJMUYUS SKU3HEYTPOXKAIOIIUX MPOSBICHUH,
HauOobel 3p(HEeKTUBHOCTH TEPANEBTUUYECKUX CXEM, MPUMEHSBIIUXCS B HAIIeM
UCCIIEIOBAaHUU

BHenpenne B KIMHUYECKYIO MPAKTHKY pa3pabOTaHHOIO HAMHU ajiropuTMa
MO3BOJIUT HAa PaHHUX CTAJUAX BBIIBUTH BTOPUYHBIN reMo(aronuuTapHblii CUHIPOM
— JKM3HEYTPOXKAIOIIee OCIO0KHEHUE CUCTEMHOTO IOBEHMJIBHOTO UIUOMATHYECKOTO
apTputa, — JO0 Pa3BUTHS MOJUOPTaHHOW HEIOCTaTOYHOCTH WHUIMHPOBATDH
Ha3HAYCHHE MMMYHOCYIPECCHBHON  Tepamud W  3HAYUTEIbHO  CHHU3UTH

JICTAJIbHOCTD.
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BbIBO/JbI

1. TlepcoHnpUIMPOBAHHBINA ANTOPUTM TUATHOCTHKU W JICUCHHUS C YYETOM
TPUITEPHBIX (HAKTOPOB, OCOOCHHOCTEH TEUEHHs, pAaHHUX MapKEpOB pa3BUTHA,
HanOoJbIeH 3)(HEKTUBHOCTH TEPANEBTUUYECKUX CXEM, IPUMEHSBILINXCS B HaIIEM
UCCIIEIOBAaHUH, ¥ (POHOBOTO TMPHUMEHEHHUS TE€HHO-MH)KEHEPHBIX OMOJIOTHYECKHX
npenaparoB, IMO3BOJSET HAa  paHHUX  CTaAUSIX  BBIABUTH  BTOPHUYHBIM
reMoarouTapHblii CUHIPOM — >KH3HEYTPOKAIOIIEe OCIOKHEHHWE CHUCTEMHOTO
IOBEHWJIPHOTO ~UJUOMATUYECKOTO apTpUTa — JIO Pa3BUTHS TOJIHOPTaHHOU
HEJIOCTAaTOYHOCTH WHUIIMMPOBATH HA3HAUYCHHE HMMMYHOCYNPECCUBHOM Tepamuu,
Ky[IMpOBaTh BTOPUYHBIA reMo(aroluTapHelii cuHApoM Oonee uvem y 95%
MalMEHTOB U 3HA4YUTENbHO (10 3%) CHHU3UTH JIETAIBHOCTh MO CPABHEHUIO C
JTAHHBIMH MHUPOBOM JCTCKOH peBMaTOIOrHYeCKOU pakTuku (8-20%).

2. TpurrepabiM (akTOpOM BTOPHYHOTO TeMO(aromuTapHOrO CHHAPOMA B
60% ciydaeB BJISIETCS aKTUBHOCTh CUCTEMHOI'O FOBEHWJIBHOTO UJIMOMATUYECKOTO
aptputa, KoTopas B 40% coderaercd ¢ MHPEKUMOHHBIMU areHTamu: Oosee 4eM B
OJTHOM TPETH cllydaeB — C BHpycamMH H3 cemeiictBa Herpesviridae (Bupyc
OnureitHa-bapp, IUTOMEraJIoBUpYyC, BUpYC reprieca 6 tuna, Bupyc repreca 1 u 2
tumna), pexe (8%) — ¢ reHepaau3oBaHHOMN OaKkTepuanibHON HHPEKIUEH (cerncuc).

3. YacroTa BTOpUYHOTO reMo(aroiuTapHOro CHHApPOMa B OOIIEH KOTOpTe
MAIMEHTOB C CUCTEMHBIM FOBEHUJIBHBIM HIMOMATHYECKUM apTPUTOM, COCTABIISET
25% (wactora ciydyaeB — 28,5%), MpU 3TOM BTOPUYHBIA TemMoQarouuTapHbIid
cunapoM Haomogancs y Bcex 83 (100%) «Ononornyecku HauBHBIX» MAIUEHTOB,
oonee yeM y 80% wu3 HuX B jaedOrore 3abosieBanus, u numb y 17/317 (5.4%)
«OMOJIOTUYECKU HE HAMBHBIX»: OoJiee 4eM y ABYX TPETEH B YCIOBUSX JICUCHHS
KaHAKHHyMaOOM, OKOJIO YeTBEPTH — Touuiauzymadbom, y 10% — staneprientom u
agaTuMymMaooMm.

4. Tepanust CHCTEMHOTO IOBEHIJIBHOTO HIMOMATHYECKOTO apTpUTa TEHHO-
WHKCHEPHHIMA ~ OWOJIOTUYECKUMH  TIperaparaMd  MAacCKHpPyeT  TMPOSIBICHUS
BTOPUYHOTO TeMO(aromuTapHOro CHHApPOMA: B «OWOJIOTUYECKH HE HAWBHBIX)

ClIy4asiX KIMHUYECKHE MapKephl (ChIlb, TUMGaAICHOATHSI, MAAJITHSI) BBISBIISIOTCS
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peke, a U3MEHEHHUs JIabopaTOPHBIX IMOKaszaresei (KoHmeHTpamus (eppuruna, C-
peakTuBHOTO O€nka, ambOyMHHA, XJOPUIOB CBIBOPOTKH KpPOBHU, ITOKa3aTelb
CKOPOCTH OCEJIaHUsl IPUTPOLIUTOB, YPOBEHb TI'€MOIJIOOMHA, YHUCIO SPUTPOLIMTOB
KpPOBH) MEHEE BBIPAXKCHBI, YeM B «OHOJOTUYCCKH HAWBHBIX», 32 HCKIIOUCHHUEM
guciaa TPOMOOIIMUTOB KPOBH, KOTOPOE 3HAYMMO HIKE, W aKTUBHOCTHU
JAKTaTACTHAPOTEHA3bl CHIBOPOTKH KpPOBH, KOTOpas CYIIECTBEHHO BBIIIE, Y
MAIMEHTOB, MOJIyYalOMUX TeHHO-WH)KEHEPHBIE OMOJOTHYECKHE Mpenaparthl s
JICYCHHS CHCTEMHOTO FOBEHWJILHOTO UANOMATHYECKOTO apTPHTA.

S. Haubonee b dexTuBHAsA cxema Tepanuu BTOPUYHOTO
reMo¢arouTapHOTO CHUHApPOMA, BHE 3aBHCHMOCTH OT (POHOBOTO MPUMEHEHUS
TCHHO-WH)KCHEPHBIX OWOJOTUYECKUX TIPEMmapaToB IS JICUCHUS CHCTEMHOTO
IOBEHWIBHOTO  HWJMOMATHUYECKOr0  apTpuTa,  BKIIOYAET  BHYTPUBEHHBIE,
nepopaibHbIe TIIOKOKOPTUKOCTEPOHIBI, ITMKIOCTIOPUH A ¥ BHYTPHUBCHHBIN
UMMYHOTJIOOYJIMH 4YeJIOBeKa HOPMAJIbHBINA; B YCJIOBHUSX €€ IPUMEHEHUS B
HanOoJiee KOPOTKHE CPOKH JIOCTUTAIOTCS KPHUTEPUHM OTBETAa Ha TEparwio,
HEAKTHBHOW CTaJMH BTOPHUYIHOTO TeMO(aroruTapHOTrO CHHIPOMA W JTOCTOBEPHOE
CHI)KEHHE KIIFOUEBOTO MapKepa BTOPHUYHOTO TeMO(]aromuTapHOro CHHApPOMA —
CBIBOPOTOYHOM KOHIICHTpAIMK (peppuTHHA.

6. ¥V «Ouonorudyeckd HaWBHBIX» IMMAIIUEHTOB MPU TPUMEHEHUH CXEMBbI
Tepanuu, BKIIYAIONIEH BHYTPUBEHHbBIE U TIEPOPATbHBIEC TIIFOKOKOPTUKOCTEPOUIHI,
BHYTPHBEHHBI MMMYHOTJIOOYJIMH YeJOBEKa HOPMAJbHBIH M IHUKJIOCIIOPHH A B
JIOCTOBEpHO 0o0jiee KOPOTKHE CPOKM CTAaTHCTHMYECKH 3HAYMMO CHIDKAETCA
KOHIIEHTpaIus (heppuTHHA B CBIBOPOTKE KPOBH, B >1,5 pasza ObICTpee JOCTHTAIOTCS
KpUTEPUH OTBETA HA TEpaldi0 MW  HEAKTHBHOW CTaJAWM  BTOPHUYHOTO
reMo(aroruTapHoro CHHIPOMA, PETUCTPUPYETCS MEHBINAs YacTOTa Pa3BUTHS
pEaKkTHBAIMU BTOPHYHOTO T'eMO(aronuTapHOro CHHApPOMA TP  CHIDKCHHH
J103bI/0TMEHE BHYTPUBEHHBIX TITIOKOKOPTUKOCTEPOHJIOB, YeM Y «OHMOJIOTHYECKH HE
HAaWBHBIX», YTO, BEPOATHO, CBS3aHO C Oo0Jee BBIPAKCHHBIMH KIMHHYECKUMHU

NPOSIBJICHUSIMU, BBICOKMM YPOBHEM J1aOOpaTOPHBIX MapKEpPOB BTOPHUYHOIO
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reMo(arouuTapHoro CHHJpOMa M, COOTBETCTBEHHO, 00Jie€ paHHUM Ha4yalioM
UMMYHOCYIIPECCUBHOM TEPAIHH.

7. Jons M ATUTENBHOCTh IEH3YPUPOBAHHBIX ClydyaeB Oe3peluguBHOTO
NOKUTUST B TeueHue 36 mec. HaOMOAEHHs B OOLIEH KOropre MNalleHTOB C
CUCTeMHBbIM cocTaBmiii 88% W 32 MeC. COOTBETCTBEHHO, MpPHU 3TOM Y
«OUOJIOTMYECKHM HAaMBHBIX» — JocToBepHO Oousbimie (99% wu 35,5 wmec.
COOTBETCTBEHHO), 4YeM Yy «Ouosiornduecku He HauBHbIX (59% u ~22 wmec.),
HauMenble (40% wu ~17 wMec.) y MalMEHTOB, y KOTOPBIX BTOPUYHBIM
reMoaroiuTapHblii CHHIPOM pPa3BWICA B YCIOBUSX JICUCHHUS] CHUCTEMHOIO
IOBEHWJIBHOTO HJINONATUYECKOTO apTPUTa KAHAKUHYMAOOM.

8. IIporHoctuveckas Mofelb, pa3padoTaHHAs METOAOM MHOTO(paKTOPHOTO
PErpeECCUOHHOTO aHajdu3a, M[pU HAJIUYUU PAHHUX MAPKEPOB, BKIIOYAIOIINX
auM(pageHONaTHIO, CHIKEHUE YHCIa 3PUTPOLUTOB KPOBH <4,34 MITH/MKJI, YUCIIa
TpoMOOIIUTOB KpoBH <208 ThIC./MKJI, KOHLIEHTpaIuu XjaopuaoB <101,9 mmoinb/n B
KPOBU Y MOBBIIIEHUE aKTUBHOCTH JAKTaTAETUIPOT€HA3bl B CBIBOPOTKE KPOBH >412
En/a ¢ BepositHOCTBIO 95,6% 1 cnienuduyHoCcThIO 98,0% MO3BOJISET 3aM0A03PUTh
pa3BUTHE BTOPUYHOIO TeMO(arolyMTapHOTrO CHHAPOMAa HA HAYaJIbHBIX CTAIUAX Y
NAlMEHTOB C CHUCTEMHBIM OBEHWJIBHBIM HJIMONATUYECKUM apTPUTOM BHE
3aBHCUMOCTH OT ()OHOBOI Tepaniy OCHOBHOIO 3a00JI€BaHUs T€HHO-UHKEHEPHBIMU
OMOJOTUYECKUMH TIperapaTaMu.

9. IlepcoHupuIpPOBaHHBIN AITOPUTM TUATHOCTUKHU U JICYECHUSI BTOPUUHOTO
reMo(aroliuTapHOro CHUHApPOMa MPHU CHUCTEMHOM IOBEHWJIBHOM HAMONATHYECKOM
apTpUTE Ha OCHOBE KOHTPOJISi pAaHHUX MApPKEPOB M TUArHOCTUYECKUX KPUTEPUEB
BTOPUYHOTO  reMo¢aroliMTapHOTO  CHHApPOMAa B  KauecTBe  CTapTOBOM
TEpareBTUYECKON CXeMbl Yy MAalMEeHTOB 0e3 >KU3HEYIPOKAIOMINX MPOSBICHUN
BKimovaer komOuHanuio BHyTpuBeHHbIX ['KC, [IuA u BBUI, y namueHTOB C
KU3ZHEYTPOXKAIOUIMMH  TMPOSBICHUSMU  BHE  3aBUCUMOCTH OT  (DOHOBOTO
npumeHenuss ['UBIl ans neuenus cFOMA x crapToBoil cxeme H00aBISIOTCS
nepopanbibie ['KC; mpoBeeHre KOHTPOIs JOCTUKEHHUSI OTBETA HA TEpaIUIo Yepes

3-5 CYyTOK y «OMOJIOTHYECKH HAaMBHBIX» U depe3 24-48 vaca y «OMOJOTHYECKH HE
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HaUBHBIX» MALMEHTOB; SCKAJALMIO TEPANUHU IyTEM JOMOJHUTEIBHOIO Ha3HAYECHUS
['KC nepopailbHO W  TIE€HHO-MH)KEHEPHBIX  OHOJIOTMYECKUMX  MPErnapaToB
(uaruburopa WJI-1; moHokioHanpHBIX aHTuUTen K CD20+B mumdouuram) mnpu

HCIOOCTHUIKCHUU KPUTCPUCB OTBCTA HA TCPAIIUIO.
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IHNPAKTHYECKHUE PEKOMEHJIALINU
BceM manmenTtaM ¢ ycTaHOBIEHHBIM auarHo3om clOMA pekxomeHnoBaH
MOHHUTOPUHT paHHuUX MapkepoB BI'®@C, nmpu Hammuuu ¢GHeOpUIbHON JTHXOpPAIKU
PEKOMEHOBAHO:

MOHMTOPHHI KIMHUYECKHX MOKA3aTeJIel: JINX0PaaKa, ChIllb, YBEIUYCHUE
NEYCHU M CEJIC3CHKH, JUMQaJCHONATHsI, MUAITHH, TeMOPPArHueCKUid CHHJIIPOM,
nopaxkenue I[[HC (cymoporu, mapecre3uu, CIyTaHHOCTb CO3HAHUS, YEPEIHO-
MO3roBas WK nepudepudeckas HeiponaTus), IOpakKeHHUe MoYeK, JETKUX, CepALIa.

MoHuTOpHHT J1a0OpAaTOPHBIX MOKa3aTeleil: ypOBEHb TIeMOIJIO0MHA,
abCOJIIOTHOE YHCIIO IPUTPOLUTOB, JIEHKOLUTOB, HEUTPOPUIOB, JUM(POLUUTOB U
tpombOoruToB KpoBu, COI, aktuBHOoCcTh AJIT, ACT, I'T'T, JIAI', KOHIIEHTpaIus
KpeatuHuHa, moueBuHbl, CPb, depputuna, tpurmunepunos, [1IKT, obmero Oenka
U albOyMUHA CBIBOPOTKM KPOBH, CKOPOCTb KIYyOOUKOBOW (punpTpanuu (mpu
HapacTaHUM a30TE€MUU), FIEKTPOJUTHBIN COCTaB KPOBU (HATPUH, KA, XJIOPHUIBI,
JKEJe30), CBEpThIBAIOIAs CHOCOOHOCTH KpoBU (mporpomOuH 1o KBuKY,
TpoMOMHOBOE BpeMs, mporpomOuHOBoe Bpems, MHO, AYTB, [[-mumep,
bubpunoren, pudpuH-MoHOMEp, (hakTop Pon Bumnebpanna, mporeun S, mpoTeHH
O).

IIpoBenenune uHCTpyMeHTAJNBHBIX HcciaenoBanuii: DKI', 9XO-KI', Y3U
opraHoB OptomHOW mojoctu, mnouek, KT opranoB rpymanoit kierku, MPT
OpIOITHOM TMOJIOCTH, TOJOBHOIO MO3Ta; MHUKPOOMOJIOTHYECKUX (KpPOBH, MOUYH,
HOCOIJIOTOYHOW  CJIM3M, OTAEISEMOr0 M3  KUIICYHHMKA);  MOJEKYJSIPHO-
ouonornyeckux wmeronom I[P (ompenenenne JIHK BupycoB u3 cemeiictBa
Herpesviridae — Bupyc Dnmreitna-bapp, Bupyc npocroro repreca 1 u 2 tuna).

[locne aHanu3a BBIIIEONHCAHHBIX KIMHUYECKUX JAHHBIX W PE3YyJbTaTOB
UCCJIEIOBAHUM MalMeHTaM peKOMEHAO0BaHO BepuduiupoBarh auario3 Bl OC
corsacHo kpurepusim A.Ravelli. u coaBt. UHummamus teparnuu B COOTBETCTBUU C

MEePCOHAIU3UPOBAHHBIM  AJITOPUTMOM  (CM.  BBIIIE€)  MPOBOJUTCA  MOCIE
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Bepudukaruu auartoza BI'@C cornacHo kputepusim A.Ravelli u coaBt. ot 2016
rojia, Ha OCHOBaHUH PE3yJIbTATOB MPOBEICHHOTO 00CIEI0BaHUSI.

[locrne ananmu3a BBIMICOMHCAHHBIX KIMHUYECKHX JAHHBIX U PE3yIbTaTOB
UCCJIEIOBAHUM TallMEHTaM pPEKOMEHJ0BaHO BepuduuupoBath auarHo3 BI'OC
cornacHo kpurepusm A.Ravelli u coast. ot 2016 roxa (tadun. 3).

Aaroputm Tepanuu BI'®C y naunenToB ¢ cucreMabiM FOUA

Br16op cxembl Tepanuu U MOKa3aHMs K NEPEKITIOYEHUIO0 ¢ OJHOU CXEMBI Ha
JIPYTYIO KaK y «OMOJIOTUYECKH HAMBHBIX», TAK U 'y «OMOJIOTHYECKN HE HAMBHBIX)»
NAlMEHTOB  ONPENENAIOTCS  HAJTMYMEM/OTCYTCTBUEM  JKU3HEYTPOKAOLIUX
OCJIOKHEHWH, WH(QUIMPOBAHHOCTH BHpycaMH ceMelictBa Herpesviridae wu,
0€3yCI0BHO, KPUTEPUSIMHU OTBETA HAa MPOBOUMOE JICUCHHE.

[Tarentam, wWHOUIMPOBAHHBIM BHpycaMu cemelicTBa Herpesviridae,
Ha3Ha4YaeTCs STUOTPOITHASL TPOTUBOBUPYCHAS TepaIHsl.

KonTtpoib 3 peKTHBHOCTH BCEX CXEM Tepaluu Y «OUOJIOTHYECKH HAUBHBIX)
MAIMEHTOB JIOJDKEH MPOBOAUTHCS Ha 3-5 CyT, y «OMOIOTUYECKH HE HAMBHBIX» —
yepes 24-48 yacos.

[Ipu nmocTkeHUM KPUTEPHEB OTBETAa HAa TEpANUI0 BHE 3aBUCHUMOCTH OT
¢onoBoro npumenenuss I'UBII nns neuenuss cFOMA no3a BHyTpuBeHHbIX ['KC
MOCTENEHHO CHUXKaeTcs (Ha 25% kaxzabie 3-5 AHEH) 10 MOJHON OTMEHBI, Tepanus
[MuA w/umm kaHakuHymabom mponospkaercs. Ilepopansasie 'KC, B ciydae ux
BKIIFOUEHUS B CXEMY Tepanuy, B MAKCUMAJIbHOU J103€ MPUMEHSIOTCS B TeUeHue 2-3
HEZEJb C MOCIEAYIOIUM MMOCTETIEHHBIM CHIXKEHHUEM JI03bI 10 MO ACPKUBAIOLIeH —
0,2 Mr/Kr/cyTKu.

JlekapcTBEHHBIE TIpemaparbl, WX JO3UPOBKH, IIyTH BBEICHHUS W
pekomenayembie cxembl Tepanuu Bl @C y manuentoB ¢ ctOUA npencraBieHbl B

tabmnurie 27.
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Tabonuma 27. JlekapcTBeHHbIe Npenaparbl, 103bl, NYTH BBeIEHUS H

pexomenayemblie cxeMmbl Tepanuu BI'®C, y nanuentos ¢ cFOUA.

Cxema | Cxema | Cxema | Cxema | Cxema
IIpenaparsl Jl03b1/IyTH BBe1eHUS 1 5 3 4 5
I'KC BHYTpUBEHHO + + + + +
dexcamemazon unu | 10-20 mr/m*/B/B
memuanpeonuzonon | 10-20 mr/kr/s/B
I'KC per o0s + + +
MemuanpeoHuzonon | 1-2 mr/xr
unu npeoHuzonon | 1-2 mr/xr
BBUI™* 1-2 r/kr/B/B B TeueHue 24-48 yacon
[{uA per 0S wiu B/B | 5-7 Mr/kr + + + + +
Kanaknnyma0 4 mr/kr /k +
375 mr/m°/B/B 1 p.
Purykcumad B HeJl. B Ted. 1-4 + +
HEJI.
*[loBroproe BBegenue BBUIT npu Hanuuum moka3zaHud — MOXKET

IIPOBOJAUTHLCA IIPU IIPUMCHCHHUHU BCCX TCPAIICBTHYCCKHUX CXCM.

AJIFOpHTMbI JiedeHHUs1 «0MO0JI0rHYecK HAUBHbBIX) MNAaIMeHTOB C BI'®C B

3aBUCHUMOCTH OT HaJIl/I‘II/ISI/OTcyTCTBI/Iﬂ KU3HCYTPOKAIOIINX l'lpOHBJIeHI/lﬁ

BI'®C n nnpuuupoBaHHOCTH BUpycaMu ceMeiicTBa Herpesviridae.

CrapToBasi cxema Tepanuu «OUOJIOTMYECKH HAMBHBIX» TMAIMEHTOB 0O€3

KU3ZHEYTPOXKAIOIIMX TMPOSBICHUNA, HE HHQUIMPOBAHHBIX BUPYCAMH CEMENCTBa
Herpesviridae, Bxiarouaet Buyrpuennsie [ KC, BBUI u [IuA (tabma. 27, cxema 1).
[Ipn HENOCTHKEHUM KPUTEPUEB OTBETA 4epe3 3-5 HHEH HAa TEpaneBTHYECKYIO
cxemy |, monomHUTEIRHO HazHavaroTcs nepopaibabie [ KC (Tabmn. 27, cxema 2).

I[Ipy HemoCTWKEHWM KpUTEpUEB OTBEeTa 4epe3 3-5 gAHed Ha

TEpaNeBTUUYECKYIO CXeMy 2, JOMOJHUTEIbHO Ha3zHaudaetrcs unrudutop MJI-1 —
KaHakiMHyMmab0 (Tabi. 27, cxema 5).

I[Ipy HemocTHKEHUMM  KpHUTEpHEB OTBETa 4epe3 3-5 gAHed Ha

TEpaneBTUYECKYI0 CXEeMy S5, MPOBOJIUTCA MEPEKIIOUYEHHE C KaHaKMHymMada Ha

putykcumab (tabdm. 27, cxema 4) uiu o100p WHIUBUTYIBHON CXEMbI TEpPaAIUH.
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AJITOpUTM  JieyeHUs] «OHOJIOTMYECKHM HAUBHBIX» MANMEHTOB C
JKU3Heyrpoxkamomumu  nposiBjieHussiMu  BI'®@C, He uHPUIMPOBaAHHBIX
BUpycamu u3 cemeiicTBa Herpesviridae.

CrapToBasi cxema y MallMEHTOB C >KU3HEYIPOXKAIOIUUMHU MPOSIBICHUSIMU
BI'®C (xonHnenrpammeit ¢epputuHa ceiBOpoTkH KpoBu Oosnee 10 000 Hr/ma B
COUETAaHUU C 2-X WM 3-X POCTKOBOHM ITUTONEHHEH, W/WIIM MOPA)KEHUEM JIETKHUX,
u/unm - cepaeuHo-cocyaucton cucrembl, w/wiu IHC, w/wunu mnoyek), He
WHQUIIMPOBAHHBIX ~ BHpycaMH W3 cemelictBa Herpesviridae, Bxmouaer
BHyTpuBeHHBIE U nepopanbHbie, [ KC, BBUI u [{uA (tabn. 27, cxema 2).

[Ipy  HemoCTW)KEHMM  KpUTEpUEB OTBETa 4epe3 3-5 JHEd Ha
TEPaNeBTHYECKYIO CXeMY 2, MpUMEHseTCsl KaHakuHymab (Tabm. 27, cxema 5).

IIpy HenmocTMXKEHUM  KpUTEpUEB OTBeTa uepe3 3-5 JgHEd Ha
TEPaNeBTHUYECKYI0 CXEeMy 5, TPOBOAMTCSA TMEPEKITI0UYEeHHE C KaHaKhuHymaba Ha
putykcuMao (tabmu. 27, cxema 4) uiv moa00p UHIUBUTYAIBHON CXEMbI TEpPAITUU.

AJITOPUTM JieYeHHs «0HMOJIOTMYeCKHM HAMBHBIX» nmauueHToB ¢ clOUA,
0e3 sku3Heyrpo:xawumux npossiaeHni BI' ®@C, uHGUUMPOBAHHBIX BUPYCAMH U3
cemeiicTBa Herpesviridae.

B kadecTBe cTapTOBOU Tepamuu y MAIMEHTOB 0€3 JKU3HEYTPOKAIOUIUX
MPOSIBJIICHHUM, Y KOTOPBIX TpurrepHoiM (aktopom BI'DC sBisSIOTCS BUPYCH U3
cemerictBa Herpesviridae, nmpumenstorcs BHyTpuBeHusie ['KC, [luA BBUI u
MOHOKJIOHaNbHble aHTuTeNna k CD20+ B-numdouuram (putykcumad) (tabdin. 27,
cxema 3).

[Ipy  HemoCTW)KEHMM  KpUTEpUEB OTBETa 4epe3 3-5 JHEd Ha
TEPANeBTHUYECKYI0 CXeMy 3, JOMOJHUTENHbHO HaszHayaroTcsi mepopanbHbie ['KC
(tabm. 27, cxema 4).

[Ipy  HEmOCTW)KEHMM  KpUTEpHEB OTBETa 4Yepe3 3-5 JgHEed Ha
TEpaneBTUYECKYIO cXeMy 4, B CXeMe Tepalluu MPOBOJUTCS 3aMEHa pUTyKcumada

Ha KaHakuHymab (Tabm. 27, cxema ).
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I[Ipy HEOOCTWMIKEHMM  KpPUTEpUEB  OTBETa, depe3 3-5 [HEHd Ha
TEpPaNeBTUYECKYI0 CXEeMYy S5, NPOBOAUTCS MOAOOP HHIWBHIYAJIbHOW CXEMBI
TEepanuu.

AJITOPUTM JieYeHHUs1 «OMOJIOTHYeCKH HAMBHBLIX» namueHToB ¢ cfOUA ¢
JKU3Heyrpo:xawomuvu nposisjieHusivu BI'®@C, uHGUUMPOBAHHBIX BHPYCAMU
u3 cemeiicrBa Herpesviridae.

B kauectBe cTapTOBOM Tepanuu y MAIMEHTOB C >KU3HEYTPOKAIOMIMMHU
nposiineansiMu Bl @C (cMm. BbImie), WHQHUIIMPOBAHHBIX BHPYyCaMU M3 CEMEHCTBA
Herpesviridae, npumensitotrcst BHyTpuBeHHbIe M mepopanbHble, ' KC, BBUI' u
[MuA B xoMOuHaImu ¢ putykcumadbom (tadm. 27, cxema 4).

[Ipy  HemoCTW)KEHMM  KpUTEpHEB OTBETa 4Yepe3 3-5 gAHEd Ha
TEpaneBTUYECKYIO cxeMy 4, pUTYKCUMab 3aMeHseTCsl Ha KaHakKuHyMal (Tadun. 27,
cxema 5S).

[Ipy HemoCTWKEHWM  KpUTEpUEB OTBETa 4epe3 3-5 gAHed Ha
TEpPANeBTUYECKYI0 CXEeMy S, NPOBOAUTCS MOAOOP HHIMWBHIYAIbHOW CXEMBbI
Tepanuu.

AJITOPUTM JIeYeHUs] «OMOJIOTMYECKHM He HAMBHBIX» MANUEHTOB C
cfOUA, 6e3 xku3Heyrpo:xkawomux nposisjeHnid BI'@C, He MHPUUMPOBAHHBIX
BUpycamMu u3 cemeiicTBa Herpesviridae.

I'UBII, na done npumenenwus, koroporo s jgeuenus clOUA, pazsuiics
BI'®C, nenecoodpa3HO OTMEHHUTh. B KauecTBe CTapTOBOW Tepanuu MPUMEHSIOTCS
BayTpuBeHHbIe ' KC, BBUI u [IuA (Tabn. 27, cxema 1).

IIpn HenmocTwkeHMM KpuUTepueB oTBeTa 4Yepe3 24-48 wyacoB Ha
TEpANEBTUYECKYIO CXeMy |, MOMOJHHUTENBHO Ha3Hayarorcs nepopanbHbie ['KC
(tabm. 27, cxema 2).

IIpu HenmocTwkeHMM KpuTepueB orBeTa 4epe3 24-48 wyacoB Ha
TEpaneBTUYECKYI0 cXemy 2, mamueHtam, y KoTtopbix BI'®C pasBuics Ha doHe
MPUMEHEHUST TOIMIN3yMaba WM ITaHEpLeNTa, WU aganuMymada Jjis JeYeHUs

clOUA, naznauaercss unruoutop WMJI-1 —kaHakmnyma®d (tabn. 27, cxema 5);
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nanueHTaM, y Kortopeix BI'®@C pasBuics Ha ¢one nedeHuss clOUA
KaHaKuHyMaboM — putykcumab (tabir. 27, cxema 4).

[Ipyu HemocTMKEHUM KpuUTepHeB oTBeTa uyepe3 24-48 wyacoB Ha
TEpaneBTUYECKYI0O CXEeMy S5, MPOBOJUTCA TMEPEKIIOYeHHE C KaHaKMHyMala Ha
putykcumad (tabn. 27, cxema 4).

I[Ipy HEmOCTWIXKEHHMU KpUTEpUEB OTBeTa uepe3 24-48 wyacoB Ha
TEepaneBTUYECKYI0 cXxemy 4, TPOBOAUTCS TMOAOOP WHIMUBHUIYAIbHOM CXEMBbI
TEepanuu.

AJITOPUTM Jie4yeHHsl «OHMOJIOTHYeCKH He HAaMBHBIX» mauueHToB ¢ cFOUA
C OKM3HeyrpokawimuMu nposiBjeHusMu BI'®PC, He HHPUIHUPOBAHHBIX
BUpycamMu u3 cemeiicTBa Herpesviridae.

B xauecTBe CTapTOBOM Tepanmuu y MNAalMEHTOB C JKU3HEYTPOKAIOIIMMHU
nposiBiieHusiMu BI'®C (cM. BbIllIe) B KaU€CTBE CTAPTOBOM Tepanuu MPUMEHSIOTCS
BHyTpuBeHHBIC U nepopanbubie [ KC, BBUI' u [IuA (tabn. 27, cxema 2).

[Ipn HenmocTwkeHMM KpuTepueB oTBeTa 4Yepe3 24-48 wyacoB Ha
TEpaneBTUYECKYI0 cXeMmy 2, manueHtaMm, y KoTtopeix BI'®C pas3Buics Ha (oHe
MPUMEHEHUsT TOIMIN3yMaba WIM 3TaHEpLeNTa, Wiu agaiumMymada Jjis JeUeHUs
cfOMA, npumensiercs unruourop MJI-1 — kanakunymad (tabn. 27, cxema 5),
naieHTaM, y KoTopeix BI'®C pasBuwics Ha d¢one neuenus clOUA
KaHaKMHyMaOoM, IpUMEHsIeTC pUTykcuMao (tabm. 27, cxema 4),

IIpn HenmocTwkeHMM KpuUTepueB oTBeTa 4Yepe3 24-48 wyacoB Ha
TEpaNeBTUYECKYI0 CXEeMy S5, MPOBOAMUTCSA MEPEeKIIOUYEeHHE C KaHaKuHymaba Ha
putykcumao (tabdm. 27, cxema 4).

IIpu HenmocTwkeHMM KpuTepueB orBeTa 4epe3 24-48 wyacoB Ha
TEparneBTUYECKYI0 cxeMy 4, MNpOBOAUTCS MOAOOp WHIUBUAYATbHOW CXEMBI
Tepanuu.

AJITOPUTM JieYeHUsI «OMOJIOTMYECKHM He HAMBHBLIX» MANUEHTOB C
cfOUA, 06e3 xusHeyrpoxawmmux mnposijeHnii BI'®C, uHPUUNPOBAHHBIX

BUpycamMu U3 cemeiicTBa Herpesviridae.
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I'BIl, Ha done npumeHeHus, kotoporo mis Jeuenus ctOUA pasBuics
B['®C, nenecoobpa3Ho oTMeHUTh. B KadecTBe cTapTOBOM Teparuu MPUMEHSIOTCS
BHyTpuBeHHble [ KC, BBUI' u LluA, MoHOknOHaneHble aHTUTena k CD20+ B-
auMdornTaM — putykcumMao (tabim. 27, cxema 3).

[Ipyu HemocTMKEHUM KpuUTepHeB oTBeTa uyepe3 24-48 wyacoB Ha
TEpaneBTUYECKYI0 CXeMy 3, JONOJHUTENbHO Ha3zHavaroTcsi mnepopasibhbie ['KC
(tabum. 27, cxema 4).

[Ipyu HemocTMKEHUM KpUTepHeB oTBeTa uyepe3 24-48 wyacoB Ha
TEpaneBTUYECKY0 cxeMy 4, manueHtaMm, y KoTopbix BI'®@C pa3Buica Ha (oHe
NPUMEHEHUsT TOUMIM3yMada WIM 3TaHEepLENTa, WiW ajadumMymada i JIeYeHUs
cfOMA, B cxeMe mNpoBOAMTCS 3amMeHa pUTykcuMaba Ha wuHruobutop MJI-1 —
KaHakuHymab (tabn. 27, cxema 5). [lanmenrtam, y kotopsix BI'®C paszBusics Ha
¢oHe npuMeHeHHs] KaHakuHymaOa nans sedeHus clOUA, mpooautcs moadop
VH/IMBHUIYaJIbHON CXEMBI TEpAIHH.

[Ipn HenmocTwkeHMM KpuTepueB orBeTa 4epe3 24-48 wyacoB Ha
TEpPaNeBTUYECKYI0 CXEeMy S, NPOBOAUTCS MOAOOP HHIMWBHIYAIbHOM CXEMBbI
Teparnuu.

AJITOPUTM JIeYeHUs] «OMOJIOTMYeCKHM He HAWBHBIX» MNAIHEHTOB ¢
cFOUA, ¢ xkusHeyrpoxawimumu nposiBjieHussMu BI'®C, nHPUUMPOBAHHBIX
BUpycaMu U3 cemeiicTBa Herpesviridae.

B kauectBe cTapTOBOM Tepanuu Yy MNAalMEHTOB C >KU3HEYTPOKAIOIIMMHU
nposienieHusiMU BI'®C (cM. BblIllI€) NPUMEHSIOTCS BHYTPUBEHHBIE U TIEPOpPaJIbHbIE,
I'KC, BBUI u [IluA B xoMOuHarmu ¢ putykcumadom (tadi. 27, cxema 3).

[Ipu HemocTMX’eHUM KpuTepueB oTBeTa uyepe3 24-48 wyacoB Ha
TEpaneBTHYECKYI0 cxeMy 3, mamueHtaMm, y KoTopbix BI'®@C pa3Buica Ha (oHe
NpPUMEHEHUsT TOUMIN3yMada WM 3TaHepLernTa, Wid agaiumymada s Je4eHUs
cfOMA, B cxeme mpoBOAWTCS 3amMeHa puTykcumMaba Ha wuHruOutop MJI-1 —
KaHakuHymab (Tabmn. 27, cxema 5). Y manueHToB, y kKoTopbix BI'®C pa3Buics Ha
¢dboHe npuMeHeHus kKaHakuHymaOa nanst yedenus clOUA, mpooautcs moadop

HHI[HBHI[yaHBHOﬁ CXCMEI TCpalluu.
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[Ipu HemocTHXKEHHMU KpPUTEPUEB OTBeTa B TeueHue 24-48 yacoB Ha
TEpPANEeBTUYECKYIO CXeMy S, MPOBOAUTCSA TNOAOOpP HHAUBUIYAIBHON CXEMBbI

TEparvu.
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CIIUCOK COKPAIIIEHUN
AUC — Area Under Curve, momaap 1oJ| KpuBOii
DAMPs — Damage associated molecular patterns, MmoJiekysipHbIC ITaTTEPHEI,
aCCOLMUPOBAHHBIE C ITOBPEKIECHUEM
FDA — Food and Drug Administration, YnpasieHue 1o KOHTPOJIIO 32 KAY4ECTBOM
MUIIEBBIX MTPOJIYKTOB U JIeKapcTBEHHBIX MpenaparoB (CIIIA)
HLH — Hemophagocytic lymphohistiocytosis, remodarouurapHbiii
JUM(POTUCTHOLIUTO3
HLH-2004 — IIpoTokon ieueHus aerei ¢ reModarouTapHbIM CHHAPOMOM OT
2004 rona
ILAR — International League of Associations for Rheumatology (MexmyHapoaHast
JIMTa PEBMATOJOTMYECKUX aCCOIUAIIHA)
PAMPs — Pathogen associated molecular patterns, nmaroren-acconuupoBaHHbIC
MOJIEKYJISIPHBIE TATTEPHBI
PRINTO - Pediatric Rheumatology International Trials Organization,
MexayHapoiHas neiuaTpuiyeckas peBMaToJIOrH4ecKasl OpraHu3alus 1o
MPOBEJACHUIO KIIMHUYECKUX UCCIEAOBAHUN
TLR4 — Toll-like receptor 4, Tomn-nogo0HsIi perientop 4
AJIA2 — AneHno3une3aMuHasa 2
AKP — AMepukaHCKasi KOJIJIETHSI PEBMATOJIOTOB
AJIT — AnannnamuHoTpancdepasa
AIIK — AHTUr€H-TIPE3EHTUPYIOLIUE KIETKU
ACT — AcnapratamuHotpancdepasa
AUYTB — AKTUBHPOBAaHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMSI
BBUI" — BuyTpuBeHHbIE UMMYHOTJIOOYJIMHBI (MMMYHOTJIOOYJIMH YeJIOBEKa
HOPMaJIbHbIN
B['®C — BropuuHsIii reMoaronuTapHbIii CHHAPOM
I['TT — N'amma-rnyramuntpancdepasa
['BII — I'enHO-MHXXEHEPHBIN OMOJIOTHYECKUI TIpenapaT

['KC — I'110KOKOPTUKOUTHBIE CPEICTBA
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JABC — CunapoM 1ucceMUHUPOBAHHOTO BHYTPUCOCYAUCTOIO CBEPTHIBAHUS
JAN — JloBepUTENBHBIN UHTEPBAI

NJT — UnTepneiikun

N®H — Untepdepon

JIAI" — Jlakratnernaporenasa

MHO — MexyHapoaHOE€ HOPMAJIM30BAHHOE OTHOILICHUE
ITIKT — IIpokanblUMTOHUH

CAM — CuHzipoM aKTUBaLUA Makpo(daros

COD — CkopocTh 0celaHus 3PUTPOLIUTOB

CPb — C-peakTuBHBII Oen0K

CCC — Cepaeuno-cocynucras cucrema

clOUA — CucTeMHBI IOHOLIECKUN UINONATUYECKUN apTPUT
OHO o — ®akTop HEKpO3a OMyX0JH alibda

1A — [{ukaocriopuH A

[MHC — LlenTpanbHast HepBHas cucTEMa

IOUA — FOHOmecKknid HINONIaTUYECKUN apTPUT
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