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MeToauKa OLEeHKU CUNbl peKOMeHAaLUN U YPOBHSA UX
npenckasaTteribHOCTU, UCNOJIb3OBaHHaA NPU COCTaBNIEHUU AaHHbIX

KIMUHUYECKNX peKkoMmeHaaumm *
Mo cune pekomeHgauunn nogpas3gendaroTcd Ha TPpu KaTteropmm B y6bIBaIOLL|,eM nopsaake:

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

«HeandepeHUnpoBaHHbI ypoBeHb» (Tabn. 1). Cuna npeackasatenbHOCTH

pekomMeHgaunin noapasgeneHa Ha 4 ypoBHs (Tabn. 2).

Tabnuua 1. OueHka cunbl pekomeHgaumm

YpoBeHb OueHKa pekomeHgauunmn
Co CTOpOHbI Co CTOpOHBI [anbHenwee
nauneHToB Bpa4a HanpasleHune
Mcnomnb3oBaHUA
YpoBeHb 1 «3kcnepThl Mogasnstowee Mopasnsatowemy PekomeHagaumsa
pEeKOMeHyHoT» 6GonbLINHCTBO GonbLnHCTBY MOXET ObITb
NawuMeHTOoB, CBOVX MAUMEHTOB | MPUHATA B Ka4ecTBe
OKasaBLUMXCS B Bpay byner cTaHgapTa
nogo6bHom cutyauuu, pekoMeHaoBaTb nencraus
npegnoynu 6ol cneposatb MeOULMHCKOro
cneposatb UMEHHO 3TUM nepcoHana B
pekomMeHayeMbIM MyTeM | NyTeM fonbLIKHCTBE
1 nuwb HebonbLuas KMMHUYECKUX
YacTb U3 HUX OTBEPINx cuTyauun
Obl 3TOT NyTb
ypOBeHb 2 Bbonblwas Yactb [ns pasHbix PekomeHagauun,
«3KCMepTbl nonaratT» NauneHTOoB, nauMeHToB BEPOSATHO,
OKasaBLUMXCH B cnepyet notpebytoT
nogo6Hown nogbupatb obcyxaeHus ¢
cuTyauun,BbICKa3anncb | pasnuyHble y4yacTueM Bcex
Obl 32 TO, YTOObI BapuaHTb! 3anHTEpPECOBaHHbIX
cnepoBsatb pekomeHZaLumn, CTOPOH A0 NPUHATUSA
peKoMeHayeMbIM nogxoaswme nX B KayecTBe
nyTem, OgHaKko UMEHHO M. KMMHNYECKOTO
3HauYuTenbHasi 4acTb Kaxgomy cTaHgapTa
oTBeprna Obl 3TOT NyTb | NAUUEHTY
Heobxoauma
NMomolLLb B Bbibope
N MPUHATUN
peLueHus, KoTopoe
Oynet
COOTBETCTBOBATb
LLlEHHOCTSAM U1
npeanoYTeHNAM

AaHHOro nauneHTa

«HegnddepeHUnpoBaHHbIn

YPOBEHb>»
“Not Graded”- NG

[aHHbIN ypoBEHb NPUMEHSIETCA B TEX ClyYasiX, Koraa B OCHOBY
pekoMeHOaUuK yknaablBaeTcs 3apaBblii CMbICI UccregoBaTens-
aKcrnepTa Unu Toraa, koraa obcyxaaemas TeMa He gonyckaeT
afeKkBaTHOro NPUMEHEHNsI CUCTEMbI [OKa3aTeNnbCTB, UCMONb3YeMbIX

B KITMHWYECKON NpaKkTuKe.




Tabnuua 2 NpeankTopHblie YPOBHN pekoMeHaaumm

YpoBeHb | XapaktepucTuka 3HayeHne/onncanne
YPOBHHA
npeacka3aTesibHOCTU
A Bbicokumn OKcnepTbl abCONMTHO YBEPEHBI B TOM, YTO NPU BINOSTHEHNN

[aHHOW pekomeHaaummn, HabnogaemMblin 3EEKT NOUTH
NMOJTHOCTbIO COBMAAEeT C OXXNOaEMbIM.

B ymepeHHbm OKCnepTbl 0XXNOAKT, YTO NPU BbINOTHEHWW AaHHON
pekoMeHaauun, Habnogaembln ahpekT ckopee Bcero dyaet
Bnn3oK K oXXnaaemMomy, OAHaKO He UCKMNoYaeTcsl BO3MOXHOCTb
TOro, YTO OH ByAeT CyLWEeCTBEHHO OTNMYATLCS OT HEro.

C Hu3skun MpenckasbiBaeMbli 3 EKT MOXKET CYLLEeCTBEHHO OTNMYaThLCS
OT peansHoro.
OyeHb HU3KUN MpenckasaHne adpdpekTa KpaHe HEHAOEXHO U O4EHb YacTo

6y/:|,eT OTNIN4aTbCA OT pearibHOro.

MNprmeyaHue: * cocTaBneHbl B COOTBETCTBUM C KITMHUYECKUMU peKOMeHAaLUAMN
KDIGO.

Paspen 1. OnpeneneHne membpaHonponudepaTtuBHoro rnomepyrnoHedpuTa.

TepmMmuHonorus.
PekomeHgauusa 1.1. MembpaHonponudepaTtusHein rnomepynoHedput (MBIMIMH) ato reHepuyeckuii
TEPMUH («MOPONOrMYecKnin CUHAPOM»), OOBEANHAOLMIA TPYNNY rOMepyronaTnii, UMEKLLMX CXOOHYH
MOPPONOrnMYecKyto KapTUHy Npu CBETOBOW MUKPOCKOMMM BMONTAToB, HO pasnMyarLwuxcs no 3TMONoru,
natoreHesy, MMMYHOTMCTOXUMUYECKUM W YNbTPACTPYKTYPHbBIM (3NIEKTPOHHAs MUKPOCKOMUS) N3MEHEHWAM

noyeyHown napeHxmmbl (NG).
KommeHTapumn

B HacTtosiwee BpeMA OOCTUrHYTbl 3HAYUTENbHbLIE YCNEeXW B MOHUMaHUU 3TUOMOMMU U
ocobeHHo natoreHesa MBIMH, 4tOo no3BondeTr paccmaTpmBaTb  AAHHYHO
Mopdbonorndeckyto OpMy Kak BecbMa HEOAHOPOLHYK rpynny 3aboneBaHWi.
CoxpaHnnucb npexHue npeactaBneHna o KnnHudeckoMm nogpasgeneHum MBIITH Ha
nguonaTnyeckyto (C HEeM3BECTHOW 3TMOMOrMen) u BTOPUYHbIE OPMbI, MNpUYEM
nocrnegHue aBnATCA npeobnagarowmmn. B cBsA3M ¢ 9TUM, AaHHblE NPOLWSbLIX NeT O
pacnpoctpaHeHHocTn MBITTH B nonynsauuu cnegyeT BOCNpUHUMAaTL C OCTOPOXHOCTBHO.
Mo gaHHBbIM KPYMHbIX MOPJONOrMYecKNX pernctpoB B cTpaHax 3anagHon Esponbl
pacnpocTtpaHeHHocTb MBINIH BapbupyeT oT 4,6% go 11,3%, a B CLUA He npeBbiwiaeT
1,2%, coctaBnsas npumepHo 1—6 4en Ha 1 MNH HaceneHwa. HanpoTtus, B cTpaHax
BoctouHon EBponbl, Adpukn n Asum pacnpoctpaHeHHocTb MBINTH no HekoTopbim
AaHHbIM - gocTturaet 30%, 4TO CBA3bIBAalOT C Oonblen pacnpoCTPaHEHHOCTLIO
NHEeKUUN, npexae Bcero, BUPYCHbIX renatntoB B n C. AKTUBHbIE Mepbl NPOUIAKTUKN
NHEKUUIN, NO-BUOMMOMY, OOBACHSIOT HaMeTMBLLYOCA B nocnegHne 15-20 net ABHyto

TEHOEHUUIO K CHWXEeHWUo pacnpoctpaHeHHocTn MBINTH B 6onblnHCTBE permoHoB
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mMupa, Tem He meHee, MBITH ocTaeTca 3-er n 4-omn No cyeTy NPUYNHON TEPMUHAITbLHON
noyeyHon HepoctatoyHocTn (TIMH) cpeon Bcex ocTanbHbiX OPM  MNEPBUYHONO
rrnomepyrnoHedgpura.

CuHOHMMamMK TepMmHa MemMbpaHonponmdepaTuBHbIA TOMEPYNOHEDPUT HABNAIOTCS
MEe3aHIMOoKanumnnsapHbIN - rNOMepPYyrNoHepuT, a B OTEYEeCTBEHHOM nuTepatype -—
mMeMbpaHosHonponudepaTuBHbI  rnomepynoHedput. [lMMpegnoytuTtensHbeiM cnegyet
cumTaTb TEPMUH — MemMOBpaHonponmudepaTBHbLIN IMOMEPYNOHERPUT.

Paspgen 2. KnuHnyeckas npesentauua MBIH
PekomeHgauma 2.1. KnuHnyeckaa npesentaums MBIITH (noyedHble CUHAOPOMBI) WOEHTUYHA NpU
ngmonaTnyeckom (C HEM3BECTHOWM STMONOrMEN) 1 BTOPUYHOM BapuaHTax 3aboneBaHus (1B).
PekomeHgauuma 2.2. o xapaktepy KNUHUYECKON KapTUHbI HEBO3MOXHO Npeackasatb Moponormieckui
Tvn MBIITH (1B).
PekomeHpgauusa 2.3. KnuHuyeckas gudpdepeHumaneHaa amarHoctuka MBIMITH gomkHa wusHavanbHo
6a3MpOBaTbCF| Ha NOJIHOM N NOCTOBEPHOM UCKITHOYEHUN BCEX BO3MOXHbIX BTOPUYHbLIX NMPUYNH (Taﬁ]‘l.3, 4)
(NG).

KommeHTapui:

HecmoTpa Ha natoreHeTuyeckyro U Mopdonorndeckyro reteporeHHocts MBITMH
KNUHUYecKas npes3eHTaumsi CO CTOPOHbl MOYeK UAEHTUYHA. Y MNOSMIOBUHbLI BOMbHLIX B
aHaMHe3e OTMeYalTCA yKasaHus Ha HefaBHO (OO OAHOW Hedenu) nepeHeCceHHyH
NHEKUUNIO BEPXHUX AblxaTerbHbIX NyTen. B page crnyvyaeB BbISIBNAETCA KIUMHUYECKUN
peHOMEH — CUH(apUHrMTUYecKass MakporemaTypus, YTO 3acTaBrseT MpoBOAUTL
anddepeHumansHbii gnarHo3 ¢ IgA- HedbponaTtnen. Cpegn KIMHUYECKUX CUMMTOMOB
npeBanupytoT: apTepuarnbHasi rMnepTeHsnd, kotopasa B aebioTe oTmedaetcs Oonee,
yem y 30% NauMEHTOB, HO CO BPEMEHEM Pa3BMBAETCHA MPAKTUYECKM Yy BCEX BONbHbIX,
nHorga npuobpeTas 3MOKaYeCTBEHHOE TeYEeHWe; Makpo- W MUKporematypus
(npaktnyeckn y 100%); BbicOKad nNpoTenHypusa (HepoTudeckas); nporpeccupyollee
CHWXeHne ckopocTn knybodkoBon dunbtpaumm (CK®P). Begywmi KNnMHUYECKUI
cnHgpom B febiote 3aboneBaHua B 20 — 30% cnydaeB npeactaBrieH OCTPbIM UMK
GbicTponporpeccupytowmm HedpoTudeckum cuHgpomom (OHC, BIMHC). B nepsom
cnyyae BO3HMKaeT HeobxoauMocTb AudbdepeHumnanbHON OUarHOCTUKM C OCTPbIM
NMOCTCTPENTOKOKKOBLIM rrioMepyrnoHedputom, Tem bonee, yto B 20 — 40% cnyyaes
MBIIMH okasbiBaetca Bbicokum TuTp ACJI-O, BO BTOPOM criydae npoBOaAT
anddepeHUManbHyr0  guarHoctmky ¢ aHtm — [BM -  Hedputom, AHLUA-
acCoUMMPOBAHHBLIMK BaCKynMTamMn M TpoMOOTUYECKMMU MUKpOaHrnonatusamn. Y 40 —
70% nauneHToB C caMOro Hayana pasBuMBaeTCA He(POTUYECKUI CUHOPOM (ECnu ero

HeT, TO y OonbwuHCTBa G0OnbHbIX OH nosBnsetrca nos3xe, B 10 — 20% cnyyaes



OTMeYaeTCa peumauBMpylollas MakporemaTtypusi (Yawe CcuHdapuHrimTudeckas).
OpHako y 20 — 30% O60nbHbIX yaaeTcsa 3aperncTtpupoBaTth (kak npaBurio, CriyYyamnHo)
TONMbKO M3MeHeHus B obllemM aHanuMse MoYM B BMOE COYEeTaHUs MPOTEUHYpUU C
MUKpOremaTypmen u UUNUHAPypuen (M30NMPOBaHHbLIN MOYEBOM CUHAPOM). Y Bcex
nauyneHtoB ¢ OHC, BIMNHC n B 50% cny4aeB npu Apyrux BapuaHTax KIMHUYECKOW
npeseHTaumm oTtmedaetca cHwkeHne CK® (npu BIMHC - nporpeccupytowiee) u
BbIABNATCA  MHOroobasHble  HapyweHuss  TyOynsapHbIX — QYHKUMA  (CHMXKEHWEe
KOHLIEHTpaLMOHHON crnocobHoCcTH noyexk, amuHoaumaypus, rNOKO3ypus,
rmnepkanvemMma 1 ap.). Mo KAMHWYECKON KapTMHE MNOpPaXKeHUs MNOYeK HEBO3MOXXHO
npeackasate Tvn MBIITH unu BbickasaTbca onpegeneHHo O ero npudmHe. Yawe (mo
80% Bcex crny4aeB) AnarHOCTUpyeTcs UMMYHOrnobynuH-nosantueHeln MBIMITH | Tuna,
KoTopbiM GonetoT ntogum nwboro Bospacta M nona. MMMyHOrnoOynuH-no3nMTUBHLIN
BapuaHT MBIIH 1lIl Tuna BoisiBngetca pexe (5 — 10%). B HacToqAwee Bpems cpeaum
Hedpororos cywiectsyeT KOHCEHCYC B OTHOLLEHUN ngnonaTn4eckoro,
nMmmyHornobynuuH-nosntnsHoro MBIMTMH | tnna (pexe Il Tuna), gmarHo3 KoToporo
MOXeT BObITb YCTAHOBMNEH TOJIbKO MOCHE UCKNIOYEHUSS BTOPUYHBIX NpudnH (Tabn. 3). B
KnNnHn4yeckon kapTuHe Cgs-HeraTMBHOM rrnomepynonatuu, Kak npasuno, B aebioTte
NpeBanupyoT KIMHUKO-NabopaTopHble CUMNTOMbI OCHOBHOroO 3abonesaHuns (tTabn. 4) B
coYeTaHMM C OCTPbIM NOBpPEXAeHneM nodek, Yawe Bcero, B gopme BIMNHC. Tonbko no
UCTEYEeHUN  OCTpPOro  nepuopa,  MNPUCOEOUHAOTCA  BbICOKAd  NPOTEUHYpUS,
MUKporemaTypus unu  dopmupyetca  HedpoTuyeckurm cuHgpoMm.  KnuHudeckas
AanarHocTuka OGonesHn nnoTHblx pAgenosutoB (BlM[) obneryaertcs, ecnv NOMUMO
MOYEYHbIX CUMHAPOMOB, BbISIBMISIIOTCA  acCCOLUMMPOBAHHbIE COCTOSIHMS B BuAe
NPUOBPETEHHON YAaCTUYHOW NUNOLUCTPODUN U/UNN MaKYNAapPHON ANCTPOUN ceTyaTKu
rnasa (cm. ganee).

Paspen 3. Mopdonorunyeckas ] MMMyHoMopdonornyeckas

anddepeHumanbHaa amarHoctuka MBIIrH

Pekomengauusa 3.1. [ina gnarHoctukn MBITTH B coOTBETCTBMM C MMPOBLIMK CTaHAapTamu Heobxoanmo
coyeTaHMe HECKONIbKMX METOOOB MOPEOSIOrMYEcKOro WCCNeAoBaHUS MPWKM3HEHHLIX OuonTaToB
MOYEeYHOW TKaHM, a WMEHHO: CBETOBOW MWKPOCKOMUW, WMMYHOMOPQOOrMuK, YnbTPacTPyKTYPHOrO
aHanusa (TpPaHCMUCCUOHHOM aneKTpoHHon Mukpockonun) (NG).

PekomeHngauma 3.2. [Ina npoBeaeHMs CBETOONTUYECKOrO UCcnegoBaHms HedopobuonTtaTtoB HEOH6X0AMMO
NpoBOAWTL CrieflylouiMe OKpackM Ha napaduHOBLIX cpe3ax: reMaTOKCUIUHOM W 303UHOM,
TpuxpomarnbHas okpacka no Maccony, NAC-peakuns, KoHro-poT, okpacka Ha 3racTUyYeckne BOSIOKHA U
dubpun (AFOG) (1A).
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PekomeHpgauua 3.3. [Ona vMMyHOMOPQOMNOrMYeCcKoro uccnegoBaHnss HeobXoaMMO MCMonb3oBaTb
crnepywowmne aHTUTENa AN BbIABEHUS OUArHOCTUYECKU 3HaumMblx anutonos: IgA, M, G, nerkue uenu
nsambaa, kanna n gubpuHoreH, dpakumm komnnemeHta C3, C1g, C, n C4 (2B).
PekomeHnpauusa 3.4. Ha ocHOBaHWMU JaHHbIX YNbTPacTpPyKTYpPHOro aHanmsa (9nekTpoOHHOW MUKPOCKONUMN)
cnegyeT pasnuyaTtb: MembpaHonponuMdepaTuBHbIi  rnomepynoHedpuTt | Tuna, 6onesHb MMOTHbIX
[enos3nTtoB 1 membpaHonponudepaTtusHbi rnomepynoHedput Il Tnna (1A).
Pekomengauma 3.5. Mopdonornyeckyto guddpepeHumansHyto guarHoctnky MBITH npoBogsTt Ha
OCHOBaHWN AaHHbIX UMMYHOMOPCONOMMN N 3NEKTPOHHON MUKpockonuu (1A).
PekomeHngauma 3.6. Pe3synbtatom mopdonormdeckon auddpepeHumanbHON UarHoCcTUKM AOMKHO CTaTb
YCTaHOBIIEHME CreayLlmx natoreHeTnyecknx BapuaHToB MBITH: nMmmyHornoOynuH-no3ntmneHbin, C3-
no3ntueHbii MBITH | nnn 1l TvnoB, MMMyHOrno6ynuH-HeratneHbIN, C3-no3nTtuBHbin MBIMTH | nunu il
TMNOB 1 60Ne3Hb NMOTHbLIX AEMN03UTOB, MUMMYHOTNO6YNuH- n C3-HeratneHbIi MBITH (1A).
PekomeHngauus 3.7. Mpu npoBeaeHMn MMMYHOMOPKOMNOrMyeckoro uccnegoBaHms HeobxoaumMo cumMTaThb
ONarHOCTUYECKN 3HaYUMbIM MHTEHCUBHOCTL OTMOXEHUS NPOAYyKTa peakuun Ha UMMYHOrnobynuHel A, M,
G B CcTpykTypax rnomepyn 22+ Kak npu ¢pryopecLeHTHON, TaKk U Npu CBETOONTUYECKOW (B NMPOXOASILLEM
cBeTe) MUKPOCKOMMUAX (MMMYHOrNobynuH-no3uTuBHbIM BapuaHT MBIITH). OctanbHble BapuaHThbI
WHTEHCUBHOCTM OTMOXEHMS NpoAyKTa peakuMyM Ha MMMYHOrnoOynuHbl (MeHee 2+) crneayeT cyuTaThb
HeraTMBHbIMU (MMMYHOINOGYNMH-HeraTMBHbIM BapuaHt MBITH) (2B).
PekomeHngauus 3.8. Mpy npoBeaeHMn MMMYyHOMOPEOMNOrMYeckoro uccnegoBaHms HeobxoaumMo cumMTaThb
ONarHoCTMYECKN 3HAYUMMbIM  MHTEHCUMBHOCTb OTIIOXEHMS npoaykta peakuum Ha C3  dpakumio
KOMMMEeMEeHTa B CTPYKTypax rnomMepyn 22+ kak npu ¢ryopecueHTHOW, Tak U Npyu CBETOOMTMYECKON (B
npoxoasiiem csete) Mukpockonuax (C3-nosuTtusBHbid BapuaHT MBITH). OcTanbHble BapuaHTbl
WHTEHCUBHOCTM OTMOXEHMS NpoAyKTa peakuMuM Ha MMMYHOrnoOynuHbl (MeHee 2+) crneayeT cuuTaThb
HeraTuBHbIMK (C3-HeraTtuBHbIN BapuaHT MBITH) (2B).
Pekomenpgauua 3.9. [lpu OTCYyTCTBMM BO3MOXHOCTM MPOBEAEHWS YNbTPACTPYKTYPHOro aHanusa
(3MeKTpOHHOM MUKpPOCKONUK), MOPAOSIOMMYECKMIA ANarHo3 AOIMKeH ObiTb chOpMynMpoBaH Ha OCHOBaHWUMU
[aHHbIX CBETOBOW MUKPOCKOMMM U MMyHomopdonoruu (2B).
PekomeHgauusa 3.10. [No gaHHbIM CBETOBOM MUKPOCKONUU U MMMYyHOMOpdonorum crieqyet pasnuyatb
Tpu BapuanTa MBIMIH (2B):

* UIMMYHOrno6ynuH- n C3-no3utnsHbin MBIMNIMH;

« C3-rnomepynonarus;

* IMMYHOIrNo6ynuH- n C3-HeratneHbIi MBITH.
PekomeHpgauusa 3.11. TepmuH C3-rmomepynonatvsi o3HavyaeT WUMMYHOrnobynuH-HeratuBHbldi M C3-
noantusHoln MBIIMH, skntovatowmin 2 opmbl MBITH, koTopble npu ganbHenweM yrnbTpPacTPyKTYpPHOM
aHanmae MOryT OblTb YTOYHEHbI KakK: UMMYHOrNobynuH-HeratueHbli, C3-no3antueHbin MBITH | unu I

TMnNa unu 60nesHb NIOTHBIX Aeno3nToB (1A).

KommeHTapun.
[MaBHble MOpPdOSIOrMyeckme npu3HakMm nNpuv CBETOBOW MUKPOCKOMUM NpeacTaBreHbl
nponmdepaumnen Knetok 1 OCHOBHOMO BELLECTBA Me3aHrmyma U YTOSLWEHNEM CTEHOK
Kanunnsipos (6asanbHbIX meMbpaH), KoTopble YacTto noaseprarTcs

ncesgopacuienneHmio ¢ obpasoBaHMeM OBYXKOHTYPHbIX 6asanbHbix MeMbpaH



(dpeHOMEH «TpamBaWHOW nuHMMK»). MexaHnam obpasoBaHus BTopon 6GasanbHOM
MeMOpaHbl CBA3bIBAOT C MHTEpno3uunen (BHegpeHWeM) OTPOCTKOB ME3aHrMoumnToB B
cybaHOoTennanbHOe NPOCTPaHCTBO, e OHW B Koomnepauuu C aHZoTenuouuTamu
NpoayuupyloT HOBOE OCHOBHOE BeLlleCTBO BTOPOW  PacrosyiOXXEHHOW  BHYTpU
WHTpaKanunnsipHon MembpaHsbi.

Momumo nponundepaumm pesngeHTHbIX KNeToK, oTMeYaeTca MHunbTpaunsa Krnyboykos
HenTpodunamm ©n Makpoaramm (3KCCyaaTUBHbIA  KOMMOHEHT BOCNAnNUTENbHOWN
peakumn). BaXHO OTMETUTb, YTO CTENEHb BbIPAXEHHOCTU NponMdepaTUBHbIX U
9KCCYAaTMBHbIX W3MEHEHUN MOXET BapbuMpoBaTb OT Ccrfyvas K crnyyal. Tak, B
HEKOTOPbIX HABNIAEHMAX, YKa3aHHbIE U3MEHEHUS MOTYT HOCUTb (hOKarnbHbIN XapakTep
(T.e. YacTb KyBOYKOB MOXET OCTaBaTbCA MHTAKTHOW). NonaratoT, YTO B 3TOM cnyyae
MOXHO roBopuTb 0 AebtoTe 3aboneBaHna. B gpyrnx HabnogeHnsx, oTMedaeMblix Yalle
BCEro, Mopgorormyeckme namMeHeHns HocAT Anpdy3Hbin xapaktep. OnucaHbl Takke
cnyyau perpecca guddy3HbiXx N3MeHeHU B (pokanbHble, Hanpumep, npu nukengaumm
BTOPUYHOW nNpuYuHbLlI rnomepynonatum. B 10% Bcex cnyyaes MBITH  moryt
permctpupoBatbca nonynyHuss 6onee 4vem B 50% KknybGoOYKOB, Kak OTOOpaxkeHue
BbIPa>XEHHOCTM aKTUBHOCTM NpOonudepaTmMBHO-aKCCyaaTUBHOM peakuun. Kak npasuno,
B 3TOM Cnyd4ae KAMHUYECKM OoTMevaeTcsl ObICTPONpOrpeccupyowmin HedpuTU4eCcKni
cungpom (BIMHC).

BblpaxeHHble nponudepaTMBHble U3MEHEHUA B Me3aHrMyme O4YeHb 4acTo BedyT K
pasgeneHuio netenb  KanunnspoB KryOO4YKOB Ha oOTAenbHble nydkn  (nobynbl),
npuaatolme rnomepyne JonbyaTtyo CTpykTypy. PaHee nogobHble m3MeHeHus
knaccuduumpoBanu Kak ocobyio dopmy MBIMTMH — nobynapHyto. B Hawwm gHum
nobynauma rnomepyn cuvMtaeTcs OOHWM M3 BapWaHTOB TeYeHUs naToflorm4yeckoro
npouecca, OTpaXKalLlero cTeneHb BbIPaXXEHHOCTU nponvdepaTMBHON peakuumn wu,
BO3MOXHO, accouuupylowerocs ¢ anutensHoctelo Tevenus MBIITH. Mo wmepe
AanbHenwero  NporpeccupoBaHnsl,  30Hbl  TMNEPUENONAPHOCTN  Me3aHrnyma
3amMeLLalTcs MaTpUKCOM U pasBuMBaeTCs Cknepo3 knybodka. B aton cragum
natomoponornyeckme U3MeHeHns MoryT MMUTUPOBATbL HOOYNSAPHLIN AnabeTundeckui
rmomepynocknepos. MameHeHus B cocydax OTpaarlT ANUTENbHOCTb U TAXKECTb
TeyeHuss apTepuanbHon runepTeH3nn. Mopdonormyeckne WU3MEHeHUa  KneTok
KaHanbLUeB W MWHTEpPCTMUMS OObIMHO BbIpaXeHbl 3HA4YUTENbHO, Kak npaBwuno, He
KOPPEnuUpylT C TMOMEPYIISAPHBIMU MOPaXeHUSAMU, HO aCCOLUUPYIOTCHA B KIMUHUKE C
ancdyHkumen noyek. bonee pgetanbHas  xapakTepuctvka  MOpdOriormvyeckmnx

nameHeHnn npu MBITH BO3MOXHa TONMLKO NpU YNbTACTPYKTYPHOM aHanmse, KOTOpbIN
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nossonseTr Bblgenutb Tpu Tmna MBITH. Mpu | Tvune MBIMIH npu anekTpoHHOM
MUKPOCKOMUN BbISBAIOTCA CybGaHAOTENManbHble M Me3aHrmanbHble eno3untbl. [pu
MBIIH 1l Tmna oTmevarTcsa MHTpaAMeMBpPaHO3HbIE 3NEKTPOHHOMNMOTHbLIE AEN03UThI,
KOTOpble MOryT npuaaBaTb MeMbpaHe BuA «CBA3KM Konbackl», Takke NPUCYTCTBYIOT U
mMe3aHrnanbHble geno3utbl. Mpu MBIITH (Il Tna nomumo cy6aHaoTennanbHbIX,
peructpupytotca  cybanutenuanbHble  (cybnogouuTapHble)  Aeno3uTbl  (NoATMN
Burkholder’a), B psige cny4aeB Ha 6asanbHon membpaHe (OpPMUPYOTCA BbIPOCTbI
OKOMo cybanuTenuanbHbIX Aeno3uToB (MopdoriorMyeckas KapTuHa HanomMuHaeT
MeMbpaHO3HYyl0 HepponaTtuio), coyeTallmMecs C Hanudmem MHTpaMmeMbpaHO3HbIX
otnoxenun (kak npu Il Tune MBITH), MNocneaHne npugatoT lamina densa HEPOBHLIN
BuA (nogtun Strife’a n Anders’a).

NMoayepkHeM, 4YTO nNpU CBETOBOW MUKPOCKONUU OTCYTCTBYIOT Kakue-nnb6o
TUNUYHbIE MopdonorMyeckMe npusHaku, nosponsBwMe Obl NPOrHO3MpoBaTb
AnarHoctuky ogHoro u3 tpex TunoB MBIIH npu 3neKTpoHHOM MUMKpOCKONUM.
Bonee Toro, npu Bl Tonbko B 25% criy4aes npu CBETOBOW MUKPOCKOMNUU BbISIBNAIOTCA
TMNu4Hble npudHakm MBIMMH (onucaHHble Bbiwe); B 44% AnarHocTupyeTcs
Me3aHrmansHonponudepaTBHbIA rromepynoHedput, B 17% rnomepyrnoHedput c
nonynyHusmu, B 11% - oCTpbIN 3KcCcygaTUBHO-NponMdepaTnBHbIA rNoMepyroHedpuT,
a B 3% cnyyaeB Moposiornyeckme npusHakm He nognaroTcs Knaccudukaumm.

MHorve uccnegosaTenu Takxke obpallaloT BHUMaHME Ha CyLlecTBOBaHWE MHOXeCTBa
NepexogHbIX TWUMOB MpPU  SMEKTPOHHOM MUKPOCKOMWM, O3Havalowmx, 4YTO [axe
yNbTPACTPYKTYPHbIA aHanmM3 He rapaHTMpyeT OKOHYaTenbHOro guarHosa. VIMeHHo
NO3TOMY B OCHOBY cOBpeMeHHon knaccudpukaumm MBIMTH 6binv nonoxeHsl cBeaeHns
006 MMMyHonaToreHese, O KOTOPbIX MOXHO CyauTb MO [aHHbIM UMMYHOMOPXOSOrMu
(MMMYHOrMCTOXMMNK) CPE30B BMONTATOB MOYKM.

Ha ocHoBaHun aHanu3a  OTNOXeHun  (geno3utoB) B  BuonTate  MOYKM
MMMYHOrNobynMHOB 1 pakumMi  KOMMNMIEMEHTa BbIOENSAOT UMMYHOTNOBYNNH-
NO3NUTUBHBIA N UMMYHOTrNOBYNUH-HeraTusHbIn MBINTTH (Puc. 1).

Hannuve wummyHornobynuHos un  C3-dpakuum  KOMMANemeHTa ykasblBaeT Ha
MMMyHOKOMMNeKcHbln BapuaHT MBIITH, koTopbin xapakTepudyetcsa akTuBauunen
CUCTEMbl KOMMNIEMEHTa MO Knaccudeckomy nytu. Bcneacteme artoro, noMmmo
rnobynunHoB n Cs-(hpakumm KoMnnemeHTa B NoYyeyHoMm BuonTaTe, BbIABNAT pakumm
komnnemeHnta Clg, Cp, C4, xapakTepHble AN KNAcCUYecKoro Myt akTusauuu
KOMMNIIeMeHTa. Mpw NMMYHONOBYNMH-HEraTMBHOM MBI H, BbisiBreHune

NONOXUTENbHON peakumm Ha C3-hpakumio KoMnnemMeHTa npu OTCYTCTBUM (ppakuun



C1g, Co, C4 BygeT ykasbiBaTb Ha akTUBaLMIO KOMMIIEMEHTA MO anbTepHATUBHOMY MyTW.
YXe Ha OCHOBaHMM 3TUX AaHHbIX BO3MOXHO CHOPMYNMPOBaTb NpeaBapuTeNbHbIN
anarHo3 C3-no3uTtusHOM rnomepynonatumn nnn C3-rmomepynonatuu, KOTopbl ganee ¢
NMOMOLLbIO 3NIEKTPOHHOW MUKPOCKONMMU MOXET BbITb yTouHeH kak Cz-MBIMTIH | nnn

TMna nnun 6onesHb NOTHbIX Aeno3ntos (Puc. 1).

| CBeToBast MHKPOCKONIHUS ‘

| Memb6panonpoaugepaTuBHblii rJioMepyaoHepuT ‘

4{ HNmvmynomopdonorus }7

A Y

HUMMyHOT100y1HH-I03UTHBHBIH C3 | WMMYHOIJ100y/1HH-HeraTHBHBbI ‘
KOMILIEMEHT- 03U THBHBIH l
l | C3-ppakuus KOMILIEMEHTA ‘
HNMMyHOKOMIUIEKCHBIH BADHAHT
MBIITH
v A A
¥ IMo3uTHBHAS HerarupHas
‘ DIeKTPOHHAS] MHKPOCKOITHS ‘ peaknus peakuus
, I l
‘ MBIITH I s 111 THITOB ‘ C3-no3uruBHas C3-neraruBnas
TJIOMepyJIonaTHs TJIOMepy.J10naTHs
‘ I |
Ipu AcKI0OMeHAH BTOPAYHBIX npHHH InexTponHan JnexTponnas
JAHATHOCTHPYIOT HAHONATHYECKUH MHKPOCKOIHSE MHKPOCKOMHSI
BapuanT MBIITH I nau III Tuna
A
OtcyTeTBHE
A JIEKTPOHHO-
Cy05H110- 1 cy0onuTeIHATbHBIC, HHOIZIA B HaTpamemOpaHo3HbIe TR
COYETAHHH ¢ HHTPAMeMOPAHO3HBIMH [1eN03UThI JeNnO03HThI JeI03HTOB
v v wEE i
C3-memoOpanonpoandepaTuBHbIi Bonae3nb ma0THBIX PenapaTuBnas craaus
riiomepysaonedpur I win 111 Tuna JAeN03UTOB TMA u ap. 3a60/1eBaHuid

Puc.1 UmmyHomopgosorudeckas audpepenuuansuasa auarioctuka MBIITH
TTpumeuanmue:

t - CocTaB HMMMYHOIJIOOYJHHOB PAa3/IHYHBI H B oONpeleJeHHOi CTemeHH 3aBHCHT OT 3JTHOJOITHH OCHOBHOIO
3abosiepanns. Hapsiny ¢ C3-¢paknmeii kommieMenTta mMoryt BoisBiaATbess Clq, C2, C4 ¢paxkuuu, ompeneeHHO
CBHAETEIbCTBYIOILHE O KJACCHYECKOM MYTH AKTHBALHH KOMILIEMEHTA.

t+ - MoryT BBIIBIATHCS C/1€A0Bble KOTHYECTBA HMMYHOII00YJIHHOB (2+), 00BIYHO B 30HAX CKJIep03a, He HMEHIHe
JAHATHOCTHYECKOIO 3HAYEHHSI.

*- HpHCYTCTBYeT ToJbKO C3-dpaknus, ppakuun Clq, C2, C4 He BbIABIAIOTCH (AJIbTePHATHBHBINH MYyTh AKTHBALMHA
KOMILJIEMEeHTa).

** _ PepapaTuBHaf ¢a3a ykazaHHbIX B Ta0/. 2 3a0oneBanuii moxxeT umuruposars MBIITH.

* - TepMHAH «00JIe3Hb TJIOTHBIX JeMO3HTOB» SBJAfAETCHd MpeanouTHTeabHbIM. He pexomenayercss ymoTpedaaTb
Tepmud MBIITH I tuna.



10

YuutbiBas 1O obctositenbctBo, 4TOo npu Bl cBeTtoonTnyeckaa mopdonornyeckas
KapTMHa MOXeT He BKMYaTb XapaktepHbix ansa MBIMIMH npusHakoB (CMm. Bblwe),
AonyckaeTcs MnocTaHoBka AmarHo3a C3-rmomepynonaTtuuv, OgHaKo NOAYEPKHEM elle
pas, YTO Npu 3TOM JOSIKHbI OTCYTCTBOBATb OTMOXEHUS MMMYHornodynuHos, C1g n C4
dpakumMn KOMMMEeMeHTa, a WHTEHCUMBHOCTb OTIIOXEHWA npoaykta peakumm Ha Cs-
dpakumMo  KOMMremeHTa [dOofbKHa CcocTaBnATb He MeHee 2+. OTcyTcTBue
WMMYHOIrNoBYNMHOB NpY  MMMYHOMOPMOSIOrMYECKOM UCCNeLOBaHMM U HeraTMBHas
peakums Ha Cs-(ppakumio koMmnnemeHta (MeHee 2+) no3sBoNuT guarHoctuposatb C3-
HeraTUBHYHO rnomMepyrionaTuio.

Paspgen 4. KnmHuko-naTtoreHeTn4yeckasa u naboparopHas gnarHoctuka MBINIrH
PekomeHpaumna 4.1. [log TepmuHoMm wuguonatmyeckun MBIMMH cnepgyetr nogpasymeBath
UMMYHOrNobynuH- 1 C3-komnnemeHT-no3nTuBHbIn BapuaHt MBIMIH | wnn 1ll TMNOB HewnsBecTHOM
aTnonorum (1A).

PekomeHngaumsa 4.2. VimmyHorno6ynuH-HeratmeHbii, C3-no3ntueHbin MBIMTH | unu 1l Tuna n 6onesHb
NNOTHbIX AEen03MTOB 0OYyCNOBMEHbl HacNeaCTBEHHbIMU UM NPUOBPETEHHLIMU HapyLUEHUSIMU B CUCTEME
anbTEepPHaTUBHOMO MyTU akTuBauuu komnnemeHTa (1A).

PekomeHgauusa 4.3. KnuHuko-natonorvyeckass AmarHoctuka pasnuyHblx BapuaHToB MBIITH gomkHa
BKMOYaTb onpegerneHne obLuero ypoBHs CbIBOPOTOYHOro komrnnemeHTta (CHsg), a Takke ero dppakumi B
cbiBOpoTKe KpoBu: C3 n C4 (1A).

PekomeHgauma 4.4. HopmanbHbil ypoBeHb C4 dpakumMmM KOMMNIEeMeHTa cBuaeTenscTByeT o6
anbTepHaTMBHOM NyTWM akTMBaLMM KOMMreMeHTa (UMMyHOrnobynuH-HeraTuBHbl, C3-NO3UTUBHLIN
MBINIH), a cHwkeHne ero KOHUEHTpauum — O KIacCU4eCKOM MNyTWM akTMBauuW KOMMMeMeHTa
(MMMyHOrNo6ynNuH-No3nTnBHLIA, C3-no3nTneHbin MBITH). B 06onx ykasaHHbIX crnyvasx CHUXeH obLumm
YPOBEHb CbIBOPOTOYHOro komnnemeHTa (CHsy) n ero C3-copakumm (1A).

PekomeHgauusa 4.5. [ina 6onee nomnHOro Cy>aeHus o natoreHese MMMyHornobynuH-HeratusHoro, C3-
noantmeHro MBIMTH | vnn Il TvnoB n GonesHn NMNOTHLIX AEM03UMTOB HEOOXoAMMO OnpedensaTb B
cbiBOpoTKe KpoBu TUTP C3-Hedputnyeckoro cakropa, MccnenoBatb YPoBEHb PErYNATOPHbLIX NPOTENHOB
anbTepHaTMBHOIO NyTW akTUBaLmMu KomnremeHTa: paktopsl H, |, B, nponepauH (1A).

PekomeHngaumsa 4.6. immyHornodynuH- n C3-HeratuBHbIN BapuaHT MBIITH cnegyeT paccmartpumBaTh kak
penapaTuBHylo (pa3y BocnanuTeNbHOro npolecca, 06YCNOBMEHHONO MEPBUYHLIM MOBPEXAEHUEM
aHgoTenuountoB (Tabn 4) (2B).

PekomeHngauusa 4.7. NMpu ummyHornobynuH n C3-HeratnsHom BapuaHTe MBIIH koHueHTpauua obuiero

YPOBHS KOMMNieMeHTa B cbiBOpoTke KpoBu (CHsg) 1 ero dppakuyun (C3, C4) He meHsieTca (1A).
KommeHTapun

MMMyHOrnobynmH n koMnneMmeHT no3ntusHbln BapuaHt MBITH | v Il Tvnos (Puc. 1),

KakK npaBuro, HOCUT BTOPWUYHbLIA XapakTep U CBA3aH C XPOHUYECKOW aHTUreHeMuewn,

UMPKYNAUMENn B KPOBU ayTOMMMYHHbIX KOMMSIEKCOB UMW C OTIIOXEHUEM B rriomepyne

MOHOKIOHasbHbIX UIMMYHOrNobynuHoB. B cpaBHUTENbHO peaKUx cny4vasx, Koraa He

vyAaeTCA YCTaHOBUTb MNPUYUHY XpOHVI‘-IeCKOf"I aHTureHemuvn, noarTBepAUTb
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HanMuue nnasMakneToyHOW [UCKpPasMM WM ayTOMMMYHHOro npouecca,

gonyckaetca pgumarHoctuka umauonatuyeckom c¢opmbl MBIMMH | vnum 1l Tuna.
MpuynHOM  XpPOHMYECKOM aHTUIreHeMUW, Kak npaBuro, SABMAAKTCA  TOPNUAHO
npoTekatwLwmne BUPYCHble, BakTepuanbHble, NPOTO30MHbLIE U NpoYne UHpeKunn (Tabn.
3).

MaToreHe3 ummyHornobynuH- nosutueHoro MBITH | v Il TMnoB umeeT obwue YepThbl.
MMMyHHbIE KOMNIeKCcbl, 06pa3oBaBLUMECS B LMPKYNALUK KPOBM UNu in situ, BcneacTtene
XPOHMYECKON aHTUreHeMUN (MHMPEKUMM), NN LMPKYNNPYOLWNE UMMYHHbIE KOMMMEKChHI
(CKB,

WM MMMYHHbIE KOMMIEKCbI, ChOpMUPOBABLLUMECS MPU

npyu  ayTOMMMYHHbLIX  MpoLeccax cuHapoMm  CberpeHa, cMellaHHas

KpuornobynuHemus n gp.),
napanpoTtemHemMusax (MOHOKMOHanbHble rammanatum, numdonponudepaTMBHbIe
3aboneBaHus) OTKNaAbIBAKOTCA B roMepynax Me3aHrmanbHO (Mpy KPYnHbIX pasmepax),

cybaHgoTennanbHO (Npu cpegHux pasmepax) unm cybanutenuanbHO (Mpu MenKuMx

pasmepax).

Tabnuua 3. BropuyHble npu4mnHbl UMMYHOTNoOynuH- n C3-nosuntusHoro MBIMNTH

A. NHdekunn
* BUPYCHbIE
e renatutbl B, C
* BUpYC MmmyHogeduumTa
yernoBseka
» 6akTepuanbHble
* MIHOEKUNOHHBLIN SHOOKapANT
» abcuegupytowas cenTmuemms
* IHPULMPOBAHHbIE BEHTPUKY-
noatpuanbHbIA U
BEHTPUKYNonNepuToHeanbHbIn
LWYHTBI
* NPOTO30MHbIE
* Mansipus
* LULNCTO30MATO3
* npo4yune
* MUKOMNa3MeHHas
* MMKoGakTepuanbHas

B. AyToMMmmyHHbIe BonesHn

* CUCTEMHas KpacHas BOMYyaHka

* cKnepoaepmust

* cuHgpom CberpeHa

* CMeLlaHHas KpuornobynmHemus

* TpaHcMNaHTaunoHHasa HecponaTus
B. NemaTonornyeckme 3rnokayecTtBeHHblE
3abonesaHus

* niumcpoma

* niumcponenkos

* MGUS*

* Muenoma

* MakpornobynuHemuns
BanbaeHcTtpema
I". Mpoune 6onesHun

* LUMPpPO3 NeYveHu

* KapLMHOMBbI (Nerkune, No4Ku,
XKenyaok, KALWEYHUK)

* capkouaos

MMMyHHbIE KOMMMEKCbl aKkTUBMPYHOT KOMMIIEMEHT MO KNacCU4eckoMy MNyTWU, KOTOPbIN
3agencTeyeT dpakumm komnnemeHta C1g, C2, C4 c obpasoBaHnem C3- KOHBepTasbl
knaccudeckoro nytn (C4bC2a), kotopas pacwennsetr C3- dpakuymto Ha C3a u C3b
cybdpakumm ¢ nocnegyowmm obpasoBaHmeMm C5-koHBepTasbl KacCU4eCKOro nyTu
aktTnBaumm komnnemeHnTa (C4bC2aC3b). C5- koHBepTasa, gencreya Ha C5- dpakumto

KoMnnemeHTa, npmBoauT K obpasoBaHuto C5a n C58 noadpakumn, npuyem nocnegHss
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B KOHEYHOM UTOre NpuBoAmMT K obpasoBaHMio MeMbpaHo-aTakytowlero komnnekca (MAK)
(C5b-9). Cybdpakumm komnnemeHta C3a wn Cba, [OencrtBys XeMOTaKCUMYECKW,
00ycnoBnNuBaKT NPUTOK K MECTY PacnosioXeHUS UIMMYHHbIX KOMMMEKCOB Makpodaros v
HEUTPOUNOB M3 UMPKYNIMPYIOLLEN KPOBMW, KOTOpble 3a CYeT npoBocCnanmnTernbHbIX
UMTOKMHOB W  NPOTEONUTUYECKUX 3H3UMOB 0OycnoenuBaloT ¢opmupoBaHve B
rmomepyrne 9KCyaaTUBHO-BOCNANUTENbHOW peakumn. Pe3naeHTHble KneTkn knybouka
(aHOoTENUOUUTLI, ME3aHrMounTbl), B OTBET Ha NOBpEeXAeHue npoBOChanuTenbHbIMU
unToKMHaMn n uymtonatmyeckoe gencrene MAK (C5b-9), otBevaroT nponudepaumen,
CMHTE30M OCHOBHOrO BellecTBa (6asanbHble MeMbpaHbl, Me3aHrnanbHbI MaTPUKC) U
NpoAayKUMen pocTOBbIX (aKTOpoB  (TpaHcopmupylowmin daktop pocta 1,
TpombounTapHbIn dhakTop pocTta). B KoHeYHOM mTOre hopmmpytoTcss Mopdonorniyeckmne
npu3Hakn B BuAe yABOeHUs BasanbHblX MeMbpaH, nponudepauun Me3aHrmouuToB U
Me3aHrmanbHOro martpukca c nobynmsaumen knybodka, obpasoBaHWA 30H CKreposa
(knyboykn n TYGYnomHTepctuuun). 3ameTtum, 4to  BTOpUYHbLIN MBITH npn HCV-
nugekumm (hepatitis C virus - Bupyc renatuta C) MoxeT MMETb ABOSIKMI natoreHes. B
O[HMX cny4yasax OH MOXeT OblTb CBf3aH C 06pa3oBaHMEM MMMYHHbIX KOMMMEKCOB K
aHTUreHam Bupyca renatuta C, OTNOXMBLUMXCA NepBOHa4yanbHO B Knybouke (T.e
obpasyowmxca in situ), B gpyrmx criyyasx pedb uaeT O LUMPKYNMPYIOLWMX UMMYHHbIX
KOMMeKkcax — CMeLlaHHbIX kpuornobynuHax (Il Tun kpmuornobynnuHemmnn). CmellaHHble
kpmornodbynuuel (Il Tvna) npn HCV- wnHpekumn 3TO0 UMMYHHbIE  KOMMIIEKCHI,
npeunnuTMpylowmMe Ha xonoge, coctoswme u3 IgMk-peBmatomgHoro dakTopa,
nonuknoHaneHoro IgG un PHK Bupyca renatuta C. [MepsonpuunHon obpasoBaHus
KpnornobynuHoB ABnsgeTca opmmpoBaHMe KroHa B- kneTtok B opraHuame (neyeHb,
numdaTnyeckme yanbl) Noa Bosgenctenem supyca renatuta C, KOTOpble CUHTE3NPYIOT
MOHOKMOHanbHbIn  IgMK  (peBMatomgHblin  dakTop). Hanuume  cmewaHHon
KpuornobynuHemun,  accouumpoBaHHon ¢ HCV-uHdpekumen paccmatpuBaeTtca
HEKOTOpPbIMM  aBTopamMu  Kak  cybknuMHumyeckaas  dopma  numcombl. Cpeaum
UMMYHOTrNo6ynNnH-No3nTMBHbIX  BapuaHtoB MBIITH ocoboe mecto 3aHuMmaeTt
TpaHCnnaHTauMoHHas rnomepynonatusa. [onroe BpemMs naTtoMmopdonornyeckme
M3MEHEHNA B TPaHCNIAHTUPOBAHHOMW MOYKEe paccMmaTpuBanm C TOYKU 3pEHUs
MeXxaHM3MOB XPOHMYECKOrO OTTOPXKEHNSA TpaHcnnaHTaTa (XpoHunyeckas
TpaHcnnaHTauMoHHasa Hedponatnd). B HacTosiee Bpemsi HakKoMnfeHbl HaydHble
AaHHble, MNO3BONAKLWME BblAENUTb  TPaHCNMaHTAUWMOHHYKO rrioMepynonaTtneo B
CaMOCTOATENbHYI0  KIMMHMKO-  MOPOMOrMYECKyr0  HO3OMOMMYECKY0  eauHuly C

MMMYHHbIM NAaTOreHe3oM. TpaHCI'IJ'IaHTaLl,I/IOHHaFI rmomMepynonatua npencrtaBndeT
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cobow nepBoHavanbHOe NOBPEXAEHNE SHOOTENMOLMTOB ayTOaHTUTENAMN K aHTUreHaMm
HLA- Il knacca, KOTOpble NPUCYTCTBYOT Ha HaPYXHOM KNeTo4YHou mMembpaHe
aHOOTenMarnbHbIX KNeTok. B ocTtpon dhase passBmBaeTCs, Tak Ha3blBAEMbIW, INOMEPYNNT,
XapakTepusyrLUnCca noBpexaeHneM rnomMmepynsapHbIX Kanunnisapos, MUrPUPYOLLMMA 13
LUUPKYNUPYLOLLIEN KPOBWU, MOHOHYKIeapamu n Hentpodpunamu. OCTpyto, 3KCCyaaTUBHYHO
peakuuio B knybodke (rMOMepynuT) CMeHsieT penapatvBHas asa, B KOTOPYHO
NpoucxXoauT nponudepaumss n SKCNaHCUS Me3aHrmanbHOro maTpukca, pas3BuBaeTCsH
aynnukauua 6asanbHblx MembpaH M Mopdoonormyeckas KapTuHa npu  CBETOBOM
MUKPOCKOMNUN CTAHOBUTCSA aHanormyHon MMmyHornobynuH-nosutusHomy MBIITH. Mpu
NMMYHOPOOPECLEHLMMN  PETUCTPUPYETCS OTNOXEHUE BAOMb NeTeNb Kanunnsipos
knybodka pakumm komnnemeHta C4d - npoaykta akTMBauMuM KOMMMEMeHTa Mo
KnaccudeckoMy nyTW, OAHAKO pdaxe oTcytctBue penos3vtoB C4d He Oyaet
NPOTMBOPEYNTb AMarHo3dy TpaHCNIaHTaLMOHHON rnoMepynonaTum.

3Tnonorna  UMMyHornobynuH-HeratusHoro, C3-NO3NTUBHOIO  rMoMepynoHedpuTa,
Ha3biBaemoro C3- rnomepynonaTtnen ob6bsacHAETCS aucperynsaumen anbTepHaTUBHOIO
NyTU aKkTUBaUUW KOMMIIEMEHTa U HapylleHneM TepMUuHarbHOW cTagum obpasoBaHus
MAK (C5b-9). HapyweHne HopmanbHOW U3NONOTMU  anbTEPHATUBHOMO MyTK
aKTMBaUMM KOMMNnemMeHTa MoxeT ObiTb 06ycrnoBneHo NMBo MyTaunen reHoB PasnmyHbIX
¢aKTopoB CUCTEMbI KOMMMemeHTa, nuMbo HocuTb NpuobpeTeHHbIn xapaktep. B
nocrnegHeM criydae B opraHu3aMe (opMuMpyloTCs ayToaHTuTena K perynatopHbIiM
hakTopam akTMBaLMM KOMMMEMEHTa MO anbTepHaTUBHOMY nNyTU. XuMU4yeckas
CTPYKTYypa Aeno3utoB npu C3-rmomepyrnonaTtun OKOHYaTENbHO HE YCTaHOBMEHa, HO
BbIICHEHO, YTO OHW COCTOSAT U3 IMMKO30aMUHOINMKAHOB C BKItodeHnammn C3b-dpakumm
KoMnnemeHTa, npoayktoB ee gerpagauumn (iC3b, C3dg, C3c), a Takke KOMMOHEHTOB
MAK (C5b-9). B oTnnumMe OT KrnacCu4eckoro nyTW akTuBauuMuM KOMMMEMeHTa, Koraa
peakumm  KackagHoro Tuna  3anyckalTCs  MMMYHHbIMM  KOMMfekcamu,  Ang
anbTepHaATUBHOIO MNyTM MU B HOPME CBOWCTBEHHA MOCTOAHHAs, NepcUcTupylowas
aKTMBHOCTb HU3KOW CTeneHu, 3aknovarowasca B obpasoBaHnn HEGOMbLUNX KONMYECTB
C3b dpakuuun, Bcneacteme CNOHTAHHOMO rmaponmsa TModdumpHom cesasm C3-npoTeunHa.
leHepupyemas B Hebonbwmx konmyectBax pakuna C3b komnnemeHTa, ganee
CBA3bIBaeTCA C MembpaHamu pasnuyHbIX KNEeToK, B TOM 4ucre ¢ membpaHamu
naToOreHHbIX MWKPOOPraHM3MOB, B YE€M COCTOUT (PU3NONOrMYECKUA CMbICITT OaHHOW
peakumn. C uenbio nNpefoTBpalleHns nepexofa OaHHOW CNOHTAHHOW aKTUBHOCTU B
HeynpaBnsieMylo peakuuio (Kackag), B OpraHu3Me CyllecTByeT Uuenas cucrema

PErynsTopHbiXx pakTopoB (NPOTEMHOB), AENCTBYIOLWMX HA Pa3fMYHbIX YPOBHSX
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KackagHOW peakuumn, ocobeHHo npu obpasoBaHum C3- u C5-koHBepTas. Paktop «H»
(CFH) cnocobctByeT pacnagy, CnoHTaHHO obpasytowencs C3-koHBepTasbl
anbtepHaTtnBHoro nytn (C3bBb), n coBmectHo ¢ daktopom «I» (CFl) (gna kotoporo
CFH saBnseTtca kodaktopom) npmuBogaT K nHakTueaumm cybdpakumm C3b. B perynsaumm
CUCTEMbI aKTMBaLMM KOMMAEMEHTA MO anbTepHAaTUBHOMY MyTM B LMPKYNUPYHOLLEN
KpOBM (PerynaTopbl «Xnakon gasbl») NpUHUMaET y4acTue Takke rpynna npoTemHoB (oT
1 no 5), nogobHebix daktopy «H» (CFHR 1-5 — complement factor H related proteins).
PyHKUMS MX OKOHYaTenbHO He u3ydveHa. MNMonaratoT, yto CFHR1 uHrmbnpyet gencrene
MAK, a mexaHunam gencteua CFHR5 aHanornyeH perynatopHon akTMBHOCTU dhakTopa
«H». MpuunHon dopmupoBaHua C3-nosutusHoro MBIIH, B Tom yucne BI14, moryT
ABNATLCA MyTauumn reHa caktopa «H». MoHoreHHas mytaums CFHR5, Hacneayemas
Nno ayTOCOMHO-OOMUHaHTHOMY MyTU, SABMSETCHA MNPUYUHOMN SHOeMuyeckon Kunpckon
HedpponaTum, npeactasnsaowen cobon C3-noantusHeit MBMNMH | vnw Il Tuna.

Heobxogumo otmeTtutb, uto cpaktopbl «H» n CFHR5, gencrtBys B nnasme Kposw,
obnagarT Takke TPOMHOCTLIO K 3KCTpauenmnonsapHblM MembpaHaMm, rae coxXpaHsiioT
CBOK MHaKTUBMPYIOLLYHDO aKTMBHOCTb MO OTHOWEHWH K MemOpaH-CBA3aHHOW
cybdpakumm komnnemeHta C3b. 3 gaHHOro pakta BbiTEKAeT HECKOMNBbKO, BaXKHbIX ANA
noHMMaHnAa naTtoreHesa C3-nO3MTMBHOW rnomepyrnonatumn, ob6cToAaTensCcTB. N3BECTHO,
YTO naToreHes3 aTUNUYHOro reMoNIMTUKO-ypeMmnyeckoro cnHgpoma (al'yC), Takke MoxeT
ObITb CBA3aH C reHeTUYEeCKUMU MyTauusamMmn perynatopHoro cgaktopa «H». OgHako npwm
aTom 3aboneBaHuuK, aucCperynsumsi anbTepHaTMBHOIO MyTWM aKTMBALMM KOMMSEeMeHTa
NPOUCXOA4MT, [MNaBHbIM  0Opa3oM, Ha  MNOBEPXHOCTU  KIMETOYHbIX  MeMbpaH
9HOOTENNOUUTOB, HE 3aTparmBas CUCTEMY aKTMBaLUKN KOMMNIIEMEHTA B LIMPKYINPYIOLLEN
KpoBu. [1o3TOMy, XOTS B pPedkMx Cchnydasx W BO3MOXHO nepBOHavanbHoe
dopmupoBaHne C3-no3uTMeBHOM rnomepynonatun npu a-NYC, Hanbonee TUMNUYHBLIM
CueHapveMm naTofiorM4yeckoro npuM Hem npouecca SBMsSieTCAa  MHULUManbHoe
NoBpeXaeHne 3HOOTENMOLMTOB C (POPMMPOBAHMEM MWUKPOTPOMOO30B Kanunnsipos
KNybo4KOB M NULWb CAYCTA HEKOTOpOe BPEMS, KOorda akTUBUPYKOTCH penapaTuBHble
(nponudepaTuBHbIE) NPOLECCHI, Kak OTBETHAA peakuns pe3angeHTHbIX KNeTok Knybodka
Ha 3HOOTenuanbHOEe MOBpPEeXAeHMe, HavMHaeT opMUpoBaTbCsa Mopdororndeckas
kapTuHa MBIMH (C3-HeraTuBHOro 1 6€3 OTNOXEHUA ANEKTPOHHOMNIOTHbLIX 4EN03UTOB).
CFHR5 obnapgaeTt cpoACTBOM K FMMKO30aMUHOINIMKaHaM, a NO3TOMY Mpy MyTaumm reHa
atoro caktopa (Kunpckass HedponaTusl) nNpPOUCXOAUT NEepBUYHAA aKTMBaUMS
anbTepHATUBHOIO NyTM KOMMMEMEHTA Ha rnomepynspHon 6asanbHon membpaHe. B

pesynbrtate ¢opmupyetca C3-nos3utmeHbin MBIITH ¢ cy6aHgoTennanbHbiMU 1/unu
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cybanutenvanbHbiMM  3NEKTPOHOMMAOTHbIMKW  Aeno3uTamn (| wnn Il Tuna).
WHrmbupytowee penctene  daktopoB «H» u CFHRS5 B oTHowenun C3b  Ha
NOBEPXHOCTW FNIOMepynaApHoOn GasanbHon mMembpaHbl, hopMUpyeT PU3NONOrNYEeCcKyro
«3alMTy» MOYEeK OT WMMYHO-KOMMMEKCHOro rromepyrioHedputa n ob6bACHAET Te
pegkve criydam uMmyHornobynuH-no3untusHoro MBIMMH (T.e. MMMYHOKOMMNMEKCHOrO),
Npy KOTOPOM BbISBIAT MyTauuu reHa aktopa «H». B nutepatype onucaHbl Takxe
MyTauuMu reHOB OCHOBHbIX 6enkoB cUCTeMbl KOMMNIieMeHTa. Tak, npu retepo3nroTHOn
myTaumm C3-npoTenHa, B NriasMe KpoBU NPUCYTCTBYIOT Kak MyTaHTHbIM C3-6enok, Tak u
HaTUBHbIN, CUHTE3UPYEMBIN rEHOM arnenu, He BOBMeYeHHOW B MyTaumio. B pesynbTaTe
CMOHTaHHOro rmugponmsa MyTtaHTHoro C3-npotenHa ob6pasyetcs C3-kKoHBepTasa,
pe3ancCTeHTHas K [Jencteuio daktopa «H», kotopas pacwennget C3-6enok,
CUHTE3MpYeMbI HOpPMarnbHbIM FEHOM, BCreacTBMe 4ero obpasylTcs B U3bbiTke
npoaykTbl Aerpagaunn C3-pakunm KOMNNeMeHTa, YTo 3anyckaeT KaCkagHylo peakuuio
aKkTMBaUMM KOMNeMeHTa No anbTepHaTMBHOMY NyTU. [1ogOGHLIN MeXaHU3M MOXeT
nexatb B OCHOBE OTBETHOM IMOMepYNApHOM peakuuu B Buae dopmupoaHua blf.
eHeTnyeckun nonMmMopuaM akTOpOB CUCTEMbI KOMMNIIEMEHTa, Beaywunm K
N3MEHEHNIO CTPYKTYPbl MPOTENHOB N K HapyLUEHUIO MX (DYHKUUKU, Takke MOXeT urpatb
He nocnegHiol porb B natoreHede C3-no3nTUBHOWN rroMepynonaTum.

CnefnyeT Nog4YepKHYTb, YTO CUCTEMA KOMMMEMEHTA UMEET MHOIOCTYNEeH4YaTyo CUcCTemMy
perynauumn, a no3ToMy He BCsKas reHeTudeckast MyTaums UM reHHbln nonumMopdunam
peanuayeTtcs KnuHuyeckn. B 6GonblmHCTBE crnyyaeB HeobXoOuMO coYeTaHHoe
agencrteve  (paktopoB  BHewHenW cpedbl  AnNA  POPMUPOBAHUA  FEHETUYECKU
3anporpaMmmMmpoBaHHoOro deHotuna. K uyucny Takux nNpoBOUUPYOLWNX (PaKTOpOB,
npexge Bcero, cnegyeTr OTHECTU MHAEKUUKN, a BO3MOXHO, U Apyrne npuynHel (obpas
XWU3HU, NUTaHUSA, XPOHUYECKNE WHTOKCUKaUMW, COMyTCTBYOLWMe 3aborneBaHna u ap.).
lMoaoTBepXXaeHneM CKasaHHOMY MOTYT CIYXWUTb, XOPOLUO W3BECTHble KIMHULUCTY,
cnyyau cuHapuHrutTnyeckon makporematypum npu MBITH.

MprynHa npuobpeTeHHbIX HapyleHW B CUCTEME perynauun anbTepHaTUBHOMO MyTu
akTMBaUMM KOMMNIIEMEHTa 3aknio4aeTcs B 00pa3oBaHWM B OpraHM3Me ayToaHTuTen K
perynatopHeiM npoteMHam (daktopbl H, B n gp.) vnm K OCHOBHbIM bpakumam
komnnemeHTa. Haubonee wn3BeCcTHbIM M U3ydYeHHbIM aBngeTca C3-HedpuTudeckui
daktop (C3NeF), npeacraBnstowmn cobon aytoaHtuteno (lgG) k C3-koHBepTase
(C3bBb) anbTepHaTMBHOrO MyTM akTMBauuwm  komnnemeHTa. [lpucoeguHeHne

aytoaHTuTena k C3-koHBepTasze pJenaet ee 6onee ycTOMYMBOW K [OENCTBUIO
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perynatopHbix npotenHoB (CFH, daktop |, CFHR 1-5), yto npoanesaeTt Bpems ee
LUMPKYNALUUK B KPOBU.

Wtorom Heperynupyemon pestenbHocTn C3-KoHBepTasbl HABMASETCH aKTuBauus
KOMMeMeHTa C nocTeneHHbiM uctoweHneM nyrna C3-dpakumm n CHWXKEeHneM ee
KOHUeHTpauumm B nna3me kposu. C3NeF obHapyxuBaeTcsa y 86% nauneHTtoB ¢ BN ny
49% 60nbHbIX ¢ C3-NO3NTUBHBLIM FFIOMepPYNoHePUTOM, OAHAKO He Y BCeX BOMbHbIX 3TO
coyeTaeTcs co cHmkeHneM C3-chpakuumn KOMMIEMeHTa, YTO roOBOPUT O CyLLLECTBOBaHUN
APYrux perynatopHbiX MexaHu3MoB B opraHusme, npotusogencteyowmx C3NeF. C
HanuuMem gucperynaumm anbTepHaTMBHOMO MyTW akTMBauuum komnnemeHta npu bl
CBA3bIBAOT ABa COCTOSAHMS, YacTO aCCoOLMUPYHOLLMXCS € 9TuM 3abonesaHnem. NMepsoe -
npencraBneHo npuodpeTeHHom YactTuyHou nunoguctpodpumen (acquired partial
lipodystrophy), KnMHUWYECcKn XapakTepusylowencss MoCTeneHHoON (B TEYEeHUU MHOruX
neT), CAMMETPUYHOMN NOTEPEN NOOKOXHO-XXMPOBOW KNeTyaTkn B «LedanokayganbHOM»
HanpaBfeHun, HaYMHasa C nuua, Wwewn, pyk, rpyaHon KneTtku. Ha 3aBepLuatowen craguu
MOXET BOBIEKaTbCA MOAKOXHO-KMPOBAs KneTdyaTka HMXKHUX KOHeyHocTeu. [NonaratoT,
yto C3NeF BbI3bIBaeT akTMBauul KOMMMEMEHTA Ha KMAETOYHOW MOBEPXHOCTU
agunouMToB, 4YTO nNpuBOAMT K MX rmbenu yepe3 anonto3. BTopoe cocTosiHue
xapaktepusyeTca obpasoBaHMem GenoBaTo-XenTbiX «Apy3» (6nswek) B NUrMeHTHOW
obonoyke ceTyaTku rnasa. BusyanbHasa kapTuHa rnasHoro gHa v KNMHUYECKoe TeYeHue
aHarnormyHo BO3pacTHOW MakynspHon anctpodum cetyaTku. Cuntaetcs, 4To BeayLUmMM
naToreHeTUYeCKUM MEeXaHW3MOM [aHHOro npolecca SBMsSeTCs HapylleHue MeCTHOW
perynaTtopHoOM  akTUBHOCTM  paktopa «H». [lpn 9nNeKTpoHHOM  MWKPOCKOMNUU
ayTONCUMHOrO Martepvana (cetyaTkM rnasa) BbIABNAOTCA 3NEKTPOHHO-MMOTHbIE
aeno3nTtbl BAonb 6asanbHbiX MeMbpaH kanunnsapos ceTyaton obonoyku. Benepcreue
xopuonganbHoOW HeoBacKynapusauum, pasBMBaIOLLENCH CO BpPEMEHeM, OTMevaeTcs
nocTeneHHasi NoTeps 3peHus.

MpuunHa ToOro dakra, 4T0 B oOfHOM crnyvyae C3-NO3UTMBHOM TrrioMepynonaTum
dopmupyetca mopcdonorudeckasa kaptuHa MBIMMH | wnm Il Tmna, a B gpyrom —
BoiaBnsetca bll[, octaetca HeBbIACHEHHOW. [lo-BMOAMMOMY, WMeeT 3HayeHue
reTeporeHHOCTb FeHEeTUYECKUX MyTauuih, MepBOHavanbHas nokanu3auus npouecca,
CTeneHb akTMBauMM CUCTEMbl KOMMMeMeHTa. AKTMBaUMS anbTEPHATMBHOIO MNyTw
KOMMfeMeHTa, Kak roBOpWUIIOCb Bblle, MOXeT ObITb 3a4elCTBOBaHa W B Criyyasx
NepPBUYHOrO MMMYHOKOMIMIIEKCHOIO MexaHu3Ma MoBpexaeHus, ocobeHHo Toraa, koraa
OCHOBHOMY NaTONOrm4yeckomMy npoLueccy CONyTCTBYeT reHeTU4Yeckur nonmmopdunam

reHoB perynatopHbix npotenHoB (CFH, CFl). Mpn MOHOKNOHanNbHbIX ramMMmanaTtusax, npu
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KOTOpPbIX 00bIYHO hopMUpyeTCa UMMYHOrNoGynunH-no3nTueHeln MBIMITH (gna koToporo
XapaKTepeH KnacCMYeCKNin NyTb akTUBALMN KOMMNEMEHTA), HeAaBHO OblN OTKPbLIT MHON
nyTe naTtoreHesa. Okasanocb, 4YTO MOHOKMOHAmNbHbLIA WUMMYHOrNOBYNMH MOXeT
AencTBoBaTb Kak aHTUTeno K daktopy H 1 K ApyrMM perynsaTopHbIM MpOTENHaM,
NPMBOAS K AMUCPErynaunmn anbTepHATUBHOIO NyTWM KOMMMEMEHTa U K (hOpMUPOBAHMIO
C3-no3uTtnsBHOM rnomepyrionaTuu.

OTnonorna  MmMmyHornobynmH- un  C3-HeratutuBHoro MBINTH  3aknovaeTcs B
NEePBMYHOM  MOPaXeHuu 3HOOTEenMoumToB  (TpoMBOoTMYeckas  MUKpOaHrmonaTus,
CYHAOPOM 310Ka4YeCTBEHHOW rMNepTeH3un 1 Ap.), 3a KOTOopbIM crefyeT penapaTuBHas
a3a B opme nponudepaTuBHbIX MU3MEHEHUN B KINyOOYKe, MAEHTUPULMPYEMbIX
ceetoonTuyeckn, kak MBIITH. pn aneKTpOHHOM MUKPOCKOMUW B 3TUX CrlydasXx He
BbIABNATCA ONIEKTPOHHOMNMOTHbIE Oeno3nTbl, a CcregoBaTeribHO, YCTaHOBUTb TWM
MBITH He npeacTaBnsaeTca BO3MOXHbIM (puc. 1, Tabn. 4).

Tabnuua 4 MNpuumHbl UMMyHOrNo6ynuH n Cz-komnnemeHT HeratnsHoro MBIMTH

*TpomMbOTMYECKan TpOMOOLIMTONEHNYECKas
nypnypa

* aTunn4HbIn NYC, accoumMmpoBaHHbIN € Hapy-
LUEHUAMU B CUCTEME perynsaumm KomnnemeHTa
* aHTUOOCHONUNNLHBIA CUHAPOM

* NNeKkapCTBeHHble TPOMBOTUYECKNE MUKPOAH-
rmonaTum

* He(pponaTus nocne TpaHcnIaHTaLumMm KrneTok
KOCTHOro Mo3sra

* pagnaLmOoHHbIN HepuT

* CMHAPOM 3110Ka4eCTBEHHOM rmnepTeH3um

* neduumT a-1-aHTUTPUNCUHa

* cepnoBngHO-KI1ETOYHaA aHEMUA

MopdonaTtoreHe3 C3-HeraTMBHOM rnomepyrnonatum npu 6onblUMHCTBE 3aboneBaHun,
nepeymncrieHHbIX B Tabn. 4, CBOANTCS K NOBPEXOEHMI0 9HOO0TENMOUUTOB B OCTpon dase,
4yTO nposiBNsieTca wux HabyxaHuem, pasBMBaeTCs Me3aHrmonuauc, obpasytTcs
pubpuHoBbIE TPOMOLI B Kanunnspax knyboykax. OcTpyto a3y NoOBpeXAeHUss CMeHsSIET
penapaTtuBHas ¢asa, XxapakTepusyloLlanacsd OTBETHOMN peaKkumen pesnaeHTHbIX KIeToK
knybouka. [lMpoucxoguTt yBenuYeHWe Me3aHrManbHOro MmaTpukca M nponudepaums
Me3aHrnanbHbiX KMeToK, MOSBMAKTCSA [OBYXKOHTYpHble 6asanbHble MembpaHbl

Kanunnspos, T.e. opMmupyeTca mopdosiornyeckas kaptuHa MBIMTH.
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B peokux cnyyasix reHeTM4eckon aHoManuu — geduumrta a-1-aHTUTPUNCUHA, B NeYeHU
CUHTE3MpYeTCA MyTaHTHbIM NpoTeMH Z, KOTOpbiM nonagass B NoMepynbl C
LUPKYNPYIOLLEN KPOBLIO, MONMMUPU3NPYETCA M OTKNaabiBaeTca cybangoTennasnbHo.
[enosntbl Z-npoTenHa ABNATCS NPUYMHOM OTBETHOM pPeakunn pPe3vAeHTHbIX KNeTok
knybodka, KoOTOpas Ha 3aBepLialowleM 3Tane npuBoauT K  opmMupoBaHuto
mMopdonorudeckon kaptuHbl MBITH npu cBeTOBOWM MUKPOCKONWUWU. YTOYHUTL OUarHo3
MOXHO  MpY  MMMYHOMIIOOPECLEHUMN C  WUCNOMb30OBaHMEM  cneumduyeckmnx
aHTUCbIBOPOTOK K Z-MPOTENHY.

Paspen 5. JleyeHne nauonarnyeckoro MBINrH
PekomeHngauusa 5.1. Npu pelieHnn Bonpoca 0 xapakrepe natoreHeTU4ecKon Tepanmm ngmonaTtmuyeckoro
MBMNMH HeobxoaMmo npuHUMaTb BO BHWMaHWE BedyLUN  KIUMHWYECKUA CUHAOPOM U [aHHble
Mopdonornyeckoro uccnegosaHuns 6uontatos noyku (NG).
PekomeHgauusa 5.2. immyHocynpeccusHas Tepanus npu nguonatmdeckom MBITH nokasaHa Tonbko B
cnyyasx ¢ HepPOTUYECKMM CUHAPOMOM, MPU MEANEHHO NMPOrpecCcupyroLeM, HO HEYKIIOHHOM MageHuu
YHKUMM  MOYeK, HEeCMOTps Ha NpoBOAMMYI0  HedpOMPOTEKTMBHYK  Tepanuio, wnu  npwu
ObIcTponporpeccupyroLem HepputTnieckom cuHgpome (2D).
PekomeHgauma 5.3. Hanbonee onTMManbHOM CXEMOW MMMYHOCYMNPECCMBHOM Tepanun namnaTmyeckoro
MBIMNIMH npun HedpoTUYeckOoM cUHAPOME WNU NpU MeANeHHO MporpeccupyoleM nageHun yHKUUm
noyek siIBNSIeTCA NpuMeHeHue umknodgochammaa (2-2,5 mr/kr/cyt) nnu mukogeHonata mocdpetuna (1,5-2
r/cyT) B codeTaHuu C npeaHusonoHoM (40 mr/cyT) no anbTepHupyowen cxeme. MNpoaomknTensHOCTb
Tepanum JoJPKHa COCTaBnATb He MeHee 6 mec (2D).
PekomeHpgauua 5.4. lpu wuguonatmyeckom MBITH ¢ GbicTponporpeccupyowmm HedpUTUHECKUM
CUHAPOMOM MoOKa3aH nnasMadgepes (no 3 n nnasmbl 3a ceaHc 3 pasa B Hedenw), nyrnbc-tepanus
meTunnpegHmsonoHom (0,5-1,0 r/cyT 3 gHA) U ganee noaaepXxuBarowas MMMYHOCYNPeCCUMBHasi Tepanus
no cxeme (cM. pek. 5.3) (2D).

KommeHTapum

B oOTHOWEeHUM TaKTUKN nevyeHus VIMMyHOFJ'IO6yJ'IVIH-I'IO3I/ITVIBHOFO namonaTn4eckoro
MBIMTH B HacTosdwee BpeMsi HET €OMHOM TOYKM 3peHus. [pu pelleHnn Bornpoca o
Xapaktepe natoreHeTudeckonm Tepanuu wunguonaTtudeckoro MBIMH Heobxoammo
npuHAMaTb BO BHUMaHuMe KINMMHNYECKNI BapnaHT Te4YeHunqa bonesHu (Beﬂ,yLLl,VII7I
KNMUHUYECKMA CUHOPOM) M AaHHble MOPMONOrm4yeckoro uccrnegoBaHus GuonTtaToB
NnoYkn. Ecnn B KNUHMYECKOM KapTUHE AOMUHUPYET U30SIMPOBAHHLIN MOYEBOW CUHAPOM
(MMC) wnu cumHOpPOM peunavBupylollen MakporemaTypum TO OrpaHUYmMBaloTCA
peHonpoTekTnsHon Tepanuen (MAM®, AT{ — aHTaroHWCTbl, CTaTWHbI, AueTa) u
cTpemMaTca K nonHou Hopmanusaumm AL (He Bbiwe 130/80 mm pT. cT.). Ecrm y
BonbHOro oTMeyvaeTcsa cybHedpoTnyeckas npotenHypus (MeHee 3,5 r/CyT) U CHUXeHune

dyHKUMM nodek 0o yposHsA XbBI1 3 — 4 cT1., a npu mMoponorndeckom uccnenoBaHum
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BbIIBNAETCHA BbIPaXeHHbIA TyOYyno-MHTEpPCTUUMAnbHbIN CKNepo3, TO AOMNOSMHUTENBHO
MOryT OblTb HasHayeHbl acnupuH (975 mr/geHb) v gunupugamon (325 Mr/aeHb)
(mokasatenbHaa 6a3a 3(P(EKTUBHOCTM TakoW Tepanum oTcyTcTByeT). B cnydasax
HepOTMYECKOrO CUHOPOMa M NPOrPECCUPYIOLLEro  YXYALEeHUs (YHKUMM  MOYeEK,
NPUMEHSAT KOMBUHaUMo umknodochamuaa (2-2,5 Mr/kr B CyTKn) nnm mukodpeHonarta
modpetuna (1,5-2 r/cyT) B coyeTaHuuM C HU3KUMMK Jo3amMu npegHusorioHa (40 mr/cyT)
nyylle no anbTepHUpYLLEen cxeme B TedyeHue 6 mecsues (pekomeHgaumm KDIGO).
Mpn BIMNHC ¢ Hanuuvem nonynyHun 6onee yYem B 50% kNybOYKOB pekomeHOyeTcH
nnasmadyepes, nynbc-Tepanvs MeTUnnpegHn3onoHOM C NOCneayoLWwmMM nepoparbHbIM
npveMoM umknodgocdammaga B coYeTaHUW C MPegHU3ONIOHOM (CXeMy CM. Bbile).
MoguyepkHeM, 4TO NpuM BCeX KIMHUYECKUX BapuaHTax TedeHus MBIIH Bcerga
NPOBOAATCH MEPONPUATUSA MO PEHONPOTEKLNN.

Paspen 6. JleyueHune BTopuyHoro MBIIMH

PekomeHngauma 6.1. NMpu BTOpUYHbLIX hopmax MBIITH OCHOBHbIM HanpaBreHUEM B NieYeHUn sBNsieTcs
Tepanusa OCHOBHOro 3abonesaHus (Tabn.3, 4) (1A).
PekomeHgauma 6.2. NMpumeHeHne nmMyHocynpeccum npu BTOpUYHbIX ¢dopmax MBIITH pgonyckaetcsa

TONBKO B Cry4vasix ¢ GbICTpONporpeccnpyowmm Hedoputu4eckum cuHgpomom (2B).

KommeHTapun.

Mpn MMmmyHorno6ynunH-nosntusHom MBITH, npexae Bcero, He06x0ANMMO YCTaHOBUTH
WNN UCKMIOYUTb BTOPUYHYKO MpUYMHY 3aboneBaHusa (Tabn. 3, 4). [pn BTOPUYHBLIX
dopmax MBIIH rnaBHbIM YCNOBMEM OCTaeTCHA fevYeHne OCHOBHOro 3aboneBaHus.
OcobeHHo aTo kacaeTtcs uHdekumn. Mpn HCV accouumnposarHHom MBITH ¢ XBIMT 1 1 2
CT. BHE 3aBMCUMOCTM OT nartoreHe3a  (HEKPUOrNOOYNMUHEMUYECKUA UMK
KprornobynmHeMmnyYeckuin BapuaHTbl) NEPBON NMHMEN Tepanuu ABRSETCS NPUMEHEHME
NernMpoBaHHOro MHTepdepoHa anbga u pubaBupuHa B OObIYHBIX 4O3aX C Y4E€TOM
reHotuna supyca. lNMpn XBI1 3, 4 1 5 CcT. (BHE 3aBMCMMOCTM OT AWANU3HOW Tepanuu)
peKkoMeHayeTCs: nerunupoBaHHble MHTepdepoH anbda 2a: 135 Mkr nogkoxHo 1 pas B
Hegen nnn nHtepdepoH anbda 2b: 1 MKr/kr nogkoxxHo 1 pas B Hegento. CornacHo
nocnegHum  pekomeHgaumsam  KDIGO  pubasBvpuH cnegyeT  MUCNONb3oBaTb C
OCTOPOXHOCTbIO Npu CK®D < 50 mn/mun/1,73 M? (Tabn. 5).

Mpn  kpnornobynuHemudeckom BapuaHte MBIIH, KoTopbIn  pPE3NCTEHTEH K
NPUMEHEHNIO aHTUBMPYCHbIX NpenapaToB UNN NPOTEKAET C BblpaXXeHHbIMY NpU3HaKkamMm
KpnornobynuHemmnyeckoro  Backynuta  (Koxa, nerkve,  rnomepynoHedput C
nonynyHnamn)  npenapatom  Bblbopa  sBndetcs  puTykcumab  (aHTn-CD-20

MOHOKIIOHaribHoe aHTVITeJ'IO), npuMEeHeHne KOToporo npuneBoanT K NCTOLLEHUIO Mnyna B-
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nMMAOUNTOB, NPOAYLMPYIOLLMX KPUOrnobynuHel (375 Mr/m? 1 pa3 B HeJen B TeYyeHue

4-X Hepenb).

Tabnuua 5. JleyeHune nHdekumm BnpycHoro renatnta C B COOTBETCTBMM CO CTaanAMMU
XBIM (KDIGO)

Cragust XBIM WHTepdepor® Pn6aBvpuH®
1n2 MernnupoBaHHbin MOHa -2a: 800—-1200 mr/geHb pasgerieHHble
180 MKr n/k exxeHeaenbHO Ha aBe 003bl

MernnupoBaHHbii MPHa -2b: 1,5
MKI/KI /K exxeHeaenbHo

3n4d MernnupoBaHHbin MOHa -2a:
135 MKr n/k exxeHeaenbHO
MernnuposaHHbin UOHa -2b: 1
MKI/KI /K exxeHeaensHo *

5 MernnupoBaHHbin MOHa -2a:
135 MKr n/K exxeHeensHoO
MernnuposaHHbin UOHa -2b: 1
MKI/KI /K exxeHeaensHo *

pCK® — pacuyeTHasa ckopocTb knyboukoson gpunbpaumm, UOH - nHtepdepoH; n/k — NoAKOXHO.

a — MauwmeHTbl ¢ reHoTUNamm 1 1 4 QOMXKHbI Nonyyatb Tepanuio MPH B TedeHne 48 Hegernb, ecriv paHHUIA
BMPYCHbIV/ BUPYCOMNOIMYECKMIN OTBET AOCTUIHYT B TeyeHne 12 Hegenb (CHMXeHue TuTpa Bupyca >2 log).
"eHOTUNBI 2 1 3 JOMKHBI NoNyYaTb Tepanuio B TedeHne 24 Hepenb

© — MNauneHTbl ¢ reHoTUNamm 2 n 3 gormkHbl nonyyate 800 mr/geHb Ha ctagmsix 1 n 2 XBI1.
MHduumpoBaHHble NaumeHTbl ¢ reHotunamu 1 u 4 gormkHbl nonydate 1000 — 1200 Mr/geHb Ha ctagusx 1
n 2 XBI1

* Co BpemeHu nybnukaumm pykosogctea KDIGO no renatuty C y 60nbHbix XBI1, MHCTpyKUMS Mo
NPUMEHEHNIO NeKapCTBEHHOro npenapaTta u3MeHunach 1 Tenepb paspeLuaeTcd
O[lHOBpPEMeEHHOE/COBMeCTHOe npumMeHeHne pnbasupuHa y nauneHtos ¢ XbBIl1 3-5 ctaguin ecnu no6oyHble
apbdekTbl BbipaxXeHbl MUMHUMAarbHO 1 NoAAalTCca koppekumun. [Npu knnupeHce (kpeaTuHuHa) <50 mn/mMuH
pekoMeHayeTCs1 OCTOPOXHOCTb, YTO MOXeT NoTpeboBaTh CyLLLECTBEHHOrO CHWXeHUs 403bl. IHdopmauus
0 Mogudpmkaumm 0O3bl U3NOXEHa B MHCTPYKLMU MO NPUMEHEHWIO nNpenapara.

MeHee adhdekTUBHON anbTepHATMBOM B 3TUX Criyvasix siBnsieTca nnasmadepes (3 n
nnasmbl 3 pasa B Hegenw, 2-3 Hegenu) B coyveTaHUM C  Nyrnbc-Tepanven
meTunnpegHmaonoHom (0,5 — 1 r/cyt 3 gHSA), npegHusonoHom (1 -1,5 mr/kr B geHb) u
uunknodochammgom (2 Mr/kr B oeHb) B TedeHue 2 — 4 mec. [1o3bl NnpenapaTtoB cnegyet
COOTHOCUTL CO  3HadeHusmn CK®. Tlpu  HekpuornobynmHemnyeckom HCV-
accouumpoBaHHom MBII'H oT wuMMyHocynpeccun cnegyeT Bo3gepxaTbCsd, 3a
ncknwoyeHnem cnyvaes ¢ BIMNHC wn Hanuumem nonynyHun B knyboukax. [pu
GakTepmanbHblX  MHEKUMAX (Hanpumep, npuM  UHMEKLMOHHOM  3HOOKapauTe)
nMmyHocynpeccus He pekomeHayeTca (pekomeHgauun KDIGO). TlMpu  ocTtanbHbIX
3aboneBaHusaX, NepeyvncrieHHblx B Tabn. 3 n ABNSAKOWMXCA NPUYUHOM BTOPUYHOIO
MBIIMH, npoBoaAT NeyeHMe OCHOBHOW BONE3HMN.

Mpn nmmyHornobynuH-HeraTnBHbIX BapnaHtax MBINTH neyeHne HasHavaeTcs Takke C
y4eTOM [aHHbIX O nartoreHese 3aboneBaHus. [Mpyn C3-No3nTUBHOW rromepyronaTuu,
00yCcnoBneHHON MyTauusMn reHOB PEerynaTopHbIX (PakTOpOB CUCTEMbl KOMMMEMEHTa

(H, I) nokasaHbl MH(pY3UN CBEXE3AMOPOXKEHHOMW OOHOPCKOW MNiasMbl KPOBWU (OOHATOP
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HaTMBHbIX pakTopoB). Ecnn npuynHon C3-NO3MTMBHOW rromepynonaTtumn SABMASOTCA
aytoaHtuTena k C3-koHeepTase (C3NeF), perynaropHeim daktopam H, | u gp., 10
neveHue uenecoobpasHo HauynHaTb C Nnasmacdpepesa (B pexumme nnasmaobmeHa u C
MCnonb3oBaHMEM 3aMeLLalolero pactTsopa B Buae JOHOPCKOW nnasmbl U anbbymuHa).
Hanee, kak npaBuno, nokasaHbl [MOKOKOPTUKOMALI UM pUTykcumad (6nokupytoT
BblpaboTky aytoaHTuten). B nocnegHee Bpemsi nosiBUNMCb paboTbl O BbICOKOM
9(ppeKTUBHOCTN Mpu reHeTuyeckux BapumaHtax C3-No3MTMBHOW rrnomepynonaTuu
aKynuaymaba, npegcrasnsowiero cobon MoOHOKMoHanbHoe aHTuTeno Kk C5- dpakuuu
komnnemeHta (6nokupyet ob6pasoBaHne MAK). Kak wn3BecTHO, 3Kynuaymab
N3Ha4vanbHO GbiN NPeasioXeH ANs neYyeHns NapokcnamarbHOW HOYHOW reMornoduHypum
n artunudHoro [YC. Tllpu pgpyrux natoreHetTnyeckux BapuaHtax C3-HeraTuBHOM
rmomepynonatumM  TakTUka TepanuuM  3aBUCUT U OnNpegenseTtcs  OCHOBHbIM
3abonesaHuem.
Paspgen 7. NMporHo3 MBINIMH

PekomeHpgauusa 7.1. lpu onpepeneHun nporHo3a MBIMTH HeobxoouMMoO npuHUMaTL BO BHUMAaHWE

KnuHmnyeckue, nabopatopHsie 1 mopdonornyeckue aktopsl (tabn.6) (2C).

KommeHTapum

Onpegenute TOYHO MPOrHO3 B OTHOWweHun passutna MBITH 3aTpyaHuTensHo,
MOCKOSbKY 3a nocregHne rogbl U3MEHUNUCb NpeacTaBreHna O naToreHese OONesHw,
4YTO [eriaeT HEeBO3MOXHbIM WCMOMb30BaHUE «UCTOPUYECKOro KOHTponda». 10-neTHas
noyeyHast BbPKMBAEMOCTb AN MMMyHornobynmH-nosntueHoro MBIMNTH, no-sugmvmomy,
coctaBngaeT 50-60% u 3aBUCUMT OT MHOrMx pakTopoB (Tabn.6), rmaBHbIM U3 KOTOPbIX
aBnaeTca popmupoBaHme nonynyHun Gonee Yyem B 50% Krny6o4koB.

Mpn C3-rnomepynonatum 10-neTHAA nodeyvHas BbbkMBaemocTb coctasnseT 30-50%
(npn  reHeTMyeckux BapuaHTax — 6Gonee Hu3kas). Yactota BO3BpaTHOrO
rmomepynoHecdputa B TpaHcnnaHtate npu MMMyHOrnobynuH-nosmtmeHom MBITH
konebnetca B npegenax 18-50% (NporHoCTU4eckn HebnaronpuATHbIM NPEeaUKTOPOM
agnaetca HLA rannotun B8DR3). BbirkmBaemocTb TpaHcnnaHTata MoxeT 6biTb
ynyyweHa nytem gobaBneHus K MMMYHOCYNPEeCCUBHOW Tepanuu umknodocdammuaa.
Mpwn Bl yactota Bo3spaTHOro rnomepyrioHedputa cocrasnseT oT 67 4o 100%.

Ecnu npuumHon Bl asnsetca myTtauma reHa ¢paktopa H nokasaHbl nnasmacdepes u

NHAY3UN CBEXE3aMOPOXKEHHON Na3mbl 40 M NOCcre onepauumn TpaHcniaHTaumMm noYku.
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Tabn. 6. MNpeagnkTopbl HEGAroNPUATHOrO NPOrHO3a B OTHOLLEHMW MOYEYHOM

BbPKMBAEMOCTU NP1 MMMYHOrnobynuH-nosntueHom MBINTH

KnuHunyeckue

oBycnoBneHHom

JlabopaTopHble

* MYXXCKOM Nos

* He(PpPOTMYECKMI CUHOPOM

* apTepuanbHas rmnepTeH3us

* MakporemaTypus

* OTCYTCTBME CMOHTaHHOW UMM MeaNKaMeHTO3HO

KITMHUYECKON peMuccnn B TeHeHmne oonesHun

nebrote bonesHu
Mopdonoruyeckue

* HU3KMIM ypoBeHb Hb
* NOBbILIEHWE KpeaTUHNHa n/mnn cHmxkeHne CK® B

CpaBHEHUIO C (poKanbHO-

(noBynsipHbIV BAapnaHT)

N3MeHeHunsa

* anddysHoe yaBoeHne 6asanbHbix MeMBpaH no

cerMeHTapHbIM
* nonynyHusa 6onee 4yem B 20% knyb6o4koB
* BblpaXkeHHas Me3aHrnanosHasa nponudepawums

* Me3aHrmanbHble Oeno3nTbl N CKIepo3
* Bblpa>keHHble Ty6yJ'IO- MHTEpPCTUUManbHble
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