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MeToamKka OLeHKN CUrbl PeKOMeHOaUUM U YPOBHS UX
npenckasaTenbHOCTU, MCNONIb3OBaHHAA NPU COCTaBNEHUU AaHHbIX

KJIMHUYECKMX peKkoMmeHaauum *
No cune pekomeHgauunn nogpas3genAaroTcAd Ha TPpu KaTteropmm B y6bIBa}OLIJ,eM nopsaake:

ypoBeHb 1 (3KCnepTbl PEKOMEHAYIOT); YPOBEHb 2 (3KCNepTbl NpeanaratoT);

«HeandepeHumpoBaHHbIA YpoBeHb» (Tabn. 1). Cuna npeackasatensHOCTH

pekoMeHOauun nogpasgeneHa Ha 4 ypoBHs (Tabn. 2).

Tabnuua 1. OueHka cunbl pekomeHaauun

YpoBeHb OueHka pekomeHgaumnmn
Co CTOpOHbI Co CTOpOHbI HanbHenwee
nauymneHToB Bpa4a HanpaslieHne
Mncnonb3oBaHUA
YpoBeHb 1 «3kcnepTbl Mopaenstowee Mogasnstowemy PekomeHgauunsa
peKoMeHAYIoT» BGONbLMHCTBO BOONbLIMHCTBY MOXeET ObITb
nauneHToB, CBOUX NAUUEHTOB | MpUHATa B Ka4yecTBe
OKa3aBLUNXCS B Bpau byget cTaHpapTa
nogo6Hon cutyauum, pekomeHgoBaTb Jencrteusa
npeanoynu Gbl cneposatb MeAMLIMHCKOro
cnegosatb UMEHHO 3TUM nepcoHana B
pekoMeHayeMbIM NyTeM | MyTem GonbLWMHCTBE
n Nuwb HebonbLlasa KNUHUYECKUX
YacTb 13 HUX OTBEPrnn cuTyaumm
Obl 3TOT NyTb
YpoBeHb 2 Bbonblaga Yactb [na pasHbix PekomeHgaumn,
«3KCrepThbl NonaraoT» nauneHToB, naumeHToB BEPOSATHO,
OKa3aBLUMXCA B cnepyet notpebytoT
nogobHom nogbupartb obcyxaeHus ¢
cuMTyauun,BbICKa3anncb | pasnuyHble yyacTmeM BCex
Obl 3a TO, YTOOLI BapuaHTbl 3aMHTEpPECOBaHHbIX
cnegosatb pekoMeHaauunn, CTOPOH 0 NPUHATUSA
pekoMeHayeMbIM nogxopsiine UX B KayecTBe
nyTem, ogHaKo UMEHHO NM. KNUHUYECKOro
3Ha4MTENbHas YacTb Kaxxgomy cTaHpapTa
oTBeprna 6bl 3TOT NyTb | NAUUEHTY
Heobxoauma
nomoub B Bolbope
N NpUHATUN
peLLeHusi, KoTopoe
oypet
COOTBETCTBOBATb
LEeHHOCTAM "
npeanoyYTEHNSIM

JaHHOro nauneHTta

«HeguddpepeHUnpoBaHHbIn

YPOBEHb»
“Not Graded” NG

[aHHbI ypoBeHb NPUMEHSIETCS B TEX CIy4Yasix, Korga B OCHOBY
pekoMeHZauun yKknaablBaeTcs 3apaBblii CMbICT MCCregoBaTens-
aKcrnepTa unu Torga, koraa obcyxaaemas TeMa He gonyckaeT
aeKBaTHOro NPMMEHEHUsI CUCTEMbI [0Ka3aTeNbCTB, UCMOMNb3yeMblX

B KITMHNYECKOW NpaKkTUKe.




Tabnuua 2 NpeauKkTopHble YPOBHU peKOMeHaaL MM

YpoBeHb | XapakrtepucTtuka 3HayeHune/onncaHune
ypoBHA
npeacKkasaTefnlbHOCTU
A Bbicokumn OkcnepTbl abCOMTHO yBEPEHbI B TOM, YTO MPU BbINOMHEHUN

JaHHOW pekoMeHdaumm, Habnogaembin 3 ekt noyTn
NOMHOCTbLIO COBMNAaAET C OXNOaeMbiM.

B ymepeHHbm OKcnepTbl 0XUAAKT, YTO NPW BbINONHEHUW AAHHON
pekoMmeHaaunn, Habnogaembli apekT ckopee Bcero byaet
BGnM30K K OXXMAaeMoMy, O HAKO He UCKMYaeTCcsl BO3MOXHOCTb
TOro, YTO OH ByAeT CyLWeCTBEHHO OTNNUYATLCS OT Hero.

C Hwusknn lMpenckasbiBaemblii 3PMEKT MOXKET CYLLLECTBEHHO OTNNYaTHCA
OT pearnbHoro.
O OyeHb HU3KUN lMpenckasaHune apdekta KpanHe HEHaZeXHO U O4EeHb YacTo

6yp,eT OTNIN4aTbCA OT peasibHOro.

[prMevaHme: * cocTasneHbl B COOTBETCTBUU C KITMHUYECKUMMU pEKOMEHAaLUAMMN
KDIGO.

Paspen 1. OnpeaneneHne membpaHonponudepaTuBHoro rnomepyrnoHedpuTa.

TepMmuHonorus.

Pekomenpauna 1.1. MemGpaHonponudepaTtusHbin rnomepynoHecdput (MBIIITH) ato reHepudeckui
TepMUH («MOpPONOrMYecKknin CUHAPOM» ), OOBEANHSOLUIA TPYNNy rMoOMepynonaTuii, UMEKLNX CXOOHYH0
MOPONOrNMYECKY0 KapTUHY NPU CBETOBOW MUKPOCKONUN BMONTATOB, HO Pa3nuyaroLLMxcsd No 3TMONormu,
nartoreHesy, UMMYHOTMCTOXUMUYECKUM N YIbTPACTPYKTYPHbIM (3MEKTPOHHAA MUKPOCKONUSA) N3MEHEHNSIM

noye4vHoun napeHxumsbl (NG).
KommeHTapumn

B HacToslwee BpeMsA OOCTUTHYTbl 3HAYMTElNbHbIE YCNeXU B MOHUMaHUU 3TUONOMMU Y
ocobeHHo natoreHesa MBIMH, 4TO no3BONsSieT paccmaTpvBaTb  AAHHYIO
Mopdposniormdeckyto  oopMy Kak BeCbMa HEOAHOPOAHYI rpynny 3abonesaHui.
CoxpaHunucb npexHue npeactaBrneHna o KnuHudeckoMm nogpasgeneHun MBIITH Ha
nguonaTnyeckyto (C HEM3BECTHOW 3TMOMOrMen) u BTOPUYHbIE OPMbI, MNpUYEM
nocrnegHve aBnalTca npeobnagarowmumn. B €Bs3M € 3TUM, AaHHble NPOLWNbIX feT O
pacnpocTtpaHeHHocTn MBINIMH B nonynauuu cnegyet BOCNPUHMMATh C OCTOPOXHOCTLHO.
Mo AaHHBIM KPYMHbIX MOPAOIOrMYECKNX PerucTpoB B cTpaHax 3anagHon Esponbl
pacnpocTtpaHeHHocTb MBIIH BapbupyeT ot 4,6% o 11,3%, a B CLUA He npeBbiwaeT
1,2%, cocTtaBndas npumepHo 1—6 4yen Ha 1 MNH HaceneHwsa. HanpoTtuB, B cTpaHax
BoctouHon EBponbl, Adpukun n Asum pacnpoctpaHeHHocTb MBII'H no HekoTopbim
AaHHbIM - gocturaet 30%, 4TO cCBA3bIBAOT C OoOnblierd pPacnpoCTPaHEHHOCTLIO
MHeKuuKn, npexae Bcero, BUPYCHbIX renatntoB B n C. AKTUBHbIE Mepbl NPOUITIAKTUKN
WH(pEKLMI, NO-BMANMOMY, OOBSACHAIOT HaMeTMBLUYOCA B nocnegHue 15-20 net aBHyto

TEHAEHUMIO K CHWXeHuMo pacnpoctpaHeHHocTn MBIMTH B 6onblMHCTBE pernoHoB
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Mupa, TeMm He meHee, MBIIH ocTaeTca 3-er n 4-oi No cyeTy NPUYNHON TEPMUHATTBLHON
noyeyHon HepoctatodHoctTn (TIMH) cpean Bcex ocTanbHbiX OPM  MNEPBUYHONO
rmomepyrnoHegpuTa.

CuHOHMMamMK TepMuHa MembBpaHonponugepaTUBHbLIA FIOMeEPYIOHEPUT ABNAOTCA
Me3aHIMOoKanummsapHbIN - FIOMepyrnoHedpuT, a B OTEeYeCTBEHHOW nuTepatype -—
mMeMbpaHosHonponudepaTuBHbl  rnomepynoHedput. [MNpegnoytutensHbiM  criegyeT
cynTaTb TEPMUH — MEMOBpPaHONPONUdEPATUBHbLIN FNOMEpPYOHEdPUT.

Paspgen 2. KnuHunyeckas npesentauma MBIMH
PekomeHpauna 2.1. KnuHnyeckaa npeseHtauma MBIITH (noyedHble cuMHOPOMBI) MOEHTUYHA MNpwU
namonaTuyeckoM (C HEM3BECTHOW 3TUONOrnen) N BTOPMYHOM BapumaHTax 3abonesaHus (1B).
PekomeHpaumnsa 2.2. o xapaktepy KINUHUYECKON KapTUHbI HEBO3MOXHO Npefckasatb Mopdonornyeckmm
Tvn MBITH (1B).
PekomeHgauua 2.3. KnuHuyeckas guddepeHumanbHaa guarHoctmka MBITIH gormkHa wmaHavanbHO
6a3upoBaTbCs Ha MOMTHOM U AOCTOBEPHOM UCKMIOYEHUN BCEX BO3MOXHbIX BTOPUYHBIX NpUYunH (Tabn.3, 4)
(NG).

KommeHTapui:

HecmoTpa Ha natoreHeTudeckyro u Mopdoonorndeckyro reteporeHHocts MBITMH
KNUHMYECKasi Npe3eHTaumsi CO CTOPOHbl MOYEK MAEHTUYHA. Y MNONOBMHbLI GOMbHLIX B
aHaMHe3e OTMe4valoTCA YyKasaHuMs Ha HedaBHO (40 OA4HOW Hedenu) NepeHeCceHHYH
MHEKUUIO BEPXHUX AblXaTernbHbIX NyTen. B page crnyvyaeB BbIABNAETCA KIMHUYECKUN
eHOMEH — CUHdAPUHIMTMYECKAs MaKporemaTtypus, 4TO 3acTaBndeT MnpoBOAUTb
anddepeHumansHbii anarHo3 ¢ IgA- Hedpponatnen. Cpeaun KINUHUYECKUX CUMMTOMOB
npeBanupyloT: apTepuarnbHas rMnepTeH3nd, kotopasa B aebiTe oTmedaetcsa Gonee,
yem y 30% naumeHToB, HO CO BPEMEHEM pPa3BMBAETCS MPaAKTUYECKM Yy BCEX BONbHBIX,
nHorga npuobpeTas 3MOKAa4YeCTBEHHOE TEYEHME, MakKpo- U MUKporemMaTtypus
(npaktnyeckn y 100%); BbicOKas npoTenHypusa (HedpoTudeckas); nporpeccupytoLlee
CHWXeHne ckopocTu knybouykoson cunbtpauumn (CK®P). Begywimn KNnMHUYECKUA
cvHapom B aebtote 3abonesaHns B 20 — 30% cny4aeB npeacTaBfieH OCTPbIM Mn
GbicTponporpeccupytowmm  HedpoTudeckum cuHgpomom (OHC, BIMHC). B nepsom
criydae BO3HMKaeT HeobxoguMmocTb AuddepeHunanbHOM LOUAarHOCTUKM C OCTPbIM
NMOCTCTPENTOKOKKOBbLIM rrioMepyfioHedputom, Tem bonee, 4to B 20 — 40% cnyyaes
MBINTH okasbiBaetca Bbicokum TuTp ACJI-O, BO BTOpOM crniyyae npoBOAAT
anddepeHumanbHyl0o  guarHoctmky ¢ aHtm — [BM  —  Hedputom, AHLUA-
accouMMpoBaHHbIMK BacKynutamm n TpomMOOTMYECKMMU MUKpoaHrmonatuamun. Y 40 —
70% naumeHTOB C CaMOro Hadana pasBuBaeTcs HedpPOTUYECKUA CUHOPOM (ecrnm ero

HeT, TO y OonbwuHCTBA 60nbHbIX OH nosiBnsetrca noaxe, B 10 — 20% cnyyaeB



OoTMeYaeTCca peuuamBupylollas MakporemaTypus (4awle cuHGapUHIMTUYECKas).
OpHako y 20 — 30% 6onbHbIX yaaeTca 3apernctpupoBaTtb (Kak npasBuio, CryvanHo)
TONbKO W3MeHeHus1 B OOLemM aHanuM3e MoYM B BMOE COYETaHUs MPOTEUHYpUU C
MUKporemaTypven 1M umnuHgpypuen (M3onNupoBaHHbLI MOYEBOW CUMHAPOM). Y Bcex
naumeHToB ¢ OHC, BINHC n B 50% cnyyaeB npu Apyrux BapuaHTax KIMHUYECKOW
npeseHtaumm otmedaetca cHwkeHne CK® (npu BIMHC - nporpeccupytowiee) u
BbIABNAOTCA  MHOroobasHble  HapyleHus  TyOynsapHbiX — (PYHKUMA  (CHWXEHWe
KOHUEHTpaLMOHHOMN cnocobHoCcTH noyex, amumHoaumaypus, rNIOKO3ypus,
rmnepkanvemMmsa u ap.). Mo KIMHMYECKON KapTMHE MOPaKeHUs MoYek HEBO3MOXXHO
npeackasate Tvn MBIMIMH unu BbickasaTbCca onpedeneHHo O ero npudmHe. Yawe (go
80% Bcex crnyvyaeB) AnarHOCTUpyeTcs UMMYHOrnobynunH-no3ntmeHein MBITH | Tuna,
koTopbiM GonetoT niogum nwboro Bospacta M nona. MmyHorno®ynuH-No3MTUBHbIV
BapuaHT MBIIH 1l Tuna BeisiBnaetca pexe (5 — 10%). B HacToqwee Bpemsa cpeaum
Hedpororos cywiectsyeT KOHCEHCYC B OTHOLLEHUMN ngnonaTmnyeckoro,
nMmmyHornobynuH-nosutneHoro MBIMIMH | tuna (pexe Il Tvna), amarHo3 KoTOpOro
MOXET ObITb YCTAHOBMNEH TOSbKO MOCIE UCKIKYEHUSS BTOPUYHbBIX NpudnH (Tabn. 3). B
KnuHn4eckon kapTuHe Cs-HeraTMBHOM rromepynonatuu, Kak npasuno, B aebioTte
npeBanupyoT KIMHMKO-NabopaTopHble CUMNTOMbI OCHOBHOrO 3aboneBaHuna (tTabn. 4) B
coyeTaHun C OCTPbIM MoOBpeXaeHneM nodvek, Yauwle Bcero, B ¢opme BIMNHC. Tonbko no
UCTEYEHNN  OCTPOro  nepuopa,  MNpPUCOEOUHAITCA  BbiCOKAd  NPOTEUHYPUS,
MUKporemaTypus unu  opMmupyetcs  HedpoTuUyeckui cuHapoMm.  KrnunHuyeckas
AanarHoctnka 6onesHn nnotHbix AgenosutoB (BlM[) obneryaertcs, ecnv NOMUMO
MOYEYHbIX CUHOPOMOB, BbISIBMISAKOTCA aCCOUMMPOBAHHbIE COCTOSIHMS B BuAe
NpMobpeTeHHON YaCTUYHOW NMNOAMCTPOMOUM N/ MakynsapHOW ANCTPOUN ceTyaTKu
rnasa (cm. ganee).

Paspen 3. Mopdonornyeckas ] MMMyHOMopdonoruyeckas

anddepeHumanbHaa amarHoctuka MBIMH

PekomeHgauusa 3.1. [Ana gnarHoctmkm MBIITH B coOTBETCTBMM C MMPOBbLIMM CTaHAapTamMu Heob6xoanmo
COYEeTaHMEe HECKONbKMX MEeToAoB MOpPKonornyeckoro WccnegoBaHusi MNPWKM3HEHHBLIX OuontaTtoB
MOYEYHOW TKaHW, a WMEHHO: CBETOBOW MMWKPOCKOMWW, MMMYHOMOPQONOrun, YrbTpacTPyKTypHOro
aHanusa (TPaHCMUCCMOHHON 3neKTPOHHOM Mukpockonum) (NG).

PekomeHgauusa 3.2. [1ns npoBedeHns CBETOONTUYECKOrO UCCreaoBaHnsa HedhpobmontaTtoB Heo6xoanmMo
NpoBOAMTL Crnefywlime OKpackM Ha napaduHOBBLIX cpe3ax: reMaTOKCUIMHOM U 303UMHOM,
TpuxpomarnbHas okpacka no MaccoHny, NAC-peakuns, KoHro-poT, okpacka Ha anactuyeckne BOMOKHA U
dubpuH (AFOG) (1A).



Pekomenpgauua 3.3. [Ond MMMyHOMOPAOMOrM4eckoro uccrneaoBaHMs HeobxoauMMo ucnosnb3oBaTb
crnepywwmne aHTMTena Ans BbiABMEHUS OUArHOCTUYECKM 3HaumMmblx anutonos: IgA, M, G, nerkue uenu
nambaa, kanna u punbpuHoreH, dpakumm komnnemeHta C3, C1g, C, n C4(2B).
PekomeHpauusa 3.4. Ha ocHOBaHMWM AaHHbIX YNbTPacTPYKTYPHOIO aHanm3a (3feKTPOHHON MUKPOCKONUM)
cnegyeT pasnuyaTtb: MembpaHonponudepaTuBHbI rnomepynoHedput | Tuna, GonesHb NIOTHbIX
4eno3nToB 1 membpaHonponudepaTusHbin rnomepynoHedput Il Tuna (1A).
PekomeHpgauma 3.5. Mopdonormnyeckyto guddpepeHumansHyo auarHoctnky MBIITH nposogaTt Ha
OCHOBaHUN AaHHbIX UMMYHOMOPOIOrUKN N 3NEKTPOHHOW MuKpockonun (1A).
PekomeHpauusa 3.6. Pesynstatom mopdgonoruyeckon auddepeHumansHoi AMarHOCTUKM OOMKHO CTaTb
yCTaHOBMeHWe crnegyowmnx natoreHeTnyeckmx BapuaHtos MBIMIH: nmmyHorno6ynmH-no3ntueHbIA, C3-
no3utmeHein MBIMIH | unn Il Tunos, nMmyHornobynuH-HeratueHbin, C3-no3uTtusHbii MBIMTH | nnu il
TUNOB 1 60Me3Hb NNOTHLIX 4eN03NTOB, MMMYHOINobynuH- n C3-HeratneHbin MBITH (1A).
PekomeHngauusa 3.7. Mpu npoBegeHUN MMMyHOMOPEONOrM4eckoro nccnegoBaHus Heobxoanmo cumTaTb
ANarHoCTMYeCKM 3HaYMMbIM UHTEHCMBHOCTb OTIIOXKEHUSA NPOAYKTa peakumm Ha MMMyHOrnobynuHel A, M,
G B CTpyKTypax rnomepyn 22+ kak npu ryopecueHTHON, Tak 1 Npu CBETOONTUYECKOW (B NMPOXOASLLEM
CcBeTe) MUKpPOCKOMMAX (MMMYHOrnobynuH-no3nTmBHblin BapuaHt MBITH). OctanbHble BapuaHTbl
WHTEHCMBHOCTM OTMOXEHMSI NpoAyKTa peakuMuM Ha MMMYHOrnobynumHbl (MeHee 2+) cnegyeT cuuTtaTb
HeraTMBHbIMWU (MMMYHOrNOBYNMH-HeraTuBHbIA BapuaHt MBITH) (2B).
PekomeHpgauusa 3.8. Npu npoBegeHNM MMMyHOMOPEONOrMYECKOro nccnefoBaHnsa Heobxoanmo cumTaTb
ONarHoCTMYeCcKM 3HauYMMbIM  WHTEHCMBHOCTb OTNOXKEHMA npodykta peakumm Ha C3  dpakuuio
KOMNnemeHTa B CTPYKTypax rnomepyn 22+ kak npu oryopecueHTHON, Tak U Npu CBeToonTu4eckon (B
npoxoadwem ceete) mukpockonusax (C3-nosmtuBHbln BapuaHT MBITH). OctanbHble BapuaHTbl
WHTEHCMBHOCTM OTMOXEHMSI NpoAyKTa peakuMuM Ha MMMYHOrnobynuHbl (MeHee 2+) cnegyeT cuuTtaTh
HeraTuBHbIMK (C3-HeraTtmeHbIM BapuaHT MBITH) (2B).
PekomeHpgaumna 3.9. [lpy OTCYyTCTBMM BO3MOXHOCTU NpPOBEAEHUS YMbTPacTPYKTypPHOro aHanvsa
(3MEeKTPOHHOM MUKpOCKONUKM), MOPAONOrMYECKMIN ANnarHo3 JomkeH BbiTb chopMynupoBaH Ha OCHOBaHWUMK
OaHHbIX CBETOBOW MUKPOCKONUU U nmmMmyHomopdonorum (2B).
PekomeHngaumna 3.10. [lo gaHHbIM CBETOBOW MWKPOCKONMUW U MMMYHOMOpAOnoruu cnegyeTt pasnuyaTb
Tpu BapmnaHta MBIIH (2B):

* UMMYHOrno6ynuH- n C3-no3utneHein MBINTH;

» C3-rnomepynonaTus;

* UMMYHOrno6ynuH- n C3-HeratneHbI MBITH.
PekomeHpaumna 3.11. TepmuH C3-rmomepynonatus o3HavaeT WMMYHOrnobynuH-HeratuBHblin n C3-
nosutmeHbii MBIIH, Bkntovatowmun 2 popmel MBIITH, koTopblie npu ganbHenweM ynbTpacTPyKTYpPHOM
aHanuse MOryT B6biTb YTOYHEHbI Kak: MMMYHOrNobynuH-HeratusHbid, C3-no3ntnsHbii MBITH | nnu i

TMna unu 6onesHb NIOTHLIX Aeno3uTos (1A).

KommeHTapun.
maBHble Mopdonornyeckne npU3Haku npu CBETOBOWM MUKPOCKONUKU nNpencTaBMeHbl
nponmdepaumnmen KrneTok U1 OCHOBHOMO BeLLeCTBa Me3aHrmyma u yTOSWEeHUEM CTEHOK
Kanunnsipos (6azanbHbIX memMbpaH), KoTopble 4yacTto noasepraroTca

ncesgopacwiensnieHnto ¢ obpasoBaHMeEM OBYXKOHTYPHbIX 6asanbHbiX meMbpaH



(dbeHoMeH «TpamBanHOW nuHWUMY»). MexaHuam obpasoBaHus BTopon 6GasanbHOW
MeMOpaHbl CBA3bIBAOT C MHTeprno3uuunen (BHegpeHWeM) OTPOCTKOB MEe3aHrMoumnToB B
cybangoTenvanbHOe MNPOCTPaHCTBO, FAe OHW B KoomnepauuuM C aHgoTenuoumntamu
npoayuMpyoT HOBOE OCHOBHOE BeLLEeCTBO BTOPOM  PaCMOSIOKEHHOW  BHYTPU
WHTpaKanunnsipHon MembpaHsbi.

Momnmo nponudepaumm pes3anaeHTHbIX KNeToK, oTMedaeTca MHUNbTpaums Knyboykos
HenTpocbmnamm un Makpodaramym (3KCCyAaTUBHbLIN  KOMMOHEHT BOCMAnNUTENbHOM
peakumn). BaxXHO OTMETUTb, YTO CTEMEHb BbIPAKEHHOCTM NPONMdEPaTUBHBLIX U
9KCCYyAaTUBHbIX M3MEHEHMN MOXET BapbuMpoBaTb OT crfydas K crnydat. Tak, B
HEKOTOPbIX HABMIOAEHMSAX, YKa3aHHbIE M3BMEHEHMS MOTYT HOCUTb (DOKarnbHbIN XapakTep
(T.e. YacTb kny6O4YKOB MOXET OCTaBaTbCA WMHTAKTHOW). [lonaratoT, 4TO B 3TOM crny4vae
MOXHO roBOopuTb 0 AebioTe 3aboneBaHus. B gpyrnx HabnogeHusax, oTMevyaeMblix Yatile
BCero, Mopdorornyeckne naMeHeHnsa HocAT AnddysHbIn xapaktep. OnucaHbl Takke
cnyyau perpecca anddysHbiX N3MeHeHU B (pokanbHble, Hanpumep, npu nukengaumm
BTOPMYHON npuumHbl rnomepynonatun. B 10% Bcex cnydaes MBITH wmoryt
pernctpupoBatbcs nonynyHus 6Gonee yYem B 50% knyGo4ykoB, Kak oOTOBpaxeHue
BbIPaXXEHHOCTM aKTMBHOCTM NponudepaTMBHO-IKCCyaaTUBHOM peakuun. Kak npaswuno,
B 3TOM Cny4yae KIMHWYEeCKM OoTMevaeTcsl ObICTponporpeccupyowmim HedpuTU4ecKui
cuHgpom (BIMNHC).

BblpaxeHHble nponudepaTuBHbIE U3MEHEHUA B Me3aHrMyme OYeHb 4acTo BeayT K
pasgeneHuio netenb  KanunmnsapoB KIyOO4YKOB Ha OTAenbHble Nyyku  (Nnobynbl),
npugalowme rrnoMmepyne Aonbvatylo  CTPykKTypy. PaHee nogoGHble W3MeHeHus
knaccudpuumpoBanu kak ocobyto dopmy MBIMNMH — nobynsapHyio. B Hawwm gHu
nobynauma rnoMepyn cuuMtaeTcs OAHMM U3 BapWaHTOB TEYEHWA MNaTONOrMyeckoro
npolecca, OTpaarwLlero creneHb BbIPaXXeHHOCTU nponndepaTtmBHON peakumum u,
BO3MOXHO, accouuupyrowierocsd ¢ anutensHoctelo Tevenus MBIITH. Mo wmepe
AanbHeuLwero  MnporpeccupoBaHvs,  30Hbl  TUNEPUENIoNAPHOCTU  Me3aHrnyma
3amMellalTcs MaTpuKCoM W pasBuBaeTcs ckrepo3 knyboyka. B aTon cragum
natomoponornyeckme U3MeHeHnss MoryT MMUTUPOBATbL HOAYNSPHbLIN AnabeTudeckui
rmomMepyrnocknepos. MameHeHus B cocydax oOTpaxawT ANUTENbHOCTb U TAXECTb
TeyeHUs apTtepuanbHon runepteHsun. Mopdoonornyeckne U3MEeHeHUs  KreTok
KaHanbLeB W WHTEPCTMUMS OObIMHO BbIpaXeHbl 3HAYUTENbHO, Kak MpaBwuno, He
KOppPenupylT C MOMEPYNSAPHbIMU MOPaXEHUSMU, HO aCCOLMUPYIOTCA B KITMHUKE C
ancyHkumen rnodek. bonee pgetanbHas — xapakTtepucTuka — Mophonornyeckux

nameHeHnn npu MBITH Bo3MOXHa TOMbLKO NpuU yrbTacTPYKTYPHOM aHanmse, KOTOpbIN



nossonsier Bblgenutb Tpu Tuna MBITH. TMpn | Tune MBITH npu anekTpoHHON
MUKPOCKOMUN BbISBAIOTCA CyOGaHAOTeNuanbHble M Me3aHrmanbHble Aeno3unTtbl. [pu
MBITH 1l Tvna oTmevatloTcs WMHTpaMeMOpaHO3Hble 3NEKTPOHHOMNSOTHbIE OEen03nThl,
KOTOpble MOryT npuvaaBaTb MeMbpaHe Bu4 «CBA3KM Konbachl», Takke NPUCYTCTBYIOT U
Me3aHrmanoHole geno3untbl. [lpu MBIMTH Il TMna nomumo cybaHaoTEnManbHbIX,
peructpupyrotca  cybanutenuanbHble  (cybnogouuTtapHble)  Oeno3uTbl  (NOATMN
Burkholdera), B page cnyvaeB Ha ©6asanbHonm membpaHe (OpMUPYHOTCS BbIPOCThI
OKONo cybanuTenuanbHbIX Aeno3uToB (Mopdonornyeckas KapTuUHa HamnoMuHaeT
MeMbpaHO3HY0 HedponaTuio), CoyeTalLMnecs C HanMyunem MHTpaMemMbpaHO3HbIX
oTnoxeHun (kak npu Il Tune MBITH), MocneaHne npugatoT lamina densa HEpPOBHbIN
Bua (nogtun Strife’a n Anders’a).

NogyepkHeMm, 4YTO nNpu CBETOBOW MUKPOCKONMU OTCYTCTBYHOT Kakue-nub6o
TUNU4YHbIe MopdonorMyeckMe npusHaku, nosponsswMe Obl NPOrHO3MpoBaTb
AnarHoctuky ogHoro us tpex tunoB MBIIMH npu 3neKTpoOHHOM MUKpPOCKONUM.
Bonee Toro, npu BN Tonbko B 25% crnyyaes npyv CBETOBOW MUKPOCKOMMM BbIABASOTCA
TMnuyHble npusHakm MBIMMH (onucaHHble Bbiwe); B 44% anarHocTupyeTcs
Me3aHrnanbHonponudepaTuBHbli rnomepynoHedput, B 17% rrnomepynoHedpput ¢
nonynyHnamu, B 11% - OCTpbI 3KCCyaaTUBHO-NPONNGEPATUBHBIN FITIOMEPYTIOHEPUT,
a B 3% cny4aeB Mopdonornyeckne NnpnsHakm He NoALAKTCS Kraccugukaumm.

MHorve uccnegosatenu Takke obpallatoT BHUMaHME Ha CylleCTBOBaHME MHOXECTBa
nepexodHbIX TUMNOB MPWU  3MEKTPOHHOW MUKPOCKOMUU, O3Hayalwmx, 4TO [axe
YNbTPacCTPYKTYPHbIA aHanuM3 He rapaHTMpyeT OKOHYaTesrlbHOro pguarHosa. VIMeHHo
NMo3TOMY B OCHOBY coBpeMeHHon knaccudpukaumm MBITH 6binn nonoxeHsl cBeaeHns
06 uMMyHonaToreHese, O KOTOPbIX MOXHO CyaAuTb MO AaHHbIM MMMYHOMOPMONornm
(MMMYHOrMCTOXMMKK) CPE30B BUOMTATOB MOYKMN.

Ha ocHoBaHwn aHanu3a  OTNOXeHun  (Oeno3ntoB) B Buontate  MOYKM
WMMYHOTNOBYNMHOB 1 bpakuMii  KOMNSIEMEHTa  BbIAENSOT NMMYHOTrNOBYNnNH-
NO3UTUBHbIA Y UMMYHOrNobynuH-HeratueHbin MBITH (Puc. 1).

Hannune wummyHornobynmHoB wu  C3-dpakumm  KOMMNAEeMeHTa YyKasblBaeT Ha
MMMYHOKOMMNeKcHblM  BapuaHT MBIITH, koTopbin xapakTepusyeTcs akTuBauunen
CUCTEMbl KOMMIeMeHTa Mo Kraccuyeckomy nytu. BcnegcrtBue aToro, noMmmo
rnobynunHoB n Cs-hpakumm KOMMNemMeHTa B noyedHoMm GuonTaTte, BbIABNAT pakumm
komrinementa C1q, Co, C4, xapakTepHble O KNAcCU4eckoro nyTW akTusauumu
KOMMNIIeMeHTa. Mpwn MMMYHOrNoBYnMH-HeraTBHOM MBITH, BbisiBNeHne

NoNIOXUTENbHON peakumm Ha C3-hpakumio KoMnnemMeHTa npu OTCYTCTBUM (ppakuun



C1q, Co, C4 ByneT ykasbiBaTb Ha akTUBaLMIO KOMMNMEMEHTA MO anbTepHaTUBHOMY NyTW.

YXe Ha OCHOBaHUM 3TUX [aHHbIX BO3MOXHO C(OopMynupoBaTb NpeaBapUTeNbHbIN

anarHo3 C3-no3nTtueHOM rnomepynonatum unu C3-rnomepynonaTuun, KOTOpbIN ganee ¢

MOMOLLIbIO ANIEKTPOHHOW MWKPOCKONUU MOXeT BbiTb yTouHeH kak C3-MBIMIH | vnn I

TUNa unu 6onesHb NNOTHbIX Aeno3nTtos (Puc. 1).

| CBeToBasi MUKPOCKOMHUS ‘

| MemOpaHonpoJiugepaTuBHBIil I10Mepy10HeGpUT ‘

—

HNmmyHomopdoJiorus

A 4 +
HNmmyHorno0yauH-no3suTuBHb1i C3
KOMILJI€MEHT-II03U THBHbI M

l

HNMMYyHOKOMIJIEKCHBIH BAPUAHT
MBIITH

A 4

‘ DJIeKTPOHHASI MHKPOCKOMHS ‘

}7

3 ++

‘ HMMyHOI100yIMH-HEraTHBHBIH ‘

!

‘ C3-ppaxkuus KoMIjIeMeHTa ‘

v o

Ilo3uTHBHAS

peakuus

}

A 4

‘ MBIITH I vnu III Tunos ‘

C3-no3uTuBHAN

IJIOMepy/10NaTHsl
! l
IIpy ucKII09eHUH BTOPHYHBIX npHHH nexTponnas
AUATHOCTHPYIOT HAMONATHYECKHI MUKPOCKOTHSI
BapuadnT MBIIT'H I nau I1I Tuna
A
Cy03H710- ¥ cy03nuTeMaJbHbIe, HHOIIA B HNuTpamemOpaHo3HbIe
COYeTAHHH C HHTPAMeMOPAHO3HBIMH JeN03HThI JAeMOo3UThI

A 4

A 4

A 4

HeraTruBnas
peaxkuus

}

C3-neraTuBHast
JIOMepPYJI0naTHsI

*k*

!

JJIeKTpOHHAS
MHKPOCKOTIHS

A 4

OTtcyrcTBHE
371eKTPOHHO-
TUIOTHBIX
JeNO03UTOB

] o

C3-memOpaHonpougepaTuBHbII
riomepyaoHedpur I won III Tuna

boje3Hb MIOTHBIX
JACIO3UTOB

PenapaTuBHas cragus
TMA u ap. 3a60.1eBaHuUit

Puc.1 Ummynomopgoaornyeckas nudpepennuanbias nuarnocrunka MBIIT'H

IIpumeuanue:

+ - CocraB MMMYHOIUIOOY/JIHHOB Pa3JH4YHbIli M B ONpPeJIeJCHHON CTeleHH 3aBHCHUT OT 3THOJIOTHU OCHOBHOIO
3a0oseBanus. Hapsagy ¢ C3-¢pakumeii xomiuiemMeHnTa MoryT BbiaBiasTbesa Clq, C2, C4 ¢paxuumu, onmpegejieHHO
CBH/ETEIbCTBYIONIME 0 KJIACCHYECKOM IYTH AKTHBALUHM KOMILICMEHTA.

H - MOFyT BBIABJATHCHA CJI€A0BbI€ KOJIUYECTBA I/IMMyHOFHOGyﬂl/IHOB (2+), 00BIYHO B 30HAX CKJIepo3a, HEe UMerlme

AUATHOCTHY€CKOIo 3HAYCHHU .

“- [mpUCYTCTBYeT ToabK0 C3-ppakuus, ppakuuu Clq, C2, C4 He BbISABIAIOTCA (AJbTEPHATHBHBINA NMYTh AKTUBALMH

KOMILJIEMEHTA).

“* - PemaparuBHas (pa3za ykazaHHbIX B Ta0J1. 2 3a00/1eBaHuii MozkeT nmutuposars MBIITH.

##% . TepMHH «00JIe3Hb NJIOTHBIX [€MO3HTOB» SIBJISIETCS NpPeINoOYTHTEILHbIM. He pexoMmeHnayercsi ynmorpedusTh

Tepmun MBIIT'H II Tuna.
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YuutbiBas 1o obctositenbcTBo, 4to npu Bl cBeTtoonTtuyeckas mopdonornyeckas
KapTMHa MOXeT He BKo4yaTb XapaktepHbix ans MBIMIMH npusHakoB (CMm. Bbiwe),
AonyckaeTca nocTaHoBka awmarHoda C3-rrmomepynonaTtuu, oHaKo MNoAYepKHEM elle
pas, 4To Npu 3TOM LOKHbI OTCYTCTBOBATb OTMOXEHUS MMmyHornobynuHos, C1g n C4
dpakuMi KOMMremeHTa, a MHTEHCUBHOCTb OTNOXEHUS npoaykra peakumm Ha Cs-
dpakuMo  KOMMNIEMEHTa OOMKHa CcocTaBnATb He MeHee 2+.  OTcyTcTBUE
UMMYHOTrNOBYNMHOB MpY  UMMYHOMOPQOSIOrMYECKOM UCCNeaoBaHMM W HeraTuBHas
peakums Ha Cs-hbpakumio komnnemeHta (MeHee 2+) no3sBonuT guarHoctuposatb C3-
HeraTUBHYIO rfioMepyrionaTuio.

Pasgen 4. KnuHuko-naTtoreHeTn4yeckasa n naboparopHas gnarHoctuka MbBINIrH
PekomeHpauma 4.1. [log TepmuHom wuguonatmyeckun MBIIMH cnepyer nogpasymeBaTb
NMMyHOrnobynunH- n C3-komnnemeHT-no3uTuBHbIi BapuaHt MBIMIH | wnn 1l TnoB HenssecTHON
atnonorum (1A).

PekomeHpauunsa 4.2. VimmyHornobynuH-HeratueHbln, C3-no3utusHbin MBITH | nnn 1l Tuna n 6onesHo
NNOTHbIX Aen03uToB 00YCrnoBnNeHbl HacnNeACTBEHHbIMU UM NPUOBPETEHHBIMU HapPYyLIEHUSMU B CUCTEME
anbTepHaTMBHOIO MyTW aKkTuBaumu komnnemeHnTa (1A).

PekomeHgauua 4.3. KnuHuko-naTonornyeckass AnarHoOCTMka pasnunyHbix BapuaHtoB MBITH gomxkHa
BKMOYaTh onpeeneHne obLiero ypoBHsi CbiIBOPOTOYHOro komnnemeHTa (CHsg), a Takke ero cpakuun B
cbiBOpoTke kposu: C3 n C4 (1A).

PekomeHpauna 4.4. HopmanbHbin ypoBeHb C4 pakuum kKomnnemeHTa cBuaeTenbcTeyet o060
anbTepHaTMBHOM MNyTM akTuBauuMmM KOMMnemeHta (UMMyHoOrnobynuH-HeratuBHbld, C3-MO3UTUBHBIN
MBITH), a cHuwxeHne ero KOHUEHTpauum — O KIacCMYeCKOM MyTW akTMBauuW KOMMMEMeEHTa
(vMmMyHOrno6ynuH-no3nTMBHLIN, C3-no3nTusHbIM MBITH). B 060mnx ykasaHHbIX Criydasix CHMXEH 06Lni
YypOBeHb CbiBOpOTO4YHOro komnnemeHTa (CHsg) n ero C3-cpakumum (1A).

PekomeHpauuna 4.5. [ina Gonee nonHoro CyxaeHusi o natoreHese MMMyHOrnobynuH-HeratnsHoro, C3-
nosauntneHro MBIMIH | wnn lll TMNOB n ©one3Hn nnOTHbIX OEN03MTOB Heobxoaumo onpeaensTb B
cblBOpOTKe KpoBu TUTP C3-Hedputmnyeckoro akTopa, uccnegoBatb YpoBEHb PErynaTOpHbIX NPOTEMHOB
anbTepHaTMBHOIO MyTW aKkTUBaUMu komnnemeHTa: dakropsl H, |, B, nponepauH (1A).

PekomeHnpauuns 4.6. MimmyHornobynuH- n C3-HeratusHbIn BapmaHT MBIITH cnegyeT paccmaTtpuBaTh kak
penapaTuBHylo a3y BocnanuTenbHOro mnpouecca, OOYCMOBMEHHONO MEPBUYHBLIM MOBPEXAEHMEM
aHgoTenuounToB (Tabn 4) (2B).

PekomeHngauunsa 4.7. MNpu nmmyHornodynuH n C3-HeratuBHom BapuaHte MBIITH koHueHTpauns obuiero

YPOBHS KOMMnemMeHTa B cbiBopoTke kpoBu (CHsp) u ero dpakuni (C3, C4) He meHsieTca (1A).

KommeHTapumn
NMMyHOrnobynuH n koMmnnemMeHT no3mTusHbin BapuaHt MBIMIH | u 1l Tunos (Puc. 1),
Kak npaBurio, HOCUT BTOPUYHbLIA XapakTep M CBA3aH C XPOHUYECKOW aHTUreHeMmuewn,
LUMPKYIALMEN B KPOBU ayTOMMMYHHbIX KOMIMIIEKCOB UIM C OTMOXEHWEM B rromepyrne
MOHOKITOHanNbHbIX MMMYHOINOBYnMHOB. B cpaBHUTENbLHO peaKux cryyasx, korga He

yAaeTcA YCTaHOBUTbL MNMPUYUHY XpOHM‘IeCKOﬁ aHTureHemumn, noaATBepaAuUTb
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Hanuume nra3MaKkreTo4yHomn AUCKpasmn wunu ayToMmMMyHHOro npouecca,

AonyckaeTca guarHoctuka umauonatmyeckom copmbl MBIMTH | vnm 1l Tmuna.
[MpyymMHOM  XPOHWYECKOW aHTUreHemMuu, Kak MpaBuno, SBMSOTCA  TOPMUAHO
npoTekarLmne BUpPYCHble, BakTepuanbHble, NPOTO30MHbIE U NpoYne nHdekuun (Tabn.
3).

MaToreHe3 nmmyHornobynuH- nosutueHoro MBITH | n [l TMNnoB nmeet obwme YepThbl.
MMMyHHbIE KOMNNEKChl, 0bpa3oBaBLUMECS B LIMPKYNALUK KPOBM Unu in situ, Bcneacrame
XPOHMYECKON aHTUreHeMun (MHMEKUUKN), U LUPKYNMPYOLWME UMMYHHbIE KOMMIIEKChI
(CKB,

WM MMMYHHbIE KOMMIEKChl, chopMMpOBaBLUMECS MPK

npuM  ayTOMMMYHHbIX  MpoLeccax cuHapoMm  CberpeHa, cmellaHHas

KpuornobynuHemuss n gp.),
napanpotemHemMmsx (MOHOKMOHanbHble  rammanatuv, nuMmdonponudepaTMBHble
3aboneBaHus) OTKNaabIBaOTCA B rOMepyfiax Me3aHrnansHO (Npu KpynHbiX pasmepax),

cybaHgoTennanbHO (NpyU cpegHux pasmepax) unu cybanutenuanbHo (Npu MenKux

pasmepax).

Tabnuua 3. BropuyHbie npu4mHbl UMMYHOTO6ynuH- n C3-nosutusHoro MBIMNTH

A. NHdekumn
* BUPYCHbIE
e renatutbl B, C
* BUpPYC MMMyHoaedunumta
yernoseka
» bakTepmanbHble
* MIH(PEKLUMOHHbBIN aHOOKapANT
* abcueaunpyrolasn cenTmueMmns
* MLHPMUNPOBAHHbLIE BEHTPUKY-
noatpuanbHbIn U
BEHTPUKYIIONEepUTOHEarnNbHbIN
LWYHTHI
* NPOTO30MHbIE
* Manapus
* LUINCTO30MAaTOo3
* npo4yne
* MUKOMNa3MeHHas
* MMKOGaKkTepuanbHas

B. AyToMMmyHHBIE Bone3Hn

* CUCTEMHad KpacHasa BOnYaHka

* cknepoaepmus

» cuHgpom CowerpeHa

* CMeLlaHHas KpnornobynuHemms

* TpaHcNnaHTauMoHHasa HedponaTus
B. 'emaTonornyeckue 3noka4ecTBeHHbIE
3aboneBaHus

* nMMdoma

* IMMONENKO3

* MGUS*

* Mmenoma

* MakpornobynuHemms
BanbaeHcTtpema
I". Mpouyne 6onesHu

* LUMPPO3 NeyveHm

* KApUMHOMBI (Merkme, NoYKu,
XKenyaok, KULIEYHMK)

* capkongos

NMMyHHbIE KOMMMEKCbl aKTUBUPYHOT KOMMIIEMEHT MO KMacCU4eCcKoMy MyTU, KOTOPbIN
3agencteyeT dpakumm komnnemeHta C1q, C2, C4 c obpasoaHmem C3- KOHBepTasbl
knaccuyeckoro nytn (C4bC2a), kotopasa pacwennaet C3- cdpakumio Ha C3a un C3b
cybdpakumm ¢ nocregyowmm obpasoBaHneM C5-koHBepTasbl KNacCUYecKoro nyTu
aktnBaumm komnnemeHTa (C4bC2aC3b). C5- koHBepTasa, aencresya Ha C5- dpakunto

KOoMnnemeHTa, npmBoauT k obpasoBaHuio C5a n C58 nogdpakumin, npu4em nocrnegHas
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B KOHEYHOM UTOre NpuBoauT K obpasoBaHuo MeMmbpaHo-aTtakytoLlero komnnekca (MAK)
(C5b-9). Cybdpakumm komnnemeHta C3a wu Cba, [OencrtBys XeMOTaKCUYECKW,
06yCcnoBnNMBaoT NPUTOK K MECTY PacrnofioKeHNS UMMYHHbIX KOMMIIEKCOB Makpodaros u
HENTPOUIOB M3 LMPKYNUPYIOLWEN KPOBU, KOTOPble 3a CYeT npoBOCNanuUTenbHbIX
UMTOKMHOB W MNPOTEONIMTUYECKNX 3H3MMOB 0OycnoBnvBalT ¢QopmupoBaHme B
rmomMepyne 9KCygaTUBHO-BOCNANMTENbHOW peakumn. Pe3naeHTHble KneTkn Knybouyka
(3HpoTENMOLMTLI, ME3aHrMouuTbl), B OTBET Ha MOBpEeXAeHue npoBOChanmUTenbHbIMU
uuTokMHamm n uutonatmyeckoe gencrteme MAK (C5b-9), otBevaloT nponudepaumen,
CMHTE30M OCHOBHOrO BellecTBa (6asanbHble MemMOpaHbl, Me3aHrnanbHbI MaTpUKC) m
npoaykunen pocToBbIX (aKTOpoB  (TpaHcdopmupyowmi  ¢daktop pocta 1,
TpombouunTapHbIn akTop pocta). B koHe4YHOM utore popmmpyrotcs mopdonormyeckue
npusHakn B BuAe yABOeHMsi GasanbHbiXx mMemMbpaH, nponvdepauun Me3aHrmounToB U
Me3aHrnanbHOro matpukca c nobynusaumen knybodka, obpasoBaHUA 30H CKneposa
(knybo4ykn un TYGYnomHtepctuumnn). 3ameTum, 4to  BTOpUYHbIN MBITH npn HCV-
nHepekumn (hepatitis C virus - Bupyc renatuta C) MoxeT MMeTb ABOSKMI natoreHes. B
OOHMX Crny4yasx OH MOXeT OblTb CBA3aH C 06pas3oBaHMEM WUMMYHHbIX KOMMSIEKCOB K
aHTUreHam Bupyca renatuta C, OTNOXMBLUMXCA nNepBOHayanbHO B knybouke (T.e
obpasytowmxca in situ), B Apyrux cnyyasax pedb MAeT O LMPKYNUPYHOLWMX UMMYHHbIX
KOMMneKkcax — cMeLaHHbIxX KpnornobynuHax (Il Tun kpnornobynuHemmnnm). CMmeLlaHHble
kpnornobynuubl (Il Tvna) npu HCV- umHdekuun 9TO MMMYHHbIE KOMMSEKCHI,
npeunnuTMpylolwMe Ha xomnoge, coctoswme u3 IgMk-peBmatomgHoro dakropa,
nonuknoHaneHoro IgG n PHK Bupyca renatuta C. [MepsBonpuunHon oGpasoBaHus
KpmnornobynvHoB saBndeTca hopmmpoBaHMe KroHa B- kneTtok B opraHuame (neyeHb,
nuMmdartmnyeckme yanbl) No4 Bo3gencrtenem supyca renatnta C, KOTOpble CUHTE3NPYIOT
MOHOKIMOHanbHbIM ~ IgMK  (peBMaTomgHbln  cdakTtop). Hanunune  cmewwaHHOM
KpnornobynuHemunn,  accouuupoBaHHon ¢ HCV-mHcekumen paccmaTtpmBaeTcs
HEeKOTOpbIMM  aBTopamMu  Kak  cybknuHuyeckaa  ¢dopma  numcpombl.  Cpeaum
UMMYHOTNOBYNNH-NO3NTNBHLIX  BapuaHTtoB MBIMTH ocoboe mecTto 3aHMmaet
TpaHcnnaHTauMoHHaa rrnomepynonatusa. [onroe Bpems natoMmopdonornyeckue
M3MEHEHNA B TPaHCNIaHTUPOBAHHOMW MNOYKE paccMaTpuBanM C TOYKU  3pEHUs
MEeXaHU3MOB XPOHNYECKOro OTTOPXEHNS TpaHcnnaHTaTa (XpoHunyeckas
TpaHcnnaHTauMoHHaa Hedponatmsl). B HacToswlee BpemMsa HaKoOMneHbl HayyHble
AaHHble, NO3BONSKOWME BblAENUTb  TPAHCMMAHTALUWOHHYKO  rrioMepyfnionatmio B
CaMOCTOATENbHYI0  KIMHMKO-  MOPQOSIOrMYECKYH0  HO3OMOMMYECKyl0  efuHuly C

MMMYHHbIM MaToOreHe3oM. TpaHCI'IJ'IaHTaLI,I/IOHHaFI rmomMepynonatuma npencraBndeT
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cobor nepBoHa4anbHOE NOBPEXAEHMNE SHOOTENMOLMTOB ayTOaHTUTENaMn K aHTUreHam
HLA- Il knacca, KOTOpble NPUCYTCTBYIOT Ha HapPYXHOW KIEeTOYHOW MembpaHe
aHOoTenunarnbHbIX KNeTok. B ocTpon (pase passuBaeTcs, Tak Ha3blBaeMbln, MOMeEPYnT,
XapaKkTepusyoLnncsa noBpexgeHneM rinoMepynapHbIX Kanunnsapos, MAUTPUPYOLLIMMU U3
LUMPKYNUPYIOLLIEN KPOBWU, MOHOHYKNeapamu n Hentpodunamu. OCTpyto, aKCCyaaTUBHYHO
peakuuio B krybouke (rnmomepynut) cMeHsieT penapatvMBHas dasa, B KOTOPYHO
npoucxoauTt nponudepauns U SKCNaHCUS Me3aHrManbHOro MaTpukca, pasBMBaeTCs
aynnukauna 6asanbHblX MemOpaH W Mopdonormyeckas KapTUHa npu CBETOBOW
MUWKPOCKOMNUM CTAHOBMUTCSA aHanormyHon MMmyHornobynuH-nosntusHomy MBITH. [Mpu
NMMYHOMIOOPECUEHLMN PErucCTpuUpyeTcs OTIIOXKEHWe BAOSMb MNeTesib  Kanunisipos
Knybouka pakumm komnnemeHta C4d - npoaykra akTMBauumn KOMMAEMeEHTa Mo
Knaccumyeckomy nyTW, OfHaKo Adaxe otcytctBue pgenosmtoB C4d He Oyper
NPOTUBOPEYNTL ANarHo3y TpaHCNIaHTaLuMoOHHOW riomMepynonaTum.

oTmonorma  UMMyHornobynuH-HeratneHoro, C3-NO3UTUBHOIO  rrIomMepyrioHedpuTa,
HasbiBaemoro C3- rmomepynonaTtuen 06bsCHAETCS ANCPErynaumMen anbTepHaTUBHOIO
nyTU aKkTUBaUMW KOMMIIEMEHTA U HapylleHMeM TepMUHanbHOW cTagun obpasoBaHUs
MAK (C5b-9). HapyweHne HopmanbHOM U3NONOMMN  anbTEPHATUBHOIO  MyTU
aKTMBaLMM KOMNfieMeHTa MOXeT BbITb 06ycrnoBneHo NMbo MyTaunen reHoB pasnnyHbIX
aKkTopoB cCUCTEMbI KOMMMeMeHTa, nmMbo HocUTb NpuMOBpeTeHHbIn xapaktep. B
nocrnegHeMm crnyyae B oOpraHuamMe (OpPMUPYIOTCA ayToaHTUTeNna K perynaTopHbIM
pakTOpaM aKkTMBauun KOMMNeMeHTa Mo anbTepHaTUBHOMY MNyTU. XuMuyeckas
CTPpyKTypa genosutoB npu C3-rrnomepynonatnn OKOHYaTeSNIbHO He YCTaHOBIEHa, HO
BbISICHEHO, YTO OHW COCTOSAT U3 MMINMKO30aMUHOIMNKAHOB C BKtoYeHnamm C3b-dpakuunm
KoMmnnemeHTa, npoayktos ee gerpagaumm (iC3b, C3dg, C3c), a Takke KOMMOHEHTOB
MAK (C5b-9). B oTnnume oOT Knaccu4eckoro nyTW akTMBauuMum KOMMEeMeHTa, Korga
peakuum  KackagHoOro Tuna  3anyckalwTcs  UMMYHHbIMW  KOMMfekcamu,  Ans
anbTepHaTMBHOrO NYTU M B HOPME CBOMWCTBEHHA [MOCTOSIHHAsA, MepcucTupytoas
aKTUMBHOCTb HU3KOW CTeneHwu, 3akntovarowasnca B obpasoBaHum HEGONbLUMX KONMYECTB
C3b dpakuyuun, Bcneacteme CNOHTaAHHOIO rmaponmnsa TmoadmpHom ceasm C3-npoTeunHa.
leHepupyemaa B Hebonblnx konuyectBax  pakuma C3b komnnemeHTta, fanee
cBA3bIBaeTCcsd C MeMbpaHamu pasfnuyHbiX KNeTok, B TOM u4ucne ¢ membpaHamu
NaToOreHHbIX MWUKPOOPraHM3MoB, B YEeM COCTOUT (PU3NOMOrMYECKMA CMbICT AaHHOW
peakuun. C uenbio npefoTepalleHuss rnepexoda AaHHOW CMOHTAHHOW akTUMBHOCTU B
HeynpaBnaemylo peakuuio (Kackag), B OpraHuM3aMe CyllecTByeT LUenas cuctema

PErynaTopHbiX akTopoB (NPOTEWHOB), AENCTBYHOLUMX HA PasfMYHbIX YPOBHSIX
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KackagHoOW peakuun, ocobeHHo npu obpasoBaHum C3- n C5-koHBepTas. daktop «H»
(CFH) cnocobctByeT pacnagy, CnoHTaHHO  obpasytowencs  C3-koHBepTasbl
anbtepHatmsHoro nytu (C3bBb), n coBmectHo ¢ cpaktopom «I» (CFl) (ana kotoporo
CFH sBnseTca kodakTtopoMm) NpMBOAAT K MHakTuBaumm cybdpakumm C3b. B perynauum
CUCTEMbI aKTMBaLMK KOMMIIEMEHTA MO anbTepPHAaTUBHOMY NYTU B LMPKYIUPYIOLLEN
KpOBU (PerynaTopbl «XKnakown gasbl») NPUHUMaET yyacTue Takke rpynna npoTemHoB (oT
1 po 5), nogobHbIx daktopy «H» (CFHR 1-5 — complement factor H related proteins).
PyHKLMA UX OKOHYaTenbHO He mn3ydveHa. MNonaratT, yto CFHR1 nHrmbmnpyet gencreune
MAK, a mexaHuam gencteusa CFHRS anHanorvyeH perynatopHon akTMBHOCTU (pakTopa
«H». MNMpuunHon dopmuposaHua C3-nosutusHoro MBIIH, B Tom yucne BIA4, moryT
ABNATbCA MyTauuu reHa gpaktopa «H». MoHoreHHas myTtaumsa CFHRS, Hacnegoyemas
Nno ayTOCOMHO-AOMWMHAHTHOMY MyTU, SBASETCA NPUYUHOW 3HOeMudeckon Kunnpckon
HedponaTuu, npeactaensatowen cobom C3-no3utmeHbin MBIMTH | vnu Il Tnna.

Heobxognmo oTmeTutb, 4TOo daktopbl «H» n CFHR5, peiictBys B nnasme Kposw,
obnagalT Takke TPOMHOCTBIO K 3KCTpaUENnonspHbiM MembpaHam, rae COXpaHsAT
CBOK WHAKTMBUPYIOLLYID aKTMBHOCTb MO OTHOWEHWIO K MeMbpaH-CBA3aHHOW
cybdpakumm komnnemeHta C3b. N3 gaHHOro akta BbITEKAET HECKONMBbKO, BaXKHbIX ANs
noHMMaHna natoreHesa C3-NO3MTUBHOW riomepynonatumn, ob6cTtoaTensCcTB. N3BECTHO,
YTO NaTtoreHe3 aTUNNUYHOro reMoNUTUKO-ypemMmyeckoro cuHapoma (allYC), Takke MoxeT
ObITb CBA3aH C rEHETUYECKUMU MyTauuamMmn perynsatopHoro cdaktopa «H». OgHako npwm
aToM 3aboneBaHuK, OUCperynaums anbTepPHATMBHOMO MyTW aKTMBALMKM KOMMSEMEHTa
NpouCXoauT, MNaBHbiIM  0Bpa3oM, Ha  MNOBEPXHOCTU  KIMETOYHbIX  MeMbpaH
9HOOTENNOLMTOB, HE 3aTparMBasl CUCTEMY akTMBaLMN KOMMIIEMEHTA B LIMPKYNUPYOLLEN
KpoBu. [lo3aToMy, XOTS B pPedKkMx Cchnyyadx W BO3MOXHO nepBOHavasnbHoOe
dopmupoBaHne C3-no3nTtmBHOM rnomepynonatum npu a-NYC, Hanbonee TUMUYHBIM
CueHapueM naTonorm4yeckoro nMpuv HEeM rpouecca SBMSeTCA  MHUUMarbHoe
noBpexaeHne 3HOOTENMOLMTOB C (POPMUPOBAHMEM MUKPOTPOMOO30B Kanunnsipos
KnNyGOYKOB M NUWb CNYCTS HEKOTOPOEe BPEMS, KOrda aKTMBUPYKOTCHA penapaTuBHble
(nponudepaTuBHbIE) NPOLECCHI, Kak OTBETHAA peakunsa pe3ngeHTHbIX KNeToK Knyboyka
Ha 9HAoTenuanbHOe MnoBpexaeHue, HaydumHaeT dopMupoBaTbCs Mopdonornyeckas
kaptuHa MBIITH (C3-HeratmBHOro n 6e3 OTNOXEHWI ANIEKTPOHHOMNOTHBIX AEMNO3UTOB).
CFHRS obnagaet cpoACTBOM K MIMKO30aMUHOIIMKaHaM, a No3ToMy Npy MyTauum reHa
atoro aktopa (Kunpckas Hedponatvsi) nNpPOUCXOANT NEpPBUYHAA  aKTMBaLMA
anbTEPHATMBHOIO MNyTWU KOMMSIEMEHTa Ha rrnomepynsipHon GasanbHon membpaHe. B

pesynbtate ¢opmupyetca C3-nosutmeHbin  MBIITH ¢ cybaHpoTtenuanbHbiMyM n/unu
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cybanutenuanbHbiMM  3NIEKTPOHOMIOTHbIMKM  Aeno3utamu (1 wnn Il Tuna).
WHrmbupytowee pencteme  daktopoe «H» m CFHRS5 B oTHoweHun C3b  Ha
NOBEPXHOCTWN rnomepynapHon 6asanbHon MembpaHbl, hopMupyeT (PrU3NONornyeckyto
«3alMTy» MOYEK OT MMMYHO-KOMMSIEKCHOrO rriomepynoHedputa n obbsacHAeT Te
pegkue criydam MMmyHornobynuH-nosmtusHoro MBIMTH (T.e. MMMYHOKOMMNIEKCHOrO),
npu KOTOPOM BbISBIAT MyTauuu reHa dpaktopa «H». B nutepatype onucaHbl Takxe
MyTauuMn reHOB OCHOBHbIX GEernikoB CUCTEMbl KOMMNIEMeHTa. Tak, npu retepo3nroTHoOm
mMyTauun C3-npoTenHa, B nnasme KpoBW MPUCYTCTBYIOT Kak MyTaHTHbI C3-6enok, Tak 1
HaTUBHbIN, CUHTE3UPYEMBIN rEHOM arrenu, He BOBNeYeHHOW B MyTaumio. B pesynbTaTe
CMOHTaHHOro rugponusa wMmyTtaHTHoro C3-npoteMHa obpasyeTtca C3-koHBepTasa,
pe3ancTeHTHas K pgencteuio daktopa «H», kotopas pacwennsetr C3-6enok,
CUHTE3UpYeMbIi HOPMarbHbIM FEHOM, BCNeacTBMe 4ero obpasylTcs B U3bbITKe
npoaykTel Agerpagaunn C3-dpakunm KOMNIeMeHTa, 4To 3anyckaeT KaCckagHyl peakuunio
aKTMBaLUMM KOMMSEMEHTa MO anbTepHaTUBHOMY NyTU. [104OOHBLIN MexaHW3M MOXeT
nexaTb B OCHOBE OTBETHOW rMomepynspHou peakuuu B Buge dopmupoBaHua BIL.
eHeTnvecknn nonMMopdu3M (PaKTOpPOB CUCTEMbI KOMMIIEMEHTa, Bedywun K
N3MEHEHWNIO CTPYKTYPbl MPOTENHOB U K HAPYLLUEHUIO UX (PYHKLMU, Takke MOXET urpatb
He nocnegHio ponb B natoreHesde C3-no3vTUBHOM rnomMepyrionaTun.

CrniegyeT nogyepkHyTb, YTO CUCTEMA KOMMIIEMEHTa MMeeT MHOroCTyNeH4YaTyo CucTemy
perynauuu, a no3ToMy He BCAKas reHeTnyeckasd MyTauusi UM reHHbIn nonnumMopgusm
peanuayeTcs KnuHuyeckn. B 6GonbliMHCTBE cryyaeB HeobxoguMo coYeTaHHoe
Agencteve  (PakTopoB  BHeWHeW cpedbl Ond  (opMuMpoBaHUS  reHeTU4ecKn
3anporpammMmpoBaHHoro deHotuna. K uucny Takux npoBOUMPYIOLWNX (PaKTOpOB,
npexae BCero, crieqyet OTHECTU MHAEKUUKN, a BO3MOXHO, W Apyrine npuynHbl (obpas
XWU3HW, NUTAHUS, XPOHUYECKME WHTOKCUKaUMW, COMyTCTBYlLWME 3aboneBaHna u ap.).
lMoaTBepaeHnemM ckasaHHOMY MOTrYT CIYXWUTb, XOPOLIO W3BECTHble KIUHULUUCTY,
crnyyau CMHapuHruTuyeckon makporematypumn npu MBITMH.

MprynHa nNprobpeTeHHbIX HapyLWeHW B CUCTEME PErynauun anbTepHaATUBHOIO NyTu
aKTMBaLMM KOMMNSIEMEHTa 3akrntovaeTcss B 06pa3oBaHuyM B OpraHM3Me ayToaHTuTen K
perynaTtopHbiM npoteMHam (daktopbl H, B v gp.) unm K OCHOBHbIM (ppakumam
KomnnemeHTa. Haubonee wn3BeCTHbIM M U3yYeHHbIM ABnAetTca C3-HedpuTU4eckui
daktop (C3NeF), npeacrtasnswowmn cobon aytoanHtuteno (IgG) k C3-koHBepTase
(C3bBb) anbTepHaTMBHOrO MyTM akTMBauuwm komnnemeHTa. [lpucoeguHeHue

aytoaHTuTena k C3-koHBepTase pJenaetr ee 0Oonee YCTOMYMBOWM K OENCTBUIO
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perynatopHblx npotenHoB (CFH, daktop |, CFHR 1-5), yto npoanesaet Bpems ee
LMPKYIALMK B KPOBM.

Ntorom Heperynupyemon peatenbHocTn C3-KOHBepTasbl SBMASETCSA akTuBauums
KOMMNremMeHTa C nocTerneHHbIM ucToweHneMm nyna C3-gpakumm U CHUXKEHMEM ee
KoHUeHTpauuu B nnasme kposu. C3NeF obHapyxunBaeTcsa y 86% nauneHtoB ¢ BN ny
49% 60nbHbIX ¢ C3-NO3NTUBHBLIM FFIOMEPYNOHEPUTOM, OAHAKO He Y BCeX BONbHbIX 3TO
coyeTaeTcs co CHmxkeHnem C3-dpakumm KOMNIemMeHTa, YTO roBOpUT O CyLLeCcTBOBaHUMU
APYrux perynaTtopHbIX MexaHusmMoB B opraHusme, npotusogencteyownx C3NeF. C
HanMymMem gucperynauun ansTepHaTUBHOrO NyTWM akTuBauum komnnemeHTta npu bl
CBA3bIBAIOT [ABA COCTOSAHMS, YacTO acCcounmnpyromxca ¢ atum 3abonesaHnem. Mepeoe -
npeacTaBneHo npuUobpeTeHHON yactTudHon nunoaucTtpocmen (acquired partial
lipodystrophy), KnNMHWYECKM XapakTepuaylowencss MOCTENEHHON (B TEYEHUU MHOIUX
neT), CUMMETPUYHON NOTEpPEN NOAKOXKHO-KMPOBOWN KneTyaTkn B «LedanokayganbHOM»
HanpaBfieHuUW, HaYMHas ¢ nNuua, Wwewn, pyk, rpyaHoun KreTku. Ha 3asepliatowen ctaguu
MOXeT BOBIIeKaTbCHA MOAKOXHO-XMPOBas KrneTyaTka HWXKHUX KOHeyHocTewn. [lonaratoT,
yto C3NeF BbI3blBaeT akTMBauUMIO KOMMIIEMEHTa Ha KIeTOYHOW MMOBEPXHOCTU
agunoumToB, 4YTO NPUBOAUT K UMX rnbenum depes anonto3. BTopoe cocTosiHue
Xxapaktepuayetcss obpasoBaHMeM GenoBaTo-XenTbiXx «aApy3» (bnswek) B NUrMeHTHON
o6onoyke ceTyaTkm rnasa. BusyanbHas kapTuHa rnasHoro gHa U KNMHUYECKoe TeYeHune
aHanornm4yHo BO3PaCTHOW MaKynapHoOW auctpodun cetyaTkn. CumtaeTtcs, YTo BeayLmnm
naToreHeTUYeCKMM MEeXaHU3MOM [aHHOro npoLecca SBMsSeTcs HapylleHne MeCTHOW
PErynaTtopHon akTMBHOCTM  paktopa «H». [lpn  3SNEeKTPOHHOM  MWMKPOCKOMUK
ayToncumMHOro Martepuana (cetyaTtkM rnasa) BbISABNAOTCA 3NEKTPOHHO-MMOTHbIE
AenosnTbl BOonb 6asanbHbix MmeMbpaH kanunnsapoB cetyaton obonoyku. Benepcreue
xopuougansHOW HeoBacKynsipusauun, pasBMBaIOLLENCS CO BpeMeHeM, OTMevaeTcs
nocrteneHHasi noTeps 3peHns.

MpunumHa TOro dpakta, 4to B OAHOM criydae C3-No3nTUBHOW rnomMepynonaTtum
dopmupyetca mopdonorudeckasas kaptuHa MBIMMH | wnm Il Tvna, a B gpyrom —
BoiaBnsetca bll[, octaetca HeBbIACHEHHOW. [lo-BMOAMMOMY, WMeEEeT 3HayeHue
reTeporeHHOCTb FeHeTUYeCcKMX MyTauun, nepBoHavarnbHas rnokanu3auus npouecca,
cTeneHb akTMBauuW CUCTEMbI KOMMNeMeHTa. AKTMBaUMA anbTepHaTMBHOIO MNyTu
KOMMMeMeHTa, Kak rOBOPUIIOCb Bblle, MOXeT ObiTb 3a4erCcTBOBaHa W B Cry4vasix
NepBUYHOrO MMMYHOKOMIMIEKCHOrO MexaHu3Ma MNoBpeXaeHus, ocobeHHOo Toraa, Koraa
OCHOBHOMY NaTOMOrM4yeckoMy npoLeccy CONyTCTBYEeT reHeTU4Yeckun nonmmopgnam

reHoB perynatopHbeix npotenHoB (CFH, CFl). Mpn MOHOKNOHanNbHbIX ramMMmanaTtusax, npu
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KOTOpbIX 0BbI4HO hopmmpyeTca UMMyHOrnoGynuH-no3nTueHeln MBIMNITH (gns koToporo
XapaKTepeH Knaccuyecknin NyTb akTUBaLUN KOMMMEMEHTA), HeAaBHO OblN OTKPLIT MHON
nyTe naTtoreHe3a. OkasanoCb, 4YTO MOHOKMOHAmNbHbLIN WUMMYHOrNOBYMH  MOXeT
AEeNCTBOBaTb Kak aHTMTeno K daktopy H u K OpyrMm perynsatopHbiM MpoTenHam,
NpMBOAS K AUCPErynsauMmM anbTepHaTUBHOIO MyTW KOMMSEMEeHTa U K hOpMUPOBaAHMUIO
C3-no3nTtusBHOM rnomepyronaTuu.

Otmonorma  MmmyHornobynuH- un  C3-HeratutmBHoro MBIITH  3akntovaeTtca B
NEPBMYHOM  MOPaXeHUM SHAOTENUOUUTOB  (TpoMbBoTMYeckasi MUKpoaHrmonaTus,
CYHAPOM 3110Ka4YeCTBEHHOW rMNepTeH3nn 1 Op.), 3a KOTOpbIM crieqyeT penapatvBHas
dasa B opme nponudepaTMBHbIX U3MEHEHUN B Kybouke, uaeHTUUUUPYEMbIX
ceetoonTuyeckn, kak MBIIH. lNpu anekTpoHHOM MUKPOCKOMUM B 3TUX Criyvasix He
BbISIBMSAOTCA 3JIEKTPOHHOMMOTHbIE Oeno3nTbl, a crnegoBaTefibHO, YCTAaHOBUTb TuUN
MBINTH He npeacTaBnaeTca BO3MOXHbIM (puc. 1, Tabn. 4).

Tabnuua 4 MNpuumHbl UMMYHONOGYNNH 1 Cs-komnnemeHT HeratusHoro MBINMH

*TpoMbBoTMyeckas TpoMboLMTONEHNYECKaAs
nypnypa

* atununyHbIn N'YC, accoummpoBaHHbIN € Hapy-
LWEeHNAMN B CUCTEME perynaumm KoMnriemeHTa
* aHTUOoCHONUNNAHBLIA CUHAPOM

* fleKapCTBEHHble TPOMBOTUYECKME MUKPOAH-
rmonaTumu

* HedoponaTng nocne TpaHcNNaHTaunmn KNeTok
KOCTHOro mosra

* pagnauMoHHbIN HedbpuT

* CUHOPOM 3r10Ka4eCTBEHHOMW rmnepTeH3nm

* AednunT a-1-aHTUTPUNCUHa

¢ cepnoBnaHO-KNeTo4YHada aHeMund

MopdonaTtoreHe3d C3-HeraTMBHOM rnomepyrnonatun npu GonblMHCTBE 3aboneBaHui,
nepeyncneHHbix B Tabn. 4, cBOAUTCA K NOBPEXAEHMIO 3HOOTENMOLMTOB B OCTpPON dhase,
4yTO nposiBNAeTca wux HabyxaHuem, pasBuMBaeTCa Me3aHrmonuauc, obpasyTtca
dunbpuHoBbIE TPOMOBLI B kKanunnspax knyboykax. OCcTpyto a3y noBpexaeHus CMeHseT
penapatMBHasa basa, xapakTepusyrLlasaca OTBETHOW peakumen pe3naeHTHbIX KNeTok
knybouka. [lpoucxoanTt yBenuMyeHne MesaHrManbHOro MmaTpukca M nponudepaums
Me3aHrnanbHbIX KNeToK, MOSIBAAKTCA [OBYXKOHTYpHble 0GasanbHble MemOpaHbl

Kanunnspos, T.e. opmupyeTcs Mmopdosiornyeckas kaptuHa MBIITH.
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B peokux cnyyasix reHeTM4eckon aHomanum — geuumnta a-1-aHTUTpPUNCUHa, B NeYeHn
CUHTE3NPYETCA MYTaHTHbIKW MpoTeMH Z, KOTOpbI nonagas B [foMepysibl C
LUMPKYIMPYIOLLE KPOBbIO, MOSIMMUPU3MPYETCA U OTKNadblBaeTca CyOGaHAoTenuanbHO.
[eno3utbl Z-npoTemMHa SBASTCA NPUYNHOW OTBETHOM peakumm pesnaeHTHbIX KIeToK
Knyboyka, KOoTOopass Ha 3aBepLialolwem 3Tane npuBoauT K  POPMUPOBAHMUIO
Mopdonorudeckon kaptuHbl MBITH npu cBeToBOM MUKpOCKOMUWU. YTOYHUTH OAMarHo3
MOXHO  Mpy  MMMYHOQIOOpECLEeHUMN C  WUCMOSMb30BaHMEM  cneumduyeckmnx
aHTUCbIBOPOTOK K Z-MPOTENHY.

Pa3pgen 5. lleyeHne nanonatudeckoro MBIIrH

PekomeHgauunsa 5.1. [Npu pelueHnr Bonpoca 0 xapaktepe naToreHeTU4eckon Tepanum nanonaTtmyeckoro
MBIH HeobxoaMmo nMpuHUMaTL BO BHUMAaHWE BedylMA  KIUHWYECKMA CUHAPOM W [aHHble
Mopdonornyeckoro nccrnegosaHusa éuontatos nodkm (NG).

PekomeHpaumna 5.2. immyHocynpeccusHasa Tepanusa npu naunonatmdeckom MBITH nokasaHa Tonbko B
cny4vasix ¢ HedPOTUYECKUM CUHAPOMOM, MPU MEAMNEHHO MPOrpeccupyloLlemM, HO HEYKNMOHHOM nageHun
PYHKUMM  NOYeK, HEecMoTpss Ha NPOBOAMMYK  HEe(MPOMPOTEKTMBHYK  Tepanui, unuM  npu
ObICcTponporpeccupyoLem HeppuTmyeckom cuHgpome (2D).

PekomeHpaumna 5.3. Havbonee ontumanbHOW CXeMO MMMYHOCYNPECCUBHOW Tepanun nanunaTtuyeckoro
MBIMH npu HedpoTnyeckoMm cUHOPOME UMW NpU MEeANeHHO nporpeccupylowemM nageHum QyHKumm
noyek sABNseTca npumeHeHune umknodocdamuaa (2-2,5 mr/kr/cyt) nnn mmkodeHonarta mogetuna (1,5-2
r/cyT) B coveTaHum ¢ npegHusonoHoMm (40 mr/cyT) no anbTepHupylowen cxeme. [poaormKMTensHOCTb
Tepanuu JorkHa CoCTaBnsaTb He MeHee 6 mec (2D).

PekomeHpauna 5.4. lNpu wnguonatmyeckom MBITIH ¢ 6bicTponporpeccupyowMm HedpUTUIECKUM
CYHOPOMOM MoOKa3aH nnasmadepes (no 3 N nnasmbl 3a ceaHC 3 pas3a B Hedernw), nynbc-tepanus
meTunnpegHusonoHom (0,5-1,0 r/cyT 3 gHA) n ganee nogaepXvBaloLlLLas UMMYHOCYNpeccuBHasa Tepanusi

no cxeme (cm. pek. 5.3) (2D).

KommeHTapumn
B OTHOWEHUN TakTUKM nevyeHuss WUMMYHOrNoBYNMH-NO3NTUBHOIO WNAMONATUYECKOro
MBIIMH B HacTosilwee BpeMsi HET edWHOM TOYKM 3peHus. [pu pelieHnn Bonpoca o
Xapaktepe naTtoreHeTmyeckon Tepanuu uauonatudeckoro MBITH Heobxoanmo
npuHMMaTb BO BHUMaHuWE KIAVHUYECKUN BapuaHT TedeHus OGonesHun (BegyLumn
KNMUHUYECKUA CUHOPOM) M AaHHble MOPMONOrm4yeckoro uccrnegoBaHus 6GuonTtaToB
noykn. Ecnn B KNMHNYECKOW KapTUHE OOMUHUPYET N30SIMPOBaHHbLIA MOYEBOW CUHAPOM
(MMC) wnu cuHOpPOM peuuaMBUpYIOLLE MakporemaTypum TO OrpaHuMYMBaloTCs
peHonpoTtekTnsHon Tepanuen (MAMSD, ATy — aHTaroHWUCTbl, CTaTWHbI, AueTa) u
cTpemMATca K nonHon Hopmanusaumm AL (He Bbiwe 130/80 mm pT1. cT1.). Ecrim y
B6onbHOro oTMevaeTcsa cybHedpoTuyeckas npoTenHypusa (MeHee 3,5 r/CyT) U CHUXKEHne

dyHKUMN novek o yposHa XBI1 3 — 4 cT1., a npn MopdonorndyeckoMm mccrnegoBaHum
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BbISIBMSETCA BblpaXeHHbIN TyByno-MHTepCcTUUManbHbIA CKNepos, TO OOMNOMHUTENbHO
MoryT 6biTb HasHayeHbl acnupuH (975 wmr/geHb) u gunupugamon (325 wMr/oeHsb)
(nokasaTtenbHaa 6asa a3(pEKTUBHOCTM TakoW Tepanum OTCyTCTBYeT). B cny4vasx
HedpOTUYECKOro CUMHOPOMA W NPOrpeccupyowero yxyAaweHUs QYHKUMM MOYeK,
NPUMEHSAT KOMBUHaUMO uuknodgochamuga (2-2,5 Mr/kr B CyTkn) nnn mukodgeHonarta
mModpetuna (1,5-2 r/cyT) B coyeTaHuuM C HU3KUMU [o3amMu npegHusorioHa (40 mr/cyT)
nyywe no anbTepHUpylolen cxeme B TeveHne 6 mecsaues (pekomeHgaumm KDIGO).
Mpu BMNHC c Hanuumem nonynyHun 6onee yem B 50% kny6o4ykoB pekomMeHOyeTcs
nnasmadepes, nynbc-Tepanus MeTUNNPeaHN30oNIOHOM C NOocneayLWwmMM nepopanbHbIM
npueMoM umknodgocdammaa B cCOYeTaHUM C MPegHU3ONIOHOM (CXeMy CM. Bbllle).
MogyepkHeM, 4YTO MpU BCEX KIMHUYECKMX BapumaHTax TedeHnss MbBITH Bcerga
NPOBOAATCS MEPONPUATUSA MO PEHONPOTEKLUN.

Paspgen 6. JlleyueHne BTopuyHoro MBINIH

PekomeHnpauunsa 6.1. NMpu BTOopnyHbIX hopmax MBIIH OCHOBHbIM HanpaBneHUeMm B NevYeHun SBNAeTCs
Tepanusa OCHOBHOro 3abonesaHus (1abn.3, 4) (1A).
PekomeHpauuna 6.2. NpumeHeHne mMmmyHOcynpeccum npu BTOpMYHbIX opmax MBITH ponyckaetcs

TOMbKO B cry4asix ¢ 6bICTponporpeccmpyowMm HedpuTuieckum cnuHgpomom (2B).
KommeHTapun.

Mpn nmmyHorno6ynunu-nosantnsHom MBINTH, npexae Bcero, HeO6X0AMMO YCTaHOBUTb
WU UCKMIOYMTb BTOPUYHYIKO MpuYMHY 3aboneBaHusa (tabn. 3, 4). lNpyu BTOPUYHbIX
dopmax MBIIH rnaBHbIM yCrnoBMEM OCTaeTCs Ne4YeHMe OCHOBHOro 3aboneBaHus.
OcobeHHo 310 KacaeTtcs nHdpekunn. MNMpn HCV accounmnposanHom MBINTH ¢ XBIM 1 n 2
CT. BHE 3aBWCUMOCTM OT naTtoreHesa  (HEKPUOrNOBYNMHEMUYECKUA  UNN
KprornobynmHeMmMYecknin BapuaHTbl) NEPBON NMHMEN Tepanuu ABRASIETCS NPUMEHEHME
nernnMpoBaHHOro MHTepdepoHa anbga n pubaBupuHa B OObIYHBLIX 4O3aX C Y4E€TOM
reHotuna supyca. MNpn XBI1 3, 4 n 5 cT. (BHEe 3aBUCMMOCTU OT Auanu3HOW Tepanun)
pekoMeHayeTCA: NernnupoBaHHblie HTepdepoH anbda 2a: 135 MKr nogkoxHo 1 pas B
HeJen unu nHTepdepoH anbda 2b: 1 Mkr/kr nogkoxHo 1 pa3 B Heagento. CornacHo
nocrnegHum  pekomeHgaumsm  KDIGO  pubaBupuH cnegyeT  UCNONb3oBaTb C
OCTOPOXHOCTLIO Npn CK® < 50 mn/mMun/1,73 M? (Tabn. 5).

Mpn kpuornobynuHemnyeckom BapumaHte MBIIITH, KkOTOpbIM pe3ncTeHTEH K
NPUMEHEHNIO aHTUBUPYCHbIX NpenapaToB UK NPOTEKaeT C BblpaXXeHHbIMU MPpU3HaKamu
KpmnornobynmHeMmmyeckoro  Backynuta  (Koxa, nerkve,  rnomepyrnoHedput C
nonynyHnamun)  npenapatom  Bblbopa  gBnseTcs  putykeumab  (aHTu-CD-20

MOHOKIMOHaribHo€e aHTVITeJ'IO), npMMEeHeHNne KOToporo npmBoaunT K NCTOLLEHUIO nyna B-
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FIMMCOLIMTOB, MPOAYLIMPYIOLLMX Kprorno6ynuHbl (375 Mr/m? 1 pa3 B Heflento B TeUYeHue

4-x Hepenb).

Tabnuua 5. JledeHne nHdekunn BupycHoro renatuta C B COOTBETCTBMM CO CTagnsIMm
XBIT (KDIGO)

Crapgus XBI WHTepdepoH® Pu6aBupuH®
1mn2 MernnupoBaHHbIn MPHa -2a: 800-1200 mr/geHb pasgeneHHble
180 MKr n/k exxeHeaenbHO Ha oBe [o3bl

MernnupoBaHHbIn MPHa -2b: 1,5
MKI/Kr N/K exxeHeaenbHO

3und MernnupoBaHHbin MOHa -2a:
135 MKr n/k exxeHeaenbHO
MernnupoBaHHbIn MOHa -2b: 1
MKI/Kr n/k exxeHeaenbHo *

5 MernnupoBaHHbIn MPHa -2a:
135 MKr n/k exxeHeaenbHO
MernnupoBaHHbIn MOHa -2b: 1
MKr/Kr n/k exxeHenenbHo *

pCK® — pacueTHasa ckopocTb knybo4dkoBon punbpauun, UOH - nHTepdepoH; n/k — NOAKOXHO.

a — lNauneHTbl ¢ reHoTnamn 1 1 4 gomxkHel nonyyate Tepanuio MOH B TedeHne 48 Hepenb, ecnu paHHWiA
BMPYCHbIVI/ BUPYCOMNOrM4YeCkuin 0TBET AOCTUTHYT B TedeHne 12 Hedenb (CHWxeHne TuTtpa supyca >2 log).
FeHoTunbl 2 M 3 4OMKHBI NONyyaTh Tepanuio B TedeHne 24 Hepenb

6 — MauwmeHTbl ¢ reHoTnamu 2 1 3 gomxkHel nonyyate 800 mr/geHb Ha ctagmsx 1 u 2 XBI1.
UHduumpoBaHHble NauneHTbl ¢ reHoTunamu 1 n 4 gormkHbl nonydate 1000 — 1200 mr/geHb Ha ctagusax 1
n 2 XbI

* Co BpemeHu nybnukauun pykosogctea KDIGO no renatuty C y 6onbHbix XBI1, MHCTpYKUuA no
NPUMEHEHMIO NEeKapCTBEHHOIO NpenapaTta u3mMeHunach 1 Tenepb paspeluaeTcs
OZHOBpeMeHHOe/COBMECTHOE NnpuMeHeHue pubasupuHa y nauyneHtoB ¢ XBI1 3-5 ctaguin ecnu noboyHble
appekThl BbipaXkeHbl MMHMManNbHO U noaaatTcs koppekunn. MNpu knupeHce (kpeatuHuHa) <50 mn/MuH
pEKOMEHyeTCs OCTOPOXHOCTb, YTO MOXET NOTpeboBaTh CyLLIECTBEHHOrO CHUXeHUs 003bl. MHdopmauus
0 MoandmrKauum [03bl U3MOXEHA B MHCTPYKLMM MO NPUMEHEHMIO Npenapara.

MeHee aheKkTMBHON anbTepHATUBOW B 3TUX Chny4vasax siBnseTtcs nnasmadepes (3 n
nnasmbl 3 pasa B Hegeno, 2-3 Hedenu) B COYETaHMM C  NynbCc-Tepanven
meTunnpegHusonoHom (0,5 — 1 r/cyt 3 gHA), npeaHnsonoHom (1 -1,5 Mmr/kr B AeHb) u
uunknodocdammaom (2 mr/kr B AeHb) B TedeHne 2 — 4 mec. [1o3bl npenapaTtoB criegyet
COOTHOCUTb €O  3HaydeHusmm CK®. [pn  HekpuornobynmHemmnyeckom HCV-
accoummpoBaHHom MBIMTH oT wMmMyHOcynpeccun criegyeT BoO3gepxaTtbecd, 3a
ucknoyeHnem cnydyaes ¢ BIMHC wn Hanuumem nonynyHun B knybouykax. [pu
GakTepmanbHblX  UH(EKUMsX (Hanpumep, NpU  UHMEKUMOHHOM  SHAOKapAuTe)
UMMyHocynpeccus He pekomeHgyetcsa (pekomeHgauum KDIGO). [lNpu  ocTanbHbIX
3aboneBaHusAX, NepeyvncrieHHbIx B Tabn. 3 1 aBRSIOWUXCA NPUYUMHON BTOPUYHOIO
MBIMIMH, npoBoAAT neyeHne 0CHOBHOWM 6ONE3HN.

MNpu nmmyHornobynuH-HeraTnBHbIX BapnaHtax MBINTH neyeHne HasHavaeTcs Takke C
y4yeToM [OaHHbIX O natoreHe3e 3aboneBanus. [Npu C3-nNo3uTMBHOM rnomepynonaTuum,
0ByCnoBNEHHON MyTauusIMU FEHOB PErynsaTopHbIX (PaKTOPOB CUCTEMbI KOMMSEMEHTa

(H, 1) nokasaHbl MHDY3UN CBEXE3aMOPOXEHHON LOHOPCKOW Nria3mbl KpoBW (QOHATOP
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HaTUBHbIX dakTopoB). Ecnn npuunHon C3-NO3MTMBHOW rromepynonaTtun SABRASOTCH
aytoaHTuTena k C3-koHBepTase (C3NeF), perynatopHeim daktopam H, | u gp., 10
neyeHue uenecoobpasHo HaumMHaTb C nnasmadepesa (B pexume nnasmaobmMeHa u c
NCNonb3oBaHMEM 3aMeLLaloLLero pactTsopa B Buae JOHOPCKON nnasmbl U anbbymuHa).
[anee, kak npaBuno, nokasaHbl [IOKOKOPTUKONAbI UnnM putykcumab (6nokumpyroT
BblpaboTky aytoaHTuTen). B nocnegHee Bpemsi nosBunMCb paboTbl O BbICOKOM
a(pPeKkTMBHOCTU nNpU reHeTudeckux BapuaHtax C3-no3vTUBHOM rrnomepyronaTtum
aKynuaymaba, npeacraBnsaowero coborm MOHOKMOHanbHoe aHTuTeno Kk C5- cdpakuum
komnnemeHta (6nokmpyet ob6pasoBaHne MAK). Kak wun3BecTHO, 3Kynuaymab
N3Ha4yanbHo 6bIN NPeasioXeH ANS nevyeHns NapokKcnamasbHOM HOYHOW reMorfiobMHypumn
n atmnuyHoro [YC. [lpn ppyrux natoreHeTudecknx BapuaHTax C3-HeraTUBHOW
rmomMmepynonatMm  TakTMka TepanuuM  3aBUCUT M ONpedensieTca  OCHOBHbIM
3abonesaHuemMm.
Pazpgen 7. MNporHo3 MBIITH

PekomeHgauua 7.1. lNpu onpegeneHun nporHo3a MBITH Heobxognmo npuvHMMaTbL BO BHUMaHWe

KnuHunyeckue, nabopatopHble 1 mopdonornyeckue aktopsl (Tabn.6) (2C).

KommeHTapum

Onpegennte TOYHO MPOrHO3 B OTHoweHun pas3sutna MBIMTH 3aTtpygHuTensHo,
MOCKONbKY 3a nocrnegHne roabl U3MEHWNNCb NPeAcTaBneHns O natoreHese 6onesHwu,
YTO OenaeT HEeBO3MOXHbIM WCMOMb30BaHWE «UCTOPUYECKOro KoHTpons». 10-neTHsas
noyeyHass BbKMBAEMOCTb A5 MMMyHornobynmH-nosntueHoro MBIMNTH, no-suanmomy,
coctaBnsieT 50-60% n 3aBUCUT OT MHOMMX pakTopoB (Tabn.6), rmaBHbIM M3 KOTOPbIX
aBnseTca popmmupoBaHme nonynyHum 6onee yem B 50% kny6o4koB.

Mpn C3-rnomepynonatum 10-neTHAs nodeyHas BbhkMBaeMocTb cocTtaBndet 30-50%
(npn  reHeTMyeckux BapuaHTax — 6Gonee Hu3kasa). Yactota  BO3BpaTHOrO
rmomepynoHedputa B TpaHcnnaHtate npu MMmyHornobynuH-nosutmeHom MBINTH
konebnetca B npegenax 18-50% (nporHocTU4eckn HebnaronpuaTHbIM NPEeANKTOPOM
agngetca HLA  rannotun B8DR3). BbbkuBaeMOCTb TpaHcnnaHtata MOXeT 6biTb
ynydweHa nytem gobaBneHna K MMMYHOCYNPECCMBHOW Tepanuu umknodochammnaa.
Mpun BN yactoTa BO3BpaTHOro rnomepynoHedputa coctaBnseT oT 67 go 100%.

Ecnn npuuuHon Bl asnaetca mytauusa reHa daktopa H nokasaHbl nnasmadepes u

NHY3NM CBEXXE3AMOPOXKEHHOW MNa3mbl 4O U Nocrie onepaummn TpaHcnnaHTaumMm noyku.
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Tabn. 6. MNpeagukTopbl HEGAroNPUATHOrO NPOrHO3a B OTHOLLUEHUM MOYEYHOM

BbPKMBAEMOCTU NP UMMYHOrnobynuH-noantusHom MBIMNTH

KnuHunyeckue

o6ycnoBneHHom

JlabopaTtopHble

* MYXXCKOW rorn

* HeOPOTUYECKNN CUHLPOM

* apTepuarnbHas runepTeH3ns

* MakporemaTypus

* OTCYTCTBUE CMOHTAHHOW UK MeAUKaMeHTO3HO

KMMHUYECKOM peMmnccum B TedeHne 6onesHu

neboTe bonesHu
Mopdonornyeckue

* HU3KN yposeHb Hb
* NOBbILIEHME KpeaTUuHHa u/mnn cHmxkeHne CKO B

CpaBHEHUIO C POKarbHO-

(noBynsApHbIN BapuaHT)

M3MEHEHNA

* andbdy3sHoe yasoeHue 6asanbHbix MembpaH no

cerMeHTapHbIM
* nonynyHusi 6onee 4yem B 20% knybo4koB
* BbIpaXXeHHasa Me3aHrnanoHasa nponudepawums

* Me3aHrmanbHble Oeno3nTbl 1 CKIepos3
* Bblpa)KeHHble Tybyno- MHTepcTUUmManbHble
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