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KnuHuueckum cnyyam
IgG4-accouunpoBaHHoro sabonesaHus
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IgG4-cBa3aHHOe 3aboneBaHne — KpaliHe pefikoe, XxapakTepusyioLLieecsi BOCNanuTeNbHoW MHApMbTpa-
LMei pa3nunyHbIX opraHoB ¢ npeobnagaHvem IgG4-nonoxmTenbHbIX N1a3MoLmToB, hMBpPO30M 1 NMOBbI-
LUeHneM KoHueHTpaumm IgG4 B kposu. Moaxofabl K ero Tepanum He ONTUMU3NPOBaHbI, 0COBEHHO B neau-
aTpuyeckoii rpynne nauneHToB. B cTatbe obeysknaetcsi cnyyai IgG4-cBsizaHHoro 3abonesanwsi opbuTbl
y Manbunka 13 neT, pacCMOTPEH HOBbIN BapuaHT TepaneBTUYECKOro NOAX0oAa Npv 3ToW NaTonorum ¢
npuMeHeHneM uHrnbutopa JAK-knHas — pykconutuhmnba. MNpeacrasneH aHanns COBPEMEHHOr0 COCTONA-
Hus npobnembl IgG4-cBa3aHHOro 3aboneBaHWs B MUpe, 3aTparnBaloLLIMiA aCMeKTbl TEPMUHOMOMMN, UCTO-
pUYecKne cnpasku, naTorexHes, NnpobeMbl AUarHOCTUKM N KIMHUYECKME NPOSBIIEHNS.

Kniouesble cnosa: IgG4-cesizaHHoe 3abonesaHune, getu, opbuta, nedyenne, nHrnbutop JAK-kmHas.

Clinical case of lgG4-related disease

G.B. Sagoyan, D.S. Abramov, E.A. Deordieva, V.I. Burlakov, G.V. Tereshchenko, A.L. Kozlova
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IgG4-related disease is an extremely rare disorder, ccharacterized by the inflammatory infiltration of various organs, with
predominance of IgG4-positive plasma cells, fibrosis and high IgG4 plasma concentration. Treatment regiments have not been
optimized, especially in children. Here we discuss a case of IgG4-related disease of the orbit in a 13 year old boy and our new
treatment approach involving JAK-kinase inhibitor ruxolitininb. The article also presents analysis of the state of the problem of
IgG4-related disease it he world, including terminology, historical references, pathogenesis, diagnostic problems and clinical
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IgG4-cBsa3aHHoe 3abonesanue (IgG4-C3) — uMMyHo-
onocpenoBaHHOE CUCTeMHoe 3abonieBaHue, XapakTepu-
3ytoLeecsa Andddry3HOM UM 04aroBO BOCNANUTENbHOM
MHPUNbTPaLMEN NOPAKEHHbIX OPraHOB M TKaHen nnas-
MaTUYECKMMUK  KNeTKamu, 3kcnpeccupyowmmmn 1gG4,
C nocnepyowmnM passuTreM obnuTepupyiollero dne-
BuTa 1 hrbpPOCKIIepo3a COOTBETCTBYIOLLMX OpraHoB [1].

Panee B nutepatype ans obosHayeHus [aHHO-
ro 3aboneBaHWsi MCMOMb30BaNM Pa3fiMuHble TEPMUHbI
IgG4-no3uTUBHBIN MynbTUOPraHHbIM Numdponponudepa-
TUBHbIN CcMHOPOM, |gG4-CcBA3aHHOEe CUCTEMHOE CKIepo-
3upytoLLee 3aboneBanue, |gG4-cBA3aHHbIN NnasMaTnye-
CKui cuHppoM m op. B 2009 ropy B ANoHWMM Ha 3acepaHum
KOMWTETA MO M3Y4YeHWI0 faHHOr0 3aboneBaHns yTBEPXK-
LEeHO OKOHYaTemnbHOe Ha3BaHwe — IgG4-cBsidaHHoe 3ab0-
nesanue (IgG4-RD — IgG4-related disease) [2].

MepBoe onucaHwe atoro 3abonesaHus B 1892 rogy
npencTtasun MoxaHH Mukynny, HabniofabLLmMii NaumeHTa
C CMMMETPUYHBIM YBEJTMYEHWNEM CIIE3HbIX, OKOMOYLLHBIX
¥ MOAYENIOCTHBIX }Kefes3 ¢ UHPUIbTpaLmein MOHOHYKIIe-
apamu. [laHHoe cocTosiHMe BbiNo Ha3BaHO «BonesHbio
Mukynuua> [3]. [lonroe Bpemsa 3abonesaHune paccMa-
TPUBAoCh Kak aTUnMyHoe TeueHne cuHapoma Llerpena
[4]. B 1967 romy 6biro ony6nvkosaHo nepsoe coobiie-
HWEe O CeMelHOM cryvyae MynbTudokanbHoro dunbpo-

CKIlepo3a C 3abpIOLLMHHBIM, CPefOCTEHHBIM hMbpo3oM,
CKIEPO3MPYIOLLMM XOMaHTUTOM, TMPEOUAMTOM W MCEeB-
poonyxonbio opbutsl [5]. B fanbHenweM BbISICHUMM, UTO
npu 1gG4-C3 MoryT BbITb NOpaxeHbl pasfnyHble TKaHU 1
opraHbl. OnuncaHbl NOpPakeHWst NPaKTUYECKN BCeX opra-
HOB 1 TKaHew Npu LlaHHOM 3ab0neBaHuK Kak y B3poCHbIX,
Tak u y peteint [6-8]. Hambonee yacTbie mposiBrieHus
IgG4-C3: 1gG4-C3 ayTOMMMYyHHbIM naHkpeaTuT, 1gG4-C3
CKIEpO3NPYIOLLMIA  CMANOafeHUT, MOpPaXeHne TKaHew
opbutbl 1 1gG4-C3 peTponepuToHeanbHbin mbpos, Ko-
TOPbIN HEPEAKO MPUBOAWT K NepuapTepuuty, nopase-
HUIO Noyek v ypeTpsbl [7, 8.

YunTbiBas pegkocTb M TPYAHOCTb  AMArHOCTWKM
IgG4-C3, cBepenus ob anupemunonorun atoro 3abone-
BaHWS HEOJHO3HauHbl. Tak, coobLyaeTcs, YTo B ANOHUM
ero pacnpocTtpaHeHHocTb cocTaBnseT 100 cnyuyaes Ha
1 MnH HaceneHus, a exeropHas 3aboneeaemocTb —
1:100 000 [91].

IgG4-C3 npeunMyLLeCTBEHHO MOpasKaeT MauueH-
ToB B Bo3pacTte 50-70 net, yalle BCTpeyaeTcs cpeau
MYMUMH (COOTHOLLEHWUM BCTPEUAEMOCTU Y MYKUMH K
weHlmH — 2,8:1) [9-11]. Y neteit, N0 AaHHLIM MesKay-
HapoOHOW NWTepaTypbl, OMMCAHO TOMbKO 25 cnydyaes
IgG4-C3 c pebioToMm B Bo3pacTe oT 22 Mec. fo 17 net
(cpennwit BospacTt —13 neT) [12].
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OnmcaHo HecKONbKO TeHeTUYecknx (DaKTopoB,
BO3MOXHO, Npeppacnofaraiolmx Kk passutuio IgG4-C3:
Hanuune HLADRB1*0405, HLA-DQB*0401 [13]; npen-
nonaraeTcs Takke CBA3b C MOSIMMOPM3MaMn FEHOB,
kopupylowmx CTLA4, cakTopoM Hekposa Omyxonu o
(®HO-0), FCRL3 u TLR4 [14-16], omHako naToreHes
[aHHOro 3aboneBaHWst OCTaeTCA B 3HAUUTENbHOM CTe-
MEHW HeusBeCTHbIM. 3aboneBaHve WMMeeT NpPU3HaKK,
XapaKTepHble KaK AN ayTOMMMYHHOW, Tak v Ans an-
nepruyeckoii natonorun [1]. Tak, y HekoTopbix nauw-
eHTOB ObHapysuBaloTCs ayToaHTuTena (aHTuHyKne-
apHbIn hakTop, peBMaToMIHbI (PakKTop, aHTUTena K
naktodpeppuHy 1 avruppase ) [17]. B opyrom uccre-
L0BaHWV NPELNOSIoKeHa Posib MOSEKYNAPHON MUMUKPUN
H. pylori c pa3BWTMEM MEPEKPECTHOr0 WMMYHHOIO
oTBeTa Ha aHtureH H. pylori [18-19]. B HekoTopbix
Cnyyasx MeeT MeCTO OTIIOXEHWE B TKaHAX MMMYHHbIX
KomnnekcoB [19]. OgHako ayTOMMMYHHbIM (beHOoMeH
He Obin YHMBEPCANbHON HAaXO[KOM y BCEX MaLMEHTOB C
IgG4-C3.

CBMOEeTENbCTBOM anneprnyeckoro KOMMoHeHTa 3a-
BoneBaHusA ABNAIOTCS COMYTCTBYIOLLME anfepruyeckmne
3aboneBaHus (aTonunueckuit gepMatuT, BpoHXManbHas
acTtMa) [20], koTopble BbisiBnsioT y 40% nNauUMEHTOB C
IgG4-C3, a Takke noBbiweHne Th2-3aBUCUMBIX LIUTOKU-
HOB B MOPAMKEHHbIX TKaHAX, 303MHODUINA U MOBbILLE-
HWe cbiBOpOTOYHOrO IgE y MHorux nauuenTos ¢ 1gG4-C3
[21]. Bo3aMoxHO, Th2-LMUTOKMHBI (MHTepneHKMH—4 " p,p.]
B COBOKYMHOCTW C MHTEPNENKNHOM-10, KOTOPbIN Takke
obHapyu1Banu B TKaHAX MHOrMx nauueHToB ¢ 1gG4-C3,
Y NPUBOJSAT K MOBLILLEHHOMY CUHTe3y IgG4 [22].

[pyras nuHMA uccrnepoBaHUM yKasbiBaeT Ha posib
CD4+ uuToTOKCHYECKMX T-NMMCPOUMTOB, KOHasbHas
nponudpepaumsi KoTopbiXx OBHapyeHa B MOPaMEHHbIX
TKaHsIX HeKoTopbIX nauueHToB ¢ 1gG4-C3 [23]. UnTep-
nevkuH-1, wHTepdpepoH-raMMa v ApYyrve LIMTOKMHDI,
MPOJyLMPYEMbIE 3TUMMU KIETKaMW, — MOTEHUMasIbHbIe
mMeamaTopbl mbpo3sa, KOTOPbIA [OMUHUPYET B rucTona-
Tonorum IgG4-C3.

TeM He MeHee He YCTaHOBMEHO, YTO aKTUBUPYET Te
WA MHble nonynsaumMn T-nMMAOLMTOB, HET YETKOW CBA-
31 Mexay PasnMYHbIMK MaTOreHEeTUYECKMMMU acneKTaMm
IgG4-C3. 3T0T haKT 3aTPynAHSAET He TOSbKO MOHVMMaHKe
3aboneBaHus, HO M MOAXOMbI K ero Tepanuu [24].

Hepenko [9G4-C3 cTaHoBMTCS CllyyalHOW Ha-
XOOKoW npv obcrnenoBaHuy Mo MoBoAy Apyroro 3abo-
feBaHVs, MpPW NPOBEAEHUM YNbTPa3ByKOBOrO McCcre-
posaHus  (Y3M), komnbloTepHoi Tomorpadoum  (KT),
MarHUTHO-pe3oHaHcHoi ToMorpadoun (MPT), a Takwke
MPW FUCTOMOMMYECKOM WCCNEefOBaHUN MAMONATUYECKUX
06beMHbIx obpasosaHuit [25]. Y neTeit, No AaHHLIM He-
MHOIOYMCIIeHHbIX coobLleHuid, Hanbonee yacTo GbiBaeT
rnopaskeHa noaKenynoyHas skenesa u Tkanm opbutsl [12].
Y mauneHTOB C MopaxeHneM opbuTbl MOKeT HabropaTb-
cs besbonesHeHHas OLHOCTOPOHHAS U [BYCTOPOHHSAS
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MCeBAOOMNYXOMb, 3pUTEMA M MPOMTO3, Kak MpaBuio, C
MUHKMMasbHOW Boe3HeHHOCTbIo. TMCTOMornyeckme uc-
cnepfoBaHus B1ONTaToB, BbIMOSHEHHbIE MPU MAMONATU-
YyeckoM BocnaneHun opbut, B 42% cnyyaes noaTeepan-
nm amarHos «lgG4-C3» [26].

YuuTbiBas ABMEHWE MNpoMnTo3a, B MNaTONOrMYecKmi
MPOLIECC MOryT BOBJIEKATbCA 3KCTPAOKYMSAPHbIE MblLL-
ubl (30M) unu MaArkrne TKaHW OPBUTBLI, UTO MOXKET BbI3bl-
BaTb 60OMb, AMNIONMIO, OFPaHUYUTENBHOE KOCOrmasue u
pacLUMpeHue NOArNasHUYHOro KaHama UM KocTu. Pexe
HabriopaeTcs cCxuMalowwas onTUYecKas HesponaTus,
Bbl3BaHHasi 04aroBbiM UM andddy3HbIM 0Myxonenopob-
HbIM BOCMaNUTESIbHbIM MHAIUMBbTPATOM, KOTOPbIA MOXKET
MPMBECTM K YaCTUYHON MoTepe 3peHusi, adhdpepeHTHo-
My 3pauykoBOMY AeddeKTy Wiun fedhekTaM 3pUTENbHOMO
nonst. OcobeHHO 3TO aKTyanbHO y MauMeHTOB C nopa-
YKEHWEM 3PUTENBbHOIO HepBa B MHTpaopbuTanbHOM OT-
Lene, OQHaKO MOTepsi 3peHns KpanHe pepka. B penkux
cnyvasix, Bbl3BaHHbIX ckneputoM IgG4-C3, y naumeHToB
MOXeT HabmofaTbCA MHBEKLMS KOHBIOHKTUB U CKIep C
YXYLLUEHWEM 3peHUA. Y NaLMeHTOB C BHeOpbWTasbHbIMK
oYyaraMmy MOMeT MPUCYTCTBOBaTb CUCTEMHas numdage-
HonaTms, NpuYeM Hanbonee YacTo NOPaXKEHbI OKOMOYLL-
Hble 1 NoAYesioCTHble permoHbl [27-28].

OvarHocTtvka IgG4-C3 3aTpymHeHa B CBA3M C rete-
POreHHOCTbI0 BOMEe3Hn, a TakKe HW3KOW OCBEAOMIIEH-
HoCTblo Bpayen. OTnnuutensHas yepta IgG4-C3 — mac-
CUBHasi nuMdponnasMoumTapHas UHAOUIbTPaLMs ¢ npe-
obnapannem |gG4-no3UTUBHBIX KIETOK B MOPAsKEHHbIX
TKaHsX, 06bIUHO compoBoxpatoLLascs ubposom, dne-
ButoM 1 303nHOCUNNEN. [oBbILLIEHWE CbIBOPOTOYHOIO
IgG4 oTMevaloT y AByX TpeTe nauneHToB. XOpoLUui OT-
BET Ha Tepanuio CTEPOMAAMM TaKKe MOKET ObITb AnarHo-
CTUYECKM 3HAUMM, OLLHAKO KaxkObli U3 3TUX CUMMTOMOB
M30NMPOBAHHO BCTPEYaeTCA MpU LIeNIoM paae Apyrux 3a-
BonesaHuin. IMEHHO NO3TOMY KOHCEHCYC MeXayHapoa-
HOM MEXOMCLUMNIIMHAPHONW rpynnbl akcnepTos 1gG4-C3
MPensiokun AMarHoCTUYECKUE KpUTEpPUM, OCHOBaHHbIE
Ha COBOKYMHOCTM KITMHWUYECKUX, TabopaTopHbIX U TMCTO-
norundyeckux pamHbIx [29] (tabm. 1). QuarHos cuntaetcs
OOCTOBEPHbIM MPU HanW4uM Tpex KpuTepues; BEpOAT-
HbIM — MPW HanmuumMn KputepveB 1 n 3; npepnonarae-
MbIM — MK codeTaHnmn kputepues 1 n 2 [29].

OndbdbepeHumanbHbii guarHos IgG4-C3 3aBucut oT
NOKanu3aumm, KINMHUYECKUX NPOsIBIIEHUA U MUCTONOrn-
YecKoi KapTuHbl. [udbdepeHumnanbHas AMarHocTuKa
OOJSKHA B NEPBYIO OYepefb BKIIOYaTb 3M1I0KaYECTBEHHbIE
OMyXO0JIn, NOCKOSbKY MHOTME OMyX0Mn UMEIOT MHGWNb-
TpaTbl, cogepxawme |IgG4-nonoxuTenbHble nnasMa-
Tnyeckne knetku. Kpome Toro, B cnncok audpdepeH-
LManbHOro AMarHo3a BKIOYeHbl [OBPOKaYeCTBEHHbIE
HoBoobpasoBaHus, 6onesHb KacTenbMaHa, BacKynuT
Berexepa, cuHapom LLlerpena u ap. [14, 25, 30, 31].

JTeuenve 1gG4-C3 ycnoBHO MOXHO pa3fenuTb Ha
MHOYKLUMOHHOE, KOTOPOe NPOBOAAT B OCTPON dhase 3abo-



NeBaHws, NOAAEPKMBAIOLLIES, LieNb KOTOPOr0 — KOHTPOSIb
Hah BOCTUIHYTON PEMUCCUEN U NPeoTBPaLLEHME peLm-
OMBa, U Tepanuio peuuanBa B Crlyyae ero BO3HUKHOBe-
Hust [32, 33].

Ha cerogHsAwHMI feHb obLienpuHATbie npenaparbl
MHOYKUMOHHOW Tepanun 1gG4-C3 — rniokokopTMKocTe-
pounpbl (TKC) [20, 25]. OpHako, Kak 1 npu OPYrux Ho-
3onorusx, y naumentos c IgG4-C3 anutensHoe npume-
HeHve TKC npuBOaMT K Cepbe3HbIM OCIIOKHEHUAM, YTO
CHWKAET KauyeCTBO KWM3HM MauMeHToB (0CTeomnopos ¢
noCrnenylowLMMN KOMMPECCUOHHBIMU MepenoMaMmn no-
3BOHKOB, aBaCKYISAPHbIA HEKPO3 FOMoBKM BefLpeHHbIN
KOCTW, MHCPEKLIMOHHBIE OCOMHEHWS, MCUX03bl, Pa3Bu-
TWe CTEPOMEHOIO OKWPEHWS, apTeEpUanbHON rUNepTeH-
3uu, cTepounaHoro anaberta) [33-37]. KpoMe Toro, otMe-
Ha CTepoMaoB BO MHOMMX Cfly4Yasx NPUBOAMT K PasBuTMIO
peunauBa 3abonesanus. Tak, B rpynne u3 563 naumeH-
ToB 13 17 KNnHMYeckux LeHTpoB Anonum c IgG4-C3 naH-
KpeaTuTOM NpOBEAEHO PETPOCNEKTUBHOE UCCMEA0BaHNE
no oueHke adpdpekTuBHocTH Tepanum TKC: B 32% cny-
yaes nocne otMeHbl [KC peumans oTMevancs B nepeble
6 mec.; y 56% naumeHToB — B TeyeHwe 1 roga; y 76%
— B TeyeHune 2 net; B 92% cnyvyaes peumanB BO3HMKan
B TeyeHue 3 fieT oT MoMeHTa Havana Tepanum ['KC [38].

BTopas muHuA Tepanuu — puTyKCcMMab, KOTOpBbIV
npUMeHsieTcs B OCHOBHOM npw peumnanse 1gG4-C3 u/unu
pesucteHTHocTU K [KC, opHako 3TOT npenapaT MOXHO
“CMonb30BaTh W ANs CTapToBO Tepanun [36-37].

B 2015 ropy 3aBepLueHa Il dhaza nepsoro npocnek-
TUBHOMO OTKPBITOFO  MCCIIeA0BaHWS, MOCBALLEHHOrO
oueHke atdEKTUBHOCTY ¥ MEPEHOCMMOCTUN PUTYKCHMA-
Ba Kak Tepanuu nepeov NuHUK y naumeHToB ¢ IgG4-C3.
B uccneposaHve Bbino BknoyeHo 30 nauneHTos: 97%
M3 HUX OTBETUNM Ha Tepanuio K 6-My MecsLy; MosHas
pemuccus K 6-My Mecsauy beina pocturvyta y 47% na-
LMEHTOB. 3aperncTpyMpoBaHbl 3 peumauBa B Nepuon 0o
6 Mec. n 4 peumauBa — oT 6 fo 12 Mec. nocre OTMeHbI
Tepanuu [38].

F. Karim v coaBT. NpoBenu peTPOCNEKTUBHbIA aHa-
13 Tepanuu B rpynne u3 25 naumeHToB LETCKOro BO3-

Tabnuua 1
IunarHoctuueckune kputepun 1IgG4-C3

Ne J[InarHoCTUYECKUn KpUTEpPUIn

I'McTonornyeckme NokanbHble Unn AncysHble M3MEHEHWs B 0IHOM
1 vnn HecKonbKux opraHax ¢ MHcbunbTpaLmeit IgG4-nonoxkmTeNbHbLIMMU
nnasMaTuieckuMm knetkamu (> 10 B mone 3peHns)

2 KoHueHTpaums 1gG4 B cbiBopoTke Kposu = 135 Mr/an (= 1,35 mr/mn)

XapaKTepHas rucTosiornyeckas kaptuHa:
® n1MMcPoNNasMoLMTapHbIA MHUNLTPaT
3 ® ouary «BepeTeHoobpasHoro» cmbposa
e obnuTepupyiowmii hnebut
@ YMEepeHHO BblpaeHHas 3031Hochunms

pacTa (o1 22 Mec. no 17 net) [12]. MpenapaTtom Bbibopa
y 23 peteit 6binn TKC. Mocne otMeHbl TKC y 10 (43%)
[eTeil OTMeuYeHa PeMUCCUs; y OCTamnbHbIX MNPOBOAMM
nonbop NpOTUBOPELMAMBHOM TEPANUK C UCMOSb30BaHNEM
MUKodbeHonaTa ModpeTuna, asaTMonpuHa, MeToTpeKkca-
Ta. Putykcumab npumMensnu y 4 peten ¢ pecppakTepHbIM
TeueHveM IgG4-C3 — achcheKT bbin nonoskmTensHbiM [12].

TakuM 0Bpa3oM, Hapspy CO CIOMHOCTAMMW OMarHo-
cTukm IgG4-C3 HepelueHHoW ocTaeTcs npobnema Bbibo-
pa 6esonacHon 1 adhpekTMBHOM Tepanun 3abonesaHus,
0CcoBeHHO y nepmaTpuyeckux naumeHTos. [peactaBns-
eM KnuHuyeckui cnyyai 1gG4-C3 y naumenta 13 ner,
npoxogmeLlero neyenne B HMWLL peTtckoin remartono-
FUW, OHKOMOrMU U MMMyHOMOrMK uM. [IMuTpusa Porayesa
MwunH3agpasa Poccum B 2016—2017 rogax.

KnuHunyeckoe HabnopaeHne

Manbunk, 13 net, B mione 2016 roga obpatuncsa K
0ddTanbMOosIOry MO MECTY MUTENbCTBA B CBA3M C Xaso-
6aMu Ha runepemMuio BO BHYTPEHHEM YITly NEBOro rnasa
n cnesoteyeHne. OpTanbMONOr NPeAnonoXUi AnarHo3
«CKIEPUT, KOHBIOHKTUBUT>. Ha hoHe MeCTHOM NPoTUBO-
BOCManUTENbHOW Tepanumn adpcpexTa oTMeueHo He bbino;
Habnlopanoch MArKOTKaHHOE paspacTaHue B yrny rna-
3a, npvcoeauHunac 6omb Npu MopraHuu. BeinonHeHa
Buoncus obpa3oBaHWs: BbIIBNEHHbIE M3MEHEHNS He UC-
Knioyanu numdomy. MIMMyHOrMCTOXMMUYECKoe uccre-
LOBaHWe He NMPOBOAMIMN.

'McTonornyeckuin Matepvan Bbin NnepecMoTpeH B
HMWL, peTckoi remMaTonorum, OHKOOMMK ¥ UMMYHOJO-
rum uM. IMutpua Porauesa Munspgpasa Poccuu, onuca-
Ha Mopdbonornyeckas kaptuHa anddpysHon MHdUMb-
TpaLun COeAMHUTENBHON TKaHW MeSIKUMU MMdoLMTaMu
C HanM4MeM 0YaroBbIX CKOMEHWA 303MHOCMIIOB, OTME-
YEHO TaK¥Ke CKOMMEHWe Mna3MaTn4eckmx Knetok. pum
MMMYHOMMCTOXMMUYECKOM  UCCINE[OBaHNN  BbISBMEHA
nuMdoomaHas runepnnasua ¢ 3Kcnpeccuen numdoum-
Tamu IgG4; bonee 10 nnasMaTUYeCKUX KIETOK B Mone
3peHust akcnpeccuposanu IgG4; cootHowenue 1gG4/ IgG
- 6onee 40% (puc. 1).

B nekabpe 2016 roga npv NnocTynneHnm B OTAENEHWE
ummyHonorum HMUL, neTckov remMaTonorum, OHKOMornm
M UMMyHoOMorun uMm. [Omutpusa PorayeBa MuH3gpaBsa
Poccun Bo BpeMst hm3mnkanbHOro ocMoTpa obpaliano Ha
cebs BHMMaHWe Hannune obpa3oBaHMA Cre3HOro MeLLika
M KOHBIOHKTVBbI (MMOTHOE paspacTaHWe KOHbBIOHKTUBbI
C BaCKynspusaLuei, pacnpoCcTPaHEHNEM Ha BEPXHUN U
HWSKHUIA CBOJbI), MHBELIMPOBAHWe CKIepbl NIEBOro rnasa
(puc. 2 A), a Take wanobbl NaUMeHTa Ha OLUyLLieHWe
avckomdopTa, 60Mb NpY MOPraHuM EBbIM MNa30oM.

B ycnosuax HMWUL [OIOWN wm. Omutpusa Porauesa
pebeHky bbino nNpoeefeHo KoMMekcHoe obcrenosaHue:
MCKT opraHos rpyaHoit krnetku (OIK), opraHos BpioLLHO
nonocTu (OBIM) ¢ KoHTpacTHbIM ycuneHnem, MPT opbur,
ornpepnenieHve KOHLEHTPALMK CbIBOPOTOYHBIX MIMMYHOTJ10-
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BynuHos (Ig), a Takske onpenenexne ux cybrnaccos.

Mo faHHbIM NpoBeaeHHOro obcnenoBaHWs, OTKIOHe-
HUI B NabopaTopHbIX NOKa3aTENsAX HE BbISBIIEHO, BKITIO-
yas onpeferneHue ypoeHs cybknaccos IgG (rabn. 2, 3).
He BbIiBNEHO Takse nuMdajeHonatum M MOpaseHus
Lpyrvx opraHoB. 1o gaHHbIM MPT opbuT, BbISIBNIEHO oMy~
xoneeupgHoe obpasoBaHMe MO nepepHenaTepasnbHOMy
KOHTYPY NeBOro rnasHoro sbnoka — HenpaswnbHoM dhop-
Mbl, C HEYETKUMU, HEPOBHBIMU KOHTYPaMW, pa3MepoM A0
0,4 x 0,8 x 1,7 cM, Npu KOHTPACTMPOBaHUM OQHOPOLHO
HakannmealpLLee napamarHeTuk. B nesom HococnesHom
KaHane oTMeueH U3MeHeHHbI MP-curHan (T2BW, T2BU

PucyHok 1
'nctonornyeckas kaptuHa IgG4-accoumMmnpoBaHHOro jakpuoape-
HuTa: A — BbipaseHHas NoMMMOPMHOKNETOUYHAA UHDUIbTPaALMS 1
TpabekynsipHbil hMbpo3 TKaHU CRIOHHON Kenesbl ¢ fedopMaumn-
el OCHOBHbIX CTPYKTYp opraHa; okpacka [m3; yB. x 20; b — cpean
MM ONOHBIX CKOMMEHN 1 AN Y3HOro MHpUAbTPaTa BbIABASAIOT-
CA CKOMJIEHWA Nna3MaTUYeCKnX KNeTok; okpacka MMsa; yB. x 60;
B — 6onblUMHCTBO MMa3MaTUUYECKMUX KNEeTOK 3KcrpeccupyioT 1gG;
yB. X 40; I — 6onee 40% IgG-no3nTnBHbLIX Na3MaTUYECKNX KNETOK
akcnpeccupyiot 1gG4; yB. x 40

7 'Ls i 3 .

PucyHok 2
Nnnamuka IgG4-C3 Ha dhoHe npuema pykconuTuHuba: A — oo Tepa-
nun; b — Ha 7-i geHb Tepanuu; B — uepes 2 mMec. Tepanuu
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fat sat — cnaborvnepuHTeHcmBeH, T1BW — nsomHTeHcH-
BeH) pasmMepoM [0 2,5 cM (afMHHKK no kaHany) x 0,4 cMm
(nonepeunbiit) x 0,5 cM (nepenHesamHuin), Npu KOHTpa-
CTMPOBaHUM HaKanMBalOLLMA NapaMarHeTuK, BbIMOSHSA-
oMt npoceeT KaHana (o 90%). B BuoMMbIX oTmenax
FOMOBHOrO Mo3ra ybeauTenbHbIX AaHHbIX 3@ 04aroBble
naMeHenus MP-curHana oT ceporo u benoro BelecTBa
He onpegensnocs (puc. 3).

TaknM 06pasoM, Ha OCHOBaHUM aHAMHECTUYECKMUX,
KIIMHUYECKMX,  NabopaTopHbIX,  MHCTPYMEHTasbHbIX,
a TaKXe TUCTONOMMYECKUX [aHHbIX, WCKIIOYMB 310~
KauyecTBeHHble HOBOOOpasoBaHust (nuMdpoMy, ape-
HOKapLMHOMY Cre3HOM enesbl, pabpoMuocapkomy
ra30ABMraTesibHbIX MbILUL) M LOBPOKaUYECTBEHHbIE HO-
BoobpasoBaHus (KapOTMAHO-KABEPHO3HOE COYCTbe, 3H-
LOKPWHHYIO 0pTanibMoNaTuio, CUCTEMHble 3aboneBaHus
COEAMHWUTENbHOW TKaHW — NTOKanbHbIA BapuaHT rpaHyne-

Tabnuua 2
KoHueHTpauua UMMYHOrno6ynmHoB B CbIBOPOTKE
WUMMyHorno6ynuH Kouue:/'rjfaum, Hor[/)::a,
Ig A 2,11 1-23
IgM 1,58 0.6-2,6
Ig G 15,3 8,7-20
Tabnuua 3
UccnepoBaHue cybknaccoB uMMyHornobynuHa G
Cy6nonynsauus 1gG KOH""e:'/TJ_?au"”' Hore:a,
61 9,86 3,62-10,27
62 6,03 0,81-4,72
63 0,694 0,138-1,058
G4 0,556 0,049-1,985

PucyHok 3

MPT ronosHoro Mosra v opbut Bo OpPOHTaNbHOM W CarnTTanbHoM
NPOEKUMAX; CTPefika yKasblBaeT Ha onyxoneBupgHoe obpasoBa-
HWe Mo nepeAHenaTepanbHOMY KOHTYPY NEBOrO rnasHoro sbrnoka
pasmepom o 0,4 x 0,8 x 1,7 cm




MaTo3a C nonuaHrumtom (BereHepa), capkoupnos), 6bio
amarHocTvpoBaHo 1gG4-C3 opbuTbl.

B kauecTBe Tepanuu NpeanosKeHo NpoBEfEHUE 3KC-
MEPUMEHTASIBHOTO MPOTOKOA JIEYEHUsS C MUCMOSIb30Ba-
HWeM npenapaTa nHrnbutopa JAK-kMHa3 — pyKconutu-
Huba (dwakasu). Tepanus Gbina onobpeHa KOHCUNYMOM
CMeunanucToB; MaTb NaLlMeHTa nognucasna MHopMupo-
BaHHOe cornacvie Ha NpoBefeHne Tepanuu.

Ha choHe WHMUMMpOBaAHHON Tepanuu PyKCONUTU-
HWboM B fo3e 30 Mr/cyT Ha 7-ii AeHb OTMeveHa Bblpa-
KEHHAsA MONOMKUTENIbHAA AMHAMKUKa B BUAE YMeHbLUEeHNS
pa3MepoB obpasoBaHusi (puc. 2 B), yepe3 2 Mec. OT
Hayana Tepanuu pas3Mep NCeBOOOMYXOMNM COKPaTUIICS C
25 0o 10 MM (puc. 2 B). Ha choHe nposoamMoit Tepanuu
HesKenaTesbHbIX IBMEeHWU He oTMeyeHo. Tepanus Bbina
npoponkeHa [39].

MHEHUE 3KCMNEPTA

A.10. lllep6buHa, npodheccop, 3aBenywolas oTae-
JneHuneM nmmyHosnoruv HMUL ArOU M. AMutpusa
PorayeBa MuH3pgpasa Po

IgG4-C3 — sHurmMaTuuHoe 3aboneBaHue, a BO3MOK-
HO, W Tpynna pa3HOPOOHbIX COCTOSHWM, 06bEeAVMHEHHbIX
06LLUMMN MpU3HaKaMW: OTIMUMTESNIbHAsA TMCTONOrMYecKas
KapTuHa ¢ mMBpo3oM U1, Kak crenyeT 13 Ha3BaHWs, NoBbI-
weHveM IgG4 B CbIBOPOTKE M Ha MOBEPXHOCTU MHOWIb-
TPUPYIOLUMX TKaHU numcpoumnTos/nnasMoumuToB. OpHako
dhmamnonornyeckoe 3HayeHve camoro IgG4 He oo KoHua
onpeneneHo. Ha gonio IgG4 npuxopmtcs MeHee 5% obLue-
ro IgG. lNpeanonaraeTcs, YTo OH UrpaeT pPosib B UMMYHHOM
0TBETe NPOTUB HEKOTOPbIX, KaK NpaBuIio, He bakTepuarnb-
HbIX, MATOreHoB, a Takxe B (DOPMMPOBAHMM TONEPaHT-
HocTv Kk annepreHaM. OcoBeHHOCTM aMMHOKMCIIOTHOrO
cocTaBa MpUBOAAT K crabomy ceAsbiBaHmio IgG4 ¢ Clq m
Fcg-peuentopamu, v kKak CrencTBue, OH UIPaeT orpaHu-
UEeHHYIO POrib B aKTUBALIMA MMMYHHOM cucTeMbl [40].

[Opyraa ocobeHHocTb ™Monekynbl 1gG4 — obmeH
Fab-arm. ucynbduaHbie CBA3M MEXAOY THKENbIMU Liens-
MU Monekyrbl cnabee, yem B apyrux cybknaccax IgG, uto
BefeT K AMCCOLMaLMN U CIlyYaiHON peKOMBMHaLMK KOM-
MIEeKCOB «TsKefas + ferkas Lenb» Mesay aHTUTenamm
pasHoi creumdmyHocTn. PaKkTUYeCKn Takue retepobu-
BarieHTHble aHTUTEeNa beHKLLVIOHI/IpyIOT KaK MOHOBaJeHT-
Hble 1 TepsloT cnocobHocTb 0BpasoBbiBaTb UMMYHHbIE
koMnriekchl [40]. OgHako IgG4 crnocobeH CBA3bIBaTb KOH-
CTaHTHbIM OMEH Apyrux IgG, YTo NO3BOMSIET EMY MHAKTU-
BMPOBaTb PEBMATOMAHbIN DaKTOp W, BEPOSITHO, 0bycnaBs-
NMBaET ero NPOTMBOBOCMANMWTENbHbIE CBOMCTBA.

BblBO[bI

YuntbiBan adppekTnBHocTb Tepanumn 1gG4-C3 ¢ mc-
NoNb30BaHMEM PYKCONMWUTMHWOA Yy [aHHOMO nNauueHTa,
HeobxoauMo fanbHelillee M3yuyeHne 3TOro Bupa Tepa-
nun y BonbLUero Yncna nauneHToB B Lieffx OLEHKM ad-
dpeKTBHOCTM 1 Be30MacHOCTN NPUMEHEHWSt UHIMBUTO-
pos JAK-K1Ha3 B neuveHun IgG4-C3.

WUCTOYHUK PUHAHCUPOBAHUA
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbu MOATBEPAMNM OTCYTCTBME KOH(DNMKTA MHTEpPecos,
0 KOTOPOM HeobxoanMo COOBLLUTD.
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3kcneptbl 1gG4-C3 cxopsTCs BO  MHEHWMM, U4TO
IgG4-aHTuTena npy aToM 3aboneBaHnmn, ¢ OOHON CTOPO-
Hbl, He creumdmnyHbl (IgG4 MoskeT BbiTb MOBbILLEH MpK
BornesHn KacTtenbMaHa, capkoupose, 303MHOMUITBHOM
rpaHyneMartose), a ¢ apyroi — He oBycnaenvBaioT na-
ToreHe3 1gG4-C3 n ckopee ABNAIOTCA CNeacTBMEM Mpo-
TUBOBOCMANMUTESIbHOrO WMMMYHHOrO OTBETA Ha MepBO-
HavanbHbIM npouecc. K coskaneHuio, maToMexaHW3Mmbl
3TOr0 MepBoHavasibHOro rnpouecca [0 KOHUA He pac-
wmcppoBaHbl [41-42].

[laHHoe KnuHMYeckoe HabriofeHve npencTaBns-
€T MHTEPeC He TOJMbKO BBMAY PEAKOCTU BO3HUMKHOBEHMS
IgG4-C3 y peTew, HO 1 B CBA3M C UCMOSIb30BAHWEM HO-
BOr0O MOAX0AAa K CUCTEMHOMY neuyeHuio 3aboneBaHns —
npuMeHeHneM uHrnbutopa JAK-kuHas (pyKconmTuHmo).
TeopeTUUeCKoOM OCHOBOW 3TOr0 3KCMEepUMEHTasbHoro
BMOA NeYyeHns cTan ToT hakT, Yto B natoreHese lgG4-
C3 urpaet pornb Uenblit pan umtokuHos (IFN-y, MIM-2,
WnN-4, UN-5, UN-10, UN-13), cnocobHbIX aKTMBMPOBaTbL
JAK-STAT  (Janus  Associated  Kinases—Signal
Transducer and Activator of Transcription) — curHanb-
HbIM MyTb, UrpaloLLMiA BaXHYI0 poOnb B remMornoase u
hyHKUMM MMMYHHO cucTeMmbl [43-47].

PykconuTuHnb — cenektuBHbii nHrnbutop JAKL u
JAK2-knHas. Micnonb3oBaHve pykconutuHuba npusoaut
K BriokMpoBKe nepenaun curdana JAK-STAT, uto, npen-
MOSIOMMTENBHO, MPEepbiBaeT NaTOMOrMUYECKWU Kackap
umTokuHOB npu 1gG4-C3. besycnoBHo, achdheKTUBHOCTb
[aHHOro MeTofa Tepanuu y eaMHUYHbIX 6osbHbIX [39]
TpebyeT panbHemwero NOATBEPXKAEHWA Ha 6ombLunx
rpynnax MaumMeHTOB, OfHAaKO B MEPCMEKTBE Tepanus
MHrMBuTopoM JAK-KMHA3 MOXeT CTaTb anbTepHaTUBOM
'KC, puTykcMMaby 1 NpUMEHATHCS Kak C LEemnblo MHAYK-
LMW PEMUCCUM, TaK U NS ee NOAAEPKaHNS.
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XpOoHMUeCcKas peakumus <TpaHCMnaHTaT npoTue xossauHa» (PTMX) ocTaeTcsd BEAyLUMM OCMOKHEHM-
€M anyioreHHoN TpaHCMaHTaumMu reMonoaTMYecKnx CTBOMOBbLIX KieTok (TICK), onpepensiowmm
MOpaseHNe MHOKECTBA OPraHOB U CUCTEM, U XapaKTepuayeTcs KOMBUHaLMel ayTo- U anioMMMyH-
HOWM aMcperynauum, hoopMMpoBaHNEM UMMYHHOMO fiehnLIMTa 1 HApYLLIEHWEM KayecTBa Xu3HWU. YacTo-
Ta BO3HWMKHOBeHUs xpoHuyeckoi PTMX npu annorenubix TICK coctasnset 30-70% y B3poCsbixX W
15-40% y petei. CNOXHOCTM B OMArHOCTVKE U NeveHnn xpoHndeckor PTIIX cBsA3aHbl ¢ npobnema-
MU YHUDVKALMK OLIEHKM NOPaXeHUs U CTEMEHM ee TAeCTU. B naHHOM 0630pe onncaHbl COBPEMEHHbIE
BO33PEHUA Ha NaTOreHes, MeXAyHapoLHble KPUTEPUM AMArHOCTUKM, NPeAcTaBfeHbl HOBble MOAXOAb
K Tepanuu aHHOr 0 OCIIOMHEHWS.

KnioueBble cnoBa: xpoHn4yecKasi peakums «TPaHCIaHTaT NpoTUB XO3SMHa», aslfioreHHas TPaHc-
nnaHTaunsa reMono3TMYECKMX CTBOJIOBbIX KITETOK.
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AHO W3 BaKHEMLUMX OCIIOKHEHWW anfioreHHon
TPaHCMNaHTauMM reMonoaTUYECKUX CTBOMOBbIX
kneTok (TICK) — peakums «TpaHcnniaHTaT npo-
TMB x03auHa» (PTMX). Bnepsbie PTMX Bbina onucaHa
B 1955 rofy y obnyyeHHbIX MbiLLEW, KOTOPbIM nepeca-
JKUBASIM ansioreHHble KneTku cenesedku [1]. B panb-
HEMLeM CTano OYEBWOHO, YTO KIMHWYECKME nposBre-
HUA 0AHHOIO COCTOSIHWA — pe3yrnbTaT B3auMOLENCTBUA
VIMMYHOJOrMYECKM KOMMETEHTHbIX JOHOPCKUX KIETOK C

octpon PTIMX 6e3 oTAMUMTENbHLIX CMMMNTOMOB
XpoHuyeckon B TeveHne 100 gHew n bonee nocne
TPaHCMMaHTaUMM UM MHAY3UM LOHOPCKMX NUM-
choumtos (MAMN) (vacTo HabriogaeTca Npu oTMeHe
MMMYHOCYTPECCHUBHOM Tepanium);

® <CUHOPOM MepeKpecTa» OCTPOM U XPOHUYECKON
PTMX (MaHudbecTaums 1 Toit, 1 apyroi);

@ XpoHnyeckas PTIX.

CornacHo KoHceHcycy BO3, oBe nocnegHue kate-

MMMYHOKOMMPOMETUPOBAHHBIM <X03AUHOM> [2].
B HacTosLLee BpeMs pa3nuyaloT YeTblpe KaTeropum
PTNX [3]:
e Knaccuyeckas octpasa PTMNX (naTHucTo-nanynes-
Has CbiMb, TOLIHOTa, PBOTa, aHOpeKCcKs, Nnpodpy3-
Hasi ouapes, Urneyc, XonecTaTUYecKuit renatur),
BO3HMKaloLast B TedeHne 100 gHel nocne TpaHc-
nnaHTaumMm vnu nHAY3MM SOHOPCKUX NIMMADOLM-
TOB;
e nepcvcTupyloLas,  Bo3obHoBRsOLWAsACS  wnu
no3gHsasa ocTpas PTIMX — npu3Haku knaccuueckon
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ropun OOpMMPYIOT LUMPOKYIO KaTeropuio XpOHUYECKON
PTMX, npy aTOM «CUHAPOM MepekpecTa» — NpPorHoCTU-
uecku Hanbornee HebnaronpusTHbIN [4].

XpoHuueckasa PTIMX ocTtaetca onHWM m3 Hamnbonee
TSKESbIX U ANUTESIbHO MPOTEKAIOLLMX OCIIOKHEHWA an-
norenHom TI'CK, cnocoBHbIx NPUBECTM K KOMMIIEKCY OT-
CPOYEHHbIX MPObMieM v MHBaNMAM3aLMKN, 1 BCTPeYaeTCs
y 30-70% naumenTos [5].

XpoHuueckasn PTIMX xapakTepusyetcs KoMbuHaLm-
el ayTo- WM annovMMYHHOM OUCPErynsaumMu C nopaxe-
HMEeM MHOEeCTBa OpPraHoB U CUCTEM, (POPMUPOBaHMEM
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MMMYHHOIO AedpmumnTa N HapyLLEeHUeM KayeCcTBa XU3HW.
YacToTa ee BO3HWKHOBEHWSA Y AETEN HUKE, YEM Y B3POC-
nbix: okono 15-20% — npu TI'CK oT poacTeeHHOro co-
BMecTUMoro goHopa u 40% — npu TI'CK oT HepoacTeeH-
Horo goHopa [6-8]; npu annorexHbix TICK y B3pocribix
— 30-70% [9]. OnHako BnusHMe xpoHuueckoi PTIMX Ha
MOCMEenyIOLLYIO U3Hb Y [eTei ropasfo Bbille, Tak Kak
CTpapjaloT poCT U pasBWUTWE IOHOrO OpraHun3Ma, a Bpe-
MEHHOM NMPOMEXYTOK ANA peanu3auuu HebnaronpusT-
HbIX NOCMEeACcTBUI o4YeHb BONbLLON.

C yBenuueHneM konuyecTsa anbTepHaTuBHbIX T CK,
MCNONb30BaHNEM HEPOACTBEHHbIX [OHOPOB, AOHOPOB C
AQHTUrEHHBIMW PACXOXAEHUAMM, NPU CTUMYMALMM [OHO-
POB rpaHynoLMTapHbIM KOMOHMECTUMYNUPYIOLLMM dhaK-
TOpPOM XxpoHuueckas PTIX ocTaeTcs rnaBHOM NPUUYMHON
netanbHocTM u 3abonesaemocTn peuunueHtos TICK
[10-12]. OTnMuuTenbHble YepTbl AAHHOTO OCMOMKHEHUS —
NMXeHoMIHbIe 1 hMBpoTUYECKNE 3MEHEHWS, MOpaxalo-
LLIMe MHOrME TKaHW M MPUBOASLLME K HAPYLLUEHWIO PYHK-
umniA. TpyaHOCTU B TEYEHUM N AUArHOCTMKE XPOHUYECKOM
PTIMX cBsizaHbl CO CMOMKHOCTAMU YHWBEPCaNbHON Aua-
FHOCTMKM U cTaampoBanus [13, 14]. Kpome Toro, nonroe
BPEMS He MOV OMPEAeNINTLCA C KPUTEPUAMM OTBETA Ha
Tepanuio [15], B cBA3K ¢ ueM Bbinn 3aTpyaHeHbl Npose-
OEeHNEe KPYMHbIX KITMHUYECKMX UCCMER0BaHUN U [OCTYM
K HOBbIM mpenapatam [16]. MoMUMO npuMeHeHUs riiio-
KokopTuKocTepouaos (FKC), TepanesTuueckue onumu
0CTaBan1cb BECbMa OrpaHuyeHHbl. TofbKo ponrve po-
KasaTemnbHble UCCMEef0BaHNS, BKITIOYas AOKNMHUYECKMNE
3KCMEepUMEHTasbHbIE MOLENM Ha KMBOTHbIX, MO3BONMNM
BbICTPOWUTb CTPOWHYIO MaTOOU3NOMIOrMYECKYI0 OCHOBY
3aboneBanuA. 3a nocnegHne 5 neT NpousoLLlen CTpemMu-
TeNbHbIN «MPOPbIB> B MOHWMaHWX naToreHesa u buono-
rum XpoHundeckoit PTIX, 4To nossonseT HapeAaTbCcs Ha
nosiBreH1e HoBbIX MOAXOLOB B neveHun [17-21].

[Mocne MHOrOMETHMX UCCrefoBaHUA U 0BCYyKOEHNN
KoHceHcycom BO3 BbipaboTaHbl KpUTepun AnarHOCTUKM
¥ CTaamnpoBaHusa 3abonesaHus xpoHnyeckon PTMX, pas-
paboTaHa LUKana OLUEHKW CTEeMEeHW TAMECTU KIMHWYe-
CKUX MPOSIBNEHWN, NPELMOMEHbI MOKA3aHWS K NEYEHMIO,
KPWUTEPUM OLIEHKM OTBETa Ha Tepanuio [3].

IunarHoctuka mn knaccudmkauma. CornacHo
KpuTepuaM Koncercyca BO3 [3], kK oMarHoCTMUECKMM
KPUTEPUSIM OTHOCHAT U3MEHEHWSI KOKM — OT JIMXEHOMAOB
0,0 NMOJIHOIO CKIEPO3MPOBaHKA, 0bnuTepupyoLLmi BpoH-
XWOJIUT U MOPaXXEHWsI MOMOCTU pTa Mo TWUMy neinkonna-
KWt (BOBMEUEHME KOMMU, NETKUX U CIM3UCTOM MOomocTu
pTa). [IMarHoCTUUYECKUMU KPUTEPUSAMU CUMTAIOT TaKsKe
nopaskeHue nuwesofa (CTPUKTYpbI), BOBIEUEHWe MbiluL
(chbacumuT) 1 cycTaBos (KOHTpaKTypbl). BamHo, uTo gaH-
Hble KIIMHWUYECKME NPOSIBIIEHUS MOTYT BO3HWUKHYTb U A0
100-ro gHa ot MomeHTa TI'CK, nHorma napannesfibHo
TeyeHuto octpoi PTMX. Taknum obpasom, B pMarHocTuke
Hanbornee BasKHbl KITMHUYECKME MPOSBEHUSA, YeM Bpe-
MEHHOWN KOHTUHYYM.

Yawe Bcero xpoHudeckast PTIX pasBuBaetcs Ha
nepsomM ropy nocne TI'CK, xoTsi onucaHbl cnyyan BO3-
HUKHOBEHWS ee W 7 neT cnycTa [22]. [InarHos «xpoHu-
yeckasa PTIX» TpebyeT HanmMuma Kak MUHWMYM OfHOM
OVarHocTMYeckon Manudpectaumm nmbo OfHOro OTAW-
YMTENbHOIO MPOABIEHNSA C NOATBEPKAEHVEM Broncuen,
nabopaTopHbIMK  TecTamMu WM PEHTIeHONOrMYECKUM
uccneposanuemM (rabs. 1). PaHee cTaHpapTHas knac-
cucpukauma xpoHndeckon PTIIX Bkmioyana pasnenexune
Ha OrPaHWYEHHYIO U 3KCTEHCUBHYID ¢opMbl. B HacTos-
Llee BpeMsi pa3paboTaHO MHOKECTBO NMPOrHOCTUYECKMX
MHOEKCOB M M30MNMPOBaHHbIX (DAKTOPOB PUCKa, CO3pa-
Hbl LUKamnbHble OLEHKM CTEMEHW TAKEeCTW MPOsBIIEHUN
[24, 13, 25].

CornacHo KoHceHcycy BO3, pasnuualoT HesHa-
UMTESIbHYIO, YMEPEHHYIO W BbIPAsKEHHYIO XPOHUYECKME
PTMNX: npu He3HaunTe1bHOM — BOBMEYEHbI OQMH-ABa Op-
raHa unu fiokanusauum (kpoMe nerkux) 6e3 KIMHUYECKM
3HAUMMOT0 (PYHKLIMOHANBHOr 0 HapyLUeHus (MakcuMarb-
Ho 1 Bann Bo BCex NopameHHbIX opraHax); npu ymepeH-
HOVM — MO MEHbLUe/ Mepe OOMH OpraH WM y4yacToK C
KIIMHUYECKN 3HAUMMOW, HO He OBLLMPHON OMCHYHKLUMEN
(MakcumanbHo 2 6Ganna), nMbo Tpu v Bonee opraHoB
6e3 HapyLLeHUs KIUMHUYECKOM DYHKUMK (MaKcUMasibHO
1 6ann B KaxooM opraHe), nNubo MMeeTcs MopameHue
nerkvx He bonee 1 banna; npw BbipaxeHHo!H HopMe
“MeeTCs 3HaunTenbHas AncdpyHKUMA (3 6ansia B KakaoM
opraHe) nmbo nopameHune nerkux (2 6anna u Gonee).
OpHako B fanbHewLeM bbl10 MoKasaHo, YTo Takoe pas-
LefleHne MauMeHTOB He BIIMSIET Ha WX BbIXXMBAEMOCTb, a
MHOrAa MoxeT ycyrybnate nporHos [25]. MpennoskeHo
MCNonb30BaTb HOBbIE KPUTEPUM AN MPOrHO3a BblXKMBA-
eMOCTV W TpaHCMMaHTaT-acCoLMMPOBaHHON CMEPTHO-
ctu. MNokasaHo, uTo okono 15-20% naumeHToB C Xpo-
Huueckon PTIMX vMeloT HenpaBWmbHLIM AMArHo3 M Ha
caMOM [ierie MOryT CTpagaTb OT mosgHen octpon PTIMX
— WMEHHO 3TV MauueHTbl C MO3[HeW, NepcUcTUpyioLLe
unu Bo3BpaTHoM ocTpoi PTIX nMeloT ropasao xyaLwmm
nporHo3s [25]. Bonee Tsamernoe TeueHne XPOHUYECKONM
PTMNX nabniopaeTcs Takke Npu «CUHAPOME Mepekpe-
CTa». B KauecTBe NpemuKTOPOB MPOrpeccum n Taxe-
noro TeyeHus xpoHuuyeckom PTMX oTtmeuvaioT TICK ot
LOHOPOB KEHCKOr0 NoJia PELMMMEHTY MYXKCKOMO nona v
npegLuecTsyowwme anusodbl octpon PTIX II-IV cTtapum.
["pynna BblpaxeHHoM xpoHuueckoi PTIX accoumnmpoBsa-
Ha C HU3KOW 0bLLei BbIXKMBAEMOCTbIO 1 Bonee BbICOKOM
netanbHocTbio [26]. B pesynbTaTe rnobanbHoi oLeHKu
M WCMOMb30BaHWS OpraHocneumguyeckoro MHOEKca
MOKa3aHo, YTO MaLMeHTbl Pa3BMBAIOT HE3HAUUTENbHYIO
xpoHuyeckyio PTMX B 10% cnydyaeB, yMepeHHyilo —
B 59% v BbIpaskeHHyl0 — B 31%; AByxneTHAS obLuas Bbl-
KMBaeMOCTb Mpu 3ToM cocTasnseT 97; 86 n 62% coot-
BeTcTeeHHo [13].

KoHceHcyc BO3 pekomeHgyeT npoBonuth Buoncuio
LA MOATBEPXKAEHUA AMarHo3a Mpu HamuMumu OTIvun-
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Tabnuua 1

XapakTepHble NPU3HAKKU U AUArHOCTUUECKME KpUTepuM XpoHudeckoi PTMX [23]

[narHocTnyeckue npusHaku

OTnuunTenNbHbIE MPU3HAKKU

O6wue npusHakn

OpraH Hab6nopaemble =
P (nocTaTouHble ( LI Apyrue ocTpomn
nwnu npu xpoHnyeckomn PTIX, o
L1 NOCTaHOBKM AnarHosa nposiBneHuns W XpOHMYECKON
nokanusauus T [P, HO HepoCTaTOuHble PTAX
P LIS MOCTAHOBKM AMarHosa)
@ [oiikunonepma @ HapyLuenve notooTtaenexus
@ JlnxeHonapl ® /IxTnos ® 3putema
® [lenurmeHTaums
Koxxa @ CknepoTuyeckne nsMeHeHus ® Kepato3 @ Makyrno-nanynesHas Cbifb
@ [lanynocKBaMo3HbIe NOPaXeHus
@ KornbLieBnaHas cknepoaepMmus @ [vnonurMeHTaums ® 3yn
@ CK1epo3npoBaHHble NIMXeHOWAbI ® [vnepnurMeHTaums
® [luctpodpust
@ BepTuKanbHas CUYEPUEHHOCTb
@ J1131C HOrTEBbIX MNACTUHOK
Hortun @ [Irepurmym Horts
(runepTpodhus anoHmxus)
® CyMMeTpUYHas noTeps HOrTeBbIX
NMacTUHOK
@ Bo3obHoBrneHne anoneummn @ VIcToHYeHKe BONOC, 0BbIYHO
c/6e3 pybueBaHus 04aroBoe, }eCTKM1e, TyCKIIble
. CMycTs Nepuop pocTa Bosioc BOOCHI
BonocsaHon (ony [P [
nocne xumuotepanmm) (He cBA3aHO C 3HAOKPUHHBIMM
NoKpoB
@ [loTeps BoONoOC Ha Tene 1 [p. HapyLLeHusMu)
@ LllenyweHue, @ [pexneBpeMeHHoe NnocefeHne
nanynocKBaMO3HbIE Y4aCTKM BOJIOC
@ KcepocToMmust
oM Kr;uene ® [VHrnBuT
PoTtoBas Y o @ Mykosut
@ [lxeHoMaHbIe NPOSBNEHUS @ ATpochusi CrinancTon
nosnocTb ® Oputema
@ [lceBnomeMbpaHbl
® Eomnb
@ fi3BeHHOe nopaseHve
® CyxocTb, 3yn, 6onwm B rnasax ® doTochobus
Mnasa @ PyOLYIOLMIA KOHBIOHKTUBUT @ [lepuopbutanbHan
@ Cyx0/i KePaTOKOHBIOHKTUBUT runepnurMeHTaums
® TouyeuHas kepaTonaTus ® bnechapurt (aputema n otek Bek)
@ JlnxeHonab!
W @ 3posun
® PybuesaHne 1 cTeHo3
FeHuTanum BRaranuLa, cnMo3 @ TpeLnHbl
’ @ fi3Bbl
WK CTEHO3 ypeTpbl
@ AHopekcus
o ® TowHoTa
@ [1LLieBoAHbIE CMalku
® PsoTa
KT @ CTPUKTYpbI MK CTEHO3 @ OK30KpUHHasA NaHKpeoTNYecKan ® [vapes
BEPXHeW 1 cpefHen TpeTen HE[0CTaTOYHOCTb
@ [loTeps Beca
nuLesona
@ HapylieHue passutus
y neten
® 06wwnit 6unupybuH,
®? B 2 pasa > HOpMbI
MeyeHb Ly | B £ pasa >Hop
® AJT® urm ACT
B 2 pasa > HOpMbl
@ 06nuTepupyionin BpoHxmonut, @ 0b6nMTEepUPYIOLINIA BPOHXMONKT, o
pvpytoLLY Op = PvpyloLLi bp ® 06nuTtepupytoLLmit GpoHxMonnT
NOATBEPXAEHHbIA Buoncven MOATBEPXKAEHHDBIA PaANONOrNYecKn . o
INerkune C OpraH13yIoLLECs MHEBMOHMEN
® CuHppoM obnutepupyioLero 1 TecTamu (BO3ayLUHbIE NOBYLUKM
@ PecTpukTuBHas 60ne3Hb Nerkux
6porxnonuTa UM BPOHX0IKTa3bI)
® dacunnt
Mbiwubl, L @ Myo3uT UnIn NONUMUO3UT @ OTek
@ TyronofBMXHOCTb CYCTaBOB
chacumm, (npokcKManbHas MblleyHas @ Cynoporu B MblLLILIAX
VNN KOHTPaKTYpbl BCIIEACTBME .
cycTaBbl cnabocTb; MUanTUM He xapakTepHbl) @ ApTpanrusi uim apTpuT
CcKneposa
® TpombouuToneHus
@ J03nHohunmusa
FeMonoas ® JlmcboneHus
N UMMYHHble ® [vno- nn
HapyweHus runeprammarnobynmHemMmus
@ AytoaHTuTena (AUMAS, UTMN®)
@ PeHoMeH PeitHo
@ BbinoTbl B nepukapn
VNN NeBpasbHyio NosiocTb
® Acuut
® [lepudbepuyeckas HeiponaTus
Opyrue @ HedbpoTnyeckuit cHOpoM

® MwacTeHus gravis

@ HapyLieHus ceppeyHoit
COKpaTUMOCTH
WNN KapaMoMmonaTm

LYKKT — senynouHo-KuweuHblin TpakT; 2 LL® — wenouHas dpoccbatasa; * AT — anaHrHamuHoTpacdepasa; “ ACT — acnapTaTtaMiHoTpaHcdhepasa;
© AVITA — ayToUMMyHHas reMonuTdeckas aHemus, ¢ VT — navonatuyeckas TpoMboLmToneHnyeckas nyprypa.
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TeNbHbIX, @ He AMAarHOCTUYECKUX MPU3HAKOB, HO B paae
CryyYyaeB 3TO MOXeT BbiTb 3aTPYAHWUTENbHO TEXHUYECKM
(HanpuMep, Npu hacummTe UK MoauTe). XoTa AMarHos
«XpoHuyeckas PTIX>» npenMyLLECTBEHHO KITUHUYECKUH,
3ayacTylo 6Buoncua nomoraeT B AudpdbepeHumanbHOM
LMarHoCTMKe OCTPOW 1 xpoHundeckor PTIMX, oudpdpbepen-
UManbHOW AMarHOCTUKE OpYrux COCTOsHWIA (Hanpumep,
paka crmsucToi nonoctu pra) [21]. masHoe maTomno-
rMYeckoe pasnuume oCTpon M xpoHuueckon PTIIX 3za-
KIloYaeTca B XapakTepe Bocnanenus: npu octpon PTIX
NPUCYTCTBYET TWUMWUYHBIA T-KNETOUHbIN MHUABLTPAT U
Bblpa)KEeHHOE paspyLUEHWEe TKaHEW, MpW XPOHWUYECKON
— W3MEHEHWs1 MasloKMeTOYHbl M HocsaT chubponponu-
dhepaTBHbIN XxapakTep. [loncnopbemM Ans guarHoCTu-
K1 CnyxuT oBHapyseHue 303uHodpunum. OHa uvacTo
BCTpeyaeTcs y [eTel U NpeaLlecTBYEeT NOABMNEHMIO KW=
HUYECKMX MPU3HaKOB XpoHudeckoi PTMX [27]. Hop-
Manusaumsa YPOBHS 903MHOCMIOB MPOMCXOAMT Moche
nposeneHusi cuctemuon VICT. B nocnenHue rogpl npen-
MPVMHUMAIOTCA MOMbITKM UCMOJIb30BaTh ANA AMArHOCTUKM
M OLEHKM OTBETA Ha Tepanuio XxpoHunyeckon PTIX Takue
Bromapkepbl, Kak pactsopumblii BAFF, aHTn-[IHK-aHTu-
Tena, pacTBOpPWUMBbIVA peLenTop o K IL-2, pacTBopuMbIii
CD13, ag1noHeKTuH, pacTBopuMblit CXCLS [28-31].

dakTopbl pUcka. K daKTopaM pucka XpoHuue-
ckoit PTIMX oTHocaT npepwecTsyolyio ocTpyio PTIIX,
ncnonb3oBaHve NepndepUyecknx CTBOSIOBbIX KMETOK B
KauyecTBe MCTOYHMKA TPaHCMNMaHTaTa, TpaHCnIaHTauumn
OT HEePOACTBEHHbIX JOHOPOB ¥ AOHOPOB C aHTUMeHHbIMM
PaCXOXAEHUAMU, TPAHCNIAHTaLUUM OT AOHOPOB JKEHCKO-
o Mosia peLmnueHTy My)CKOro nosa, OTCYyTCTBUE aHTU-
TuMouwmTapHoro rnobynuHa (ATI) B KOHAMLMOHMPOBAHUM
¥ cTapLumii Bo3pacT peumnuenTa [22]. MHorue dhakTopbi
pUCKa W NMPOrHOCTUYECKME MPU3HAKUM CYMMMUPOBaHbI B
Tabnnye 2.

MaToreHe3 xpoHuyeckomn PTIMX. B ocHose pa3-
BUTUA OCTPON U XxpoHudeckon PTIX nexaT Kak obuupe,
Tak U COBEPLUEHHO pasnuuHble MexaHuaMbl [33]. Oue-
BWOHO, YTO B MaTOreHe3e rf1aBHYIO POSib UrpaeT KoM-
MIeKC UMMYHHOM NaTOMIOMUK, BKIIOYAIOLLMIA JOHOPCKME
B- 1 T-knetkn, a Takxe Apyrve KIeTouHble NOnynaumm.
MHULManbHO MpoucXomsaT MOBpesKOeHWe TKaHew B pe-

Tabnuua 2
®daKTOpbl PUCKA U NPOrHOCTUYECKUE
(amantupoBaro n3 Socié G, et al. 2014) [21, 32]

3ynbTaTe KOHAMLIMOHMPOBAHWS U BOCMANEHWe C BbICBO-
BoskEHNEM MpOBOCMANMUTENbHbIX LUMTOKMHOB — TNF-q,
uHTepneiknHa-6 (IL-6) v uHtepneikuHa-1 (IL-1). 3n
LIMTOKMHBI COBMECTHO C aHTWUreHamu, obpasyoLimMu-
CA B pesynbTaTe paspyLUeHUs TKaHeih u MUKPOBHOro
B1oLLeHO3a KULLEYHWUKa, MPUBOAAT K aKTVBaUMKM aHTU-
reH-npeseHTMpyoLLMX Knetok (AMK). AKTMBMpOBaHHbIE
AlK cTuMynupyIoT HavBHble T-KETKM BOHOPa U Cnocob-
CTBYIOT AndbdpepeHUMpoBKke T-MMAOLMTOB-XENNEPOB,
unToTokcHueckux T-numdpountoB (Th1l/Tcl — paHHue
LMTOTOKCUYECKME IPPEKTOPbI B KOKE W CIU3UCTLIX
obonoukax), T-NIMMOLMTOB, Bbi3bIBAIOLLIMX MOBPEMLE-
HUEe TKaHel 1 passutue dounbposa (Th17/Tcl7), a Takwe
MPVBOAAT K 3KCMaHCUM 3OPEKTOPHBIX T-KMETOK, KOTOo-
pble onocpeaytoT PTIX B TKaHsAX, BKOYasa TUMYC, nepu-
hepuyeckune NMMAONLHbIE OpraHbl, TaK e KaK KOXY,
neyeHb, KULLEeYHWK, nerkue. B natoreHes octpon PTIX
BOBreyeHbl npeumylecteedHo Th1/Thl7, uto npuso-
OWT K BbIPKEHHOMY pa3pyLLUEHWIO TKaHeW BCRencTBve
anonTo3a, HO MHWUUMambHble MexaHW3Mbl MOryT ObiTb
eouHbIMK 0ns 0benx natonorui. Knetkn Thl7/Tcl7, Ha-
npuMep, MOryT Bbl3blBaTb Kak ocTpylo PTIX, Tak 1 ckie-
POLEPMUYECKMIA BapuaHT xpoHudeckoi PTIMX [34, 35].
T-numcpoumntbl Th2 n Tth akTmBUpylOT B-knetku, obpa-
3ylowme aytoaHTuTena. [loHopckue NK-kneTku, pery-
natopHble T-kneTku (Tregs), perynstopHblie B-kneTku
(Bregs) 1 Makpodharut MrpaioT BasHyI0 poSib B pa3suTHM
Kak O0CTPOW, Tak n xpoHuueckoi PTIX. [Ans nocnenHen
Bonee xapaktepHo B3aumopgencTave T- n B-numdoun-
ToB ¢ npeobnapaHuem ponu B-kneTtok.

MN3BecTHO, uTO XpoHuyeckyl PTIX uHUUMMpYIOT
HamBHble T-KNeTkW, OuddpepeHumpyloLLMeca M3 Mpo-
BocnanuTenbHbix Th1l7 uuTOTOKCMYecKMx T-xennepos
n honnmnkynsapHeix T-xennepos Tfh ¢ nocnepyiowmm
MOBPEXAEHNEM TUMyCa W HapyLUEHWEM Mpe3eHTaLum
aQHTWUIreHOB LOHOPaA B NepudpepuyecKmx TKaHsX. 3To Npu-
BOOMT K MaTOMOMMYeCcKOn aKTvBauuu v gudbdepeHLum-
poBke T- 1 B-nuMdpoumnToB, KOTOpPbIE COBMECTHO MPOW3-
BOLAT KIETKM, CEKpeTUpyloLme aHTutena. AucdyHkums
TMMyca crnocobcTByeT (HOPMUPOBaHUIO ayTOPEaKTUB-
HbIX M annopeakTMBHbIX T-KNeTok. [MaBHbI MeauaTop
W MPeouKTOp MaTonorMYeckmMx M3MeHeHu, 0CobeHHo B

aKkTopbl XpoHuueckon PTMX

Kputepun

daKTopbl pUcka

MpepwecTtsyiowasn octpasa PTIMX, HLA-pasnuuusa, Bo3pacT LOHOPa U peumnueHTa, penneuus T-KneTok,

YcTaHoBIIEHHbIE (haKTOPbI PUCKa

TIOHOP $KEHCKOrO MOJ1a y peLmnmeHTa MysKCKOro rnosa, NyrnoBMHHas KPoBb B KaueCcTBe UCTOUHMKa CK,

BUPYCHbIE MHCbeKLLMM, PEXNM KOHAMLUNMOHMPOBaHNA

TpombBoumToneHus, xapakTep Hauana 3abonesaHus (MporpeccupyloLLas U <«CUHAPOM NepekpecTa»),

®dakTopbl HebnaronpusTHOro NPorHo3a
CHWeHue obLuero cTaTtyca

3KCTEHCUBHOE BOBMEYEHWNE KOXM, MOBbILLEHHbIN SMHMpyﬁMH, BOBJIeYEeHMe Jfierknx, amapes,
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Koxe, — IL-17 [36], a peanusaums HapyLLEHMIn Npouc-
XOOMT 3a cueT gedTensHocTy B-knetok [37]. Y nauven-
TOB C XpoHuueckon PTIX oBHapysKuBalOT NMOBbILLEHHbIE
ypoBHu BAFF (dbakTopa, akTuBupylowlero B-KkneTku).
B-numdpounTbl pearnpyioT NpoTUB aHTUreHOB peumnu-
€HTa v JoHopa. B pesynbTaTte NponcxoouT OTIOXEHME B
TKaHSX aHTUTEN K NONIMMOPMHbLIM aHTUreHaM peLnmneH-
Ta (annoaHtuTena) unM K HeNOIMMOPCOHLIM aHTUrEHaM
— obWwmMM ana peunnueHTa v goHopa (ayToaHTuTena).
B HopMe obLuve ans peuunueHTa v QOHOPA aHTUreHbl
DOJIKHbI YHNUTOXATLCA BCNIEACTBUE HEraTUBHON Cenek-
UMK, HO 3TO He MPOMCXOAMT Mpu XpoHudeckow PTIIX.
TvNWYHbIE MPEeACTaBUTENM anfioaHTUTEN Y PELIMNMEHTOB
My»cKoro nona npu TIT'CK oT goHopa seHckoro nona —
aHTU-HY-aHTuTena, ux obHapyskuneatoT bonee yem y 80%
Takux naumeHToB [38]. AHTM-HY-aHTUTena nosensioTcs
yepes 3 Mec. oT MoMeHTa TI'CK 1 MoryT npenckasbiBaTtb
passuTMe xpoHudeckoin PTMX [21]. AnnoaHTuTena co-
BMeCTHO ¢ KCP-1-3aBNCUMBIMM LOHOPCKMMM Makpodba-
ramv NpUBOAAT K DOPMUPOBAHMIO B TKAHAX OKPYKEHUS,
BoraToro TpaHchopMUpYIOLLMM (hakTOpPOM pocTa [, uTo
BeAeT K PasBUTMIO CKNepoAepMbl 1 obnutepupyioLLero
BpoHXxMonMTa (AMarHOCTUYECKME MPOSIBIIEHNS XPOHUYE-
ckoit PTMX) [39]. AytoaHTuTena 4acto 06Hapy)M1BaioT y
MaumeHToB ¢ XpoHuuyeckon PTIX: HanpuMmep, aHTuTena
K peLenTopy dhakTopa pocTa, NpoAyLMpyeMoro TpoMbo-
untamu (PDGFR), y BOsibHbIX C CUCTEMHBIM CKIIEPO30M U
xpoHuyeckoii PTMX [40]. OHu urpaioT oCHOBHyIO porb B
passuTum hnbposa nyTem MHAyKUMK hocdopunmposa-

PucyHok 1

HUA TUPO3WHA, aKKyMyNALMM aKTUBMPOBAHHOMO KUCHIO-
poAa, CTUMYMSILMK SKCMPEeCcCUmM reHa KonnareHa | tuna.

lMpvBneyeHne MakpodharoB B TKaHW OCYLLECTBISA-
etcA 3a cueT IL-17, koTopbin CTUMyNuUpyeT anresuio
MOHOLMTOB M aKTMBMPYET MPOBOCMANWUTENbHYIO TPaHC-
KpunToMy y Makpodparos [41]. [lns nogasneHus naTono-
FMYECKUX MIMMYHHBIX OTBETOB HEODXOAMMO MPUCYTCTBUE
PErynsToOpHbIX T-KMETOK, MWUIPMPOBaBLUMX W3 FEepMU-
HaTWBHbLIX LEHTPOB (perynsTopHble COONMuUKyNApHbIe
T-knetkn — Tregs). HapylweHue konnuectsa U goyHK-
umin Tregs MPYMBOAMT K Pa3BUTUIO ayTOMMMYHHbIX 3abo-
neBaHuii. XpoHuyeckasa PTIMX accouumpoBaHa €O CHU-
SKEHHbIM KOJIMUYECTBOM LMpKynupylowwmx Tregs [42-44].
A pna nopdepsKaHWs HOpMarnbHOro KofmuuyecTBa Tregs
HeobXooMMO MPUCYTCTBME AEHOPUTUYECKUX KIETOK
(DCs) [45]. B MeHbLueit CTeneHn U3yyeHo, HO [OKasa-
HO HapyLLeHve dOYHKLMIA perynsTopHbIx B-numdoumnTos
(Bregs) u NK-knetok B pa3suTuu xpoHudeckoir PTIIX.
IMpwv paHHoM naTonorun Bregs xyske npogyuwmpyioT IL-10,
B HOPMe MOMOraloLLIIA NOJAaBIATL UMMYHHbIN OTBeT [46].
CxeMa naTtoreHesa xpoHuueckor PTIX npeactaBneHa Ha
pucyHke 1.

MpodomnakTnka n neyeHue. PaHoOMU3NPOBaH-
Hble UCCnefoBaHus, M3yyatoLLme Crnocobbl CHUKEHUS Ya-
CTOTbI XpOHMYecKoi PTIX ¢ noMoLLpbI0 pasfnnyHbIX npe-
napaToB 1 1X KOMBUHaLMI (MHrMBUTOpPbI KanbLUMHEBPHUHA,
MEeTOTpeKcaT, NPefHW30SI0H, a3aTWOMNPWH, TaluMooMua,
aHTUTUMOUMTapHbIA rnobynud v ap.) [47-49], nokasa-
i, uto Tombko ATl B cocTaBe pexkvMMa KOHOMLMOHMPO-

CxeMa KIIETOUHbIX U MOJEKYAPHbIX MEXaHW3MOB, Y4aCTBYIOLLMX B NaToreHese 0CTPOit U XxpoHudeckoi PTMX [33]

\ 4
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OB3OP JINTEPATYPbHI

BaHWA [JOCTOBEPHO CHMKAM YacCTOTy W BbIPAMKEHHOCTb
xpoHuyeckoi PTMX [50-52]. Obelaowmmmu BbIrMAAT
pesynbTaTbl UCCMENOBaHNA pUTYKCMMaba B npodpunak-
Tuke PTIMX [53, 54]. SdbcheKTUBHBIM B MpochunakTuke
XpoHuyeckon PTIX npu3HaHO MCNONb30BaHWe aHTUTEN
K T-KneTkaM B KoHaMumoHupoBaHuu (ATI unm anemty-
3yMab) [55, 56], a TaksKe HazHaueHMe BbICOKMX [03 L~
knodpocdamuaa Ha 3-i 1 4-i1 oHm nocne TICK [57, 58].
3TV BaHHble NOLTBEPKAAIOT, YUTO MAaTOPM3NONOrMyeckmne
MexaHW3Mbl pasBuTUA XpoHunyeckon PTIIX 3anyckaioTcea
Ha caMbix paHHux cpokax oT TI'CK, HecMoTs Ha To, UTO
KIIMHUYECKME NPOSIBIEHNS BO3HWKAIOT MeCsLbl CNyCTS.
3apava neveHust xpoHuueckon PTIX, kak n moboro
XPOHMYECKOro 3abonieBaHus, — yryyLlEHWEe COCTOSHMS
naumneHTa NyTeM YMEHbLUEHUS BbIPAsKEHHOCTU CUMMTO-
MOB, KOHTPONS Hafl aKTUBHOCTbIO 3aboieBaHus, a Takxke
npenynpexaeHne passuTna HeobpaTUMbIX U3MEHEHWIA 1
MHBaNMAM3aLnn, MUHUMIU3ALMS TOKCMYECKNX 3CDEKTOB
Tepanuu. [lanbHecpoyHas 3agavya — CO3AaHne UMMYHO-
NOrMYECKOW TONMEPaHTHOCTH, MO3BONAILLEN OTMEHWUTb
MNCT 6e3 pucka BosepaTa CUMMNTOMOB. B neyeHun 0omx-
Ha MPUHMMaTb yyacTue Lieflas KoMaHpa: Bpauy-TpaHc-
MAaHTOMON, CMEXHble CNeunanncTbl, MEQULIMHCKME Cce-
CTPbl, NALMEHT 1 ero CEMbS, HYTPULIMONIOMU, MCUXONOrH,
peabunutonoru, coumasnbHble paboTHUKK.

Kputepuun pna Havyana cUCTEMHOW Tepanuu
xpoHuyeckon PTIX onpepenensl KoHceHcycom BO3 —
310 bannbHas oLeHKa NopaskeHus > 2 B OHOM OpraHe;
BOBeYeHue Tpex u bonee opraHos; moboe BoBeYeHNe
NEerkux; ymepeHHasi xpoHunyeckas PTIX ¢ daktopamu
BbICOKOrO pucKka (KommuecTso TpomboumTtos < 100 000/
Mn;  runepbunupybvHeMusa; nNpUMeHeHWe WMMYHOCY-
MPeccaHToB Ha MOMEHT PasBUTUS XpoHUYeckon PTIIX)
[23, 3]. MuUHMManbHas MPOLOMKUTENBHOCTL feYeHs
poskHa coctasnath 1 rop. lMpy nerkux nMMUTMpOBaH-
HbIX dhopMax XpoHuyeckor PTIX HasHaualoT TonMue-
Ckue npenapatbl. TonuMuyeckne npenapatbl Bcerpa [o-
BaBNAITCS U K cUCTeMHoW Tepanuu [59].

Ha npoTseHnn MHOrMX NeT OCHOBOW JleyeHus
xpoHunyeckon PTIMX 6binn TKC, ucrnonb3osanu Takske
MHOECTBO MMMYHOCYMNPECCHBHbIX npenapaTos, Y®-Te
panuio, aKcTpakoproparnbHbii dpotodpepes (SK®D), Ho
)ernaemMomn aPPEKTUBHOCTU OOCTUIHYTb He yaaBanoch
[60]. Mpu 3TOM KOMUECTBO PaHLOMW3MPOBAHHbLIX UC-
CMEeAoBaHMn MO WHWLUMANLHON Tepanuu XPOHUYECKOW
PTMNX HeBenwuko, U nuLlb B OAHOM M3 HUX MOKa3aHo
fiBHOe npeuMyLecTso [61] neveHns LMKIOCNOPUHOM B
koMbuHauum ¢ TKC, nossonuBLUee CHW3WTb AUTENb-
HocTb Tepamun KC v yMeHbLUMTL YacToTy aBacKynsp-
HbIX HEKpO30B. B HacToslee Bpemsa 0BLMM NOAXOLOM
SIBNSIETCA MPUMEHEHNE WHIMOUTOPOB KarnbLMHEBPUHA
B KOMBWHaLMW C NPefHU30MI0HOM B MHMLMANbHON [03e
1 mr/kr/cyT [62, 59]. B Takoit nose MKC npuHumaioT
Kak MUHWUMYM 2 HE[Eenu C NOocneaylowmuM NocTeNeHHbIM
(3a 2-3 Mec.) nepexonoM Ha anbTepHUPYIOLLYI0 CXeMy

npuema —0,3-0,5 Mr/Kr no npegHU30moHy B CYTKU, Yepes
beHb. Takas cxema npuema KC nossonsiet ycTpaHuTb
MHorune ero noboyHble apdeKTbl, HEMUHYEMBIE MPU EXKe-
LOHEBHOM npueme, — NpubaBKy B BeCe, CHUKEHNE KOCTHOW
NAOTHOCTH, AMabeT, apTepuarnbHyto rMnepTeHsuio, nepe-
nagbl HacTpoenus, hOPMUPOBaHME KaTapaKTbl, MOBbI-
LLIEHHBIN PUCK MHAIEKLMI. 3Ta CxeMa HeobxoayMa Takke
LS9 MOAJEPKaHNs afeKBaTHOM (DYHKLMM HagMnovyeyHu-
KOB ¥ 0breryeHus npowecca BOCCTAHOBIIEHUSA UX DYHK-
Lmu nocne 3aseplueHus Tepanuu KC. OaHO M3 HeflaBHMX
MPOCMEKTUBHbIX WCCIEe[0BaHW PEKOMEHAYeT MpOBO-
IMTb CHuskeHne 1o3bl MKC po 0,2-0,25 Mr/Kr B aeHb 1nu
0,4-0,5 Mr/kr yepes feHb W NPOLOSIKUTL TaKylo CXeMy
Ha MPOTSKEHUMM 3 Mec. OT MOMEeHTa Hayana Tepanuu
[63]. enaTenbHo 0CTaHOBUTLCA HA MUHUMATBHOM [03€
KC, pmoctaTouHoW [nsi KOHTPONS Hapn MpOsiBIIEHUSs-
M PTMX. Mocne pocTuskeHusa adbdpekTa OT neyeHus
(NOSHbIA OTBET MM OUEHb XOPOLLMIA YaCTUUHbINA OTBET)
CMCTEMHasA Tepanua COXpaHseTca 3 Mec., aanee npo-
MCXOAMT MOCTEeMNeHHash OTMEHa NpenapaToB — HauMHaIoT
C TOr0 JleKapCcTBa, TOKCMYeckue 3PPEKTbl KOTOPOro
Hanbonee BblpaxeHbl. Yalle BCero nocTeneHHoO CHuKa-
0T M OTMEHSIOT MPEAHN30MOH, U NULLb 3aTeM UHINBUTO-
pbl KanbuuHeBpuHa u/mnn MMF. CHuskenne no3bl [KC
— CBOEro pofja UCKyCcCTBO, KoTopoe TpebyeT rnybokoro
KIIMHUYECKOro NMoHUuMaHus nauueHTa. Camble BoicTpble
CxeMbl npepnarailoT cHuskeHne Ha 20-30% Kampable
2 Hepenu; yeM Huke fosa KC, TeM MeaneHHee OOMK-
HO MPOMCXOAUTL CHUXKEHME. Kaxaas CTyneHb CHUKEHUS
po3bl [KC pomkHa ocyLLecTBAATLCA NOCHe TLaTenbHO-
ro chusmkanbHOro ocMoTpa naumeHTa. lNpy Bo3BpaLle-
HUK cumnToMoB PTIX 0o3y npeaHn30oHa NoBbILLAIOT Ha
0BE CTYMEHW N COXPaHSAIOT EXXELHEBHbIN NMPUEM B TEUYEHWE
2-4 Hepenb, fanee NepexonsT Ha anbTEPHUPYIOLLLYIO CXe-
MY 1 TONbKO MOCIIe 9TOr0 pacCMaTpvBaloT BapUaHTbl CHU-
KEHWs BO3bl. JleueHne NOMKHO NPOROIIKATLCA Kak MUHM-
MyM 3 Mec. nepef NMOBTOPHOW MOMbITKOW CHWU3UTb [03Y.
LIMKNbl CHUXKEeHUS U MOBTOPHbIX 3ckanaumi po3 MKC
MOXXHO MPOBOAMTb 0 LOCTUKEHUA MUHUMATIbHOW [O3bl —
0,1 Mmr/kr/cyT. Ha aTom aTane TpebyeTcs HasHaueHue
3aMeCTUTeSIbHON Tepanuu ropPMOHaMMU KOpPbl Hafmoyey-
HUKOB. [lpMemM npemHM30moHa MOXKeT BbiTb MpekpaLLeH
KaK MUHUMYM roce 4 Hepenb Tepanuu B gose 0,1 Mr/kr,
yepe3 f[eHb. Y HEKOTOPbIX MALMEHTOB CHVKEHUE Aae
TaKUX HU3KMX 003 MOXKET NPUBOAUTL K 060CTpeHMIO Npo-
Lecca, B TaKOM Cllyyae PEKOMEHOYETCS OCTaBWTb Jie-
YEHMEe HWU3KMMKM [03aMU Ha MPOTSKEHUM roga u bonee
[10]. TakuMm 0Bpa3oM, CpemHsisi ANMTENbHOCTb Tepanuu
XpoHuueckon PTIX coctaBnsieT oT 2 fo 3 net. [NaBHoe
B nepuvon (OOPMVPOBaHWUSE MMMYHHON TOMEpPaHTHOCTU —
npenynpexneHMe UMMYHHO-0MOCPefOBaHHbIX PeaKLMi 1
MHADEKLIMOHHBIX OCIOKHEHWI. K COXaneHmio, MexaHnaMmbl
dhopMMpOoBaHMA TONIEPAHTHOCTM A0 CUX MOP HE ACHbI.
Okono 50-60% naumneHToB TpebytoT ycunenus UCT
XpoHuyeckorn PTIMX Ha npoTsxeHun 2 neT oT MOMeHTa
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Hauana CUCTEMHOro fevenus [64, 65]. YxyauieHve K-
HWUYECKOro COCTOSIHUA CO CTOPOHbI MOPAMKEHHOr0 opra-
Ha, BOBMEYEHWEe B NPOLLeCC HOBOrO OpraHa, OTCyTCTBUE
ynydileHns nocne 1 Mec. Tepanuu, HEBO3MOMHOCTb
CHU3UTb [03Y NpeaHu3osnoHa MeHee 1 Mr/kr/cyT B Te-
yeHue 2 Mec. neyeHus nnbo BblpaeHHast TOKCUYHOCTb
NMPOBOAMMON paHee Tepanuu SABMSIOTCA MOKA3AHUS-
MU K Tepanuu BTopou nmHum [59]. K coskaneHuio,
KOHCEHCYC M0 Tepanuu BTOPOW JIMHUM He AOCTWUTHYT, B
BoNbLUMHCTBE Clly4YaeB ee nonbupaioT 3MMNUPUYECKUM
nyTeM, PYKOBOACTBYACb OMbITOM fevallero Bpaya C
YUYeTOM puUCKa TOKCMYecKux 3ddheKToB u KoMopbup-
HbIX COCTOSIHWI. [pvHMMasi BO BHUMaHWe pe3ysnbTaTbl
CYLLECTBYIOLLMX PaHLOMU3NPOBAHHbIX UCCIIef0BaHWN,
Hanbonee yacTo Tepanus Bko4vaeT B cebs KD, MMF,
pUTYKCKUMab, cMpoiMMyc unm uMatuimnb [66—-69]. Onumm
1 nx 3dpheKTMBHOCTb NpefcTaBneHsbl B Tabnmyax 3, 4.
O6HapekuBatoLLIMe pe3ynbTaTbl MOKa3biBaloT IKD u pu-
TyKCMMab, 0COBEHHO Y NaLMEHTOB C 3KCTeHcKBHOM PTIX
C MOPAKEHMNEM KOXM M NONOCTY pTa. Tak, Npu NpuMeHe-
Tabnuua 3

Mpenapatbl, UCNONb3yeMbie B JIeUEHUU

xpoHuyeckon PTMX BTopoit nuHum
(Inamoto Y., et al., 2011, agantmposaHo) [60]

%

Neuenne SEIET® GTEETE BbnkusaemocTb
i“ocfop;’;%g';f’pa“"”"'“ 65-70 70-78% Kk 1 rogy
Putykcumab 66-86 72% « 1 ropy
MMaTnHmnb 22-79 75-84% k 1,5 ropa
MeHToCTaTUH 53-56 34-60% K 1-3 rogam

Me3eHxv1ManbHble CTBOMOBbIE

50-74 78% K 2 ropam
KIETKN

MukocbeHonata ModbeTun 2664 67-96% k 1 ropy

MHrubutop mTOR

76 72% k 3 ropam
(panamuumH)

VHTepnenkunH-2 52 HeT naHHbIx

[pyrue Buapl Tepanuu:
MHMMBMTOPbI KanbUMHEBPUHa,
BbICOKME 103bl
METUNINPENHN30MO0Ha,
MeTOTpeKcaT, TanuaomMma,
TUOPOKCUXWNHOIIOH,
KIodhasnuMmH,
TopakoabaoMuMHanbHoe
obnyyenve, anedpauent,
MHMKenMab, aTaHepuenT

20-82% oTBeTOB
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HuM OKD y pneTeit ¢ 3KCTEHCUMBHOM XpoHuueckon PTIX
(npouenypy nNpoBogAT 2 AHs MOAPSL, OAWH pa3 B Hefe-
fio B TeueHune 2 Mec.; ganee 1 pas B 2 Hefenu, 2 Mec.;
nanee 1 pas B Mec., elle 3 v Bornee Mec.) yacToTa oTBe-
Ta cocTasBuna 78% C BO3MOXHOCTbIO Ha4YaTb CHUKEHME
'KCy 67% naumenTos [70]. BeccropHoe npenMyLLECTBO
MeTofa — OTCYTCTBME 3HAUMMbIX NMOBOYHBbIX IPAEKTOB.
OTnaeHHble PyKOBOACTBA MO3BOSISIOT JIErKO NMPOBOAUTH
OaHHylo Tepanuio y feTei [71, 72].

'pynna Dana-Farber npencTasuna HOBbIA MOAXOLA
C MCMOMb30BaHMEM HU3KMX 03 IL-2 y orpaHnyeHHoro
KOnMMYecTBa MaLMEHTOB C MPOrpeccHpyIoLLMM MpoLec-
coM [73]. PesynbTaTbl 4EMOHCTPUPOBANM APKUE UMMY-
HOMOrnYyeckme faHHble 0b n3mMeHeHun romeocTasa Treg,
BK/IlOUas YyBeNuWueHve npoaudpepaumm, 3Kcnopta M3
TUMyCa, ¥ NOBbILLEHUN PE3UCTEHTHOCTU K anonTo3y na-
pannenbHo C MWHUMarbHbIM NOfOBHLIM BO3AEWCTBMEM
Ha 0bbluHble T-KneTku [74].

M3yyeHne naTodm3MONOrMYECKNX MEXaHW3MOB
XpoHuuyeckon PTIX OTKpbINO HOBble FOPU30HTHLI B fle-
YyeHun. HoBble TepaneBTUYECKME MOAXOLbl HaLefeHbl
Ha Jenmeumio HavBHbIX T-KneTok (ynaneHue HauBHbIX
0/B-T-KNEeTOK C NOMOLLbI0 MarHUTHbIX aHTUTeN Ha an-
napate Clinimacs nubo penneums annopeakTUBHbIX
T-numMcbounToB  NyTeM  NOCTTPAHCMIAHTALMOHHOIO
BBELeHUs uuknodocamuga) [76-78], nopasneHue
TepMUHasbHbIX cTaguin paseutus Th17/Tfh-kneTok c
nomolupbio Manbix Monekyn RORyt [79], wHrubuposa-
HWe uHTepneikuHa-17/21, nHrubupoBaHue KuMHa3, UH-
rmbupoBaHne STAT3, BOCCTaHOBMIEHWE PErynsaTOPHbIX
T-knetok [80-82] u nHrnbuposarme KC®-1 (dakropa
poCTa KepaTMHOUMUTOB), 3aLumMTy TuMyca. B HacTosLee
BPEMS C Lenblo 3KcnaHcuu Treg akTUMBHO MCMOSb3YIOT
HU3KMe pos3bl IL-2 in vivo [83]. Tepanus, HanpaBneH-
Has Ha noBpexAeHHble B-kneTku, BkmoyaeT B cebs
aHTn-CD20 MOHOKNOHamMbHble aHTWTena, KoTopble
CHVKAIOT BbIPAXXEHHOCTb MPOSBIIEHUIA XPOHUYECKOM
PTMNX, opHako B Bornbluei CTeneHn Mpu MPEeBEHTUB-
HOM Ha3HauyeHwWW, 0o POPMMPOBAHMS aKTMBHO MPOAY-
LMpyIoLLMX aHTWTena nna3mabnactoB v nnasmMauuToB
[53, 84]. MepcnekTuBHbI B NeYeHWn npenapartbl, Nofa-
Brsiowme B-kneTouHyio aktueaumio (6e3 nnm coemecT-
HO c T-KneTkamu), aubpepeHLMPOBKY 1 WHTErpaLmio
B FepPMUHATVBHbIE LeHTPbl MyTeM MHIMOMpPOBaHUA Ku-
Ha3 (Syk-kuHasbl — cbocTaMaTMHWG; KuHasbl BpyToHa
— nbpyTnHMB; Rho-accounmposaHHoi KinHasbl — KDO25,
AHyc-KuHa3bl-1 — pykconnTuHnG) [85-89].

C uenbto Bo3nencTBUS Ha OMHAmMbHYIO CTagMI0 Ha-
pyLUeHHOro B-kneTouHoro oTBETa v Aenseumio nnas-
MauWTOB co3faH npenapat 6opTe3oMub — WHrMbUTOp
MPOTEOCOM, KOTOPbIV MOKa3an CBolo 3hPEKTUBHOCTL B
NCCefOBaHUAX Ha KMBOTHBIX U B PAHHUX KITMHUYECKUX
nccneposanusx [90]. W HakoHel, BO3MOMHO OKasbl-
BaTb BMMAHWE Ha Makpodaru nNyTeM npenynpexnaeHns
nx AnddPepeHLVPOBKN U BbIXXMBAHWS B TKaHAX yepes
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Tabnuua 4
TNeuenue ctepoun-pecpaktepHom xpoHuueckown PTMX

(Apperly J., et al. The 2012 revised edition of the EBMT-ESH Handbook

on Haematopoietic Stem Cell Transplantation) [75]

Mpenapat Mo60oyHble achheKTbl

KomMeHTapumn

Bbicokue fo3bi FKC
nvabet

OcTeonopos, aBackymspHbIe HEKPO3bl,

XopoLumit 3tppeKT, HO MHOKECTBO NMOBOUHBIX ABEHUI

OKP TpebyeTcs BEHO3HbIN fOCTYN

MosBonsieT cHuskatb fo3y MKC,
6e3onacHblit npocunnb

rI/II'IepJ'IMI'IMJJ,eMI/IFI, CbiNb, HapyLleHne

[MOBbILLEHHDBI PUCK TPOMBOTUUECKOW MUKPOAHTonaTum
NPy COBMECTHOM MPUMEHEHWN C UHTMBUTOPaMM KasbLMHEBPUHA,

Cuponumyc HKLIMM MOYEK, MHCDEKLNN,
P Y Ei Sl HW3Kas 3cPHEKTUBHOCTL NPY TPOMBOLIMTONEHUM,
TpomboTHNYECKas MUKPOAHrMonaTHs
TpebyeT YacToro MOHUTOPUHra
oyeyHaa TOKCUYHOCTb, MossonsieT cHnantb no3y MKC,
Takponumyc

apTepuanbHaa runepTeH3ns

NPUMEHEHWE OrpaHNYeHo dhyHKLMEN noyeK

MvkodbeHonata MocheTun TolwwHoTa, Anapes, HeTponeHus

[NoBblLLEHWE pUCKa peakTuBaLmMu BUPYCOB, MO3BOJSIAET CHU3UTL [03Y I'KC,
raCTPOUHTECTUHAlbHasi TOKCUYHOCTb

PesynbTaThl flyylle y AeTei, C OCTOPOXHOCTbIO MPUMEHATL

LiuToneHuu,
MeHToCTaTUH MEK WHCDEKL Npy HapyLUEHUN DYHKLIMM KOCTHOIO MO3ra,
P BbI3bIBAET ANIUTENbHOE CHUXEHUE UMMYHUTETA
OTBET NyyLLE NP MOPAsKEHNUN KOXKM U CIIU3UCTBIX,
MetoTpekcat LinToneHuu
no3BOMSieT CHUaTb fo3y MKC
PesynbTaThbl nyyLle Npy CKNepoTUYECKOM MOPaKEHNM KOKM,
MMaTuHnb 3afepikKa sKULKOCTH
noTeHuUnanbHo apdheKTMBEH Npu 0bnuTepupyioLLeM BpoHxuonuTe
HelpoTOoKCMUHOCTb, CepaTuBHbIA adpheKT, o
Tanupomua, aanopo MoskeT BbITb MCMOMb30BaH NPY PELIMANBE MHOKECTBEHHON MUENOMbI
AszaTnonpuH LinToneHuu, puck uHdeKumi [NoBbILLAET PUCK pa3BUTMA paka NosiocTy pTa
KoskHast TOKCUYHOCTb,
PeTuHounab! runepaMnupemMmus 3hheKTUBHbI NPU CKNEPOTUYECKUX MOPAKEHUSX KOXKM
AnT-CD20 Puck nHcbekumnin chcheKTnBEeH NpY @y TOMMMYHHBIX NPOABIEHNAX, MOPAXXEHNU KOMM U MbiLLIL,
AHTK-CD52 Puck nHdbekuwii Tepanusa «oT4yaaHns>

uHrnbmposanue peuentopa CSF-1R unu nyteM uHru-
buposanus TGFB [39, 91]. OcHoBHble COBpPEMEHHbIE
npenapatbl, MPOXOASLUME KIIMHUYECKME WCCrenoBa-
HUS B neveHun xpoHuudeckon PTIIX, npenctaenexsl B
Tabnuye 5.

OueHka oTBeTa xpoHuueckom PTIX Ha Tepanuio
ocyLecTBnsaeTca cornacHo kputepusam BO3 2014 ropa c
yyeToM BarnnbHOM cucTeMbl (MOMHbIA OTBET, YaCTUYHbINA
oTBeT, cTabunusaums, nporpeccuposarune) [93].

OcHOBHOM Nporpecc B fleyeHUn xpoHunyeckon PTIX
3a nocnegHve 30 neT Bbin CBA3AH C YNyYLLIEHUEM CO-

nposoauTenbHoi Tepanuu [93, 94]. CooTBeTCTBYIOLLIMMM
pabouvmu rpynnamu npu BO3 cospaHbl cneumnasnbHble
PYKOBOLCTBa MO BEAEHMIO [aHHbIX MaLMEHTOB, BKIIO-
yasi fleyeHuMe CUMMNTOMOB, peKoMeHpauuu Ans 6onb-
HbIX, NPOUNAKTUUECKME MEPOMPUATUS U AOSKHbIN
MOHUTOPUHI. Ocoboe BHWMaHWe yOeneHo TOMWYEeCKOM
Tepanuu, MNpPeacTaBfieHHON B PEeKOMEHLALMAX OHManH
(http.//asbmt.affiniscape.com/associations/11741/
files/DispensaryGuidelines.pdf).

OCHOBHble KOMTMOHEHTbI COMPOBOAMTENBbHOW Tepa-
nun — B Tabamue 6.
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Tabnuua 5

129

HoBble npenapaTbl B ieueHnun xpoHuueckon PTIX (Im A., et al., 2017, agantuposaHo) [92]

MpenapaTbl

MexaHusm
fencteus

Mo6ouyHble

achhekTbl

[o3bl

BrnokupoBaHue akTMBauUuKn T-KNETOK M NPOAYKLIMM LLUTOKUHOB

Tekywme KNMHNYECKMEe
nccnenoBaHus

MHrubuposaHue

PyKconUTUHNG — Myerocynpeccus,
HapyLLeHWe yHKLUMM NeYeHm,
MOBbILLIEHWE XONIeCTepUHa

PykconutnHn6
5-10 Mr exkeHEBHO BHYTPb

PykconnTmHn6
neyeHure Muenocubposa (2011)
1 UCTUHHOI MONMUMTEMUM

MHrnbutopsl JAK: 2014
P curHanbHoro nyTv JAK/STAT MakpUTUHNG — MeHbLUE Bbli3biBaeT ( )
PykconutnHmn6 . MakpuTnHNG
NpoOBOCMANUTESNbHbIX LIUTOKMHOB;  TpOMBoLMTONEHMIo, Anapes, MakpuTMHNG
TakpUTMHNG He yCTaHOBMEHbI
R cHuskeHue Thl, Th17, TOLHOTa, pBOTa hasa 3 neuenus muenocrbposa
P 3KCMPeCCHn LIUTOKMHOB bapuunTuHN6
bapuunTUHNG6 — MUenocynpeccus, Bl T TSR e bapuunTUHNG
MHEKUMN, HEPPOTOKCUYHOCTb, TP hasza 3 neyeHus
MOBbILLEHWE XONeCcTepuHa PEeBMaTOMAHOro apTpuTa
bopTe30Mun6 — nepudepuyeckas boprezomn6
i pucpep 1.3mr/M2, nfk, pha: 1,8,15,22  bopTesomu6
[lenneuns annopeakTUBHbIX LRI ETSERTEh HPEDE) : 51 mr/kr/evt) fIeYeHne MHOKECTBEHHO
T-kneTok, coxpaHeHve Tre VCHILIOE), SEMg DSOS pEs et et o) npw2 Muenombl (2003) n MaHTUHO-
6‘ p J, peakTuBaLms HZV; pecppakTepHocTh — 0,2 Mr/M?, A (2006)
S ?fnéa neHune sqjq)eKfo ¥ MALMEHTOB C XPOHIYECKOM N/K, @KeHenemnbHo, BO3MOKHO  KIETOUHOM NINMEPOMBI
HrUBUTOPBI -6-0mnocpenoBaHHoM o 2
Pt IleppIEly PTMX — HeitponaTua, MHdeKums, noBbilLeHve A03bi A0 0,2 Mr/M Kapgpunzommn6
1IpOTEacoM. T-KNETONHON AUcepeHLpoBKY, ombounToneHus 2 pasa B Hen. neveHne peunamsa/
bopTe3omn6é MHrnbuposaxve AlMK P o aKTer) e —
Kapgpnnzomun6 nyTem BrusiHus Ha TLR4- Kapghpnn3oMm6 — KapamoToKCHy- Kapcpunzommne PechpaKTep
20 Mr/M? B/8 nenb 1 Hoit Muenombl (2015)
Nkcasommn6b 0MoCcpeaoBaHHyIo aKTMBaLMIO, HOCTb, AMapes, TOLUHOTA, o &
CHWeH1e yposHen BAFF Muenocynpeccus, ofbilLka, nuxopagka  Aanee 36 Mr/m” B/8 Ukcasomun6
1 B-KINeToK repMUHaTUBHbIX oum 8 m 15 nieyeHure peuvamsa/
Ukcasommn6 — puapes, 3anop, Ukcazommb-2 o
e TOLLHOTA, CbiMb, Nepudepuyeckas EEE PRI Gl L L CBE
! , » nepugep! 2, 3=4 Mr BHyTpb, AHK 1, 8, 15 Lioit mpenomsl (2015)
HeWponaTtus, M1enocynpeccus 113 28-1HEBHOMO LMKNa
MHrubuposaHue MurpaLmm PUHrONIMMOA 1 MOHE3UMOoJ —
Mopynatopbl T-KNeToK U3 MM , ,
ny, p . choMaHbIX numcboneHus, bpagnkapamns iorea o RO
peuenTopa S1P: OpraHoB K TKaHAM-MULLEHAM ofblLKa/cHukeHne FEV1,
5-20 Mr BHYTpb 1IeYEeHNE MHOXECTBEHHOTO
duHronmmon UIU BTOPUYHBIM SIMMCPOMAHBIM ~ MOBbILLEHWE TPAHCAMUHA3,
. esKeHeBHO cknepo3a (2010)
MoHe3umMon opraHaM, pefyKuums T-KneTok MaKyNspHbIA OTeK,
CD11c+, CD4+, CD8+ ceneseHkn romnosHas bosb, 0Teku
A6aTtauyenT — noteHumansHo A6arayenTt
B v - . NOBbILUEHNE PUCKA UHCPEKLINIA fleyeHne peBMaToMAHOro
€/1K1-aHasoru HrMbupoBaHue T-KeTouHo apTtpuTa (2005)
CTLA4-Ig: KOCTUMYMALIMN MyTeM benarayenT — UH(eKLum, ?i%rm;enr/ pTp!
A6arauent B10KMPOBaHWS CBSA3bIBAHMS Jinxopaaka, aHemus, sanop, A1 benarauent
BenarauenTt CD28 ¢ nuraHgamy CD80 1 CD86  Avapest, runepTeH3msi, MHeKLnn Kaable 2-4 Her. NpepoTBpaLLleH1e ocTporo

MOYEBbIBOLSALLMX MyTeW, OTEKMU, PUCK
MTIIMN3 1 BUpYCHOW peakTvBaLmu

[lenneTupoBaHue 1 ae3akTMBauus B-knetok

OTTOP}KEHNA y BoMbHbIX Nocre
nepecanky nouku (2011)

MHrubuposanue BTK
nocnefyioLlero B-knetouHoro
CUrHaNMPOBaHWS, CHUKEHME

N6pyTUHNG — yTOMNSEMOCTb,
TOLLHOTa, MUEeNoCynpeccus,

NépyTnHn6
JleYeHne XPOHNYECKOro

MHrubutops! nponudepaLmum v BbilKMBaEMOCTH Né6pyTnHn6 nuMdponeiikosa (2011),
! . MHCEKLINM, OTEKM, ChiMb, MbILLEYHO- 5 5
BTK n ITK: B-kneTok; uHrnbuposanue ITK 420 Mr BHYTpb pedppakTepHO MaHTUHO-
cKeneTHble 6051, KPOBOTEYEHUS Y 4
NeépyTnHN6 1 nocneayiowero Th1/Th17 eXXeflHeBHO KIETOYHOM NMMMAIOMBI
NauMeHTOB C aHTUKOArynsiHTaMu,
CUrHanMpoBaHus, (2013), makpornobynuHemuu
nMMchoLmnTo3
CHWXeHe nponudpepaLmnm n BanbpeHcTpema (2015)
BbIKMBAEMOCTHU T-KNETOK
docTamaTMHnG
@PocTaMaTUHNG — runepTeHsuns, 100-150 Mr BHYTPb
VHrnbuposaHme CUrHANbHOrO  nyapesi, TOWHOTA, YTOMISEMOCTS, €5KeiHEeBHO

MHrubutopbl Syk:
docTamMaTuHnG
SHTOCNNEeTUHNG6

nyTn Syk, CHUKEHNE aHTUreH-
aKTMBMPOBaHHOW NponmudepaLmmn
B-kneTok, nospexperune AlK un
nepeMeLLeHns TMMcpoLMToB

MHpeKLMM, HeNTponeHus

SHTOCNNETUHUNG — YTOMJIA€MOCTb,
TOLUHOTa, Anapes, CHUKeHWe annetuTa,
3anop, Kaluernb, royioBHas 6onb

1 100 Mr BHYTpb
2 pa3sa B AieHb

SHTOCNNEeTUHNG6
800 Mr BHYTpb

Bo3pelicTBue Ha HenMMOLUUTaPHbIE MULLIEHN

docTamMaTuHNG
hasa 3 neveHus
PEBMaTOMAHOro apTpuTa

2 iasa B [1IeHb eXXefHeBHO

MHrubuposanue NE —

MHrnbutopel MTOTOKCUYECKOIA NpoTeasbl B
Fuovropsl = P . AZD9668 - ronosHas Gortb, AZD9668
HENTPOCHUIbHOM  TKaHSAX JIerkuX, aCCOLMMPOBaHHOM
. 5 Ha30(hapuUHIKT, NOBbILLEHNE 60-240 Mr BHyTpb Het
anacrasbl (NE): C HelTpohuIbHbIM BOCManeHneM . . — DR BEATT
AZD9668 NeroyHoit TKaHu (mpu P P Y
obnuTepupyioLeM 6poHxmonnTe)
BucmMopern6 — MbilLeyHble crasmbl,
noTeps BOJIOC, CHUXXEHUE Beca,
TOLUHOTa, AXapesi, yTOMIISEMOCTb, Bucmopern6é
MameHeng BKpca / CLE Rl ﬂeHeHVIenﬁaBaﬂbHO-KJ‘IGTOHHOI’O
MHrnbuTops! MHrnbuposaHue nyT Y 150 MF eseaHeBHO BHYTPb 2012)
Hedgehog: Hedgehog, akTvBHoN npu CoHugern6 — MbilLeyHble . . paka
Bucmonern6 CKI1ePOAEpPMUYECKOM nposBreHus (cnaambl, 6ou, 2000H:f%‘6 r. 600 M CoHuperné
CoHnperné opme PTIX nosbileHre KOK), nosbiieHne ' ’ ' neyeHme 6a3arnbHO-KNeTOUHOro
800 Mr exeHEeBHO BHYTpb
KpeaTuHWHa, anoneunsi, 3MeHeHus paka (2015)

BKyCa, YTOMNIAeMOCTb, TOLLHOTA,
Anapesi, CHUXeHue anneTuta
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Tabnunua 6

ConpoBopuTtenbHasa Tepanus y 6onbHbIx XxpoHuueckoi PTMNX

CuMnToM

JINeyeHne

MopaeHue Kokmn

3awwmTa ot YOO?, oTMeHa hoTOCEHCUBUNN3NPYIOLLMX MPEnapaTos, YBMasKHSIOLLME U NUTaTEeSbHbIE KpEMbI U Ma3u,
Tonuueckue MKC 1 MHrMBUTOPBI KanbLMHEBPUHA, runepbapuyeckas oKcureHaums,
ANS CHATWA 3yAa — rabaneHTeH, Npu ynbLepaumn — aHTUMUKPOBHbIE M PaHO3AXMBASIOLLME Ma3K

CMHAPOM <CyXoro rnasa»

Kepatut

HoLueHre TeMHbIX 04KOB
MckyccTBeHHble Cnesbl, Kannm 1 renu, yBraxHsIoWMe nepefHiolo kamMepy rnasa
Kannu u resm ¢ TKC v umknocnoputom A
JurnpoBaHve cnesHbIX NPOTOKOB
Mcnonb3oBaHue cnewmanbHbIX YBasKHSIOLLMX CKIepanbHbIX IMH3
Tonnyeckne aHanbreTUk N aHTUMUKPOBHbIE Masu
[poTeanpoBaHye ria3Hoi NOBEPXHOCTU C MOMOLLbIO OKYSISIpHOI akocucTeMbl (PROSE)

MaTtonorua nonoctu pTa —
CYXOCTb, U3bA3BIEHUA, TMHTUBUT

lMonockaH1e TONMYeCKUMU cTepouaamm (AeKcaMeTasoHoM), MHTMBUTOPaMM KasbLMHEBPUHA, aHTUCENTUKaMU
MpUMeHeH1e 3asMBIIAIOLLMX Ma3elt, 0besbonmeatowmx (pacTeopbl NMpoKanHa)
CTUMYNALMS CIIOHOOTAENEHNS

I'IopameHme Bnaranuiia

Tonunyeckune cTeponabl, AMNaTaLMOHHas Tepanus, XMpypruyeckoe fieueHne CUHexuii n obnutepaumum
32, neyenvie rpubkoBoii M BakTepuanbHO MHAEKLMH,
UCKITIOYEHWE XUMUYECKOr0 BO3AeNCTBUS (Mbino)

CyXOCTb BCeX CIMU3NCTbIX

JleueHune rnpenapaTtamu, ysemynsaioLMMn CnioHooTAeNeHne (xonMHoMUMETHKM), — LesuMennH (Frvatnnmu)
WU NUITOKapnnH

BpoHX006CTPYKTUBHBIN CUHAPOM

WHransumm ¢ F'KC 1 6poHxoMUMeTKamu,
a3UTPOMULIMH, MOHTENYKACT, KUCIIOPO#oTepanus

MpodhunakTika MHPEKLMI, BbI3BaHHbIX:

MHKaNCyNMPOBaHHbIMK BaKTepUAMM,
NMHEBMOLIMCTOMN,

rpubkoBoii conopoi,
repneTMYecK1M1 BUpycaMm
(ocobenHo Herpes zoster, CMV)
npu IgG < 400 mr/an

AHTUBMOTUKN
TpuMeTonpuMa cynbtaMeToKcasos, NeHTaMUaNH, AaNCoH
MpoTusorpnbkosble Npenapatsl
poTMBOBMPYCHbIE Mpenapatbl, MOHUTOPUHI CMV?
BBU™

CHWXEHMEe KOCTHOM MIOTHOCTU

Mpenapatb! kanbums — 1500 Mr/neHb, ButamuH [ — 1000 ME/petb, bucchocdoHars!
[leHCUTOMETPUS eXKeroaHo

ABaCKyﬂHprle HEKpPO3bl

MPT?® exeronHo

Matonorus XXKT

[neta
Tepanus chepMeHTaMu1 NOLKeNyn0YHO Kenesbl
JleyeHune ractpoasochareansHoro peddniokca, aHTaumab!
Ypcopeokcuxonuesas Kucnota
Tonunyeckue M'KC

Hapywenue obmeHa Ha choHe Tepanuu
'KC

KaTtabonuam
MvionaTus

KoHTpakTypbI
Ckneponepmust Ui cpacummt

CbanaHcupoBaHHas oueTa,
OrpaH1yYeHe CNafKoro 1 conu,
6onbLune 0b6beMbl KUAKOCTH,
M3N¢, nuTaHWe yepes racTpocToMy.
ExxenHeBHas neuebHas couskynbTypa — MUHUMYM 30 MUH B Ai€Hb
CTpeTunHr
Maccask rnybokux TkaHemn

Mwonatus

KoHTpakTypbI
CknepoaepMus unu chacumumnt

ExkenHeBHas neyebHas onakynbTypa — MUHUMYM 30 MUH B A€Hb
CTpeTunHr
Maccask rnybokux TkaHen

["emMaTonoruyeckast TOKCMYHOCTb

CTumMynaums reMonoasa
Bbicokue no3sbl BBUT

HeBpornoruyeckue HapyLueHus

MpoBeneHne neuebHOM K3KyNbTYpPbI U hr3U0TEPANUM, STEYEHUE HEMPONATUYECKOr0 CUHOPOMA TPULIMKITUYECKAMM
aHTMpenpeccaHTaMu, NPOTUBOCYNOPOKHBIMU. MICMONb30BaHWe TPEHAXXEPOB, B PSAE CNyYaeB — XUPYPruyeckoe fieyeHue.
MOHUTOPUHI YPOBHS MHTMBUTOPOB KarnbLMHEBPUHA, NPOHUIIAKTUKA CYAOPOT (MOHUTOPUHT YPOBHS 3NEKTPOSIUTOB,
apTepuanbHOro AaBMeHus, NPOTUBOCYAOPOMKHBIX MPEMnapaTos).

937 — MOHUTOPMHT MPU PUCKE Pa3BUTUS HEMPOTOKCUYHOCTH

HapyLueHMe HacTpoeHus, apantaunn

KOHCyJ'IbTaLLMM rcuxoriora, ncuxotepanesTa, NcUxmaTpa, counanbHoro paﬁOTHMKa

1Y®0 — yneTpacuonetosoe obnyyerue; ? 3T — 3aMecTuTeNbHas ropMoHarsHas Tepanus; * CMV — utomeranosupyc,  BBUI — BHYTPUBEHHBIN MMMYHOrMOBYWH;
® MPT — MarHuTHO-pe3oHaHcHas Tomorpadous; ¢ 130N — napeHTepanbHoe nuTanmne; ” 331 — anekTposHUedanorpadys.
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CnoxHoCTb NneuyeHns xpoHuueckon PTIX Tpeby-
eT 0053aTenbHOro MynbTUAUCLMMIIMHAPHOMO MOAXO0Aa.
B uensix cBoeBPeMEHHOM NMOCTaHOBKM AMAarHo3a W paH-
HEro Hayana Tepanuu, MpPenynpPeXaeHns pasBUTUA
KU3HEYIPOXKAIOLLIMX COCTOSHUIA U MHBANMAM3aumMn He-
06xonMMO MpoBefeHne CUCTEMaTUYECKOW, TLLATeNbHOM
OLIeHKM OpPraHoB WM CUCTEM MaLMEHTOB. JTO MoMoraeT
TaKKe MpuW OLEHKe OTBETa Ha Tepanuio v onpefeneHum
LanbHEenLen cTpaTerum neyeHus.

MporHo3s u pnutenbHocTb Tepanuu. Okono
50% nauneHTOoB BbI3AOpPaBAMBAIOT CYCTA 7 NeT OT Ha-
yana npoBEAeHWUs CUCTEMHOW Tepanuu, YTo MposBNsA-
eTCH MCYE3HOBEHWEM MM cTabunusaumein CMMNTOMOB
1 BO3MOKHOCTbIO 0TMeHbl ACT. TMpubnusntensHo 10%
MaLuMeHTOB NPOJOSIKAIOT CUCTEMHOE NIeYeHUe eLLe OKO-
no 7 net; octaswuecs 40% uMel0T peumnamBbl OCHOB-
Horo 3abonieBaHua UKW yMUpaIoT BCIIEACTBME XPOHWYE-
ckon PTIX, conyTCTBYIOLLMX MHAPEKLMIA 1 TOKCUYHOCTM
Tepanun [95]. Bonee uyacToe WCMofib3oBaHWe CTBO-
MOBbIX KMETOK Mepudiepnyeckor KpoBM B KayecTBe
nctounnka 'CK npuBeno K cepbesHbIM M3MEHEHWSM B
XpoHuyeckon PTIX: Bo3pacTaHuio ee BCTpPEYaAEMOCTH,
MOBBILLEHWNIO PUCKa pa3BUTUS dhacumnTa n ombpoTtuve-
CKMX U3MEHEHWI B KOXKe W CyCTaBax, YANMHEHWUIO UH-
TepBana, HeobxoaMMoro Lnsi pa3peLLeHnsi CUMMNTOMOB,
dhOpPMUPOBaHUA UMMYHOMOMMYECKON TONEPaHTHOCTM
n ot™eHbl VCT [96]. CpeaHsas LNWTENbHOCTb CUCTEM-
HOrO feveHnn xpoHuyeckon PTIX cocTaBnseT oKomo
2 net nocne TpaHCNaHTaLUun KOCTHOrO MO3ra 1 OKO-
no 3,5 neT nocne TpaHCNIaHTaLMmn CTBOMOBbLIX KNETOK
nepudpepunyeckon kposu. dakTopamu, onpepensiom-
MW MPOrHO3, B pasHble FoAbl NPU3HaHbl ObiIn: OLeHKa
no wkane KapHoBckoro unu JlaHckoro, anapes, note-
ps BECA, BOBJIEUYEHWNE KOMKM W CIIU3UCTOM NOSIOCTU pTa
[24], a Takke obLIMpHOE MopasKeHWe KoM, nporpec-
cupyoLee ns octpor PTIMX Hauano n TpombouuTtone-
Hus [97]. BbiskmBaeMocTb feTei ¢ xpoHudeckoi PTIX
BblLLe, YeM TakoBasi y B3pOCHbIX, OfHAKO WMCCReaoBa-
HUIA [OSITOCPOYHOr0 NPOrHO3a B LETCKOW MOMynsumun
HepocTaTouyHo. B HacTosilee Bpemsa npoBoguTCA He-
CKOJIMbKO KPYMHbIX MPOCMEKTUBHbLIX UCCEeA0BaHWA LS
OLLeHKM 3ab01eBaeMOCTU U CMEPTHOCTM OeTeNn 0T Xpo-
Huuyeckon PTIIX.

3AKJIOYEHUE

XpoHnyeckan PTIX ocTaeTcs BeoyLUMM OCIIOKHE-
Huem annoreHHon TICK, onpepensiowmM nopaskeHune
MHOMKeCTBa OpraHoB M cucTeM. bonbluoe 3HayeHue
MMeloT Mepbl, HanpaBeHHbIe Ha NPOOMIAKTUKY XPOHU-
yeckor PTIIX, a Takke NpoBefieHNe afeKBaTHOr0 MOHU-
TOpWHra nauneHToB B oTcpoyeHHoM oT TICK nepwvope
C Lenblo paHHero BbISBMEHUS [AHHOO OCIONKHEHWS.
Mooxon K Tepanuu onpepenseTcs BUAOM XPOHWYECKON
PTIMX, cTeneHblo NopaskeHWs, HaMMUYMEM MPOrHOCTUYE-
CKM HebrnaronpusiTHbIX (DAKTOPOB, @ TaKKe OTBETOM Ha
neyeHune nepsoi NuHuM. CoBpeMeHHble 3HaHUA O MaTo-
reHe3e [laHHOI0 OCIOMHEHWS NO3BOSIAIOT MCMOSIb30BaTb
HOBblE TapreTHble Npenapatbl B ero neveHun. na ag-
heKTMBHOIr0 NPOBEAEHNA TepPanuM YpesBbiYaNHO BasKHbI
rnybokoe 3HaHMe BOMpPOCa, CBOEBPEMEHHASA INArHOCTU-
Ka nepBbIX NPOsABIEHN XxpoHndeckon PTIX, agekBaTHas
OLeHKa OTBeTa Ha Tepanuio, MOCnefoBaTeNbHOCTb Aen-
CTBWI, BOCTATOYHbIN KITMHUYECKMWIA OMbIT Bpaya, a Takxke
TepreHne W UCMOJSTHATENBHOCTb CO CTOPOHbI NaLMeHTa U
ero cemMbu. B neueHun BonbHbIX ¢ XxpoHuueckoi PTIMX
HeobXxoanM MyNbTUCUCTEMHBIV NMOAXOA, C NPUBIIEYEHNEM
PasnMYHbIX CNEeLManucToB MeauUMHCKUX, peabunuTaum-
OHHBIX 1 COLMAsbHbIX CTPYKTYP.

WUCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH

KOH®JIUKT MHTEPECOB
ABTOpbl CTaTbu MOLTBEPAMIIM OTCYTCTBUME KOH(PIIMKTA MUHTEpPecos,
0 KOTOPOM HeobXxoanMo CoobLLUNT.
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Mcnonb3oBaHne MMeEIOLMXCA MaTepuasbHbIX PECYPCOB C MaKCUMarbHOW NOMb30M AN nauveH-
Ta — rnaBHas 3afa4a 30paBOOXPaHEHNs, MO3ITOMY KITMHUKO-3KOHOMMUYECKas OLeHKa 3DEKTNBHOCTM
MEOMLIMHCKMX TEXHOMOrni npuobpeTtaeT BasHylo ponb. B HacToswweln cTtatbe noapobHo, Ha npuMmepe
remMaTonorunyeckoro 3abonesanus, NPeAcTaBeHbl BCe COBPEMEHHbIE MeTOAbI (HapMaK03KOHOMUYECKOT 0
aHanusa. Ocoboe BHMMaHWe yLeneHo XxapaKTepucTMKaM, Mo KOTOPbIM OpraHn3aTopbl 3[paBOOXPaHEHMS
MOryT OLEHUTb BanMAHOCTb AAHHbIX O PapMaKO3IKOHOMUYECKON IPEEKTUBHOCTU MEAULIMHCKMUX
TEXHONOrvi.

KrtoueBble CnoBa: KIIMHUKO-3KOHOMUYECKUI aHan3, (hapMaKO3KOHOMUYECKUI aHan3,

ApeBo peLueHm, Mogenb Mapkosa, aHann3 4yBCTBUTESIbHOCTH, FreMaTosIorvs.

Economic methods of medical technology assessment
in hematology

M.V. Gurkina!, N.S. Smetanina®?, A.G. Rumyntsev*

! Dmitriy Rogachev National Medical Research Center of Pediatric Hematology, Oncology,

Immunology Ministry of Healthcare of Russian Federation, Moscow

2 Department of Hematology, Oncology and radiotherapy Russian National Research Medical University
named after N.I. Pirogov, Moscow, Russian Federation

The use of available resources with maximum benefit to the patient is the main goal of healthcare, therefore the
economic evaluation of the effectiveness of medical technologies becomes important. In this article all modern methods
of pharmacoeconomic analysis are presented in detail on the example of hematological diseases. Particular attention is paid
to the characteristics by which healthcare providers can assess the validity of data on the pharmacoeconomic effectiveness
of medical technologies.

Key words: economic evaluation, pharmacoeconomic analysis, decision-tree, Markov model, sensitivity analysis,
hematology.

TeJIbHYIO BbIrofly, KOTOPYIO MOXHO MONy4nTb B pacyeTe

TOMY TaK BaHa 3afia4ya MCMosib30BaHWs UMelo-
LLIMXCS PECYPCOB C MaKCUMMarbHOW MOMb30M Afs
naumenTa. OcobeHHO 3TO KacaeTCs OKa3aHMA MOMOLLM
nauMeHTaM C reMaTonorMyeckuMm 3aboneBaHnsiMm, Tak
KaK 3a nocrnepfHee NECATUIETUE MOSBUIIOCH MHOMKECTBO
MHHOBALMOHHBbIX MEAMUMHCKUX TEXHOSMOMUI, YryJLllmB-
LUMX IMarHOCTMKY U NleYeHne 3Tux 3aboneBaHui, HO npu
3TOM BbIPOC/M pacxofpl, CBA3aHHbIE C AMArHOCTUKOWM W
neuenvem [1-3]. B pesynbTaTe KIMHUKO-3KOHOMMUYE-
CKasi oueHKa 3(hdeKTUBHOCTU MNpuobpeTaeT BakHYyiO
pOsib B NI1@HNPOBaHUM PacXO[O0B Ha 3[paBOOXPaHeHMe.
KIMHWKO-3KOHOMMYECKasi  OLeHKa  MEeAMLMHCKUX
TEXHOMOrnii NpefcTaBnseT coboi namepeHne pacxonos
Ha aBe (n Bonee) TexHomorum, onpeneneqne adpdpeK-
TUBHOCTM WNW BbIrOAbl OT NMPUMEHEHWSI KamOOM U3 HUX
W nocrnepyiollee CpaBHEHWE COOTHOLLEHWS PacxOfoB
1 Bbirogbl. OOHOBPEMEHHas OLeHKa 3aTpaT U pesyrb-
TaTMBHOCTM MO3BONsieT Haubonee TOYHO OMpenenvTb
LIEHHOCTb MEMMUMHCKOM TEXHOMOrun — Ty LOMOSIHU-

Ha OOMH 3aTpaveHHblt pybnb [4-6]. OkoHOMMYeckas
OLEeHKa nomoraeT BblbpaTb Haubonee 3PGEKTUBHYIO
MELULIMHCKYIO TEXHONOTMIO B YCMOBWSIX OFPaHUYEHHOCTH
pecypcos [4-7]. B cootsetcTBum co cT. 60 depgeparnb-
Horo 3akoHa oT 12.04.2010 Ne 61-®3 «06 obpaLueHum
nekapcTBeHHbIX cpeacTe> [8] v MocTaHoBneHueM [pa-
ButenocTBa P® ot 28.08.2014 Ne 871 «06 yTBepsne-
Hun [MpaBun hopMUPOBaHUA NEpeyYHen NeKkapCcTBEHHbIX
npenapaToB AN MELULMHCKOTO MPUMEHEHWUS U MUHU-
MasibHOr0 aCCOPTUMEHTA J1eKapCTBEHHbIX NpenapaTos,
HeobXoaMMbIX ANs OKa3aHWs MeAULMHCKOM noMoLum> [9]
BCE MPENSIOKEHNSA MO BKITIOYEHMIO NTEKAPCTBEHHbIX Mpe-
napaToB B MEPEYHM [OMKHbI COMPOBOXAATLCA AaHHbBIMM
06 nx hapMako3KOHOMMYECKON 3CPGEKTUBHOCTY.
CyLuecTBYeT NATb OCHOBHbIX METOAOB 3KOHOMM-
YECKOW OLEHKM. MUHMMMW3aLMA PacXOfoB, aHanu3 <«3a-
TPaTbi—3P(PEKTUBHOCTL», aHanM3 «3aTpaTbl—Mones-
HOCTb», aHanu3 «3aTpaTbi—BbIrofa>» WU aHanu3 BWSHUSA
Ha Blomwet (rabrmya) [7]. 3aTpaTbl Ha MeAMLMHCKYIO
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Tabnuua

CpaBHeHue MeTon0B (hapMaKO3KOHOMMYECKOIO aHanusa

MeTopab! oLeHKH U3MepeHue 3aTpaTt

N3MepeHue pesynbTaTa

MokasaTtenb

Mertop npegnosiaraeT, YTo npenapatbl obnapatot

[leHeskHbIi (pasHuLa Meskay 3aTpaTamu,
Hanpvmep, Ha TI'CK 1 cTaHpapTHyto Tepanuio

MuHMMU3aLms 3aTpaT EHEeKHoe 5 K 4
o P A 0fMHaKoBON 3hhEKTUBHOCTbIO y naumneHToB ¢ 6onbLuoi hopmoii
BeTa-Tanaccemuu B Tederme 5 net) [10]
MokasaTtenb «3aTpaTbi—3atpPeKTUBHOCTL>
HaTyparbHble eanHULbI/KIIMHUYECKIe nokasaTenu -
o (Hanpumep, ans 6onbLLON OPMbI
AHanus (HanpuMep, ropbl COXpaHEHHOM XU3HK, COfepKaH1e
[leHexkHoe 6eTa-TanacceMun — CTOUMOCTb CHUKEHUS!
«3aTpaTbi—athPeKTUBHOCTL> »enesa B cbiBopoTke, LIC, HIC y nauvieHToB
¢ BonbLuoi dhopmoi beTa-Tanaccemum) [11-14] ORISR DR (3 GEA s
Ha 1 MkMonb/n) [11-14]
AHanus - lMoka3saTenb «3aTPaTbi~MONE3HOCTb>
[exeskHoe [opbl 3n0poBoit sk13HM U QALY
«3aTpaTbi—MONe3HOCTb> (cToumocTb ogHoro QALY)
Ananus YncTble BIFOAbI UK noTeps
[leHexxHoe [leHexxHoe
«3aTpaTtbli—BbIrofa>» B [IEHEXXHOM BblpaKeHUn
AHanu3 BAnaHuA I'Iocnencmmsi BHEpeHnsa TeXHONornmn
[leHexHoe [leHexHoe

Ha BlomxeT

B IEHE)KHOM BbIpaKeHUn

TEXHOMOTMI0 B KasKOOM M3 CryyaeB U3MEPSIOTCSA B fe-
HEXXHOM 3KBMBAsfIeHTE; METOObl OLEHKM pasfuualoTcs
MoKasaTeNnsaMn pesynbTaTUBHOCTM nedenus. B Poccum
BONbLUMHCTBO 3KOHOMWYECKUX WUCCREenoBaHunin B obna-
CTW reMaTosnorMM NpoBOAAT 3KOHOMUCTbI B TaHAEMe C
BpayaMu-remMaTonioramu, npy 3ToM Bpauu no GonbLuen
4aCTW BbIMOSHAIOT POJSib KOHCYMbTAHTOB MO BOMPOCaM
Tepanuu, a He uccneposaTenei. K coskanexuio, He Bce
BpauM-reMaTosiorn BrapelT MeTOROoSIornent mpoBefe-
HUA TaKWX UCCNENOBaHWI, a 3HauWT, He Bcerga MoryT
OLIeHWTb KayecTBO W pesynbTaT onybnvkoBaHHbIX hap-
MaKO3KOHOMUYECKUX AaHHbIX.

B naHHoW cTaTbe NpencTaBneHbl OCHOBHbIE METOAbI
3KOHOMMWYECKOM OLEHKMN U 0COBEHHOCTU UX MPUMEHEHMS
B remMaTtosniorum.

OnucaHue MeToA0B S3KOHOMUYECKOMN OLIEHKM.

MuHumuzaums satpat. AHanu3 MUHUMU3aUMK 3a-
TpaT — 3TO BUA aHanu3a, Npy KOTOPOM CPaBHMBAIOT [1Ba
anbTEpPHATVBHbLIX BUAA TEYEHUS TOMbKO C TOYKM 3PEHMS
3aTpaT, MOCKOSIbKY OKMAAETCS, UTO UX UCXOAbI (adhdhek-
TMBHOCTb 1 6e30MacHOCTb) MAEHTUYHbI [4].

AHann3 «3atpatbl—achhekTuBHoCTbL>. [lokasaTe-
nem pesynbTatvBHoCcTY (3dpcheTMBHOCTM) npu NpoBe-
LEHWWN aHanu3a «3aTpaTbi—3PEKTUBHOCTL> BbICTYMNAIOT
KIIMHUYECKWe, CBSi3aHHbIE CO 3[0POBbEM, MOKasaTenu,
HanpuMep, YUCIO BbISIEYEHHbBIX MaLMEHTOB, NOBbILLEHNE
KOHLIeHTpaLmmn reMornobrHa unmn CHUXKeHWe copepia-
HUS sKernesa B CbIBOPOTKE KPOBW NaumeHTa ¢ BonbLuoin
dopmoi beta-Tanaccemuu. lNokasaTenb «3aTpaTbi—ad-
(hEKTMBHOCTb>» PacCUUTBIBAOT MYTEM AESIEHUS Pa3HULLbI
B 3aTpaTax Ha pasHuuy B adpdpextvsHocTu [4-6, 15].
Yuctaa pasHuua B 3aTpaTax OTpakaeT AOMOMHUTENb-
Hble 3aTpaTbl, KOTOPble HEeObXOAWMMbI NS AOCTUMKEHUSA
pasHuLbl B NMOKa3aTensx pesynbTaTUBHOCTU, TO €CTb BO
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CKomnbKo obowpeTcs (B pybnsix) moBblLLEHWE KOHLEHTpa-
UMM remorniobvHa B KpoBM Ha 1 enuHULy LS naumeHTa
¢ bonbLuon chopMoin beTa-TanacceMuu. [laHHbI aHanm3
npuMeHsieTcs valle scero [15-18].

AHann3 «3aTpatbi—r0/1€3HOCTb>» — 3TO OCOBEHHbIV
BMO MeTofa «3aTpaTbi—3ch(PeKTUBHOCTb>», TAe B Kaue-
CTBE MNoOKasaTens 3pHeKTUBHOCTM WCMOMb3YIOT oAb
COXpaHeHHOM KauecTBeHHOW mu3HM (QALY) [4]. TMoka-
3aTenu CMepTHOCTY ¥ 3aboneBaeMoCTN B JaHHOM CIy-
yae obbenMHeHbl B 0auH nokasatenb 3heKTUBHOCTY.
QALY paccuuTbiBaloT MyTeM NEPEMHOXEHUA KONMYECTBa
NeT COXPaHEHHOW WU3HW Ha UX CPeHEeB3BeLLEHHOe Ka-
YecTBO, KOTOpoe HOPMUPYeTCst UCXOAs M3 npepnoyTe-
HU NaumeHTa unu obLuecTBa K onpenesnieHHoMy Habopy
nokasaTenei 3gopoebs [19-20]. Hanmpumep, uenosek,
MPOMMBLLMIA 3 rOAa CO CPEeAHEeB3BELUEHHbIM KauyecTBOM
0,6, bynet umeTb 1,8 QALY. KauecTBO M3HM MOXKET Ba-
pbupoBaTtbes oT 0 (akBMBaneHTHo cMepTu) oo 1 (nonHoe
anoposbe) [21].

B 3KOHOMWYECKON OLeHKe ANs OnpeneneHus no-
NEe3HOCTU TMPUMEHSIOT HerpsiMble MEeTofdbl, HanpuMmep
OMPOCHWKM OTHOCUTESIbHO KauyecTBa M3HM OT COOT-
BeTCTByloWel pedpepeHcHon rpynnbl [22]. HanbBonee
4acTO WCMOMb3yeMble OMPOCHUKM, OCHOBaHHble Ha
MPeanoYTEHNAX MO KayecTBy u3Hu, — SF-36 n EQ-5D.
lMokaszaTenb NOSIE3HOCTU MOKET BbiTb MOSyYeH Hanps-
Myio 13 EQ-5D [23] unu kocseHHo 13 SF-36 [24]. [pyrue
OMPOCHUKKU ANs onpefeneHus nonesHoctn — 15D [25],
HUI3 [26] v AQol [27].

MpenMyLLLEeCTBO aHanu3a <«3aTpaTbi—MONEe3HOCTb>
COCTOWT B TOM, YTO OH NO3BOJISIET CPABHUTb BMELLIATENMb-
CTBa Npu pa3nuuHbix 3a60or1eBaHusX, YTobbI ONpenenuTb,
KaKoe U3 HWX JaeT HambosbLLyIo MOSb3y 3a NOTPaYeHHble
CPeAcTBa. ITO 3HAUWT, UTO MOKHO, HaMpPUMep, CPaBHUTb
pacxoobl Ha eguuHuuy QALY Mexpgy TpaHchnaHTauuen
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rEMOMO3TUYECKMX CTBOJIOBbIX KMETOK Npu bBeTa-Tanac-
CEeMWM 1 NOJTHON 3aMeHoN Ta3obeapeHHOro cycTaBa npw
ocTteoapTpuTe [28, 29].

AHann3 «3aTpaTbi—BbIrofa» — 3T0 aHanWTUYecKas
METOAMKaA, BbITEKaloLlas W3 3KOHOMUYECKOW Teopum
MEPEYNCIEHNSI U CPaBHEHUSI YUCTbIX 3aTpaT Ha 34pa-
BOOXpPaHEHWe C BbIrOAOW, KOTopasi pacTeT BCMELCTBUE
npuMeHeHnst TexHonoruit [4]. Mpu aHanuse «3atpatbi-
BbIFOfa» Kak pacxofbl, Tak U pe3ynbTaT NpeacTaBsieHsbl
B IEHE}KHOM BblpaskeHun. Korfa Bce Mcxombl OLEHEHbI B
OEHeKHOM 3KBWBASIeHTe, BCe 3aTpaTbl CyMMUPYIOTCS U
BbIUMTAIOTCS U3 JIEHEKHOW CTOMMOCTM pesynbTaTa. Ecru
061t pesynbTaT NOMOKUTENEH, TO eCTb PesyfbTaTuB-
HOCTb BbllLe 3aTpaT, TO MeAMLMHCKasa TexHonorus bna-
ronpuaTHa. Kak n B criyyae aHanusa «3aTpaTbi—nones-
HOCTb>», laHHbIA METOL, NO3BONSAET NPOBOAUTL CPABHEHME
MEXLY pesynbTaTamMun NPUMEHEHUS PasnUyYHbIX TEXHOI0-
ruii n 3abonesaHnin. CNOXKHOCTb COCTOUT B OLIEHKE pe-
3ynbTaTa, Takoro, HanpuMep, Kak MPOLOSIKUTENBHOCTb
U3HW, B OEHEXHOM 3KBMBasieHTe. OBbIYHO ANS OLeH-
KV NPUMEHSIIOT MeTOf, «YefOBEYECKOro KanuTana» uim
pacueT «rOTOBHOCTU MNaTUTL». MeTop «4enoBeyYecKoro
KanuTana» oLeHWBaeT ynyylleHne 300pOBbs Ha OCHOBE
BynyLuei CTOMMOCTU NPOM3BEAEHHBIX MPOAYKTOB, UCXO-
O M3 TOro, YTO MaLMEHT CMOXET BepHYTbCs K paboTe
[22]. PacueT «roTOBHOCTM NIaTUTL> MO3BOSAET OLIEHUTH
ynyuJllieHWe 300POBbSl, OCHOBbLIBAsICb HA TOM, CKOJSbKO
MOV FOTOBbI MNATUTL 3a 3TO ynyulleHue. Ho cyluecTsy-
IOT COMHeHWs: BCerfa nu O0TBeT YeroBeka Mpu onpoce
OTpasKaeT ero OeWCTBUA B peasibHOM XM3HWU, MO3TOMY
OLleHKa CTOMMOCTY pesysibTaTa fleyeHus B AeNCTBUTENb-
HOCTU MOKET ObITb HETOYHON. YuuTbiBas 3Ty 0CODEH-
HOCTb, aHanW3 «3aTpaTbi—BbIroga>» PeAKo NPUMEHSIOT Ha
npakTuke [30].

AHann3 BrnaHNA Ha BI0AET — 3TO AOMOSHeHNe K
aHanusy «3aTpaTbli—3EKTUBHOCTL>, KOTOPOE MO3BO-
NSIET OLUEeHUTb OMHAHCOBbIE NOCNENCTBUS BBELEHUS HO-
BOM MEOWLMHCKON TEXHOMOMMK C YYeTOM OrpaHUYeHHO-
CTV pecypcoB cucTeMbl. CyTb faHHOMO MeTofa COCTOUT
B CPaBHEHWM 3KOHOMUYeCKoro adpdrekTa OT BBEAEHMA
HOBOWM TEXHOMOrUM U YXe NpuMeHsieMon ansa BiogxkeTta
KOHKPETHOrO perynsropa.

BrisiBneHne/onpepeneHve anbTepHaTUB.

KnioueBoi BOMPOC 3KOHOMWMYECKOW 3DCPEKTUBHO-
CTV — pacrnpefesieHne pecypcoB Mexay anbTepHaTuB-
HbIMWU TEXHOMOMUAMM, NMOITOMY 3KOHOMUYECKAs OLEHKa
nogpasyMeBaeT OLEHKY ABYX v bonee TexHonoruu. Mpu
OLIeHKe MMEIOLLIMXCS TEXHOMOMMIA COOTHOLLEHWE «3aTpa-
TbI—3(P(PEKTUBHOCTL> pasNMYaeTcs B 3aBUCUMOCTU OT
TOro, YTO C YeM cpaBHMBaTb. OpraHn3aTopbl 3LpPaBoOX-
PaHeHUs 3aMHTepecoBaHbl B MHKPEMEHTaNbHbLIX 3aTpa-
Tax W pesynbTaTax OT HOBbIX BMELLATeNbCTB MO CpPaB-
HEHMIO C CYLLEeCTBylOLLUMMU. TakmuMm obpasoM, 0BbbIUHO
CTaHOapTHasi Tepanus — 3TO KOMMapaTop, NO3TOMy TaK

BaskeH BbIOOp NpaBWMbHOW anbTepHaTUBbI 4151 CPaBHe-
Hus. CpaBHEHWE HOBOV MEAMLIMHCKOMN TEXHOMOMUM C y)Ke
CYLLeCTBYIOLLEN [OPOroi UK He3adheKTUBHON MOKET
WCKYCCTBEHHO CLENaTh HOBYIO TEXHOSIOMMI0 9KOHOMUYE-
CKu Hanbosee npeanoytuTenbHoit [31], a ee cpaBHeHue
C yCTapeBLUEW WU PefKo NMPUMEHSIEMON TEXHONOrmen
He ByneT UMeTb HUKaKoro cMbicna.

MMpn NpoBefeHNN IKOHOMUYECKOTO aHanmu3a C Lenbio
Mofly4YeHns pe3ynbTaToB, KOTOpble MOryT BbiTb npuMe-
HUMbI B KIIMHUYECKOMN NPaKTUKE, HE0BXOAMMO NPaBUITbHO
BblBMpaTb TexHONOruio cpaBHeHus. Hanpumep, nposene-
HWe XenaTopHoN Tepanuu MHAY3NAMKU fedbepoKcaMmHa
npu neperpyske skefesa y TpaHcy3MOHHO-3aBUCUMbIX
nauveHToB ¢ BeTa-Tanaccemuel ycTapeno, Tak Kak Ha
CMeHy Oed)epoKCaMUHy NpuLLen nepopanbHbii Xena-
Top — nedepasupoKc, YMyULUMBLUMIA KAYECTBO KWU3HU
NaLMEHTOB U UX NPUBEPIKEHHOCTb XeNlaTOPHON Tepanuu.
[MosToMy npu MPOBEAEHUM  KIIMHUKO-3KOHOMUYECKOM
OLIeHKM TPaHCMaHTaUMW reMono3TUYECKMX CTBOJSIOBbIX
knetok (TFCK) y nauvenToB c¢ 6onbluoit dhopmoit be-
Ta-TanacceMmu B KayecTBe KommnapaTtopa Heobxopumo
BpaTb CTaHmapTHyl0 Tepanuio TpaHcdy3uin 3puTpoLmT-
HOW Maccbl B coueTaHnn ¢ fedepasnpokCoM Kak xena-
TOpoM skenesa [32-35].

OueHKa 3aTpaT. [lpn npoBefeHUM 3KOHOMUYe-
CKOM OLIeHKM Ba)HO Cpa3y OnpefenuTb MepPCrneKTUBYy,
C yyeToM KoTopoin OydeT BbINOMHEH aHanu3. AHanus
MOKHO NMPOBOANTb KaK C TOUKM 3PEHNSA NaLMEHTa, Tak 1 €
MO3ULIMN YUPEXAEeHUA 3APaBOOXPaHeHNs unm obLiecTsa
B LleroM. BbibpaHHasi nepcrnekTuBa BIUSAET Kak Ha 3aTpa-
Tbl, TaK M Ha TO, Kakne pe3ynbTaTbl CeayeT yunTbiBaTb
npv aHanuse. Hanpvmep, ecnu paccMaTpuBaTb 3KOHO-
Muyeckylo oueHky TI'CK ¢ yueToM nepcnekTuBbl yupe-
AEHUA 30PaBOOXPaHEHMs, TO B pacyeTax crnepyeT yuu-
TbIBaTb TONIbKO Pacxofpbl yUYpPesKAEeHUs, Takne Kak onnarta
TpyLa nepcoHana (MeauUMHCKOrO U HEMeJMLMHCKOro),
3aKyrKka pacxofHbIXx MaTepuarnos (MeguKamMeHThl, Meau-
UMHCKME U HEMEOMUMHCKUE U3AENUs), pacxofpl Ha oc-
HOBHOe 0bopynoBaHMe M KOMMyHarnbHble pacxoapl [36].
OpHako, ecnv NPOBOAMTb OLIEHKY C TOUKM 3peHus obLe-
CTBa, TO HeobxoaMMO BKIIOYaTb B pacyeTbl BCe 3aTpaThl
(v BbIFOAbI) BHE 33BUCUMOCTH OT TOFO, KTO MX HeceT (Mnu
nonyyaert Bbiroay) [36], TO ecTb HOMKHbI BbITb YUTEHbI
3aTpaTbl, NOHECEHHbIE NaLMEHTaM1 U UX POACTBEHHUKA-
MU (TpaHCMoOpTHbIE PacXofbl 10 MeCTa fleyeHus, noTepu
B 3apaboTHOM NnaTte), a TakKe M3OEePMKM, NOHECEHHble
paboTofateneM nauveHTa B CBA3W C ero OTCYTCTBMEM
Ha paboTe, 1 NOTEpV B BanOBOM BHYTPEHHEM MPOAYKTe
(BBN) [3, 12, 36].

lMpoBefeHMe OLEHKM C TOYKM 3peHus obliecTBa —
«30/10TON CTaHLAPT>, MOCKONbKY JaHHas OLEHKa YUuTbl-
BAET BCe BO3MOXHbIe 3aTpaThbl v BbIr0Abl Ans obLecTsa
BHE 3aBWCMMOCTM OT TOFO, KTO HECET pacxofbl U Nony-
yaeT pesynbTaT, a TakKe No3BOJIAET NPOBECTU CPABHU-
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TeNbHbIA aHanM3 TeX MeOMLMHCKUX BMeLLATENbCTB, KO-
Topble BopioTcA 3a pecypcsl.

3aTpaTbl, Kak NpaBuWsI0, BKIIOYAIOT U3MEPEHWE KO-
NMYyecTBa PECYPCOB, WCMOMb30BaHHbIX [OJ1 KaMLoro
naumeHTa, v NPUBA3KY CTOMMOCTU EOUHULbI K KaXLOMY
pecypcy. Mcnonb3yeMble pecypcbl Yacto cobupatoT 13
KITMHUYECKMX WCCIefoBaHWA MM NoJlyyaloT MpOCneK-
TMBHO/PETPOCMNEKTUBHO M3 MEAULIMHCKOM LOKYMEHTaLMH
nauvenTa (aTa UHdpopMauMs LOCTYMHA TOMBKO ANS yuy-
pesaeHns 3npaBooxpaHeHus) [5-6].

MeTofbl FPyNNMPOBKM 3aTpaT MO AMarHo3y BKIIO-
YaloT HasHayeHWe 3aTpaT NS MaUMeHTOB CO CXOMUM
TMMOM 3aboneBaHus (B COOTBETCTBUM C UX AMArHO30M).
3Tn pacxofbl YacTo AOCTYMHbI B ByxranTepckon cucte-
Me yupesoeHust unn B Tapudpax obsizaTesnisHoro Mepu-
UMHCKoro cTpaxosanust (OMC), B 3aBUCHMOCTYM OT TOrO,
C KaKoW NepcrneKTVBbI BeAeTCsA aHanus.

YunTbiBasi 3HauWTENbHbIE PAacXofdbl, CBSI3aHHblE C
nevyeHveM 0one3Henm KpOBM, BasKHO, 4TOObl 3aTpaThbl
Bbinv HapnexalwmM 0bpasoM yyTeHbl Npv Mmobol 3ko-
HOMWYECKOW OLEeHKe. 3aTpaTbl, CBA3aHHbIE C JeYEeHU-
€M MNauuneHTa, 0TIMYaloTCA No LenoMy psgy hakTopos,
BKITIOYAIOLLMX [MArHOCTUKY, TAMecTb 3aboneBaHvsi u
Bo3pacT BonbHoro [37]. 3atpaTbl GynyT BapbupoBaTh B
3aBUCHMMOCTW OT PETMOHA UMW CTPaHbl, OHW 3aBUCHAT OT
LOCTYMHOCTU J1IeYeHus, MPeAnoYTeHU Bpaya 1 MexaHus-
MOB (PMHAHCMPOBaHWSA, NOSTOMY He CriefyeT UCMoMb30-
BaTb [laHHble MO 3aTpaTaM 3apybesHbiX UCCrenoBaHuUi
[37] pns npuHATMA pelleHus B Halwlei cTpaHe. JTo
elle pa3 MogyepkMBaeT HeobXooMMOCTb KOPPEKTHOro
NPoBefeHns hapMaKO3KOHOMUYECKUX WUCCRefoBaHUN
B Poccuu.

B HacTosilee BpeMsi OTCYTCTBYET CTaHAAPTHbIM
MOOXOA K M3MepeHuio 3aTparT. [Npu pacyeTte 3aTpaT Bax-
HO OMnpenenuTb, Kakue napaMeTpbl ByayT yyTeHbl, — 3TO
3aBUCWT OT MEPCMNEKTUBbI aHan3a, BPEMEHHOIO ropu-
30HTa W pecypcoB, KoTopble ByoyT OTnMYaTbCA Mexay
rpynnamv Mpu MNPOBEAEHUM IKOHOMUYECKOW OLIEHKM.
B cBsi3v ¢ TpynoeMkocTblo npouecca cbopa fetanmavpo-
BaHHOW MHCpOpMaLIMK Mo pecypcaM No3vLmnm, CBA3aHHbIe
C MUHWUManbHbIMK PasNMUMsAMKU B 3aTpaTax, He TpebyioT
Takov noapobHOW LeTanusaumum, Kak BbICOKO3aTpaTHble
nosuumm. CTOMMOCTb eOMHULbI Kasaoro pecypca Lok~
Ha ObITb YeTko MponucaHa B NIOHOM 3KOHOMUYECKOM
nccnepoBaHuun. MNpu 3TOM MeTodbl pacyeTta CTOMMOCTU
eOMHWLbI pecypca ¥ BPEMEHHON NEPUOL He LOSKHbI OT-
nuuatbes [5, 6]. To ecTb, eciv HaM HeobxoauMMo npo-
CuMTaTb CTOMMOCTb JIeKapCTBEHHbIX MpPenapaToB Ans
MaLMeHTOB C TpaHCAy3MOHHO-3aBUCUMOW chopMoit be-
Ta-Tanaccemuun npu nposepeHun TICK n cTanpapTHoOM
Tepanuu, To Mbl AOSTKHbI UCMOSIb30BaTb ENMHYI0 METOAMN-
Ky pacueTa efMHWLbI CTOMMOCTU Ha OOHY U Ty e faTy,
HanpuMMep, NOCUYMTaTb CPefHIoI 3aKYMOYHYIO LieHy npe-
napaToB BO Bcex permoHax Poccumn B 2017 ropy.
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IVCKOHTMpPOBaHME N BPEMEHHON FOPU3OHT

3aTpaTbl U BbIFOAbl 3aBUCAT OT BPEMEHW U penko
TPaTATCA WM HaKanaMBaloTCA OOHOMOMEHTHO. LleH-
HOCTb pybns ceropHs Bonblue, yem byneT 3aBTpa. [uc-
KOHTMPOBaHWE — 3TO METOA, UCMOSb3YEMbIN ANS OLEHKM
BynyLUMX PacXOAoB W BbIr0Of B CErOAHSALLIHEN CTOMMOCTY.
B pesynbTaTe SKOHOMUYECKOW OLIEHKM HYXHO Orpe-
0e1Tb BPEMEHHOW MNepuod, K KOTOPOMY OTHOCWTCS
aHanus, M OMCKOHTVMPOBaTb pacxodbl M pesynbTaTbl K
CErofHsLLUHEeN CTOMMOCTU ANA UCCINeLOBaHWA, BPEMEH-
HOW MHTEpBan KOTopbIX npesbiwaeT 1 ron. BeibpaHHbIn
BPEMEHHOW nepuop NoMKeH bbITb 4OCTaTOUHO ASIMHHBIM,
yTobbl 3axBaTUTL BCe AMdpepeHumanbHble 3hdEKTbI
OT PasnuyHbIX BMeLLaTenbCTB. B 3apybeskHon mpaktu-
Ke NPUMEHSAIOT CTaBKy AMUCKOHTMpPoBaHWMA oT 3 no 6%;
B Poccun pekoMeHayioT ucnonb3oBath cTasky 3% [5, 6].

ConocTaBfieHNe pacxonoB U pe3ynbTaToB.

Bo BCex 3KOHOMMYECKMX OLIeHKax, KpOMe aHanv3a
MUHMMM3aLMK 3aTpaT, pacxofbl 00beauHsIoT ¢ pe3yrnb-
TaTOM B €OMHYI0 METPUKY LNt MHTEpnpeTaummM u cpas-
HUTENMbHbIX Uenei. [okasaTenb B aHanuse «3atpaTbi—
BbIrOa» MMEEeT [IEHEKHYI0 CTOMMOCTb, B TO BPEMS Kak
aHanusbl «3aTpaTbi—3PPEKTUBHOCTL> U «3aTpaTbl—Bbl-
rogpl» (QOPMMPYIOT COOTHOLLEHWE «3aTpaTbi—3adhdek-
TUBHOCTb». B UTOre, YeM HuKe COOTHOLLIEHWE, TEM Nyy-
LUe pe3ynbTaT, NOMyYeHHbIN MPK JaHHbIX pacxofax. 370
03HayaeT, YTO MPOM3BOACTBO OMNPENENEHHON eauHULLbI
pesynbTaTta ANna 300poBbsa OyneT cTomTb MeHblue. Cy-
LLECTBYIOT YETbIpe BO3MOXHbIX BapuaHTa: TEXHOMOrunmn
MOryT bbITb MeHee 3D(PEKTUBHBIMM 1 MEHee 3aTpaTHbI-
mu; bonee adbdpekTuBHBIMKU 1 Bonee poporumu; bonee
3P (PEKTUBHBIMM N MEHEE [OPOrNMU; MeHee 3PCEKTUB-
HbIMU 1 6onee noporumu [38, 39]. He Bbi3biBaET cOMHe-
HUSI, UTO HE CTOUT MPUMEHATb MeHee 3PEKTUBHYIO U
Bonee [oporyio TEXHOMOrMI0, U HA0BOPOT, eCN TEXHO-
norus okasanacbk Hambonee 3pHEKTUBHON U HaMMeHee
3aTpaTHOW, eCTb CMbICI ee BHefpATb. B cnyyasx, korga
TexHonorus bonee adodpexTnBHas 1 bonee goporas unm
MeHee 3adhdheKTBHas U MeHee [oporasi, crnepyet npu-
HUMaTb peLUeHne, UCXOAA U3 CTOMMOCTU M FOTOBHOCTM
3annaTuTb 3a eanHuLy addpekTneHoCTH [37].

Pelenve o ToM, adhdrekTvBHA M Tepanusi C TOUKM
3pEHVsT MOTPAYeHHbIX CPencTs, TpebyeT mHdopMaumm
0 TOM, CKOSbKO OBLLEeCTBO roTOBO 3annaTutb 3a nosy-
YEHHbIV pe3ynbTaT — TaKoR, HanpyUMep, Kak roabl coxpa-
HEHHOW M3HU. Kak npaBuno, CyLlecTBYIOT MOPOroBble
3HaYeHWs L1 OLEHKM SKOHOMUYECKOW 3hPEKTUBHOCTM
(KaK CKpbITbIe, TaK U SBHbIE), KOraa 3aTpaThl Ha pesyrb-
TaT, KOTOPblE HVKE MOPOrOBOrO 3HAYEHMS, CUMTAIOTCS
9KOHOMMYECKN 3hDEeKTUBHBIMM (CriegoBaTesibHo, BMe-
LIaTeNbCTBO, BEPOSATHO, ByeT pean1sosaHo), B 0TNMumMe
OT TeX, KOTOpble MOAHMMAIOTCS BbILLE NOPOrOBOr0 YPOB-
HSl U CUMTAIOTCS HEMO3BOSIUTENBHO BbICOKUMU (MOSKHO
apchekTHBHEE Mcnonb3oBaTh cpeacTea). B Poccum no-




por «rotoBHocTU nnatutb>» (M) paccunTbiBalOT NyTEM
yMHOseHust BBIT Ha pyLly Hacenenus Ha Tpu. B coot-
BETCTBUW C AaHHOM MeToamkown pacyeta Tl B Poccun B
2016 rony cocTasun 1 761 985 py6. (unm 26500 $) [38].
3TO 3HauWT, YTO ecnu [ONOMHUTENbHas eanHuua 3d-
dhekTnBHOCTM ByneT cTouTh B npepenax 1 761 985 pyb.,
TO ee NpUMeHeHve LOMyCTUMO.

[MaBHas UeNnb aHanuM3a <«3aTpaTbl—3adPdEeKTUB-
HOCTb» — MHCPOPMUPOBAHME TeX, KTO MPUHUMAET peLue-
HWe, 0 Hambonee adhdeKTUBHOM BbiBOpE, NPU KOTOPOM
LOCTUMEHWe sKeraeMoro pesynbTaTta (Hanpumep, co-
xpaHeHHble QALY) npousoiaeTt npu HauMeHbLUen 3aTpa-
Te pecypcos.

AHanuTU4YecKne MeToabl 3KOHOMUYECKOM
OLeHKWU. MeToabl MOAEIMPOBaHWS C LieSlbio 3KOHOMU-
YECKOW OLIEHKM BKIIOYAIOT CUHTE3MPOBaHWE AaHHbIX W3
HECKOJIbKUX PecypCcoB AJ1s NOCTPOEHNS 3KOHOMUYECKOM
MOJenu v BblIbUPalOT aHANIUTUYECKYIO CTPYKTYPY NPUHS-
TUS PELLEHNUS C UCMOJSIb30BaHWEM [ipeBa PeELUEeHUA nUnu
mMofenb MapkoBa. [IpeBo peLleHuit — 3To rpadomyeckoe
n306paeHne BCeX albTepHaTUB AN PeLLUeHns NocTaBs-
NEeHHON 3afaun, rae NpefyCMOTPEHbl BCE BO3MONKHbIE
OCIOXHEHUA AN KaLON U3 anbTepHaTWB, BEPOSTHOCTb
UX BO3HWKHOBEHMS W CBS3aHHbIA C 3TUM pesynbTaT
[39-41]. NaHHbii MeTon MpencTaBnaeT apIEeKTUBHbIN

PucyHok 1

OB3OP JINTEPATYPbHI

cnocob aHanusa bonbluero obbeMa nHopMaumm, Ta-
KOM KaK BEPOSITHOCTb BO3HUKHOBEHUSA Pa3fnyHbIX cobbl-
THin (Hanpumep, yCrnewHoCTb NPUMEHEHUS TEXHOSIOT UM,
BO3HWKHOBEHWe NoBOoYHbIX 3DEKTOB), CTOUMOCTb Kask-
noro cobbiTst U domHarbHbI Mexon (Hanpumep, cMepT-
HOCTb, COXpaHeHHble rofbl sku3Hu unu QALY) [5, 6, 41].
MpMep NOCTPOEHWA NPOCTOr0 [pEeBa PeLLEHui
NpencTaBneH Ha pucyHke 1. cpaBHeHWE 3PDEKTVBHO-
CTU NpoBefeHNUs paHHelt (Lo 12 Mec. nocne NocTaHOBKM
omarHosa) 1 nosaHen (12 mMec. u 6onee) TICK y naum-
EHTOB C MHOXecTBeHHon Muenomon B CLUA. BeogHbiMu
LaHHbIMK AN Mofenu Bbinu cBefeHus o 3aTpaTtax B foM-
napax CLUA no ueHaM 2012 ropa (Ha puc. 1 — nepsblit
nokasaTenb B KBapaTHOM paMke), mokasaTenu Kade-
CTBa KM3HWU, BEPOSTHOCTb MEpPexoda U3 0JHOro COCTos-
HWS B fipyroe (P) n BoaMosKkHbIe mcxoadbl [42]. KoMbBuHa-
LMst 3TUX COBbITUI NpUBENa K HECKOMNbKUM OUCKPETHBIM
KOHEYHbIM UCXOAaM, C KaXabIM 13 HUX CBSA3aHbl onpene-
NEHHbIe PacXofdbl K pe3ynbTaTbl, KOTOPbIE TaKKe MOryT
BbITb conocTaBneHbl. [IpeBO PELLEHNI MOKa3bIBAET, YTO
3aTpathbl Ha nosgHiolo TI'CK cocTasnsioT 257 650 gonn.
CLLIA, a KayecTBO KM3HM NaumeHTa pasHo 1,73 QALY.
3atpatbl Ha paHHiolo TICK — 234 759,98 ponn. CLLA,
a nokasarernb KavecTBa }u3Hn — 1,96 QALY, uto Ha 0,23
QALY Bbiwe, yem B criyyae no3pHen TICK. OcHoBbiBasichb
Ha 3Tux pesynbtatax, C. Pandaya v coaBT. npumm K

[lpeBo peLueHunit ANa cpaBHeHUst KITMHUKO-3KOHOMMUYECKOW 3(PEKTUBHOCTM NPOBEAEHNSA No3AHEN n paHHen TICK

npu MHOXecTBeHHOI Muenome B CLLIA [42]
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BbIBOLY O TOM, YTO paHHee npoefeHune TICK naumen-
TaM C MHOXXECTBEHHOW MMENOMON NpeanoYTUTesibHee no
CPaBHEHWIO C MO3AHMM ee npoBefeHueM [42].

[MonobHO pOpeBy peLUeHWin, MapKOBCKME MOLEenu
(M3BECTHbIE TaKKe Kak MapKOBCKME MPOLEeCChl) — aTo
pacnpoCTPaHEeHHbIN CMocob CTPYKTYpUpOBaHUA aHa-
FIMTUYECKOW 3apjauu, roe CyLIeCTBYET MHOXECTBO MO-
TeHUManbHbIX «COCTOSHWIA 300poBbs». B To Bpems kak
OpPEeBO PEeLUEHU MOXET OTpaxaTb XPOHOMOrMYeckoe
YNOPSAAOYEHNE Pa3fIUYHBIX COCTOSIHUIA 30OPOBbS WNK
pesynbTaToB, MapKOBCKWE MOAENU MO3BOMAIOT MOKO
nepeMeLLaTbCa Mexay HMMU. MapkoBckas Mopenb mo-
nesHa, Korga npobrnemMa NpUHATUA peLleHns npeanona-
raeT pUCK, MPOROIIKAIOLLMIACA BO BDEMEHW, KOTAA BaXEH
TaWMUHI COBLITWIA 1 KOTAa BaXKHOe COBbITUE MOMKET Ha-
CTynaTh Yallle, YeM ofnH pas (kak B criyuae ¢ beta-Ta-
naccemueit) [43].

MapkoBckue Mopenu TpebyioT pa3paboTku Habopa
B3aVMOWCKIIOUAIOLLMX COCTOSHMIA (MaLMEHT MOKeT Ha-
XOAWTLCA TOMbKO B OQHOM COCTOSIHMM B HabriofaeMbiv
MOMEHT BpeMeHw) 1 COBMECTHO mcUeprbiBaloLwmx (naum-
EHT MOKET HaxoOMTbCA TOMbKO B OQHOM COCTOSIHUM BO
BCe BpeMeHa). MaumeHTbl nepeMeLLalnTcs B MOLesu uc-
XOAA W3 BEPOATHOCTU, KOTOPasi ONPEeNEensAeT, HACKOMbKO
BO3MOXXEH MEepexof M3 OfHOro COCTOSHWA B Apyroe 3a
onpenerneHHbli 0TPe3oK BpeMeHn (MapKOBCKUIM LMKN).
Kaspoe coCcTosiHMe 300pOBbs CBA3AHO C OMNpepneneH-
HbIMW 3aTpaTaMu U pesynbTaTaMu s KaxKOoro LUMKNa.
B MapkoBcKoi Mopenv OTAenbHbIE KOrOpTbl NaLMEeHTOB
MPOXOAAT Yepes3 PasnnyHble COCTOSHUSA, OCHOBAHHbIE
Ha BEpOATHOCTSX Mepexofa. Mopenb 3anyckaetcs nnbo
0719 (PMKCMPOBaHHOMO Yncna LmKIoB, Nnbo fo Tex nop,
MOKa BCe MaLMeHTbl He BOMAYT B NornoLualoLlee cocTo-
AHMe (CocTosiHMe, B KOTOPOM OHM OCTaHYTCH ANA BCEX
BYOYLUMX LIMKMOB).

PucyHok 2

Ha pucyHke 2 wn3obpaskeHa MapKOBCKas MOAEnb,
paspaboTaHHas P. Leelahavarong v coaBT. ansa cpas-
HEeHWst CTaHmapTHOM Tepanmuu (BKMioualoLLei perynsp-
Hble TpaHCcy3nn 3IPUTPOLIMTHON MacChbl U XeNaTOpHYIo
Tepanuio) ¢ annorexHon TFCK y naumneHTos ¢ 6onbLLoil
chopMoit BeTta-Tanaccemun B Tannange [29]. [nsa kax-
LOro nauueHTa CyLLecTBYeT ABa Buaa Tepanum — TICK
WM TpaHCcdy3nK 3PUTPOLIMTHON MacChl C XenaTOpPHOM
Tepanuen. Mogens MapkoBa BKSlOYaET NSATb COCTOSHUMN,
npy 3TOM MaLMEeHT, NonyvaloLmnii TpaHcdy3umn ¢ xena-
TOPHOW Tepanuem, MOXET HaXOAUTLCS TOMbKO B ABYX CO-
CTOSIHUAX — KMBON UM B COCTOSHUM CMEPTU, B TO BpEMS
Kak naumneHT ¢ T CK MoeT nepeMeLLaTbcs BHYTPY BCEX
naTn coctosHuin [29]. OgmH UMKN Mopmenu oxBaTbiBaeT
1 ron; BpeMeHHOM ropusoHT cocTaensaeT 99 net [29].

AHanus 4yBCTBUTE/IbHOCTH. B pesynbTaTtax 3ko-
HOMMYECKMX OLIEHOK BCErfa CyLLEeCTBYET eCTeCTBeHHas
MOrPeLLUHOCTb, MOCKOMbKY HUKOrAA HeT MOSIHOM MHAOP-
MaLmm 060 BCeX BO3MOXHbIX M3OEPIKKaX 1 NOCNeACTBUAX
KOHKpETHOW TexHONnornn B BbibpaHHOW KoropTe. Takas
HeonpeaeneHHOCTb MOXET BbITb CBSi3aHa CO CTPYKTYPOK
MOZENV UNW NOrpeLLHOCTbIO MapaMeTpa, B 3aBUCKMOCTM
oT Bbibopa 3aTpaT v pesynbTaToB neveHus. [pu npuHa-
TV PELLEeHNs O BHeAPEHWUN TEXHONOMMM laHHas NorpeLL-
HOCTb AOJIKHA DbIThb BbISBMEHA M MCCIefoBaHa.

CTpyKTypHast Heonpe#eneHHoCTb 3aBUCUT OT TOro,
HaCKOJIbKO CTPYKTYpHble 0CODEHHOCTVM MOJenu apek-
BaTHO YYWTbIBAIOT COOTBETCTBYIOLUME XapPaKTEPUCTUKM
rpynnbl NauMeHTOB W MccheayeMylo TexHonorunio [41].
[MpMep CTPYKTYpPHOW HeonpeneneHHoCTn — onpenene-
HWe COCTOSIHWIA, KOTOPbIe HAaJO BKITIOYNTb B MApKOBCKYIO
Mopenb. MeTogonornyeckas HeonpeaeneHHoCTb CBA3a-
Ha C peLUeHUsMU MO OLLEHKe, TaKMMK Kak NepcrneKkTuBa,
npoLenypa 1 cTaBkKa AMCKOHTUPOBaHWSA, BPEMEHHON ro-
PU3OHT MM UCTOYHWK MOME3HOCTU NS MPEAnoYTeHUN

MapkoBckas Mogesb npuMeHeHns TICK y nauneHToB ¢ 6onblioi dopMoi Tanaccemum [29]
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OB3OP JINTEPATYPbHI

Mo COCTOsAHMIO 300poBbsA [41]. MeToponornyeckas Heo-
npeneneHHoCTb 0BbIYHO pacCcMaTpMBaAETCA C MOMOLLbIO
«peddepEHCHOr0 Ccyyast» WM CNucka MeToposnornye-
CKMX BapWaHTOB, YTO MO3BONISIET MPOBECTU CpaBHeHWe
MesKIy 93KOHOMUYECKMMU OLleHKaMu. HeonpeaeneHHoCTb
nmapaMeTpoB CBsi3aHa C HeOMpPefenieHHOCTbI0 OTHOCU-
TenbHO MapaMeTpoB 3aTpaT M pe3ysbTaToB, UCMOMb3Yy-
€MbIX B MOLIe/I1, B OTHOLLEHWUWN UX UCTUHHOW CTOMMOCTH,
HanpuMep, YOesbHbIX 3aTpaT, NPUMEHSIEMbIX K LaHHbIM
pecypcaMm MM ypoBHI0 cMepTHoCTM [4-6]. YacTo B Ba-
30BOM Cflyyae [ff 3KOHOMWUYECKOM OLIEHKM WCMonb-
3YI0T TOYEUHYIO OLIEHKY (HampuMep, ToueuHasl OLEHKa
CMEPTHOCTH, TOSIyYEHHas W3 PaHOOMU3UPOBAHHOIO
KOHTPOMMPYEMOro WUCCREeNoBaHns), a aHanmua YyBCTBU-
TEMbHOCTU WM3MEHSAET 3TO 3HAUYEHME Ha MNPOTAKEHUM
BCEro MPaKTUYECKM BO3MOKHOIO AuanasoHa (4acto aTto
95%-11 noBEpPUTESIbHbIN MHTEPBAI AMS TOYEYHOMN OLIEHKM).
HeonpepneneHHble nepeMeHHble B MOZENM MOryT Bapbu-
pOBaTb WMHAMBMOYaNbHO (OMHOCTOPOHHWIA aHanua 4yB-
CTBUTEMbHOCTM) WIM OHOBPEMEHHO (MHOMKECTBEHHbIN
aHanus uyscTeuTEnbHOCTY) [4, 6, 41].

NMprvMeHeHne pe3ynbTaTOB 9KOHOMUYECKOM
OLEeHKW. Llenb 5KOHOMUYECKOW OLEHKN — yryylleHue
PELUEHWIA MO pacrnpefesieHNi0 PecypcoB 3[LpaBOOXpa-
HeHus. [pn oLEeHKe NOMHOTLI Pe3ynbTaToB 3KOHOMUYE-
CKOW OLIEHKM, TaK K& KaK W Mpu OLEHKe pe3ynbTaToB
KIIMHUYECKOr0 MCCNEeLoBaHWs, Mbl LOMKHbI YCTAHOBUTb
060CHOBAHHOCTb METOAOB OLEHKM W [OCTOBEPHOCTb

pesynbTatoB («MOsKHO N UM BepWUTb?>»). Mbl OOSKHbI
TaK¥Ke YCTaHOBUTb, MEPEHOCHMbI 1TV Pe3yribTaTbl OLEHKM
Ha BCIO KMUHWYECKYI0 NPaKTURy («Mory v 8 npuMeHnTb
3TV OLIEHKM K MOWMM MaumeHTam?>»). B HacTosllee Bpe-
Ma B Poccum Bce Bonblue BHMMaHus yoensetcs obpa-
30BaTENbHOW LEATENMbHOCTM B 0BNaCTN 3KOHOMUYECKOW
OLIEHKM TEXHOMOr Wi 30paBOOXPaHEHHS.

Mpu oLEeHKe JOCTOBEPHOCTY HEOBXOAMMO yUNTbIBaTD
BCE aCMeKTbl 3KOHOMUYECKMX OLIEHOK, OMMUCaHHbIX B 3TOM
CTaTbe: HanpuMep, Kakue anbTepHaTuBbl bbinn Bbibpa-
Hbl, KaK M3MepeHbl 3aTpaThbl, ONpefeneHbl M BCe COOT-
BETCTBYIOLLME 3aTPaThl, KaK ornpenensioTcs pesysbTaThbl,
KaK BbIMOSHSAETCS OUMCKOHTMPOBAaHWE, Kakas Heonpepe-
NEHHOCTb CYLLECTBYET W KaKkue aHanuabl YyBCTBUTENb-
HOCTU Bbinn BbiNoNHEHbI. [pn oueHke obobliaeMocTn
HeobxomMMO paccMOTPEeTb BOMPOC O TOM, aHanornyHo
N1, HanpuMep, UCMONb30BaHWE PecypcoB B Momenu u
HaLLen KIMMHUYECKOW NpaKTUKe.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbi MOLTBEPAMIN OTCYTCTBME KOHCPIIMKTA WHTEPEeCcOB,
0 KOTOPOM HeobxoanMo COOBLLUTD.
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