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Ha 4To cTOUT 06paTuUTh BHMMaHMe y nauneHTac C3-rnomepysionatnen?
Image

Ha 4TO CTOMT OOpPaTUTL BHUMAHUE Yy
naumeHTac C3-rnomepynonatuen?

C3IM — penkoe 3abosieBaHME NOYEK, KOTOPOE XapaKTepusyeTcs BOCNaANTENbHbIMU
npoueccamMu C HeonpeaeneHHon aTmonornen. OTMe4aeTCs ero Cepbe3HbIi MPOrHO3 U
MenJieHHOE, HO MHOrAa OCTPOoe MPOorpeccMpoBaHne, YTO 03HAYAET PUCK TAXKESION NoYeYHOoM
HeanoCTaTOYHOCTU. HxKe npeacTaBieHa HgopMauuns o 3aboneBaHnmn, ero
3TUonaToreHese N BepuUKaLnumn AnarHosa Yepes COBpeMeHHbIe MeToabl
MOPdOSIOrNYeCcKol ANAarHOCTUKN, @ TaKXXe asiropuTM Tepanun 1 anphepeHLUnpoBaHHbIN
NPOrHo3 AJs nauMeHTa.



lMoxanyvcrta, HAaXXMUTE Ha MHTEPECYIIOLUN Bac pasaes, 4Tobbl ero OTKPbITh.

C3-rn0MepynonaTm|: KJso4yeBbleé MOMEeHTbI, dNuaeMmumoJsioruma,
natToreHes N KOMMJieMeéHTapHble aCneKTbl



C3-rnomepynonaTtusa (C3IM) npeactasnsaeT cobon xpoHmnyeckoe peagkoe 3abonesaHue
MoYyeK, XxapakTepun3yloleecs HapyLeHNeEM CUCTEMbI KOMIMJIEMEHTA U OT/I0XKEHUEM
dpakumm C3 B buonTaTe NoYe4yHOW TKaHN. DTO COCTOSAHME BKJIOYaeT ABa nogTuna:
B6onesHb NAoTHLIX geno3uTos (bMNA) n C3-rnomepynoHedpuT (C3MH), pasnmnyatowmecs no
noKanusauum otnoxeHnn C3b, obHapyxnBaeMbiX Mpu 3J1EKTPOHHON MUKPOCKOMMUN.

Image

MwupoBas pacnpocTtpaHeHHoCTb C3IT1 cocTaBnsaeT
2-3 cny4yas Ha MAJIJIUOH.

Image

NMoka3aTenn pacnpoCTpaHEHHOCTU BapbUpYyOTCS
oT 5 cnyyaeB Ha MmunnauoH B CLUA.



Image

[Jo 140 cny4yaeB Ha MunasiMoH B EBpone
(Hanpumep, Ha Kunpe?).

Image
He oTMe4aeTcs 3Ha4YUMbIX pa3siniyuin B YacToTe

3aboneBaemocTun Mexay My>X4YuMHaMum 1 )KeHLIJ,VIHaMMl'z.

Perymlu,ml AJIbTEPHATUBHOIO NyTU aKTUuBauum KoMnJieMeHTa

Perynaumsa anbTepHaTUBHOIO NyTU aKTMBaLMM KOMMNJIEMEHTA 3aHUMaeT KYeBOe MeCTOB
natoreHese C3ITl. bonee 90% cny4yaes CBsA3aHbl C MaTOJIOrMen ero MexaHnsMa L4eENCTBUSA B
XNOKON ha3e 1 rMKOKaJIMKCe, MOKPbIBAOLEM MOopbl SHAOTENNSA KTy604YKOB. 3T



HapyLleHna MOryT NMPUBECTUN K YCTOMYMBOM aKTUBaALLMM KOMNOHeHTa C3 1 OT/N0>XKeHuIo
C3b B 6a3anbLHOM MmeMmbpaHe. ®akTop B cnocobcTeyeT chopmupoBaHmio C3-KoHBEpPTa3bl
N, B KOHEeYHOM utore, C5-koHBepTa3bl. AKTMBALMNA KOMMJIEMEHTa NopoXxaaeT ABa MOLLHbIX
aHadmnaTokcuHa: C3a n C5a’.

DTN KOMMNOHEHTHLI 061a4al0T WNPOKMM CNEKTPOM (hU3NONOTMHECKUX BO3AENCTBUIN, CXOXKUX
C TEMU, KOTOPbIE PEaN3YIOTCA NPU a/lJIEPrnYecKon peakumum HemepJsieHHoro Tuna. Yacrto
npuynHon C3IT ABASOTCA MOHOKJ/IOHAIbHbIE FraMManaTuu.

Cxema 1. C-Hedputmyeckme daktopbl'’.
Image

Hedputnueckun dakrop (C3NeF), ctabununsunpysa C3-KkoHBepTasy, yCUaMBaeT NpoTeosn3
Monekynbl C3 anbTEPHAaTUBHOIO NMyTN KOMMsieMeHTa. Mpn pU3nonornyeckmnx yCcaoBuax
KoHBepTa3a C3 pa3snaraet monekyny C3 Ha C3a n C3b. Korga C3NeF cBsa3biBaeTcsa ¢ C3-
KOHBEpPTa30mn, OH NpenATCTBYeT ee guccoumaumu, npoasieBas ee akTUBHOCTb U
yBennumnsas npoteonus C3c nocieayowmm genoHnposaHnem C3b’.

C3IH v BNA: puddepeHumanbHas AMAarHOCTUKA U KJll0O4YeBble
nokKasaTeJim KJIMHU4YeCKMUX NPOosABJIEHUN



KnuHuko-nartonorunyeckue nposABJI€EHUA:

C3I'H xapakTepusyeTca bosiee Bbipa>K€HHbIMU NOPaXKeHUSIMN COCy 0B U
FMMCTONIOMMYECKUMIN NPU3HAKaMN XPOHNYECKUX COCTOSHUN, TaKUX KaK rJIoMepylIoCKIepos n
MHTepCTUUnanbHbIn hnbpo3s. B cnyyae Bl BeposaTHee obHapyXeHmne NoaysTyHHbIX
obpa3oBaHun’.

bnpa:

Image

e Me3aHrunasbHble K BHYyTpUMeMbpaHHbIe, MPOTSAXKEHHbIE, 3IeKTPOHHOMIOTHbIE,
0CMOUbHbIE OTNIOXEHNA® %,
e Habnopaetcs y 33% naumneHTtos ¢ C3IM°.



C3rIH:

Image

e Me3aHrunanbHble, cybaHaoTenmanbHble, cybanntennanbHble un (Mnn)
BHYTPUMEMBpaHHbIe OTN0XeHNa® °.

* YAbTPaCcTPYKTYpasibHble XapaKTEPUCTUKN MeHee BblparkeHbl®.

» Habnopaetcsa y 66% naumneHTos ¢ C3IM*.

OunddepeHumansHaa puarHoctuka b v C3rH

Tabnvua 1. OuddepeHunansHas anarHoctrka 6O v C3rHY.
Image

NMMMmyHodnoopecueHTHaA 6uoncua Kak K4 K guarHosy C3rn



OnarHocTtuka C3IT 6a3mpyeTcsa Ha BCECTOPOHHEN OLEHKEe AaHHbIX, MOJYYEHHbIX Npwn
broncmm NovYeyHom TKaHW, BKJIOYAA KIIMHUYECKNE, CEPOJSIOrNYecKme N reHeTnyeckme
nokasaTtenun''. OHa MOXeT 6bITb OCYLLECTB/IEHa NMPU HAJIMYUN MOCTOAHHON NPOTENHYPUN >
500 Mr/cyTKu, CHUXEHHON CK® n/unm HeobbACHUMON rMNEPTEH3MN U reMaTypun’.

OCHOBHbIE€ NOKa3aHUA K BbINOJIHEHUIO Buoncum noukn'®:
Image

CTonkKas NpoTenHypusa u (nnm) remaTypus nocse NCKIKYEeHUs APYrnx NpuYmH
HepPUTNYECKOro CUHOPOMA (OCTPbIN, BLICTPONPOrPECCUPYIOLLNN, XPOHUYECKNN).

Image

HedpoTnyecknin cmHaopom.



Image

CHmxeHne CK® HeobbsACHMMOE Mpu KJIMHUYECKOM UccnenoBaHum (oCcTpoe nam
XPOHMYEecKoe).

Image

YTO4YHEHME XapaKTepa NoparKeHUsa NoYek nNpu CUCTEMHbIX 3aboneBaHnsax (MHOXKeCTBEHHas
Muesnoma, AL-amunonnos, AA-amnnonaos, CUCTEMHasa KpacHasd BoN14YaHKa,
AHTUPOCHONMNNUOHBLIA CUHAPOM, CACTEMHbIA BaCKy/UT 1 Ap.).

Mo pe3ynbTaTam bBuoncmm novyek MoryT BbITb NPOBEAEHbI CBETOBAS MUKPOCKOMNS,
nMmmMmyHodroopecueHTHas Mukpockonus (MPA) n anekTpoHHaa Mnkpockonus. Hanbonee
MoKa3aTesIbHOW C TOYKWN 3peHUSA NOATBEPXKAEHNS AMArHO3a MOXKET CAYXUTb Bbroncmsa ¢
NOA.

Image
CeeToBas MuKpockonusa'’

Image

» Pe3ynbTaTbl OT/INYaOTCS pa3HoobpasnemMm. CBeToBas MUKPOCKOMMUA He OT/IMYaeTcA
cneundUYHOCTBIO — 4YacTO HE NPeaCTaBAEeTCS BO3MOXHbIM CDOPMUPOBATL
OLHO3HAYHOE 3aKJlloYeHme.

e /iIMeloTCA Me3aHrManbHble U SHO0KAMUJISIPHbIE MPOANgepaTUBHbIE MOPaKeHUs, a
TaK>Xe MosyJiyHHble 1 MembpaHonponndepaTmBHbIe®.

NPA*

Image

* fpKoe oKpallnBaHMe KOMMOHeHTa KoMnseMeHTa C3 6onee Yem Ha ABa nNopsaka no
CpaBHEHUIo € NtobbIM APYrMM UMMYHHbBIM peareHToM.

dneKTpoHHas MUKpockonus'’

Image

® DJIEKTPOHHO-MJIOTHbIE OTJ/IOXKEHNSA B Me3aHrnm saob NbM.
e Heobxoaonma 3/1eKTPOHHAA MUKPOCKONNSA AN9 0AHO3HA4YHOro onpeaenenns brmg v
C3rH*.

Nyt K 3¢pchbekTUBHOMY nedeHmio nauymeHTa ¢ C3IN: crparermm m
Bbi30OBbl



LUenu Tepanuu C3I'T ABNAIOTCA MHOrorpaHHbIMM U BKJ1IO4YalOT B cebn:

* KOHTPOJIb BOCMANEHUS;
* COXpaHeHMe NoYevyHon PYHKLNN;
* NpenoTBpaLlEHNE NPOrPEeCcCMPOBAHNSA XPOHMUYECKOro 3ab60/1eBaHNSA MOYeEK.

OcHOBHble KpuTepuu 3¢pheKTUBHOCTM Tepanum raomepynonedpura’:

* NOJIHaA peMuccunsa: nporemHypusa < 300 Mr/cyT;

* YaCTUYHAs PEMUCCUSA: CHUXKEHNE CYTOYHON NpoTenHypum bonblie 4em Ha 50% oT
NCXOAHOIr0 YPOBHS UM CHUXXEHMe ee abCoNoTHOro 3HavyeHnsa meHee 3,5 r/cyT;

e peunamns: BHOBb BO3HUKLLAA NpoTenHypua 6onee 3,5 r/cyT nocse NosHOW peMuccum
MM HapacTaHMe nocjie YaCTU4YHOW peMuccun.

CxeMa 2. KpaTkuii anropuTtm niedenms C3IM, cornacHo KDIGO™ ¥ %,



Image

MepcnekTuBHblie MeToAbl siedeHuna C3IM m 6nokupoBaHMe akKTUBaALUMN
KOMMNJIeMeHTa

CywecTByeT HeoCTaToK 3h(peKTnBHbIX MeToaoB NedeHnsa C3IT1, 4To co3paeT
HEeBbINOJIHEHHYIO NoTpebHOCTb B 3TON obnacTu. MNpu TpaHCcAIaHTaLUmM MOYeK n
naasMoTepannm BbiICOKasi YaCToTa PeELMAMNBOB U OTTOPXXEHUN TPaHCMaHTaToB
npeacTaBaAlOT cepbe3Hyto Npobnemy. lencTeyoWME METOAbI JIEHEHUSA HE U3MEHSAIOT X0A4
3aboneBaHusA, NpencrTaBneHbl HecneunpuieckumMm NoAXooaMun, TaKUMN Kak
AHTUrMNepTEeH3UBHbIE NpernapaTbl U LWWMPOKUIN CNeKTP uMMyHozenpeccaHTos. CornacHo
AaHHbIM KJIMHNYEeCKMX nccnepgosaHum, C3INM nmeeT TeHOEHUMIO K MPOrpeccnpoBaHmnto n
AEMOHCTpUpyeT BapmabenbHbI OTBET Ha CUCTEMHYIO Tepanuio, BANSAIOLWYIO Ha
MMMYHOBOCMAa/INTENbHbIN NpoLecc.

OToenbHO CTOUT OTMEeTUTb, YHTO KOHCepBaTMBHaA Tepanua AeMOHCTpPUpyeT XyaLlive



NCXOAbl MO CPAaBHEHUIO C UMMYHOAENPECCAHTAMU: YIBOEHNE YPOBHA KpeaTUHUHA B
CbIBOPOTKE KPOBM WU NMOYeYHas HeJoCTaTO4HOCTL™.

K coxxaneHuto, npuMmeHeHne nHrnbutopos gpakuymm C5 He nokasano ybeanTenbHbIX
pe3ynbTaToB B UX 3(hHeKTUBHOCTU. BaxkHO 6/10KMpOBaTb aKTUBALUIO a/ilbTEPHATUBHOIO
MyTW KOMMJIEMEHTa — TO eCTb HeobxoanmMo Hanbosiee npokcMMasibHOoe genucTBue gnna
nopasJieHMA aMMIMPUKALMOHHOM NEeTJIU, B paMKaX KOTOPON peasinlyeTcs CUHTe3
dpakunm C3b — npuymHbl C3ITI. Tekywme pekoMeHgaumnm no e4eHnto onnmparTcsa Ha
3KCNepTHOe MHeHune. M103TOMY B AaHHbIN MOMeHT TpebyloTCa HOBble MeTOAbl IeYeHUs Ans
yCTpaHeHusa cuMnToMoB 3aboneBaHna U 3amMenneHuns nporpeccmposanmna C3IM. OgHUM 13
TakKuxX METOL40B MOXXeT bBbITb MaToreHeTU4Yeckas Tepanus, 610KMpytoWwas akTuBaLmio
KomnaemeHTa" > ',
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MporHo3s nauueHTa B 3aBUCUMMOCTMK OT Tuna C3I'M



I1porH03 U nNepcneKkTuBbl B yrnpaBJIeHUN Te4YeHUsa nauneHToB

Yale xapakTepHO MenJsieHHoe nporpeccunpoBaHme C3IMH. bl nposasnseTcsa ocTpo (c
nporpeccnpyrowen rnoMmepyioHepuUTOM) y MOSIOAbIX NAaLMEHTOB, YTO yBen4mnBaeT
BEPOSATHOCTb Pa3BUTUA TEPMUHANIBHON CTagNUN XPOHNYECKOW NMOYEe4YHON HEeAOCTaTOYHOCTMU.

Cxema 3. AHanun3 BbXXKMBAEMOCTU NovYek MeToaoM kpusoun KannaHa-Menepa B 3aBUCUMOCTN
oT Tuna C3r°>.

Image



ClH 58 32 26 22 15 14 14 8 7 4 3 2 2

HecmoTps Ha NnpuMeHeHne HepPONPOTEKTUBHON N UMMYHOCYNPECCMBHON Tepanunu:
Image

41% B3pocnbix nauymeHTos ¢ bMNA v 30,3% nauneHtoB ¢ C3MH gocTurnn gnanns-
noTpebHOM XPOHNYECKON NOYEYHOW HEQOCTAaTOYHOCTHN B TeyeHne 10-12 ner.

Image

MporHo3 3aboneBaHns, Ha4aBLUEroCcs B 4ETCKOM BO3pacTe, TakXe TPEeBOXXHbIN — Yy 50%
neten ¢ bINJ pa3sunacb gnanus-noTpebHas XpoHM4eckasa novyevyHas He4OCTaTOYHOCTb B
TeyeHune 10 neT, Nnpu 3TOM HePPOMNPOTEKTUBHAA Tepanus, Kak NpaBu/o, He yMeHbLlaeT
YPOBEHb MPOTENHYPUN Y OETEN.

Image

Mocne TpaHCNaHTaLNUM BO3MOXHbI peunanBbl U NOTepPs assloTpaHCnaHTaTa, 4To
oTMevaeTca B 50% cnyyaes npu bMNO v B 75% cny4vaes npu C3MH.

Image

YacTble peunansbl 3aCTaBAdAOT UCKaTb ONTUMAaJIbHbIE CTPATErun NeYeHuns, y4nToiBas
BbICOKME 3aTpaThbl HA SlIe4eHne N yBen4YeHne Yncsia HeTpynocnocobHbIX MooabIX Noaen B
obuiecTtse™ . Ha TeKyLLU MOMEHT aKTUBHO pa3pabaTbiBalOTCSA HOBbIE KOMIMIEMEHT-
B6rokupyoume nekapCTBeHHble rnpenapaTbl, 4TO BCeNseT onTUMU3M B YCTONYUBOM
[OCTVXXeHnn pemuccuum npu C3IT1.

C3I'N: Bbi30OBLI ANA Bpava-Hedposiora u Ba>KHOCTb KoJsuslabopauumn
crneuuvasiucToB 34paBoOXpaHeHuUs



TA)Kenbl XapakTep BOCMaMTE/IbHOrO NOpakeHns rnovek ¢ pasHoobpasHOM 3Tnonormen u
cepbe3HbiM NPOrHOo30M xapakTtepusyet C3IT1.

Image

Jleyawemy Bpayy Ba>kKHO KOPPEKTHO NOATBEPAUTL AMArHO3 (Kak MoOpdoornyeckn, Tak u c
MOMOLLBLIO MMMYHOMOOPECLEHTHON MNKPOCKOMNN) N CBOEBPEMEHHO HA3HAYNTb
peneBaHTHYIO Tepanuio, Tak Kak C3IT1 MoXXeT BbICTpO NporpeccmpoBaTh A0 TAXKENO0N
No4Ye4yHoOM HeJOoCTAaTOYHOCTH.

Image

YnydweHne onarHOCTUKM gns onTUMM3aumnm nevyeHnsa TeCHO CBA3aHo C hanbHeNLWnM
n3y4eHmnem MexaHM3MOB pa3BNTUA 3TOIro 3aboneBaHus.

Image



S hekTBHAA cTpaTerna BefeHns nauneHToB C 3STUMU PeLKUMU U MPOrHOCTUYECKN
HebnaronpmaTHbIMN 3ab0NeBaHMAMN 3aBUCUT OT TECHOM 3KCNEepPTHOW Kosnabopauumu
Mexay HedposioraMmm, UMMyHOJI0OraMmm, naTosnoraMmn n opyruMm crneuvannctamu.

Image

NcknovnTenbHaa peokKoCTb U CJI0XKHOCTb natonorum C3IMT noayYyepKmnBatoT BaX>KHOCTb
COBMeCTHOM paboTbl 1 0OMeHa 3KCMepPTHbIM OMbITOM A1 CBOEBPEMEHHOW ANArHOCTUKN N
NeYyeHmns nauneHTos™.

CnMCoK coKpalwieHUrn

C3Irn — C3-rnomMmepynonaTtus;
BN — 60ne3Hb NJIOTHLIX OEeN0O3UTOB;
C3IH — C3-rnomepysioHepuT;



TXBI — TepMuHanbHasa xpoHnyeckasa 60ne3Hb NoYek;
Ch — caxapHbin gnabeT;

CK® — ckopoCTb kKyb0o4KoBOMN (hUabTpaLnm;

NUDPA — MMYyHODEPMEHTHbLIN aHaNN3;

FBM — rnomepynsapHas 6a3anbHaa membpaHa;

MANMP — NHrIMbNTOP aHrMOTEH3MHNPEBpPaALLAOLWEro epmMeHTa;
BPA — 6510KaTOp peuenTopoB aHMMMOTEH3MHA;

MM® — MuKoeHoNnaT MmopeTnna;

FKC — rniokokopTnkocTepous;

L®d — umknogochamni;

CNB — cyTo4Has noTepsa 6enka;

C3G — C3-rniomepysionaTtus;

B/B — BHYTpPUBEHHO;

MASP2 — 2-4 MaHHaH-CBSA3bIBaOLWasA JIEKTUH-CEPUHNPOTEA33;
aHuS — aTnnNn4HbIN reMOJINTUKO-YPEMNYECKNIN CUHLPOM;
C4BP — C4b-cBa3biBaowwmin 6enok;

C5aR1 — 1-in peuenTtop koMmnaemeHTa C5a;

CD46 — knacTtep gndpdepeHuraumn 46;

CR1 — 1-n TN peuenTopa KOMMJEMeHTa;

CR2 — 2-n Tun peuenTtopa KOMMJIEMEHTA;

DAF — (hakTop YCKOpeHUsa pacnaga KoMMjaeMeHTa;

FH — dakTop H;

MASP — mMaHHaH-CBA3bIBAOLLAA JIEKTUH-CEPUHNPOTEas3a;
MBL — MaHHO30CBA3bIBaOWWNA NEKTUH;

PNH — napokcusmanbHasa HoOYHas remMornobuHypus.

* Pe3ynbTaTbl KJIMHNYECKNX NCCIeA0BaHU OKa3aIMCb HEONTUMaslbHbIMU, U «ANEKCUOH»
pewmnn npekpatuTb pa3paboTky ALXN2040ana nevyeHunsa C3G.
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