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FemogparoynTapHbIf IMMGOrMCTUOLUMTO3 — peaKoe U 3a4acTtyro ¢aTasnbHOe paccTpomCTBO peryniaunn MMMYHHOIo oTBeTa, B
OCHOBE faToreHe3a KOToporo 1exaTt Ae(peKTbl KIeTOYHON LUUTOTOKCUYHOCTU U rmneprnpoayKkunsa rnpoBocCranTes/ibHbIX LUNTO-
KMHOB. PasinyaloT reHeTM4eCcKu AeTepMHUHMUPOBAaHHbIE (GOpPMbl reMoparoynuTapHoro IMM@OrMcTMoLUMTo3a U BTOPUYHbIE
remogaroynTapHble CUHAPOMbI, aCCOLUMUPOBaHHbIE C MHPEKUUSIMU, 3/10Ka4eCTBEHHbLIMW HOBOOBGPa30BaHUSIMMU, ayTonm-
MYHHbIMW 3ab0s1eBaHNAMN U MMMyHO,ﬂe(bMLlMTaMI/I. B cTaTbe gaeTcs KpaTKoe onucaHue natoreHesa, KIIMHMYeCKUX rnposiBie-

HWW M NOAXO0A0B K Tepanum remodaroymtapHbiX CUHAPOMOB.

KnioyeBble cnoBa: reMoparoLnTapHbIi IMM@OrncTUOLMTO3, UMMYHOCYripeccus, LIMK/1I0CNOPHUH A, 3T0M03K[, JEKCAMETa30H.

TepMuH «remodarounTapHbin AMMOOrMCTUOLUMTOS3» O4Yep-
YUMBAET KPYr BPOXAEHHbIX M NMPUOOPETEHHbIX 3aboneBa-
HUM, B OCHOBE KOTOPbIX NIEXMUT HapylleHue perynsuuu
MMMYHHOrO OTBETa, NpMBOAsLLEe K aHOMalbHOM aKTMBa-
UMW UUTOTOKCHMYECKMX T TMMPOLNTOB Y MOHOLIMTOB/MakK-
podaros, UX aKKyMynsLMKU B MOPaXKEHHbIX OpraHax u pas-
BUTUIO CUCTEMHOIO BOCMaNUTENbHOrO oTBeTa. B KAMHMKE
remodaroymMTapHbin TMMGOrMCTMOLMTO3 OnpeaenseTcs
KaK XapaKTepHOe co4YeTaHWe KIMHUYECKMX (nMxopagka,
cniaeHomMeranuns) u nabopaTopHbIX (MaHLUMTOMEHUS, Koary-
fionatus, AMCIUNUAEMUSA) MPOSBAEHUN, OTPaXKalolWmxX M-
nepakTMBaLuil0 UMMYHHOW CUCTEMbI U MYyNIbTUOPraHHOEe
BOCNanUTEeNbHOE NOBPEXKAEHME.

TepMuH «reModaroumTapHbii CUHAPOM» ABASETCH MONHbIM
CUHOHWMOM TepMHUHa «reModarounTapHbii TMMbOrncTmo-
LMTO3» M NOAYEPKMBAET CUHTETUYECKMI NOAXOA K YCTaHOB-
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NIEHUIO AaHHOro gmarHosa [1]. NMoHaTue «remodarounTos»
0603HavYaeT NaToMopPOosIorM4yeckuii GeHomeH daroLnTo-
3a 3penblX GOPMEHHbIX 3NIEMEHTOB KPOBW TKAHEBbLIMU
Makpodparamu. deHomeH remodaroLuTo3a LWMPOKO pac-
NPOCTPaAHEH U AAHHOE MOHATME He SABMSETCH SKBUBAEH-
ToM remodaroymTapHoro NMMmMeOrncTMoLUTO3a Kak HO30-
niorn4yeckon dbopmbil.

CornacHo KnaccuduKauum, npuHaton O6WecTBOM Mo
M3y4YeHUto rMcTnoumnTo3oB B 1997 r., remodarountapHbiu
NMMPOrncTMOLIMTO3 OTHOCUTCS K rpynne 3aboneBaHWn C
BapMabuibHbIM KIIMHUYECKUM TeYeHUeM, noarpynne 3a6o-
fleBaHuni, pasBMBaIOLWMXCH M3 KIETOK MaKpodaraabHoro
psiga [2]. Ha Haw B3rNs4 K NepBUYHbIM, TO €CTb reHeTHYec-
KW OeTEPMUHUPOBAHHbIM remodaroymMTapHbiM CUMHAPOMAM
crnefyeT OTHOCUTb CEMENHbIM remodaroumtapHbli nMMdo-
FMCTUOLMTO3, @ TaKXKe pad PeaKuX NepBUYHbIX MMMYHOAE-
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Hemophagocytal lymphohistiocytosis

Hemophagocytal lymphohistiocytosis is a rare and frequently fatal disorder of immune response regulation, based on defects of cell cyto-
toxicity and hyper production of pro-inflammatory cytokines. This disease is devided to genetically determinate types of hemophagocytal
lymphohistiocytosis and secondary hemophagocytal syndromes, associated to infections, malignant neoplasm, autoimmune disease and
immunodeficiency. The article gives a brief description of pathogenesis, clinical symptoms, and methods of hemophagocytal lympho-

histiocytosis treatment.

Key words: hemophagocytal lymphohistiocytosis, immunosuppression, ciclosporin A, etoposide, dexamethasone.



OUUMTHBIX COCTOSIHUIA, NPU KOTOPbIX pa3BuTMe remodaroum-
TapHOro cMHAPOMa NPefonpeaeneHo xapaKTepoM reHeTuyec-
Koro gedekta (X-cuenneHHbin numbonponmbepaTUBHbIN
cuHapoMm, cuHapombl Chediak-Higashi, Griscelli tun 1l u
Hermaski-Pudlak tvn Il) [3]. K BTOpMYHbIM remodarouutap-
HbIM CMHAPOMaM OTHOCAT GOPMbI, pa3BMBalOLLMECS B CBA3K C
WHOEKLMOHHBIM MPOLLECCOM, 3/I0Ka4YeCTBEHHbIM HOBOOGpa-
30BaHMeM, ayTOMMMYHHOW NaTonornen, UMmyHogepuumTamm
pas3nu4yHon aTuonoruu. lpeactaBneHne 0 COBPEMEHHOM
noaxoae K Knaccudpukauum remodaroymTapHbiX CUHAPOMOB
naet puc. 1.

CnepyeT NOAYEPKHYTb, YTO B psaje cly4yaeB OTHeceHne 3abo-
NIeBaHWs K BTOPUYHbBIM MKW NMEpPBUYHBIM GOPMaM HOCHUT Yyc-
NIOBHbIN xapakTep. Mo mepe paclnmdpoBKU MONEKYNSAPHbIX
MeXaHW3MOB pPa3BWUTUS remModarounTapHbiX CUHAPOMOB M
reHEeTUYECKNX UBMEHEHWUN, CTOSLLMX 3a STUMKU MEXAHU3MaMM,
rpaHuLa Mexzay BTOPUYHbIMM U TEHETUYECKU LAEeTEPMUHM-
poBaHHbIMW IMMPOrUCTUOLMTO3aMK YTPAYMBAET HYETKOCTb U
CTaHOBUTCS «CePOM 30HOM». B 1-i yacTu HacToswero o63opa
0606LeHbl AaHHble O naToreHese, KAMHWYECKUX MposiBne-
HUAX U Tepanum Ha NpUMepe CEMENHOro remodaroLmTapHo-
ro NTMMPOrncTMoLMTO3a; BO 2-1 YacTu paccMaTpuBaloTcs BTO-
pUYHbIe remodaroumMTapHble CUHLPOMbI.

CemelHbI remodaroyUTapHbiii NTMMPOrucTUOLUTO3
3aboneBaHue Bnepsble onucaHo B 1952 r. J.W. Farquhar u
A.E. Claireaux [4]. ABTOpbl COOBLLMAN O CTPEMUTENBHO MPO-
rpeccupytouem, patanbHoOM 3aboneBaHnn y ABYX HOBOPOXK-
[OEHHbIX CMOCOB. B KAMHWYECKON KapTuHE AOMUHMpOBaNu
NnMxopajka, pBoTa, AMapes, NoBbllleHHas BO36yaAMMOCTb U
BbiparkeHHasa cnaeHomeranus. JlTabopaTopHble N3MEHEHMUS
Obliv NpefcTaBieHbl HOPMOXPOMHOW aHemueR, rpaHyno-
uuMToneHuen n tpomoboumnToneHnen. B o6ounx cnyyasax 3abo-
NleBaHMe 3aKOHYUIIOCh NIeTanbHO. Ha ayToncuu 6bina BhISB-
fleHa 3HayuTenbHas rucTuouuTapHas nponvdepauuma B
nMMmooysnax, NevYeHn M NoYKax ¢ aKTMBHbIM GaroumMTo3om
3PUTPOLIMTOB.

MaTtoreHes

[omMeocTas MMMYHHOM CUCTEMbI NOAPA3yMEBAET CYLLLECTBOBA-
HME MEXaHU3MOB, KOOPAMHMPYIOWMX 3aMyCK M OCTAHOBKY
MMMYHHOIO OTBETa B COOTBETCTBMU C HEOBGXOANMMOCTbIO KOHT-
pons MHOEKLMOHHOTO NpoLiecca.

Mpn G13M0NOrMYeCcKomM pPas3BUTUN MPOTEKTUBHOIO UMMYHHO-
ro oTBeTa Ha MHOEKLMIO BKIOYAIOTCS MEXaHMU3Mbl, OrpaHu-
yuBalolme akTuBaumnio aGGEKTOPOB UMMYHHOM CUCTEMBI MO
Mepe 3apagnKaLmMn MHOEKLMOHHOro areHTa. BaHyto, XoTs K
He BMOJSIHE ICHYIO POJib B HEFATUBHOWM PEryNsiLMK KNETOYHOIO
UMMYHHUTETa UrPatoT MEXaHU3Mbl KNETOYHOW LMTOTOKCUYHOC-
T, TO €CTb KOMMNEKC BHYTPUKIETOYHbIX NPOLIECCOB, obecne-
YMBAIOLLMA BbICBOOOXKIEHNE (3K30LMTO3) LIMTOTOKCUYECKMX
rpaHyn NK KNeTOK U LIUTOTOKCUMYECKUX T TMMbOLMTOB B Ha-
npaBfIEHUN KIIETOK-MULLIEHEN [5—T].

B ocHOBe matorHesa nNepBUYHOro reModaroumTapHoro M-
$OrncTMoLMUTO3a NEXUT HapyLLIEHUE MEXAHWU3MOB KIIETOYHOM
LIMTOTOKCUYHOCTK, Begyliee K aedeKTy HeraTMBHOM peryns-
MM UMMYHHOTO oTBeTa. [lepeKT mexaHnamoB NK-KneTo4yHowm
N T-KNETOYHOW LIMTOTOKCUYHOCTHU BbISIBNSIETCA B CTaHAAPTHbIX
Tectax in vitro n paccmatpuBaeTcsi B KavectBe 6a30BOro
NaTo/IorMYEeCKOro NpoLecca Kak Npu NepBUYHbIX, Tak U Mpu
BTOPUYHbIX GopMax remodarountapHoro iMmMeorucTMoLmnTo-
3a. JT0T noctynat noay4un GyHaameHTanbHoe NOATBEpXKae-

Puc. 1. CooTHOLIEHWE NEPBUYHBIX U BTOPUYHBIX GOPM
remodarounTapHoro AMMdorncToLmTo3a

MepBrYHbIV BTopuyHbIin
remogaroumTapHbIn remoarounTapHbIv
CUHAPOM CUHAPOM

CucTtemMHble
3aboneBaHus
COEANHUTENBHOWN
TKaHN

MepBunyHbIE
VMMYHOAEPULNTBI

CemeliHbIl
remodaroumTapHblin
MMAOOrncTMoumnTo3

NHdekummn

HacnencrBeHHble
mMeTabonmyeckue
60ne3Hn

Onyxonu

HWe B mocnefHue rodbl, Korga 6blla YacTMYHO paclndpoBa-

Ha reHeTnyeckas npupona nepBUYHOro remodaroLmMTapHoro

AMMdorncTMoumnTo3a M NoKasaHo, Y4T0 BCe MAEHTUOMLMPO-

BaHHble MyTalLMW MPUBOAAT TaK WAM MHA4Ye K HapyLWeHMUio

GYHKUMKU LLUTOTOKCUYECKUX rpaHyn [6].

B3anmocBsA3b NPOLECCOB KNETOYHON LLUTOTOKCUMYHOCTU C Me-

XaHM3MaMW HeraTMBHOM perynsumMm UMMYHHOIO OTBETa OCTa-

eTca Npe/MeTOM U3dyyeHus. B kauecTBe Hanbosee BeposTHbIX

MEeXaHM3MOB MOCTYNMPYIOTCS chneaytoLne:

e aKTMBHOCTb NK KNETOK M UMTOTOKCHMYECKMX T numdoumn-
TOB 06€ecrnevymBaeT YHUYTOXKEHUE aHTUTEH-MPE3EHTUPYIO-
WKMX KIETOK, y4aCTBYKOLWMX B aKTMBaUMKW afanTUBHOIO
UMMYHUTETA;

® S5K30UMTO3 LMTOTOKCMYECKUX rpaHyn obecnevyuBaet
«MHOYLMPOBAHHYIO aKTUBaLMEN CMepPTb KNETOK» — OAMH
M3 OCHOBHbIX MEXaHW3MOB HEraTMBHOrO KOHTPONS Kie-
TOYHOro MMMyHUTETa [3].

Be3ycnoBHO, HeMb3s UCKIOYUTL CYLLECTBOBaHWE anbTepHa-

TUBHbIX MEXaHM3MOB.

BTopbiM BaHbIM 371eMeHTOM naTtoreHe3a remodarouutap-

HOrO NUMPOrnCcTUOLMUTO3a SABNSAETCH TUMNEPLUTOKMHEMMUS.

AHOManbHO BbICOKasi KOHLEHTPaLMS psiaa LMTOKMHOB B KPO-

BW MauueHToB Oblia yo6eauTenbHO NPOAEMOHCTPUPOBaHa B

psige uccnegosaHui. B pesynstaTte aktnBaunun Thl aumooum-

TOB MPOMCXOANT TMNEPNPOAYKLMS NMPOBOCHANNTENbHbIX LIUTO-

KWHOB, Taknx Kak uHTepdepoH (MPH) v, nutepnerkunbl (UI1) 2,

6, 12, 18, KoTopas He KOMMNEeHCUPYETCH NPOAYKLMEN MPOTH-

BOBOCManuTenbHbiX UMToknHoB (UJT1 10 u gp.) [8—-10].

AKTMBMpOBaHHbIe Thl- 1 Tcl AMMPOoLMUTbI CEKPETUPYIOT NpPo-

BOCMNanuTeNbHble LMTOKUHbI, Hanbonee 3Ha4YMMbIMU U3 KOTO-

pbix aBasiotcst MPH y n dakTop Hekpo3a onyxonu a. MMnep-

UMTOKUHEMUS, WU «UUTOKMHOBLIA LWTOPM», aKTUBUPYET

CUCTEMY MOHOLIMTOB/MaKpodaros, CNOCOOGCTBYET UX aKKyMy-

NSIUMKM B OpraHax W TKaHsX, MPMBOASLEN K OpraHHOW Auc-

$yHKUMK. [TpoBOCNaNUTENbHbIE LLUTOKMHbBI HENOCPEACTBEHHO

006yCNOBANBAIOT PAA XapaKTePHbIX NPOSiBAEHUI reMmodaroum-

TapHOro CMHAPOMA, TaKMUX KaK NnxopagKka, Metabosimyeckue

HapyleHus, a TaKxe nojaBneHne KPOBETBOpeHus. Bcenen-

CTBME aKTMBaUuMM MaKpodaroB pas3BMBAETCA TaKKe LEHT-
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JleKuus

panbHbI NaToMopdonornyeckmui GeHoMeH 3aboneBaHmna —
darounTos 3penbix POPMEHHbIX 3/IEMEHTOB KpoBM [1].
TOHKME MeXxaHU3Mbl remodarounTo3a He paclumMdPpoBaHbl,
OAHaKo, NpeAcTaBnsaeTcs BEpPOATHbIM, YTO MaTO/IOrMYECKUI
remodaroumTo3 ABNSETCS MpeyBelnYeHHbIM 3KBUBANEHTOM
HOpPManbHbIX MEXaHW3MOB K/MpeHca cTaperlmx GpopmeH-
HbIX 91€MEHTOB KPOBM MaKkpodaramu.

leHeTUKa U MoneKkynsipHaa 6uonorusa

HacneactBeHHas npupoga ceMenHoro remodarouutapHoro
nmmdorncTmoumnTosda 6bina NoCTyIMpoBaHa B NepBbIX Onuca-
HUAX OaHHOM natonormu. B HacToswee Bpemsa MaeHTUOULM-
pPOBaHbl YETbIPE FEHETUYECKMX JIOKYCa, acCOLMMPOBAHHbIX C
pa3BuTMEM CeEMENHOro remodarounTapHoro aMmodorucTno-
uMTo3a [11-15]. B 3 noKycax onpegeneHbl reHbl, MyTauuu B
KOTOpbIX BEAYT K pa3BuTUi0 3aboneBaHus. B Tabn. 1 cymmu-
poBaHa MHbOPMALMSA O FeHETUYECKU AETEPMUHUPOBAHHbIX
dopmax remodaroumtTapHoOro CMHAPOMa, TO eCTb CEMENHOM
remodarountTapHoM AMMPOrucTMoOLMTO3e U PSAe NEPBUYHBIX
UMMYHOLEDULIMTOB, 3aKOHOMEPHO CONMPOBOXKAAIOLLMXCS pas-
BUTMEM reModarountTapHoro numoorucTmoumnTosa [3].
MpoayKTbl BCEX MAEHTUPULMPOBAHHBIX FEHOB, @ TAKKE FeHOB,
MyTauMK KOTOPbIX BEAYT K Pa3BWUTUIO POLACTBEHHbIX FEHETH-
4YECKMUX CUHAPOMOB, MPUHMMAIOT y4acTMe B 3K30LMTO3E LUTO-
TOKCUYECKMX TpaHyn nnMbo aBASOTCA MX (PYHKLUMOHANbHO
3HAaYUMbIM KOMMOHEHTOM.

Anuaemuonorus

Mo gaHHbIM J. Henter 3a6osieBaeMOCTb CEMENHbIM reModaro-
UMTapHbIM NMMOOrMCTMOLMTO30M COCTaBAseT Npuban3u-
TenbHo 1,2 cnydasa Ha 1 000 000 peten go 15 net B rog unm
1 Ha 50 000 HoBOpPOXKAEHHbIX B roa [16]. KnuHnyeckas ma-
HudecTauma 3abonieBaHUA pa3BuBaeTca y OGOMbWKMHCTBA
NnaLMeHTOB Ha NEPBOM roJy XU3HU, PEIKO — MPU POXKAEHUMU,
npumepHo y 20% feTen nepBble KIMHUYECKME NPU3HAKK 3a-

6oneBaHus NOSIBNAIOTCS B BO3pacTe cTaplie 3-x ieT. Bo3pacT
MaHUdEeCTaLMM B CEMbe YacTo COBMajaeT.

KnuHuyecKkue u na6opaTtopHbie NposiBieHUs

KnuHuyeckn remodaroumMTapHbi CUMHAPOM NPOABASETCS AN-
TENbHOW NMXOPaaKoMn, pedpaKTepPHOM K aHTUMWMKPOOHOM
Tepanuu, cnieHoMeranunen, oTe4yHbiM CUHAPOMOM, remoppa-
rMYECKUM CMHAPOMOM, renatomeranven, cuMnToMamu nopa-
YEHUS LEeHTpaNibHON HEPBHOM cucTembl [17, 18].
3aboneBaHne Ha4dMHaAETCH, Kak NpaBuno, OCTpo. Tpurrepom
KNMHWYEeCKON MaHudecTauum 3aboneBaHus ABASIOTCA
6aHanbHble MHPEKLKUN (0COBEHHO reprnec-BUpyCcHble). KnnHu-
YEeCKMX 3HaKOB, YKa3blBalOWMX Ha MpPeacyLlecTBYIOLWNN
UMMYHOAEPULHNT, BbISBUTb He yaaeTcsd. Puanyeckoe v Ncmxo-
MOTOPHOE Pa3BUTHE MauUMeHTa A0 MOMEHTa PasBWUTUS FeMO-
daroymTapHoro cuHapomMa o0bbI4HO He cTpadaeT. Ha 1-m atane
06CcnefoBaHNS 4acTo AMArHOCTUPYIOT «BHYTPUYTPOOHYIO WH-
deKumto» Nnbo (Ha 6onee NO3AHMX aTanax pa3BmUTUS 60/1IE3HK)
«Cencuc», «MeHWHroaHuedanut». HeKkynupylouaaca nmxo-
pagKa 1 BNeHUS MHTOKCUKAaLMKW CTAHOBATCH MPUYMHOM rocC-
nuTanM3aumn B MHOEKLMOHHbLIM CTaluMoHap, rae npu obene-
[OBaHMKW 3a4yacTylo yaaetca NabopaTopHbiMKM MeToAamMu
NnoATBEPAUTE MHOULMPOBAHUE LUTOMEranoBMpPyCOM WK
OPYrMM pacnpoCTpaHeHHbIM MatoreHom. HasHauveHue 3Tuo-
TPOMNHOM Tepanuu He NPUBOAMUT K CyLLLECTBEHHOMY YydLIEHUIO
COCTOSIHMS MauuneHTa. BpemeHHoe yny4leHue COCTOSHMSA
MOXET HabnoaaTbCs NPW Ha3Ha4YeHWM KOPTUKOCTEPOWUIOB
«0 TAXKECTU COCTOSAHUS». CoxpaHsaeTca NnMxopaaKa, nporpec-
CUpyeT renaTocnieHomeranus, nosiBNSeTcs W HapacTtaet
HEBpPOSIOrMYyecKas CUMMNTOMaTUKa, BKIIOYAlOWAsa pasapaxku-
TEeNbHOCTb, PBOTY/CpbirMBaHMe, OTKa3 OT efbl, Cyaoporw,
MEHWHreanbHble 3HaKW. B oTaenbHbIX Cydasx Havano 3abone-
BaHWS MPOXOAMT MO MaCKOM M30JMPOBAHHOMO 3HLEedanuTa,
3HUedanommennTa, NOBTOPHbIE MPUCTYMbl KOTOPOro BEAyT K
hopMUPOBaHUIO CTOMKOro HEBPOJSIOrMYecKoro aepuumta [19].

Ta6nuuya 1. leHeTU4ecKne aedeKTbl NPU NEPBUYHBLIX reModaroLMTapHbIX CUHAPOMaX

Hermansky-Pudlak

3a6oneBaHue JloKyc 1] Benok DyHKUuUA KnuHuuyeckuin peHotun
Familial hemophagocytic 9q21.3-22 ? ? ? femodaroymTapHbii AMMGOrMCTMOLMTO3
lymphohistiocytosis (FHL)1
FHL2 10q21-22 PRF1 MNepdopuH LMTONn3 Knetox- femodarouutapHbii NMMGOrMCTUOLMUTO3
MULLEHEWN
FHL3 17925 UNC13D | Munc13-4 BuoreHes rpaHyn femodarountTapHbii TMMPOrnCTMOLUTO3
FHL4 6924 STX11 | CuHTaKcuH BuoreHes rpaHyn femodarouutapHbii NMMGOrMCTUOLMUTO3
CuHapom Chediak-Higashi 1qg42.1 LYST Perynatop BbuoreHes rpaHyn ONCchYHKUMA HENTPOPUNOB, HaCTUYHbIN
Tpaduka anbObUHU3M, TMraHTCKUe rpaHybl
n3ocom B HenTpodunax, nenkonexHms +
remodaroumTapHblii TMMPOrnCTUOLUTO3
CuHapom Griscelli 2 15915 RAB27 | RAB27A BuoreHes rpaHyn YacTMYHbIM anbObUHU3M,
TPOMGOLMTONEHUS +
remodaroumTapHbii IMMPOrnCTMOLUTO3
X-cuenneHHbIv Xq25 SH2D1A | SLAM- MNepepaya curHana B | JucrammarnobynnHemMus, TMMpombl,
numoonponudepaTUBHbIN accounnpo- HK- 1 T aumdouutax | dynbMuHaHTHasa IBB-uHbeKumns +
CUHAPOM BaHHbIN 6eN10K remodaroynTapHbii IMMGOrnCTMOLMTO3
CuHapom 5q14.1 AP3B1 | BA-3P BuoreHes rpaHyn YacTW4HbIN anbBUHU3M, HEMTPOMNEHHUS,

TpombouuTonatus + remodaroumTapHbIn
NMMOrucTMOLNTO3




KnuHuyeckne nposiBneHns 3abofieBaHWs, HECMOTPSA Ha Td-
KECTb, He ABNSIOTCH CreLndUYHbIMU U NO3BONSIOT YCTAHOBUTb
[AnarHos remodarounTapHoro CMHAPOMa TOSIbKO B COYETAHUM C
XapaKTepHbIMU nabopatopHbIMU NposiBaeHusamMu [20].
JlabopaTopHble NPosiBAEHNA 06ANIaTHO BKIOYAIOT LIUTONEHMIO
nepudepmnyecKon KpoBK, C BOBIEYEHNEM 2-X U 60OJiee POCTKOB
KpoBeTBopeHus. Kak npaBunno, Ha paHHUX 3Tanax BbIABAAOT
aHeEMUIO U TPOMOOUMTOMNEHHUIO, 3aTeM, MO Mepe Mporpeccum
3ab60/1eBaH1s, pa3BMBAETCHA NIEMKOMNEHUS U HENTPOMNEHUS.
XapaKTepHO pa3BuTUE KoarynonaTtuu, Haubonee 4acto npo-
AaBnsolencs rmMnodnUbpUHOreHeEMUEN, pexe — ToTallbHOM
runoKkoarynsumen, obycnoBAEHHOW MeYEeHOYHO-KNEeTOYHOM
HefocTaTto4yHoCTblo. Cpean nokasartenen GUOXMMMUYECKOro
aHann3a KpoBu Hanbonee cneunbuyHbIM ABASETCS TMNEPTPU-
rnuuepuaeMms, pasButne KOTopon o6ycnoBieHO MHIMOBUPOBa-
HMEM NUnonpoTenH-nunasbl. Metabonnyeckue aHoManum
4acTo BK/IOYAKT TMMNoanbObyMUHEMUIO, TUMNOHATPUEMMUIO,
NOBbILEHNE YPOBHS MapKePOB renaTtoLeItoNsgpHOro noBpex-
[eHus: anaHuH- U acnapTaTaMUHOTpaHcdepasbl (COOTBET-
ctBeHHo, ANIT n ACT) 6unupybuHa, nakrataernaporeHasbi.
XapaKTepHO NoBbILLEHWE coaepKaHUs GeppPUTUHA CbIBOPOTKMH,
NopoW [0 3KCTpeMasnbHOro yposHs (> 10 000 mkr/n). MNpu aHa-
NIM3€e CMUHHOMO3rOBOM XUAKOCTU 0BGHaPYKUBAIOT YMEPEHHbIN
nMmdounTapHO-MOHOLUMTapPHbIN nneoumtosd (5-50 Knetok B
1 MKn), NOBbLILWEHWE YPOBHA 6enKa. B muenorpamme npu ctax-
[JapTHOM OKpalMBaHUKM OTMe4vaeTcs nonnmopdHas KapTuHa
KOCTHOIO MO3ra C aKTMBMPOBAHHbIMW MOHOLMTaMKU/MaKpoda-
ramu, aBNeHnaMn GaroumMTo3a KNeTOYHbIX 3/IEMEHTOB (3pUTPO-
LUMTOB, pexe — TpomMObOoLMTOB W NenkouutoB). Hanbonee
cneynM®uYHbiM nabopaTtopHbIM MNPOosSBAEHMEM remodaroum-
TapHOro cuHapoma ABnsfeTcs cHmxeHne NK-KNeTo4YHoM UmMTOo-
TOKCMYHOCTHM [21], KOTOPOE COXPaHSETCS U NOCNEe JOCTUMKEHMUS
PEMUCCUUN. 3TO MOXKET CNYKUTb BaXKHbIM MPU3HAKOM Mpu and-
depeHuManbHOM AMarHOCTUKE NEePBUYHbBIX U BTOPUYHBIX GOPM
remodaroLmTapHoro cuHapoma.

MccnenoBaHue MoONEKYNSIPHbIX OCHOB natoreHesa remodaro-
LMTapHOro NMMMOOrMCTUOLMTO3a NO3BOJIUIO NPELNOKUTL PAL
HOBbIX METOAMK, MO3BOMSAIOWMX B psage ClyvyaeB He TONbKO
NOATBEPAWTb AMArHO3, HO M ONpPEeaenuTb FTEHETUYECKMI cyGBa-
puaHT 3aboneBaHus. K TakuM MeToanKam OTHOCUTCA onpefe-
NleHne aKcnpeccun 6enka nepdopuHa B T numdoumTax M
NK KneTkax npu nomoLLmM MMMYHOTMCTOXMMUYECKOrO UCCneao-
BaHWs GUOMNCUMHOIrO MaTepurana, IMbo NPOTOYHOM LIUTOMETPUM
[22]. AHOManbHas aKcnpeccusa mapkepa CD107 npw nccneno-
BaHUW LUUTOTOKCUYECKON GYHKLIMM aKTMBUPOBaHHbIX NK Kne-
TOK NO3BONSET BEPUPULMPOBaTL CyGBapUaHTbl, 0OYCNOBEH-
Hble aHOMaNMAMM IKI0LMUTO3a LIMTOTOKCUYECKNX FpaHyn [23].
OCHOBHbIE KJIMHUYECKMNE M NTabopaTopHble MPOSBAEHMS remMo-
darouutapHoro TMMGOrMcTMoLmUTO3a CyMMMUPOBaHbI B Tab . 2.

MaTtomopdonorusa

B KOCTHOM MoO3re, cene3eHKke, MMMPaTUYECKNX Y3Nnax BbiSB-
naeTcs UHPUNbTPaLmMa MoOHoLMTaMK/Makpodaramu, He Hecy-
LXMW YePT KINETOYHOM aTUNMK. MHOUNBLTPAT COAEPIKUT TaKKe
CYLLECTBEHHOE KOJIMYECTBO MasblX TMMOOLNTOB. PEHOMEH
remodarounTosa yaaetcs BbiiBUTb B 50-60% cnydyaes.
[lo mepe nporpeccun 3aboneBaHnsa Habnwgaetca obegHe-
HWEe KNEeTOYHOro MHbUNLTPaTa, BNIOTb A0 Pa3BUTUS KapTUHbI
annasunu KOCTHOro moara. MNopaxkeHune neyeHn NposiBAseTcs
NMMPOLIMTAPHO-MOHOLUMTAPHOM MHPUALTPaLIMEN NOPTasIbHbIX
TPaKTOB, YTO COOTBETCTBYET KapTUHE XPOHWUYECKOro nepcuc-
TMpylolwero renatuta. femodarounto3 B 6uonTate neyveHu

Ta6nuua 2. KnnHuyeckre v nabopaTopHble NPOSBAEHUS
remocdaroumTapHoro IMMdOrucTMoLmuTo3a

KnuHuyeckue nposiBneHus JNNaGopaTopHble NPosAB/IEHUA

Jlnuxopaaka AHnemus, TPOMGOLMTONEHMS,
JIENKOMeHuns

CnneHomeranus MnodnbprHoreHemus,
rMnoKoarynsaums

[enaTtomeranus MnepTpurnuuepmuaemus,
NOBbILLIEHNE YPOBHS
deppuTUHa

KpoBoTounBoCTb MnoanbbymMnMHemMUs,
runoHaTpuemus

NumboapeHonatms BbicOKKe ypoBHHM
nakrtataervaporeHasbl, AJT,
ACT, 6unupybuHa

Hentyxa femodarounTos B KOCTHOM
MO3re, CeneseHke,
numbaTUYecKux yanax

HeBponoruyeckas CHMXKEHME aKTUBHOCTH

cuMnTOMaTuKa: Cyaoporu, HK-KneToK

HapyweHUst CO3HaHKUS,

BO36YyANMOCTb, pBOTa,

MEHWHreanbHble 3HaKK

OTekun NumdountapHo-
MOHOLIMTAPHbIA NIEOUMTO3,
NOBbILEHWE COLEPHKAHNS
6enKa B CIMHHOMO3roBom
HKUIOKOCTH

BbIABASAIOT peaKo [24]. McTonorns noparkeHns HepBHOM CUC-
TEMbl BapbUpyT OT AMMIOLUMTAPHO-MOHOLMTAPHON UHOUNBT-
pauun MO3roBbIX 060JI0HEK, NEPUBACKYISIPHON MHOUNLTPa-
umMmM  no GopMMpoBaHWSE O4YaroB HeEKpo3a BellecTBa
FONOBHOIO U, pPeXe, CMIMHHOIro Mo3ra ¢ UCXoAoM B Mno3 [25].

AunarHocTuka

[JuarHo3 remodarounTapHoOro CMHApPOMa ycTaHaBAMBalOT Ha
OCHOBaHWW MPU3HAHHbIX MEXAYHapOAHbIX AWArHOCTUYECKMX
Kputepue (Tabn. 3) [20, 26]. [Ana ycTaHOBAEHUS AMarHosa
HEoBX0AMMO BbIMOSIHEHWE 5 M3 8 KIMHMYECKUX U nabopa-
TOPHbIX KpuTepueB. CneayeT MOAYEPKHYTb, YTO BbISIBAEHME
remodaroumMTo3a Kak naToructonormyeckoro GeHomeHa He
ABNAETCA HU HEOOXOANMbBIM, HU JOCTATOYHbIM 31EMEHTOM /15
YyCTaHOB/IEHUA AuarHo3a remModarounTapHoro cuvHapoma.
BcrnomorartenbHbiMKM AM@rHOCTUHECKUMU MPU3HaAKamMu SAB-
NIAI0TCH HEeBPOSIOrMYECKME CUMMTOMblI B COYETaHuu C yme-
PEHHbLIM MIEOLMTO30M M MOBbIWEHHBIM YPpOBHEM 6enKa B
CMUHHOMO3roBOM XWAKOCTU, NoBbiweHne ypoBHSA AJIT, ACT,
6unnpybuHa 1 nakTataernaporeHassbl.

B nonb3y cemenHoro remodaroymMtapHoro AIMM@ormcTmoum-
TO3a CBMAETENbCTBYET pa3BuUTUe 3aboneBaHUA Ha Nnepsom
rofy *WM3HW, CEMENHblIN aHaMHe3, yKa3blBalollMin Ha ayTo-
COMHO-pPELLECCUBHOE HacnegoBaHuWe (POACTBEHHbIM 6pak,
CMepTb CUBMHIOB B MIaeHYeCTBE OT «BHYTPUYTPOOHOMN UH-
deKumn», «cencucar), NEPCUCTEHLUNSA OeDEKTOB KIETOYHOM
LMTOTOKCMYHOCTU MOCAEe AOCTUXEHUS KIMHMKO-nabopartop-
HOM pemuccun 3aboneBaHuns.

OKoHyaTenbHasa BepudmKauma dopmbl reModaroLnTapHoro
IMMGOrnCTMOLMTO3a BbINOJIHAETCA Ha OCHOBAaHWUW MOJIEKY-
NIAPHO-TeHeTUYEeCKoro aHanusa reHoB PRF1, MUNC13D,
STX11 a TaKkxke (MpU HaNUYUKU KIMHUYECKKX N TabopaTopPHbIX
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JleKuus

Ta6nuua 3. [InarHoctmyeckue Kputepun remodbarouutapHoro
numooructnoumtosa (2004)

Mokasarenu

¢ Jluxopagka = 38,5° C> 7 gHen

e CnneHomeranus (nevyeHb BbicTynaeT 6osee 4em 3 ¢M U3-nog
Kpas pebepHon ayru

e |luToneHus B 2 1 6onee NNHUAX

femorno6uH < 90 r/n, Tpom6oLMTbl < 100X10°/1, HenTpobubl
<1X10%/n

o [UnepTpuUrnuLepnaeMUa n/mnm runodubpuHoreHeMums

— Tpuranuepuabl = 2,0 mmon/n unn = 3SD

— dubpuHoreH = 1,5r/n

o depputnH = 500 MKr/n

e sCD25 = 2500 Eg/n

e CHMeHne akTuBHOCTM NK-KNeToK

e [eModaroUnTo3 B KOCTHOM MO3re, TMMbaTUYECKMX y3nax um
NIMKBOpE

yKa3aHui) reHoB SH2D1A, RAB27. B Poccun monekynsapHo-
reHeTUuyecKas AMarHocTMKa ceMmenHoro remodaroLmTapHoro
NMMMPOrncTUoOLMTO3a BbINONHAETCA Ha 6a3e MeanKo-reHeTun-
4YeCKOro Hay4Horo ueHtpa PAMH.

AnddepeHumnanbHbIN AUArHo3

Mocne yctaHOBNEHUS AMarHo3a remodaroyMTapHoro CUHAPO-
Ma HeobxoauMMo anddepeHunpoBaTb BTOPUYHbIE GOPMbI C
reHeTU4EeCKNn AeTePMUHUPOBAHHbIMKM BapuaHTamu [27].
YacTo 3ajaya aTa CTAaHOBMUTCH TPYAHOPA3PELWMMON, TaK Kak
MaHubecTaLms nepBrUYHOro remodaroyutapHoro anmaboruc-
TUOLMTO3a MOXeT 3anycKatbcsi 6aHalibHOM WHbEeKUMen,
a [JlaHHble creunanbHblX BEPUDULIMPYIOWNX UCCNefoBaHUN,
KaK npaBuio, HeAOCTYMHbl Ha MOMEHT peLleHUs Bonpoca o
Tepanuu. C TOYKKU 3peHns NoCNeACTBUN HEKOHTPOIMPYEMOIro
pa3BuTUS 3aboneBaHusl, reModaroumnTapHbii CUHOPOM SIB-
NAEeTCs OAHUM U3 Hanbornee cepbe3HbIX HEOTIOXHbIX COCTOS-
HWUM B negnaTpum, NO3TOMY Mpu Hann4ymMm NOJTHOrO CUMMTOMO-
KoMmMaeKca remodaroymMtapHoro CMHAPOMa W OTCYTCTBUM
OAHO3HAYHbIX YKa3aHWM Ha yCTpaHMMyO NEePBOMPUYMHY, MO-
Ka3aHO Hayalio MMMYHOCYNPECCUBHOM XMMMOTEpanuu Mo
npotokony HLH-2004.

Tepanus

CoBpeMeHHasi cTpaTerus Tepanum CEMENHOro remodarouu-
TapHOro NIMMOrucTMoLMTO3a 06/IMraTHO BKIOYAET Nocneao-
BaTenbHoe NpoBeaeHne KOMOGUHUPOBAHHOM MMMYHOCYMNpecC-
CMBHOW XMMWOTEPANUU WM TPaHCMIAHTaLMIO KPOBETBOPHbIX
CTBONIOBbLIX KNETOK. Haubonee pacnpocTpaHeHHas cxema
Tepanuu npeanoxeHa MexxayHapoaHbiM 06LEeCTBOM Mo U3y-
YEHUIO T’MCTUOLMTO30B B NpoTokone HLH-94, ¢ He3HaunTenb-
HbIMW M3MeHeHnsIMKU B npoToKone HLH-2004 [28, 26]. baso-
BbIMW MpenapatamMun SBASIOTCS AeKcameTa30H, 3Tono3uj u
uMKnocnopuH A. LlMknocnopuH A MOXET MPUMEHSATLCSA B BUAE
BHYTPUBEHHOW MHDY3MK (CaHaUMMMYH) 1M60O B BUAE MUKPO-
amynbcun (CaHauMmyH Heopan). EAMHCTBEHHbBIM MPUHLMMIK-
anbHbIM OT/IM4MeM npoTokona HLH-2004 ot 6onee paHHen

BEPCUU SBNSETCS Hayano Tepanuu LIMKIOCMNOPUHOM A C nep-
BbIX AHeN nedveHus. O6LWMI NnaH Tepanuu NpeacTaBfieH Ha
puc. 2. CNMIMHHOMO3roBble NMyHKUMW C MHTPaTEKaNbHbIM BBE-
[leHVem MeToTpeKcaTa v NPeAHMU30/10Ha BbIMOHATCS B TOM
cnyyae, eCnu KOHTPO/b 3a NaTo/0rMYecKMM NPoLeccom Ha
Tepputopum LLIHC He pocTturaetrcsas CUCTEMHOW Tepanuew.
KoMGUHMPOBaHHOE MPUMEHEHWEe 3TUX MpenapaToB MO3BO-
NAET yCTaHOBUTb NOJHbIA MMG0 YaCTUYHbBIM KOHTPONb 3a Kiu-
HUYECKMMK 1 NabopaTOPHbIMKU NPOSBIEHUSMK 3a601eBaHMA
6onee 4yem y 90% nauneHToB [29]. AnbTepHaTUBHbLIN NOAXOA K
TepanuMu COCTOUT B KOMOWHMPOBAHHOM MMMYHOCYNpPeccuu
AHTUTUMOLIMTAPHbLIM OBGYIMHOM U LMKnocrnopuHom A [30].
K coxaneHuto, JOCTUKEHUE pPEMUCCUU ABASIETCS NULWb Nep-
BbIM LLAroM Ha NyTu K udneveHuto. B cnyyae, ecnu He yaaeTtca
CBOEBPEMEHHO BbIMOMHWUTL TPAHCMIaHTaALMIO FEMONoaTUYeC-
KWX CTBOJIOBbIX KJIETOK, BEPOSTHOCTb peLuaMBa U cMepTv OT
3a6oneBaHna npuénmkaetca K 100%. Mpu cBoeBpeMeHHOM
BbIMOMIHEHMM TpaHCMIaHTaUMK oblas BbIXXMBAEMOCTb CO-
cTaBngeT 6onee 60% [29]. CnegyeT OTMETUTb, YTO Ka4ecTBO
KMU3HW MaUMEHTOB, MEPEHECLUMX TpaHCMNaHTaLMIO MOXET
CYLLECTBEHHO CTpaJaTb B CBSI3M C MPOSIBJAEHUSMU XPOHUYEC-
KOM peaKLun TpaHCMIaHTaT-MPOTUB-X035MHA U HEBPONOrK-
yeckuM geduumToMm, chOpMUPOBABLLUMMCA B WCXOAE cre-
umndunyeckoro noparkenus LHC.

Mpu noarotoBKe K TpaHCMAaHTaUWW MPUHUMNKWANbHBIMU
BOMpocamMu SBASAIOTCA BbI6GOP AOHOPaA, a TaKXe pexuma
KOHAMLMOHMpPOBaHMS. ONTUMasbHble pe3ynbTaTbl TPAHCMNAH-
TauMuM [JOCTUraloTCs MpPW UCMONIb30BaHWW POLCTBEHHOIO
COBMECTUMOro [oHOpa; 64n3KM No 3PDEKTUBHOCTU TpaH-
cnnaHTauuMu OT HEepoACTBEHHOrO COBMECTMMOrO [OHOpa.
Pe3ynbtaThl TpaHCMNaHTaUUM OT YaCTUYHO-COBMECTUMBIX He-
POACTBEHHbIX M POACTBEHHbLIX (ranjioMAeHTUYHbIX) AOHOPOB
CYLLECTBEHHO YCTynatoT TpaHCMnaHTauMsam OT rMCTOCOBMEC-

Puc. 2. Cxema Tepanuu, npotokon HLH-2004

o 0 0 0
uuauiriri1ri1111 1

1 2 3 4 5 6 7 8 9 10 11 12
Hepenn

I [LekcamertasoH — 10 Mr/m2/cyTku, apun 1-14, 5 Mr/m2/cyTku,
OHn 15-29, 2,5 mr/m?/cyTku, gHn 30-43, 1,25 Mr/mM?/cyTku,
OHW 44-57, per 0s. Mpu HE06X0AMMOCTU — BHYTPUBEHHO.

l Otonoaua — 150 mr/m?/BBepenue, oHn 1,4, 8, 11, 15, 22,
29, 37, 45,53, 61, nanee — 1 pa3 B ABe Hepenu.

H+H  LnknocnopuH A — 5 Mr/kr/cyTku, exegHeBHO, per 0s, Ha ABa
npuemMa, noaaepXmBaTb KOHUeHTpauumio To = 150-250 Hr/an.
Mpr He0BXOANMOCTY 3KBMBANEHTHAS [03a MOXET ObITb BBEAEHA
BHYTPVBEHHO.

<> MeToTpekcaT 1 NnpeaHN30/10H — BO3pacTHas Ao3a
aHponomMbansHo, aHK 15, 22, 29, 37 BBOAUTCS TONLKO
npw CoOXpaHeHnn NNeoumnTo3a Yepes ABe Hepenu
OT Hayana CUCTeMHOI Tepanuu.

1 [HekcameTasdoH — 10 Mr/m2/cyTkun, oHm 1-3, 1 pas B ABe Hedenu.




CaHaummyH® Heopan®- paumMoHanbHbIU BbIOOP
AASl 6a3MCHOM Tepanuu peBMaTOMAHOrO apTpuTa

L

dHHEe Hayano
AeYeHus

CAHIIMMMYH® Heopan® (SANDIMMUN® NEORAL®)
Cangummyn® (SANDIMMUN®)
KPATKOE OMMCAHWME

JIEKAPCTBEHHASl OPMA. Linknocriopy. CanmimmyH® Heopan®. Kancynel msrkve 10 wr, 25 wr, 50 mr v 100 mr. Pactsop s
nipuema BHyTpb 100 mr/Mn. CaHmimyH®. KOHUEHTpaT 118 MpuroToBnenws pactsopa Ans uichysuii 50 Mr/vn (ComiepuT nosmorci-
3TUMPOBAHHOE KacToposoe Macno). MOKA3AHWA. Mpodhunaktika oTTOpKeHNs TpaHCTINaHTATa MIOCTIE MEPECAAKN KOCTHOMO MO3ra;
npOhMNAKTYKa OTTOPIKEHNA ANNOTPHCIIAATATOB COMMIIHGX OPFaHOB: OYeK, MeseH, CEpALa, KoMe CepeyHO-NEr04Hor
erkyx u ne {HOM eneabl; PocHnakTika M nevetie 6onesHy <TpaHcnnanTara npotue xo3suia» (BTMNX); ans
Canuwmmyua Heopana — nevexvie 0TTopXeHVA TPaHCNaKTaTa y BONbHbIX, PaHee NoNyYaBLLVX fpyTvie UMMYHORENPECCaHTH; ng Cat-
JvMMyHa Heopana — neyeHie 3HEOTeHHbIX YBENTOB; HehPOTHYECKOTO CHHEPOME; TAKEN0l (DOPMbI KTMBHOTO PEBMATOVIIHOT apTpi-
Ta; TAKENoii hopMbl ICOpHasa; TKenoii hopmbl atomdeckoro aepmarita. CIOCOB MPUMEHEHNA N [103b. 3agucut ot noka-
3aHWA 1 1YV BBELHNS. CM. MHCTPYKLVI N0 pveHeHnio penapara. MEPEXO] OT CAHAUMMYHA K CAHMMMYHY HEOPAITY.
Pexomerpyemoe cootHolLetwe A03 coctasnsier 1:1. Cu. MHCTPYKLYIO O MpUMeHeHvio penapata fnA CoBMIOAEHNA CreuanbHbix Mep
110 obecrieyeHio 6e30MacHoCTY MPUMEHEHNS B TPAHCMAGHTONOTMA 1 P ayTouMMyHHbIX 3a6onesanwax. IPOTUBOMOKA3AHWA.
ToBbilLIEHHaA YyBCTBUTENHOCTb K LKNOCTIOPUHY VAW MioGOMY ApyroMy KOMMOHeHTY npenapara. [1na CaHuMMyHa-KoHLeHTpaTa Ana
TIPYTOTOBNIEHVA PACTBOPA ANIA MHChY3Yi ONONHATENbHO: MOBBILIEHHAA YyBCTBITENLHOCT K MOMVOKCHSTUNIMPOBAHHOMY KaCTOPOBOMY
macny (Hanpumep, Kpemochop® ENT). MPEAOCTOPOXKHOCTM. CarvmmyH® Heopan® gomuen MCnonb3osarbes ToNbko Bpadam,
VIMEIOLLYIMY OMIBIT MIPOBELIEHYIS UMMYHOCYTPECCHBHOI TEPaniM, 1 TONIbKO MOCHIE 03HaKOMAEHNS ¢ NOAHON MHcHopMaLWedt o npenapare.
Y 60nbHbIX, MEPEHECLLIX TPAHCTINAHTALVIO, CNEAYET TLLATENbHO MOHWTOPUPOBATH DYHKLMIO MIOYEK 1 MIeYeHN, apTepanbHoe fasfienne,
KOHLEHTpaLIMN NIMMWTI0B B KPOBK, KOHLIEHTPLMW LIMKNOCTIOpHA B KpoBW. CnepyeT uaberatb M3BbITOSHOM MMMyHOCYMpecchn, noc-
KoMKy 3T0 MOXET NPYBECT K PasBuTio nmmd)onpunwd)epamsuux 3aBoneBaHMi, ipyrix 3M0Ka4ecTBeHHbIX 3aboneBatui, a Takxe
MIOBLICKTb PUCK PA3BHTHA MHE Al CHIERyer BO3fepKaTbCA T Tepanin ynbTpachvoneTom v nberars
NIOBLILLIEHHOI MHCONALYN. He ceqlyeT nenonb3osatb kanuiicopepxaluye npenaparsl unn I cneqyer
u3Berarb noTpebnexns ¢ el BoMbLLOTO KOAMYECTBA Kanvis. PEKOMEHRYETCA MOKMTOPMPOBAHVE KOHLIEHTPALWN Kaiua v Marws B
cbiBoporke. Cnienyer cobnioaaTb OCTOPOXHOCTS NPt NeseHin GobHbIX ¢ NepypUkemyeit, B CRy|asix BakLMHaLwyt (cnepyer usberath
MVIBbIX AT IX BaKUVH), N KOHLeHTpaTa finsi MpUroToBNEHIA pacteopa Ana MHchysui; npu
HasHaYeHwm ¢ Onbir Y fieTedi orpanyyet. [na CangummyHa Heopana npi nokasaHms,
He CBA3AHHbIX C TPaHCTNaHTaLVEl: coﬁnmuam OCTOPOXHOCTb MY Hapy LKA ChyHKUMM noYek (L Hethpomwecmro CUHAPOMa CM.
NIOAHYI0 MHCDOf 0 Mpenapare), NP HEKOHTPONIMPYEMOV ryniep , ® , MK 3M10Ka IX
3a6011eBaHNAX B HACTOSILLEE BPEMS VIV B aHAMHESE, Y MALMEHTOB MOMVNOT Bo3pacra He CTeyeT MPUMERATb Npn GepementocT 3a
VICKTI0YEHMEM Cryyaes kpaiikeit HeobxommocTy. Mpi nedenn Canpynmyom v CarpimmyHom Heopanom crieflyer oTkasatbCa or
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115035, r. Mocksa, yn. CanosHudeckas, . 82, crp. 2.
Ten. (495) 967-1270, dhake (495) 967-1268.

TPYAKOTO Bekapmuearyts. BSAMMO[IEMCTBYAS. Avworavkoangsl, amchotepyim B, uampoch ¢
Tpumeronpum (+cynbchamerokcason); HIBIT; Grokarops! L I [ , HICOMTMNVH, NEPKAHVANNIH,
rnbnTopsl TMI-KoA pepyKTasbl, KONXLMH, IVOKCYH, STOMO3WA, 3BEPONMAMYC, CMPOMMMYC, PENarivHAL, NPOVsBOHbIe (hbpoeBoil
KICTIOTbI; KETOKOHa30M1, DAYKOHA30M, UTPaKOHa30M, BOPUKOHA30M, 3PUTPOMYLIVH, A3UTPOMMLIMH, KNapuTPOMULINH, NEpOpanbHble KOH-
TPaLENTUBb, JUNTMA3eM, HUKADAVNAH, BEDANaMiL, METOKTIONPaMVA, AaHason, METUNPEAHM30NOH (BbICOKME [103bI), annonypyHos,
aMYOADOK; XA KCNOTa W ee mp Ie; bl npoTeas; 6, HechasofoH; GapBuTypatb, kapbamasenat,
OKckapBasenuH, d)euvnowu pwd)amnwunu HachuynnmH, cynb(baunmwumn B/B, OKTPEOTIE, MpobyKon, opavcTar, 38epoBoii MpofbIpsiB-
TIeHHbI, TepbrHachH, 6o3eHTan, kanwiicheperaioluye npenapatsl WAV npenaparsl Kanus, D
M0B0YHOE HEVICTBVIE 04t 4acT0: HapyweHns (hyHKLIV OYeEK, MOBLILUEHNE apTEPHNbHOTO AaBNIEHs, TPEMOP, TONIOBHAA
607, rUnepnunIAemAs. Yacto: HapyLuenne chyHKLWIA MeYeHn, TMNepTpuxo3, MnepTpochns CeH, Napecteani, YyBCTBO YCTanocT,
QHOPEKCHA, TOLLHOTa, PBOTa, 60Mb B XUBOTE, Mes:; rNEpKaNMeMA, TNEPYPVIKENIAR, TMNOMATHAEMWS, MbILLESHbIE CYFLOPOTY, Mit-
anran. VHoria: npusHakn 3Huechanonatiu, Take, kak CYAOPOTW, CMYTAHHOCTb CO3HaHWS, [IE30pYEHTALA, 3aMEANIEHHOCT PeaKLIW,
QKUTaLVA, HapYLLEHVIe CHa, 3pUTENbHBIE PACCTPOVCTBA, KOPKOBAA CENOTa, KOMA, Mapesb, MO3MKEUKOBAR aTaKCHs; YBEMMeHME MacChl
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JleKuus

TUMOro cubnuHra, OgHaKo, U B 3TOM C/lydae BEPOATHOCTb
ycnexa npesbiwaeT 40% [31-34]. Manoe 41Mcno BbINOMHEH-
HbIX TP@HCNIaHTauuMM HepoACTBEHHOM NYNOBUHHON KPOBU He
No3BOSAET 06LEKTUBHO CYAWUTb O MPEUMyLLEecTBax U HeJoc-
TaTKax AaHHOr0 UCTOYHMKA CTBOJIOBLIX KIETOK. [1pK BbinonHe-
HWUW TpaHcnAaHTauMM OT POACTBEHHOrO COBMECTMMOIO
cubnuHra Heob6xoAMMO JeTanbHOe o6cnefoBaHue AoHopa C
LUenblo UCKAYEHUS AOKAMHMYecKonm dasbl 3aboneBaHus.
CnepyeT NOAYEPKHYTb, HYTO BbIMOMHEHWE TPaHCMAaHTaUuM oT
«HeufeanbHOro» JOHOpa B «nieanbHOe» Bpemd, TO eCcTb B
nepuMoa PemMuccun uan ctabwunusdauuu 3aboneBaHus, AaeT
nauMeHTy CylwecTBeHHO 60/blle WaHCOoB Ha 61arononyyHbln
UCXOA, YeM MHOrOMECSYHOEe OXXUAAHWE «MAaeaslbHOro» JOHO-
pa, NpMBOASLLEE K peaKTMBaLMK 3ab6oneBaHns U CMepPTH 4o
TpaHCcnNaHTauuu.

TpaAMUMOHHO B KavyecTBe CTaHAAPTHOIO pPeXMma KOHAMLMO-
HUMPOBaHWSA npeanaraeTcsd MuenoabnaTMBHbIN PEXUM C
BK/OYeHWeM 6ycynbdaHa B Ao3e 16—20 mr/Kr, uukiodoc-
damupa B fose 200 mr/Kr n atonosunaa B gosze 900 mr/m>
[aHHas ycTaHOBKa OCHOBaHa Ha MCTOPUYECKOM OMbliTe, CBU-
[eTeNbCTBYIOWEM O BbICOKON YacTOTe HEMPUKUBIEHUS TPaH-
cnnaHTaTta, 0CO6EHHO NPU BbINOIHEHWMM TPAHCMNAHTaLUN BHE
pemuccun. B page nybnvkauuin nocnegHero BpemMeHu npo-
CNeXnBaeTcs TEHAEHLUMS K MPUMEHEHMNIO PEKMMOB KOHAWLIMO-
HUMPOBAHWUSA CO CHUKEHHOMN MHTEHCUBHOCTbIO, OCHOBAHHbIX Ha
NPUMEHEHWUN HYKNEO3UAHbIX aHanoros (baygapabuH) 1 aHTK-
nuMmoounTapHbix aHtuten (ATl anemTy3ymab). MpuHUmMasa BO
BHMMaHWE HEe3/0Ka4YeCTBEHHYIO npupoay 3abofieBaHus,
pacnpocTpaHeHne TaKUX PEXMMOB KOHAMLMOHWPOBAHUSA
npeacraBnsieTcsd nepcrnekTneHbiM [10, 35].

BTopuuHbIi remodaroumuTapHbii CHHAPOM

B coBpeMeHHbIX NpeacTaBieHMsX 0 BTOPUYHOM remodaroum-
TapHOM CUHAPOME MOJSYYWUIU OTPaXKEHUe pe3ynbTaTbl KIWMHK-
YeCKUX HabNoaeHUM U NabopaTopHbIX UCCeA0BaHUM B pas-
JIMYHbIX 061acTaX MeAMUMHbI. Ha NpoTSKEeHWW HECKONbKMUX
fecatuneTun 6bino yéeanTenbHO NPOAEMOHCTPUPOBAHO, HTO
CYMMNTOMOKOMMAEKC remodaroumMTapHoro CMHAPOMA MOXKET
pa3BMBaTbCA MPU Pas3/IMyHbIX NPUOBPETEHHbLIX 3abonesa-
HUSX, BKIOYass MHOEKLMK, 3N10KaYeCTBEHHbIE HOBOOOGPa3o0-
BaHWS, CUCTEMHblE ayTOMMMYyHHble 3aboneBaHus, a TaKkKe

NpW NEPBUYHBLIX UMMYHOAEDULIMTAX U HACNEeACTBEHHON MeTa-
6onunyeckon natonorum [36]. 0606LNTL MEXAaHW3Mbl Pa3BU-
TUS BTOPUYHBIX reModaroumTapHbIX CUHAPOMOB He NpeacTaB-
nsaeTcs BO3MOXHbIM B CBSI3M C FETEPOreHHOCTbIO AaHHOWM
HO30/I0rMYECKOM PYMMbl U HEAOCTATKOM dyHAAMEHTaNbHbIX
nccnegoBaHuin B atonm obnactu. O6WMM duHanbHbIM pedysb-
TaTOM NaTONOrMYECKOM Perynsiuun MMMYHHOW CUCTEMbI AIB-
NAeTcs, Kak v Npy NepBUYHbIX TMMOOrnCTMoLMTO3aX, aKTu-
Bauma T AMMPoOUMTOB M MaKpodaroB U runepnpomaykuuns
NPOBOCMANUTENbHbIX UUTOKMHOB. HUXEe cyMMUpOoBaHbl 6a30-
Bble NpeacTaBieHns 06 OCHOBHbIX Fpynnax BTOPUYHbIX FeMo-
daroymTapHbIX TMMPOrncTMoLnTo3ax [36].

femodaroyuTapHbIi CUHAPOM,

accoLUUUpPOBaHHbIN ¢ UHPEKLUuen

Accounauuna HeHacneLCcTBEHHbIX GOpM remModarountTapHoro
CUHAPOMa C TeYeHneM MHPeKL MK Bbina BNepBble onMcaHa B
rpynne nauueHToB, MOJy4yaBLUMX WMMMYHOCYMPECCUBHYIO
Tepanuio nocne TpaHcnaaHTaumMmM ConuAaHbIX opraHos [37].
PasBuTne remodarountapHoOro CMHAPOMa MOXKET COMPOBOXK-
[aTb BMPYCHble MHEKLIMKN, OCOBEHHO MHOEKLMK reprnec-Bu-
pycamu, 6aKTEPUAMU, MUKPOMULIETaMM U NpocTennmu [38].
B T1a6n. 4 npefcraBneHbl OCHOBHblE MATOreHbl, acCcoLMnpo-
BaHHblE C pa3BUTHEM reModarouuTapHoOro CMHAPOMa.
MNof4yepKHEM, YTO A4NA Kaxaoro MHGEKLMOHHOro areHTa pas-
BUTME remodarountapHoro CUHApPOMa SBASETCH PEAKMUM,
HEMPOrHO3MPYEMbIM OC/IOXHEHMEM M €ro AMarHocTMKa Tpe-
6yeT oT Bpa4a-nHOEKLMOHNCTA U3BECTHON HACTOPOXEHHOCTH
W TBEPAbIX NPEACTaBNEHUM O AMArHOCTUYECKUX KPUTEPUSIX re-
ModaroumtTapHoro numdoructmoumto3a. Bo3moxkHbl ABa
KNIMHUYECKUX CcueHapus pasBuTua remodaroumtapHoro
CUHAPOMa, acCoLMMPOBAHHOIO ¢ MHOEKLMEN: B NEPBOM CAy-
Yae remodarountapHbii CMHAPOM pa3BMBaETCs y NaumeHTa ¢
YCTa@HOBMIEHHbLIM AMarHO30M MHbEKLMOHHOro 3aboneBaHus;
BO BTOPOM — WMHPeKLMA MaHubecTUpyeT OAHOBPEMEHHO C
remodaroumMTapHbiM CMHAPOMOM, BblABUras Ha NepBbIv NaaH
BOMNpPoC 0 AnddepeHLmanbHOM ANarHOCTUKE NMEPBUYHOIO U
BTOPUYHOIO remodaroLMTapHoro cMHapoMma.

B KNMHMKe NaTOrHOMOHMWYHbIE NPOSBNEHUS KOHKPETHOM MH-
dEKLMOHHOM NaToNOrnmn COYETATCH C TUMMYECKUMU YepTa-
MU remodarouMTapHoro cuHapoma. BHe 3aBMCMMOCTM OT

Ta6nuua 4. MMKpoopraHM3Mbl, acCCOLMMPOBAHHbIE C BTOPUYHBIM reModarouutapHbiM TMMGOrncTMoLMTo30mM

Bupycbl BaKTtepuun MpuGbI MpocTenuue
Bupyc SnwrenHa—bapp Brucella melitensis Aspergillus Leishmania
Lutomeranosupyc Chromobacterium violaceum Candida albicans Babesia
fepnec cumnnexc Chlamydia psittaci Criptococcus Plasmodium falciparum

Bapuuenna 3octep
lepnec 6 Tvna
lepnec 8 Tuna
BWY

ALeHOBUpPYChI
fenatut A

lenatnt B

fenatut C
MNapsoBupyc B19
KpacHyxa (y B3pochibIx)
Tpunn A (H5N1)
Maparpunn 1l Tun
[eHre

Coxiella burnetti (nuxopagka Q)
Ehrlichia

Mycoplasma pneumonia
Salmonella typhii

Rikkettsia

Mycobacterium avium/intracel -
lulare

Mycobacterium tuberculosis
Borrelia burgdorferi (6one3Hb
Nanma)

Leptospira

Spirocheta pallidum
(BPOXAEHHbLIN cndunnc)

Histoplasma capsulatum
Penicillium marneffei
Pneumocystis carinii
Trychophyton beigelii

Toxoplasma gondii




BPEMEHHOr0 COOTHOWEHUSA remodaroumTapHoro cuHapoma
M MHPEKLMOHHOro npouecca, LEeHTpalbHbIM CTaHOBMTCA
BOMpoc 06 onTMManbHOM GanaHce 3TUOTPOMHOW U UMMYHO-
cynpeccMBHOM Tepanuu. C OoOHOW CTOPOHbI, 3TUOTPOMHOM
Tepanuu MoXKeT ObITb HEAOCTAaTOYHO ANS KOHTPONSA remodaro-
LIMTApHOro CMHAPOMa, KOTOPbIM 3a4acTyto HENOCPEACTBEHHO
YrpoXKaeT XU3HW NaLueHTa, ¢ pyron CTOPOHbI, UHTEHCHUBHASNA
MMMYHOCYMPECCUSA MOMXKET KPUTUHECKM OCNTIOXHWUTL KOHTPOSb
MHPEKLIMOHHOro npoLiecca, 0COBEHHO eCN peydb MAOET O AUC-
CEMUHUPOBAHHOW MWKOGAKTEpPUanbHOW WKW TPUGKOBOM
MHOEKLUMK. EAMHOro pernaMeHTMpoBaHHOro Noaxoaa K tepa-
nun remocdarounTapHoOro CUHApPOMa, accoLMMPOBaHHOIO C
MHbeKLMeEN He cyllecTByeT. C Lienblo KOHTpons remodarouu-
TapHOro CUHAPOMA K 3TUOTPOMHOM @aHTUMMUKPOGHOM Tepanuu
[06aBnS0T UHDY3MIO BbICOKOLO3HOMO MMMYHOM06yMHa B
nose 1-2 r/kr/kypc [39]. B 3aBUCUMOCTH OT TAKECTU rEMO-
daroymMTapHOro cuHApOMa W TEMMOB MNPOrpeccuu nocne
Havyana 3TMOTPOMHOW Tepanuu NPUHUMalOT pPelleHne 0 Heob-
XOAMMOCTH, CPOKax U ob6bemMe MMMYHOCYNpPECCUBHOW Tepa-
nuK, KoTopas 06bIYHO BKIOYAET KOPTUKOCTEPOUbI B O3E OT
2 po 30 Mr/Kr/cyTku (Mo NPeaHU30/0HY) U LIMKIOCNOPUH A.
[JONONHUTENBHO, C LEeNbi0 KOHTPOASA TUMEPLUTOKUHEMUHU
MOXEeT BbINOMAHATLCA TepaneBTUYECKMM nnasmadepes.
McKntoyeHne coctaBnseTr remModaroumTapHbin TMMPOrnucTmo-
LIMTO3 accoLMUpOBaHHbIN ¢ BUpYcoM AnwtenH—bapp (3BB-uH-
deKums). 310 Heobbl4HOE ocnoxHeHne IBB-uHpeKunn oT-
HOCUTENbHO YacTo BcTpedaeTcs B HOro-BoctouHow Aszuu.
MaToreHeTnyeckn IBB-accounnpoBaHHbIM remodarouuTap-
HbIM CUHAPOM MpPeACTaBAAET COO0OM IKTOMNYECKOE UHDULMPO-
BaHue T numoounTtoB 1 HK KnetoK Bupycom IAnwtenH—bapp,
Befyllee K MOHOK/I0HanbHoM nponudepaLmn NocneaHux U rm-
nepnpoaykumMM npoBOCNannTeNbHbIX LMUTOKMHOB [40-42].
Ona remodarounTapHoro CUHApPoOMa, acCoLMUMPOBAHOro C
IBbB-UHbeKUMEN xapaKTePHO TAKEeNoe nporpeccupytoLlee Te-
yeHue. [Ing KOHTpons 3aboneBaHus TpebyeTcs NoaHoLEeHHas
Tepanus 3Tono3naom, AEKCAMETa30HOM W LMKIOCMOPUHOM A
B COOTBETCTBMM C PEKOMEHAALMAMU MPOTOKONA 419 NepBUY-
HOro remodarounTapHoro TMMGOrncTMOLLIMo3a, a B psae cny-
YaeB M TpaHCMIaHTaLusa KOCTHOro moara [43, 44].

femodaroyuTapHbii CUHAPOM, aCCOLUMPOBAHHbIN

CO 3/10Ka4eCTBEHHbIMU ONYyXOJIAMMU

[emodaroumTapHbii CUHAPOM MOXET COMpoBOXAaTb pas-
JIMYHblE 3/10KA4YEeCTBEHHbIE OMYXOU, TaKUE KaK OCTPbIA UM-
$o6nacTHbI NIENKO3, FEePMUHOTEHHO-KIETOYHbIE OMyXO0Ju,
KapuWHOMbI, Yalle BCEr0 — HEXOAKKWUHCKUE NUMOOMBI
[45-47T]. PasBuTHMe remodarounTapHoro cMHapoMa MOXKeT
NPOUCX0AMTb BO BPEMS MPOBEAEHUS XMMUOTEpanuu y na-
LMEHTOB C YCTAHOBJIEHHbIM paHee AMarHo30M 3Ji0Ka-
YeCTBEHHOr0 HOBOOGPa30BaHUA, NMO0 SABAATLCH MEPBbIM
KNMHUYECKUM NMPOSIBIEHWMEM OMyx0neBoro npotecca. Mato-
reHeTMyecKM pasBuTHe remodaroumtapHoOro CUHApPOMA,
acCoOLMMPOBAHHOIO C OMYyXOJblo, MOXKET 6blTb 06YCNOBEHO
ATPOreHHON UMMYyHOCynpeccuen, 1Mbo aHomanbHOW 6Uoso-
FTMYECKON aKTUBHOCTbIO OMYXONEBbLIX KNETOK. [na aeten u
MO0AbIX B3POC/bIX Hanbonee xapakrepHa cBs3b remodaro-
umMTapHoro cuHapoma ¢ 3bB-accounnpoBaHHbimu HK/T-Kne-
TOYHbIMU NelKo3aMn/nMMboMamMm U aHaniacTU4ecKUMu
KPYMHOKNETOYHbIMK TnMbOMaMu, Ans B3pochbix — ¢ B-Kkne-
TOYHbIMU NUMboMamu [48-50].

OnddepeHunanbHbii AnarHo3 He nNpeacTaBnseT TpyaHOCTEN
y NaLMEHTOB C YCTAaHOBIEHHbIM AUArHo30M 3/10Ka4eCTBEHHO-

ro HoBOOGpa30BaHMS, OHAKO, TPEOYET UCKIOYUTENBHO CKPY-
ny1e3HOro aHanMsa rmMcToNorM4ecKoro Mateprana npu pas-
BuTUKN [PC B aebtoTe MMMPOMbI, MPU OTCYTCTBMU 3HAYMMOTO
o6bemHoro npotecca. CoBpeMEHHbIM UMMYHOTMCTOXMMUYEC-
KWW, LUMTOMETPUYECKUIA aHanus, uccnefoBaHWe KOHab-
HOCTHM, LIMTOrEHETUYECKME W MOJEKYNSAPHO-GMONOrMYECcKme
MEeTO/bl MO3BONSIOT BEPUPULIMPOBATL ANArHO3 Aae Mnpu Ha-
JIMYUU MUHOPHOM ONYXONEeBOM MNONYNALMK.

Tepanua remodaroumMTapHOro CMHAPOMa, aCCOLMMPOBAHHO-
ro C OnyxonsiMu, AO/MKHa BKAOYaTb NpenapaTbl, HanpaBieH-
Hble Ha KOHTPOSiIb remodaroumMTapHoOro CMHAPOMa, TO eCTb
KOPTUKOCTEPOUAbI, 3TOMNO3UA U LIMKIOCMOPUH A B PasfinyHbIX
KOMOMHauMax. MHTerpauma aTux npenapaTtoB B Nporpam-
MHYIO XMMMWOTEPANUIO, COOTBETCTBYIOLLYIO HO3010MUK, Tpeby-
eT MHAMBMAYaNM3aLUnm U 3a4acTylo OTCTyMJIEHWE OT CTaHaapT-
HOro NPOTOKONA.

femodaroumuTapHbii CUHAPOM, aCCOLLMUPOBAHHbBIN

C CUCTEMHbIMUA ayTOUMMYHHbIMU 3a60/1EBaHUAMMU

B nutepatype, nocesweHHOM npobiemam A4ETCKON peBMaTo-
norun, ¢ cepeamHbl 1980-x rogos Bowen B ynotpebneHune
TEPMWH «CMHAPOM aKTUBaL MM Makpodaro». ATUM TEPMUHOM
0603Ha4anu UMTOMEHUIO, nANONaTUYECKOe NopaXKeHune neye-
HW, CONPOBOXAAOLEECH TAXENON Koarynonatmen y naumeH-
TOB C CUCTEMHOM (HOPMON I0BEHUIBHOIO PEBMATOUAHOIO
aptputa. Mopdonormyecku B 6uontaTe nevyeHu BbISBASIN
KapTUHY aKTMBHOrO renatuta ¢ AMMQoLMTapHO-MOHOLUTap-
HOM WMHOWNbTPaLMEN NopTajibHbIX TPAKTOB, @ B KOCTHOM
MO3re — rMCTUOLUTaPHYIO MHOUNLTPALIMIO C SBNEHUAMMU re-
Modarountosa. C Te4eHnem BPEMEHM CTano O4EBUAHO, YTO B
COBOKYMHOCTU KJIMHUYECKMX U NabopaToOpHbIX MPOSBAEHWN
CUHAPOM aKTuBauMu Makpodaros B 3HAYUTENIbHOW CTENEHU
MOEHTUYEH CUMMNTOMOKOMI/IEKCY, U3BECTHOMY B reMaTto/iornu
KaK remodarouuntapHbli cuHapom [51-53].
[eModarouutTapHbin CUHAPOM MOXET COMPOBOXAaTb TaKue
3a60/1eBaHNs, KaK CUCTEMHAs KpacHas BOJlYaHKa, OBEHW/b-
HblM AepMaTOMMUO3UT, Y3ENKOBbIM MOAMapPTEPUNUT, GONE3Hb
KaBacaKku, CUCTEMHYIO CKJIepoAepMy, OAHAKO, 4alle BCEero
BCTpeYyaeTcs Mnpuv CUCTEMHOM IOBEHWIbHOM PEeBMAaTOUAHOM
apTpute [54]. KnuHMKo-nabopaTopHbIi CUMNTOMOKOMIMIEKC
remodarounTapHoro cuHapoma B LieJIOM COOTBeTCTBYeT
KNacCU4ecKoMy ONMMCaHUIO, OT/IMYasCb B HEKOTOPbIX AeTansx,
TaKMX KaK 4yactoTa nopaxkeHus LIHC, koTopoe cyliecTBEHHO
Yalle BCTpeyaeTcs npu nepsu4YHbIX dopmax. lemodarouymntap-
HbI CUHAPOM MOXET pa3BUBaTbCS KaK B AebioTe 3abonesa-
HUS, TaK U BO BpPeMS MMMYyHOCYnpeccuBHon Tepanuun. OTHO-
CUTENbHbIN BKNa AMCOYHKLMN UIMMYHHOW CUCTEMBI B paMKax
OCHOBHOI0 3a60/1€eBaHUSA U ATPOFEHHON UMMYHOMOZAYNIALMK B
pa3BuTME CUHAPOMa aKTUBaLMK MmaKkpodaroB He sceH. [oKa-
3aHO, YTO Yy 4acCTW MaUMEHTOB C CUCTEMHBLIM IOBEHWUIIbHbIM
peBMaTonaHbIM apTPUTOM BbISIBASIOTCS TPAH3UTOPHbIE aHo-
Manun GYHKUMKM NK KNeToK, aHanornyHble TaKoBbIM MpwU
ceMenHoM remodarountapHom numdoructmoumTose [55].
Mo mepe paspelueHns NaTonornyeckoro npouecca nokasa-
TEeNU KIETOYHOM LIMTOTOKCMYHOCTM BOCCTaHaBIMBalOTCH A0
HOPMasbHbIX 3HA4YEHWN.

OnddepeHunanbHbii AMarHo3 remodarounuTapHoro CMHAPO-
Ma M OBOCTPEHWUS TEYEHUH IOBEHUILHOIMO PEBMAaTOULHOIO
apTputa npeactaBnseT onpeneneHHyto TPYAHOCTb, TaK KaK
PS4 KIMHUYECKUX MPOSIBEHWN aKTMBHOCTM 3aboneBaHus,
TaKMX KaK InXopafKa v cnaeHoMeranausa xapakTepHbl Kak ans
CUCTEMHOIO IOBEHW/IbHOITO PEBMATOMUAHOIO apTpuTa B CTanu
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Ta6nuua 5. lnddepeHunanbHbin uarHo3 remodaroumMTapHoro cMHapoma 1 060CTPEHUS CUCTEMHOMO IOBEHWIbHOrO PEBMATOUAHOIO

apTpuTa
MposBneHue 06ocTpeHue IOBEHW/ILHOTO peBMaToMgHoro aptputa | lemodarouutapHbiii CHHAPOM

JlnxopagKa MHTepMUTTUPYIOLW AN [MocTosHHas
Cbinb Mpexoasuwas, naTHUCTas [emopparuyeckas
fenatocnneHomeranus + +
JiInmdoageHonaTns + +
ApTpuT + -
Ceposut + -
JHuedanonatus - +
JIelKoLUTbI /HEHTPOGUNbI i W
femorno6uH U, mukpouutos U
TpomMGOLMTHI m Hopma wnu U
Cc03 i Hopma unu U
Bunupy6un, ANT, ACT Hopma wau 1! nm
MPOTPOMBUHOBbIN UHAEKC/AYTB Hopma Uy
dU6pUHOreH m U
deppuUTHH N i
PactBopumbIit CD25, CD163 Hopma nnu 1 il

06OCTPEHUSA, TaK W AN remModarouuTapHoOro CMHApoma. 3aK/lo4YeHue

B 1abn. 5 cymmupoBaHbl anddepeHumnanbHo-gMarHocTmyec-
KMe NpU3HaKkn remodaroumMTapHoro CMHApPoOMa U KOBEHUITbHO-
ro peBMaToMaHOro apTpuTa.

Tepanus, Kak NpaBuIo, BKIOYAET BHYTPMBEHHOE BBeAEHUE
BbICOKMX [103 UMMYHOII06Y/IMHA, KOPTUKOCTEPOUIbI B PEXKM-
Me nynbc-Tepanuum U UuKaocnopuH A. 3tono3ua pesepsu-
pyeTcsa Anst PeAKMx ciydaeB arpecCUBHOro TeveHus remoda-
roUMTapHOro CMHAPOMA M Mporpeccumn Ha GoHe NPoBeAEHMUS
CTapTOBOM MMMYHOCYNPECCUBHOW Tepanuu.
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