CUCTEMHbIE 3ABOJIEBAHUA
COEOAUHUTENBbHOU TKAHU UINK, KAK UX ELLIE
HA3bIBAIOT, AN®PY3HbIE SABOJIEBAHUA

COEOUHUTEJIbHOU TKAHW

— 3T0 rpynna 6onesHemn, KoTopblie CTUMYINPYIOT
CUCTEMHbIE HapyLLEHUS 1 BOCMNaNeHns MHOXecTBa
CMCTEM OpraHM3ama 1 ero opraHoB, codMeTasi TOT
npouecc ¢ ayTOMMMYHHbIM U UMMYHOKOMIMIEKCHbBIM
npoueccamm.

- coeAnHUTeNbHas TKaHb — 3TO BCE TKaHW OpraHn3ma,
koTopagd 3aHnmaeT oT 60% go 90% Beca opraHos,
NoSTOMY 3aboneBaHne COeaMHUTESNbHbIX TKAHEW Yallie
BCEro 0XBaTbIBaEeT OOMbLUYIO YAaCTb OpraHM3mMa, XoTS
MHOrAa OHW AENCTBYIOT NTOKanbHO, OXBaTbIBadA NULLIb
OOWH OpraH.



K HAM OTHOCHAT:

CKB
CUCTEMHas cknepoaepmus



CKB

- XpOHUYECKOoe NoNMcnMHApPoOMHoe 3aboneBaHne
NPENMYLLECTBEHHO MOSOAbIX XXEHLUMH U OEBYLLEK,
pa3BuBatoLLleecs Ha poHe reHeTU4eCcKu
0OyCroBNEHHOro HECOBEPLLEHCTBA
MMMYHOPETYNATOPHbLIX NPOLECCOB, NMPUBOASALLETNO K
HEKOHTpONMpyemMou Npoaykun aHTuTen K
CODOCTBEHHbIM KIeTKaM U UX KOMMNOHEHTaM, C pa3BUTUEM
ayTOMMMYHHOIo 1 UMMYHOKOMMIEKCHOIO XPOHUYECKOIro
BOCManeHus.

- pacnpocTtpaHeHHocTb ee coctaBnsieT 48 Ha 100000
HaceneHus



BONYAHOYHbLIN HESPUT

9TO nopaxeHue no4yek npu CKB

pa3BuBaetcs y 60% B3pocnbix NALMEHTOB C
CKB n 80% petewn.



BAXXHbIE OCOBEHHOCTU TEMEHUA
BONMYAHOYHOTO HEPPUTA

B 25% cnyvaeB aBnsieTca nepsbiM NposiBleHNEM
6ones3Hn — BO3HMKAET OQHOBPEMEHHO C NOPaAKEHNEM
KOXW, apTpanruamMu, NneBpmUToMm

MPY BICOKON MMMYHOSTOIMYE€CKOMN aKTUBHOCTU (Mpw
OCTPOM Unn nogoctpom TedeHnmn CKB)
ObICTPONPOrpeCcCUpyoLLINiM BOSTYaHOYHLIN HEPPUT
Pa3BMBAETCSH B TEYEHME MEPBLIX ABYX NET 00Ne3Hu

OCTpble POPMbI BONYaHOYHOIo HePUTA, Kak
npaBuIio, pa3BnBatoTCHd B MONOLOM BO3pacTe, AN
cTapLUero Bo3pacTta XxapakTtepHo boriee CrnoKomHoe
TedyeHune Kak Hedoputa, Tak u CKB B Liefiom



KITMHWYECKWE BAPUAHTBI TEHEHNA
BOJIHAHOYHOT O HEPPUTA

MHOroo6pasne BapuaHTOB - OT NEPCUCTUPYIOLLIEN
MWHMMaNbHOW NPOTENHYPUN 0

BbICTPONPOrpPECCUpPYHOLLIEro rnoMepyrioHedpuTa ¢
oTekamu, aHacapKoW, MOYEYHO HeJOCTAaTOYHOCThIO U
rMNepToHUEN.

AKTUBHbIN HEehpUT

- DObICTpONporpeccmnpytoLLnm

- MeAJIEHHO NPOrpeccUpyroLLnN:

- C HE(PPOTUYECKUM CUHOPOMOM;

- C Bblpa)XeHHbIM MO4YE€BbIM CUHOPOMOM.
HeakTnBHbIN HedbpuUT

- C MUHUMAIbHBbIM MOY€EBbLIM CUHAPOMOM



KITMHNYECKUE MNMPOABJIEHNA
BOJNTYAHOYHOIO HEDPPUTA (J. CAMERON,

1999)
npotenHypusa 100%

mukporematypums 80%

HapyLweHne doyHkuun novek 40-80%
HedpoTnyecknn cuHapom 45-65%
aptepuanbHas runepteH3ns 15-50%
bbicTpas nporpeccust Hedbputa 30%

Makporematypus 1-2%
OlNH 1-2%



EbICTPOI'IPOFPECCI/IPYI-OLLI,I/IIZ
BOJTYAHOYHbLI HE®PUT (HACTOTA -
10-15%)
KnuHuka:
HEPPOTUYECKNN CUHOPOM,;
SpPUTPOLNTYPUS;
BbbicTpOe HapacTaHne No4Ye4Hom

HegoCcTaTOMHOCTU (0BOYCNOBNEHHOM aKTUBHOCTBIO
NoYye4yHoro npowecca);

TshKenasi apTepuanbHas rmnepTeH3ns

B OonbLUMHCTBE cryyaeB pa3BuBaetcs LBC-
CUHOPOM.

[MporHo3 HeGNaronpPuUATHbLIN.




MEONEHHO NMPOIrPECCUPYIOLLINIA
BONYAHOYHbLIN HESPUT C
HEOPOTUHECKUM CUHOPOMOM

PassuBaetca y 30-40 % 60nbHbIX Ntonyc-HedpUTOM
KnuHuka:

HePOTNYECKNN CUHOPOM:
*BblCOKas MPOTEUNHYPUS .

*aucrnpoTenHemMus (rmnep a2-rnodbynmuHemMus, rmnep y-
rnobyrnMHEMUST) MEHEE BbipaXkeHa, Yem Mpu NEPBUYHbIX
rmomepynoHedputax c HC.

*rmnepxonectepuHemus (He npesbliwaeT 10,3 mmonb/n).
apTepuanbHas rmnepTeH3us;
remaTypus.

[TpOrHO3: OTHOCUTENILHO GNnaronpuATHOE Te4YeHune




BONYAHOYHbLIN HEGPUT C
BblPAXXEHHBbIM MOYEBbBIM CNHOPOMOM
(HACTOTA -30-40%)

KnuHuka:
*BblpaX€HHbIN MOYEBOW CUHOPOM:
- npoteuHypusa (> 0,5 r/cyT);
- JpUTPOLUTYPUS (MOCTOAHHASR);

- NIenKoumnTypus (Kak crieacTBme akTUBHOIO
BOSIY@HOYHOrO NpoLiecca, Tak n NpUcoeanHeHns
BTOPUYHOWN MHAOEKLNN);

*apTepuanbHaga rmnepTeH3ns (3nokayecTBeHHas
rmnepteH3ns y 10-15%, yaule B monogom Bo3pacTe)

[MporHo3: 6naronpusAaTHbIN (10-NeTHAS BLPKMBAEMOCTb
- 68%)



BONYAHOYHbLIN HEGPUT C
MUHWMAJIbHBIM MOYEBbLIM
CMHOPOMOM

KnuHuka:

npotenHypust HmWxe 0,5 r/cyT (cyobknmHmnveckas
NPOTENHYPUS)

OTCYTCTBYIOT NENKOLMUTYPUS, SPUTPOLINTYPUS
OTcyTCTBYET apTepuanbHas rmnepTeH3us.
DYHKLNK NOYEK COXPAHEHDI

[TpeobnagatoT aKkcTpapeHarnbHble NPosBEeHUS
oonesHu:

- CyCTaBHOM CUHAOPOM
- CEPO3UTbI, MUOKaApPAUT
- Horga nopaxeHue LIHC



JNABOPATOPHAA OJVNAITHOCTUKA CKB

» OOLLMM aHaNN3 KPOBWU: 3HAYUTENBbHOE MNOBbILLIEHNE
CODO, aHemus, nemkoneHus ¢ nMmdoneHnen,
TpomMmbouuToneHums. - ObLKnn aHanmn3 Mo4u:
NPOTENHYPUS (OT MMHUMArbHOM O MaCCUBHOW),
APUTPOLINTYPUSA (SpUTPOLUTAPHBIE LIUNUHAPDI),
NnenkounTypus.

- Buoxmummnyeckmn aHanms KpoBU: TMNOMPOTEUH- U
rmnoanb0byMmMHeMms, NoBbILLEHUE KpeaTUHNHA, MOYEBOW
KWCIOTbI, Kanus, aucnunuaemMmunsi(MHoraa B OTCYTCTBUE
HeMpoTNYEeCKoro cMHapoma).

* CHmxeHune CKO ( npoba Pebepra u/vnun pac4yeTHbIMU
metogamu CKD-EPI, MDRD);



MMMYHOJ10OI MYECKAA
OVNATHOCTUKA

- AHTUSIAEpHbIE aHTUTENA - ObHapyxuBatoT 6onee Yem y 95%
b6onbHbIX CKB.

- AHTuTena k AHK — Boigenstot y 40-90% naumeHTtoB ¢ CKB,
Koppensauusi ¢ aktTuBHocTbio CKB.

- AHTUTEna K komnoHeHTy komnnemeHnTa Clqg (aHTn-Clg-AT) — npwu
pa3sntum BH (0o 75%), y naumeHToB ¢ pemuccuen J1H - mapkep
obocTpeHus

- Koarynorpamma: npusHakm runepkoarynsuum B Buae
rmnepdndpUHOreHeMmm, yKopodeHusi akTMUBUPOBAHHOIO YaCTUYHOIO

TPOMOOMNAaCTMHOBOIO BPEMEHMU, CHUXKEHUS YPOBHA aHTUTPOMOMHA
1.

- LE-kneTku - B HacTosdAwee BpeMA HE ABIATCA ANAarHOCTUYECKUM
Kputepmuem CKB, ogHako MOXeT ABNATbCA AOMONHUTENbHbLIM
dpPrymeHToMm B MNMoJib3dy AnarHo3a BOJ14aHKN.



MOP®OJ10I MHECKAA BEPUPUKALINA
NMOMYC-HEMPPUTA (BNOTCIA TTOHKIW)

ADCOmMTHO HEODXOaMMa NPU aKTUBHOM
nonyc- Heppute Anga onpegeneHns
OuarHo3a n TakTUKK fieYeHunst, MOCKOSbKY
OTCYTCTBYHOT MPOrHOCTUYECKNE KPUTEPUU
arpeccmBHOCTU rnopaxeHus nodvek npu CKB



OIA YETO HYXXHA PAHHAA BUOINCUA
MTOYKWN TP CKB?

Pwuck pa3sutunsa tepmuHanbHon XINH y
NnaLneHToB C BOSTYAHOYHbIM HECPPUTOM
coctasngaeT 4//1000 naumeHToB B rog no
cpaBHeHuto ¢ 14/1000 c paHHen Buoncuen u
arpeccuBHOW UMMYHOOEMNPECCUEN.

KnnuHnyeckune, cepornorm4eckme u
nabopaTopHble AaHHbIE HE NO3BOMNAIOT
NpPOrHo3npoBaTb TeYEHKe ntonyc-HedpuTa.




[ TORASARNVA K Bbll 1OJIREAWTO

HEOPOBNOTINCUNIN T

PU CKB

(MEXOYHAPOLOHBIE KNMANMHYECKHWE

PW@W@H%%PA@@%HWMM 6ornee 0,5

/CyTK1 B codeTaHun nnm 6es c

APUTPOLUTYPUEN.

yKenartenbHo: Npy NepcucTupytoLlen
rematypumn, N3onmpoBaHHON NEUKOLUTYPUN
(Mpn nckntoYeHnn ee NHPEKLMOHHOW
npMpoabl), a Takxke npu dyHKUMOHarbHbIX
NoYeYHbIX HApPYLUEHUAX NPU HEU3MEHEHHbIX

dHaJ1IN3ax MO4N.



MOP®OJI0OI MHECKAA KITACCUDPUKALINA
BONMYAHOHYHOTIO HEDPPUTA (ISN, 2003)

Knacc | - MmHumMmanbHbI Me3aHrmalbHbIN .

Knacc || - Me3aHrmanbHbIN
nponmgepaTuBHbIN.

Knacc Il - Ouarosbii nponndepatnBHbIN (<
50% kny6o4koB)

Knacc |V - nddy3HbIn nponndepaTuBHbIN
(>50% knyb6o4koB)

Knacc V- MemMbpaHO3HbIN
Knacc VI - Cknepo3supyroLmnm



JIEYEHUE:

CUMINTOMATUHECKAA TEPATUA
BOJTIHAHOYHOIO HE®PPUTA:

ONypeTnkn — pypocemuna, CMpoHONaKTOH
NHrmbutopsl Al'ld - saHananpun, o3nHonpun u
Ap.

[MTATOI'EHETUYECKAA TEPATTNA:

[ TIIOKOKOPTUKOUAbI — MPEeaHU30SI0H,
METUNNPEAHN30NOH

LinToctatmkm — uuknodgpocdamua, azaT1monpuH,
LIMKMOCNOPWH, MMKOodoeHonata ModoeTun 1 ap.



TEYEHVE BONYAHOYHOIO HEDOPUTA

10-15% 60nbHbIX BONMYaHOYHBLIM HEPUTOM JOCTAaTOYHO BbLICTPO
gocturatoT TepMmuHansHoun XI'NH, HecMoTps Ha NeyveHne

CTtaHpapTHaga Tepanus BofYaHOYHOro HedppuTa 3akno4yaeTcs B
KOMOWHMPOBAHHOM NPUMEHEHNU NMPEAHN30S10HA U
Lmknogochammaa

Puck TokcnyHocTun unknodgocdammaa onpasnaH
HeobX0aMMOCTbLIO JOCTUXKEHNSI pEMUCCUN HEDpUTa

[TpumepHo 20% 60onbHbIX NponndepaTnBHbLIM BOSTHYAHOYHbIM
HedpuTom (lI1-1V kKnacc) He oTBe4aloT Ha Tepanuio
LUMKnodgocammaom

OTmeHa ymknodocdammaa no 4OCTUXKEHNN pEMUCCUN HEDpUTAa
COMPOBOXAAETCS BbICOKOM YAaCTOTOM OOOCTPEHUS, YTO
00OCHOBLIBaAET NPOBEAEHME NOAAEPKMBAIOLLEN TEPANUN

I/I(C))XO,E:, BCEX BAPUAHTOB - XPOHUYECKAA BOJIE3Hb
[MOYEK!



TPAHCITTAHTALWA MNMOYKU MNPU JTHOTTY C-
HEPPUTE

MoXeT npoBOAUTCA NPU OTCYTCTBMNUN BbICOKOW
aKTUBHOCTMU

Bbicokaga Yactota ANAYHKLLK
TpaHcnnaHTara (Kak OCTPOro OTTOPXKEHUS, TaK
N XPOHUYECKOWU NOCTTPAHCNNAaHTALIMOHHOW
HedponaTuu)




CUNCTEMHAA CKINEPOOEPMWUA

NONUCUHOPOMHOE ayTOMMMYHHOE 3aboneBaHuE,
KOTOPOE XapaKTepuayeTcsi NpOrpeccupyonm
donbpo3om n pacnpocTpaHEHHOMN COCYANCTON
NaTosNIoOrnMen no Tuny oonNUTEPUPYIOLLIEN
MWUKpOaHrmonaTtum, nexawmmm B OCHOBE
reHepanmn3oBaHHOro cmHapoma PenHo, nopakeHus
KOXN |;| BHYTPEHHMX OpraHoB (nerkunx, cepaua, KKT,
rnoyek

3aborneBaeMoCTb CUCTEMHOM CKIlepoaepMmen
cocTaBnsieT B cpeaHem 1 cnyyam Ha 100 000
HaceneHus.

yacTo 3aboneBaHue BbisBNAT B Bo3pacte 30-50
net

)XEHLWMHbI 6onetoT B cpegHeM B 4 pasa 4yalle MyX4uH



[MATOI'EHES3

Cknepogepmunyeckas Heponatus
npencraBnseT cobon cocyamncTyo NaTornormto
no4yek, 00YyCrnoBNEHHYIO OKKITHO3UPYHOLLIUM
NopaxeHUeM BHYTPUNOYEYHbIX COCYAOB,
NPUBOOSILLMM K ULLEMUWN OpraHa v
NPOABNALLMMCA apTepUanbHON
rmnepTeH3nen n HapyweHnem PyHKL N
NoYvek pa3HOou CTEMEHU Bbipa>eHHOCTMW.



BbIOEJNAOT OBE POPMbI MOPAXEHUA MOYEK
NP1 CUCTEMHOWU CKNEPOOEPMUU - OCTPYIO U
XPOHUYECKYIO.

OcTpas cknepogepmuyeckas HedoponaTtust (CUH. - UICTUHHAS
cKnepoaepmMmuyeckaa noyka, cknepogepmMmmyecknim noYedHbI
KpU3) - OCcTpag novyeyHasg HeaoCTaTOYHOCTb, pa3BMBLUAACH Y
BONbHbIX CUCTEMHOM CKNepoaepMmnen npu oTCyTCTBUN APYrnx
NPVYMH HecpponaTtnm n NpoTekatoLlas B 00NbLUINMHCTBE CyYaes C
TSDKENOW, MHOIAA 3110KAYECTBEHHON apTepuanbHOW
rMnepTeH3nen.

XpoHu4yeckasa ckrnepogepmuyeckas Hepponatus -
ManocUMNTOMHagA NaTonorms, B OCHOBE KOTOPOW NEXUT
CHMXXEeHNEe NoYeYHOro KpoBOTOKa C nocrieayrowmm yMeHbLLEHUEM
CK®. B paHHMx cTaansix 605e3Hn aTo yCTaHaBMMBAETCA MO
KIMPEHCY S9HAOrEeHHOro KpeaTuHuHa (npoba Pebepra). Kak
npaBuno, cHmkeHne CK® covyeTaeTcs ¢ MUHUMAIbHOW UM
yMepEeHHOWU NPOTENHYPUEN, HACTO OTMEYATCA apTepuanbHagd
rMNepTeHs3na N HadarbHble MPU3HaKn XPOHNUYECKOU NOYEYHOU
He4OCTaTOYHOCTMW.




CUMMTOMbI CKNEPOOEPMUNYECKOW
HEDPOMNMATA

[IpoTenHypus:
He npeBblwaeT 1 r/cyT

He COoMpoBOXAAaeTCA M3MEHEHUAMN MOYEBOTO
ocajka

y 50% 60onbHbIX cOMETaAETCA C apTepuanbHON
rmnepTeH3nen n/mnn HapyLeHnem dyHKLNKU
noyek

HedopoTnyecknm cuHgpom pas3BmBaeTc4
KpanHe pegko




NNABOPATOPHBIE MCCITEQJOBAHUA

OOwWwmnn aHann3 KPOBM: TMMNOXPOMHAA aHEMUSA, YMEPEHHOE
nosbiweHne COJI (NpnUbnmM3anTenbHO Yy NOMOBUHBI
BOsSIbHbIX), CHUXEHUE remaToKkpuTa; nosblleHne CO3 He
KOPPENUPYET C KNUHUYECKON akTUBHOCTLIO CC 1 MoXeT
ObITb CBSI3aHO C naTteHTHOMN HdeKkumnen (00bI4YHO
BPOHXONErOYHON).

OOLWwunmn aHanNnn3 Mo4M: rMMNOCTEHYPUSA, MUKpOremMaTypus,
NpPOTENHYPUA, ULMNNHAPYPUA, nenkountypumsa. CteneHb
Bblpa>X€HHOCTN MOYEBOIro CMHAPOMa BapbUPYET B
3aBMCUMOCTU OT KNMHUYECKOM pOpMbI MOopaXkeHUs noYyekx.

Buoxmmmnyecknin aHanus KPoBU: XapaKTEPHbIE
N3MEHEHNSA OTCYTCTBYIOT.



MMMYHOJOIM MYECKUE
MCCIEOOBAHWA

BaxxHoe 3Ha4YeHne MMeeT onpeaeneHmne Tak
Ha3blBaeMbIX CKnepogepmMacneumndounieckmx
ayToaHTUTEr:

AT Scl-70, nnn AT Kk Tononsomepase-1

AHTUUEeHTpoMepHble AT (ALIA) obHapyxuBatoTcs
y 20%

AT k PHK-nonumepase |l Buisensaotca y 20-25%
BOoNbHbIX, TPEUMYLLIECTBEHHO C ANADDY3HON
dbopmor 1 NopakeHMeM NoYEK, aCCOLIMMPYIOTCS C
HeOnaronpuUATHLIM NPOrHO30M

BUNOTMCUA MOYKK




[1POrHO3

[NopakeHne no4yek, Bcrie 3a nopakeHnem cepala u Nnerkux,
ABNSETCS HeEGNaronpUATHBIM NPOrHOCTUYECKNM hakTOPOM.

Hanbonee cepbé3eH NporHo3 npu pasButuu OCTDpl‘/'l
cknepoaepmMmuyeckon HedponaTmumn, KOTopasgd OCTaeTCs OCHOBHOM
NPUYNHON CMEDPTU NPU CUCTEMHOWN CKIIepoaepMumn.

Okono 60% 60nbHbIX C 3T0N DOPMOW CKIIEPOAEPMUYECKON
HedponaTumn HYx1aKTCS BO BDEMEHHOM NPOBEAEHUN
remoamnanuaa (onpegensaemMom Kak amanus, NpoBOANMbINA B CPOKU
MeHee 3 Mec) B MOMEHT HanbonbLUEN OCTPOThLI NpoLecca.

XpoHun4eckas ckrnepogepmmyeckas HedpponaTtus oTrindaeTcs
boriee bnaronpusTHbLIM NPOrHO30M, O4HAKO Aaxe Nnpu 3TOM
BapuaHTe NopaeHusl NoYek NPogomKNTENbHOCTb XKN3HN
OOsIbHBIX MEHbLUE, YEM Y NaumeHToB 6e3 HedoponaTuu.




