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CoBpemeHHbIe NpeACTaBNeHUA
0 FTeTEPOreHHOCTH NOPaXeHHUH NoYekK
y 60nbHbIX cKnepoaepmue

loppees A.B.", 3axaposa A.H).', Mytosuna 3.H0.%, AnaHbesa J1.I.'

CucTeMHBIN cKIepo3, uiu cucteMHas ckiepoaepmust (CCIl), — ayTouMMyHHOE 3a00JieBaHUE COSMHUTENBHOM TKa-
HU, OCHOBHBIE KIIMHUYECKHE TIPU3HAKN KOTOPOTO O0YCIOBJIECHBI PACTIPOCTPAaHEHHBIMU HAPYILICHUSIMUA MUKPOLIMP-
KyJISIn, (pubpo30M KOXU M BHYTPEHHUX OPTaHOB.

Mo nanHbIM Mopdonornueckux uccienosanuii, y 80% narmeHToB ¢ CCJL BBISIBISIIOTCS UISMEHEHMSI TTOYEK, B TOM YKC-
Jie He CBsI3aHHbBIC C PeBMaTUUECKUMU 3a00IeBaHMSIMU. B TO BpeMst Kak pacrpocTpaHEHHOCTh CKJIEPOIEPMUYECKOTO
TTOYEYHOTO Kp13a B HACTOsIIIee BpeMsI OLIeHNUBaeTcs B 2—5%, ropaso yallle OTMeyaeTcsl aCMMIITOMATHYECKOE CHIKE-
HUE TIOYeYHOI HYHKIMK («HEeMast ypeMusi»), 00OYCIIOBICHHOE HATMYMEM MYJIBTUMOPOMIHON 1 KOMOPOUIHOI TaTOJIO-
ruu. Ero yacrora y marmmeHToB ¢ CCJI MoxkeT nocturath 55%. Makt HaTMUUs ayTOMMMYHHOTO 3a00JI€BaHUST COCTMHM-
TEJBHOW TKAHH caM To cebe MOXET paccMaTpUBaThes Kak (haKTop pHUcKa MOBPEXICHNUs moveK. [IsTHaaaTnieTHss
BbDKMBaeMocTh 601bHbIX CCJ] 63 mopaxeHust oyek coctasisieT 72%, Mpu HATMYMY TOPaXEeHUsT TIoYeK — He Goliee
13%. Hannuwme npotenHypru y aumeHToB ¢ CCJL siBnisieTcst OfIHUM U3 Haubosiee 3HAYMMBbIX HE3aBUCUMBIX (haKTOPOB
pHCKa JIETATbHBIX MICXOIOB (OTHOCUTEIBHBIN PUCK cocTaBIsieT 3,34), oCTaBIsis AaJIeKO MMO3a/iM TaK1e KAHOHUYECKIEe
(bakTopkI pricka, Kak JeroyHasi apTepuaibHasi TMIIePTeH3MUsI, JITOYHAsT PECTPUKIIMS (COOTHOILIEHHE 0ObeMa (hopcrpo-
BaHHOTO BbIIOXa 32 | ¢ M GOpcUpPOBaHHOM XXU3HEHHOI eMKOCTH JierKnx <80%), npIxaTeibHast HeIOCTATOYHOCTh
(IT u IV knacca mo NYHA), a Takxe cHkeHHe 11U dy3MOHHON CTOCOOHOCTHU JIETKUX U BBICOKHIA KOXXHBII CUET.
ABTOpBI BITEPBBIC MPETAraloT KOHIICTINIO CYLIECTBOBAHMUS U MATOTEHE3a XPOHNUECKOM CKIIepoiepMuyecKkoit Hed-
poriaTy, B OCHOBE KOTOPOI1 JIEXUT (HEeHOMEH COCYIMCTON SHAOTENNAbHON TchYHKIMU, OPMUPYIOIIMIACS B pa3-
JIMYHBIX CTPYKTYPHBIX KOMITOHEHTaX He)pOHA 1 TTOYKH B IIETIOM.

KiioueBbie c10Ba: cucTeMHast CKJIEpOAEPMHUST; CKIEPOAEPMHUUYECKUI TTOYEUHBIN KPU3; COCYANCTAsI SHAOTeIUATbHAs
nmucYHKIMS; XpOHUUYECKast CKiIepoepMudecKast HedpornaTust; HeMMMYHHbIE (haKTOpbI TporpeccupoBaHust Hedpo-
TaTHi; XpOHUYECKasi 60JIe3Hb MTOYEK.

s cebuikm: TopneeB AB, 3axaposa A0, MytosuHa 310, AHaHbeBa JITT. CoBpeMeHHbIE TIPE/ICTaBIeHUST O FeTepOreH-
HOCTHM TMOPaXXEeHMIA IoUeK y 00JbHBIX cKIepoaepmueit. HayuHo-npakTnyeckas pesmaronorusi. 2015;53(4):434—445.

CURRENT VIEWS ON THE HETEROGENEITY OF RENAL INVOLVEMENTS
IN PATIENTS WITH SYSTEMIC SCLEROSIS
Gordeev A.V.', Zakharova A.Yu.', Mutovina Z.Yu.?, Ananyeva L.P.!

Systemic sclerosis (SS), is an autoimmune connective tissue disease, the main clinical signs of which are due to dis-
seminated microcirculatory disorders and fibrosis of the skin and viscera.

Morphological examinations showed that 80% of patients with SS had renal changes, including those unassociated with
rheumatic diseases. Whereas the prevalence of scleroderma renal crisis is now estimated to be 2—5%, there is considerably
often an asymptomatic reduction in renal function (silent uremia), which is caused by multimorbidity and comorbidity. Its
incidence in patients with SS may be as high as 55%. The presence of autoimmune connective tissue disease may be itself
regarded as a risk factor of renal involvement. Fifteen-year survival is 72% in SS patients with no renal involvement and
not more than 13% in those having renal involvement. In patients with SS, proteinuria is one of the most important inde-
pendent risk factors for fatal outcomes (relative risk, 3.34), leaving far behind canonical risk factors, such as pulmonary
hypertension, restrictive lung disease (a forced expiratory volume in one second to forced vital capacity ratio of <80%),
respiratory failure (NYHA Class I1I and V), as well as decreased lung diffuse capacity and high skin scores.

The authors first propose a concept of the existence and pathogenesis of chronic scleroderma nephropathy, the basis
for which is the vascular endothelial dysfunction phenomenon developing in different structural components of the
nephron and kidney as a whole.

Key words: systemic sclerosis; scleroderma renal crisis; vascular endothelial dysfunction; chronic scleroderma
nephropathy; nonimmune factors of progressive nephropathies; chronic kidney disease.
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CUCTeMHBIl CKJIepO3, WJIM CHCTEeMHast
ckneponepmust (CCJl), — ayrouMMyHHOe 3a00-
JIeBaHUE COCJUHUTEIbHON TKaHU, OCHOBHBIC
KJIMHUYECKKE MPU3HAKN KOTOPOTO O0YCIOBICHbI
pacrpoCTpaHEHHBIMM HapYHICHUSIMU MUKPO-
LUPKYJISAIU, HUOPO30M KOXU W BHYTPEHHUX
opraHos [1].

B nanekom 1863 1. H. Auspitz [2] BriepBbIe
onucal Kak Ka3yruCTUUECKUi Cilydaii mporpeccu-
pyloleil MoYeyHOo HeJOCTaTOYHOCTH Y TTallMeH-

ta ¢ CCJI, omHaKO HAa TOT MOMEHT aBTOP He Mpe-
TioJiaraj HaJu4ue CBSI3U MEXIY STUMU JBYMSI CO-
CTOSTHUSIMU.

IMouku yacTo BOBIEKAIOTCS B TTATOJIOTMYE-
CKUIT TIPOLIECC TIPU PeBMATUIECKUX 3a00JIeBaHN -
gax (P3). B GonpuiMHCTBE ciayyaeB MopaxeHue
MOYeK HOCUT OECCUMITOMHBIN XapakTep W UIst
€ro BBISIBJICHUST TpeOyeTcsl TpUMeHeHNe JTOITOJI-
HUTEJIbHBIX MHCTPYMEHTAJbHBIX U Jlaboparop-
HBIX METOIOB IUArHOCTUKH |[3].



Ilo manHbIM MopdonornyecKux ucciemoBanuii y 80%
maieHToB ¢ CCJI BBISIBISIIOTCS] U3MEHEHUS TIOUEK, B TOM UMC-
Jie He cBsizaHHbBIe ¢ P3 [4]. JlekapcTBeHHBIE TIpeITapaThl, IPU-
MeHsieMble [T JiedeHust P3, B GonbIIMHCTBE cBoeM, obanast
He(POTOKCMIECKMMHU CBOMCTBAMU, TaKKe BHOCST pa3HOOOpa-
3Ue B «KaJICHTOCKOIT» TTATOJIOTHH TTOYEK.

Jlo koH1a 70-X ronoB MpoILJIOTo BeKa MopaXeHue moyek
B BMIE «HMCTUHHOW CKJIEPOAECPMUYECKOM IMOYKM», OTMEYaB-
meiicst y 12—18% maieHTOoB, BBICTYIIAIO BeIyIeil IpUIUHOK
cmeptu 6osbHBIX CCI [5].

U 40 net criycTst mo-TpeXXHeMy BbI3bIBAeT MHTEpeC (hyHaa-
MEeHTaJIbHasi paboTa, ITpoBeIeHHas o pykoBoacTBoMm H.I. Tyce-
Boii, B.A. Haconosoii u W.E. TapeeBoii [6], B KOTOpOii y 00JIb-
HbIX CCJI 0TMEUEHO CHIDKEHNE CKOPOCTH KITyOOUKOBOM (DITBT-
paunu (CK®) B 65% ciiyyaeB Mpu OTCYTCTBUM KIMHUYECKUX
CHUMITTOMOB TTopaxkeHust Tiouek. [1pu Mopdororndeckom xe nc-
CJIeOBaHUM TIOYEYHOTO OuoInTaTta W3MEHEHUs BBISBICHBI
B 100% cnydaeB. Ocoboe BHUMaHKE aBTOPHI 0Opalliaif Ha pa3-
HooOpa3ue TUCTOJIOrMYECKON KapTUHBI 25 MOYEeYHbIX OMoMTa-
TOB: B 6 CJIyyasix BbIsIBJIeHa UCTUHHAsI CKJIEpOJepMUYecKast Moy-
Ka, B 15 — MeMOpaHonpoudepaTUBHbINA WIK TTpoJiudepaTUBHO-
(UOPOIUIACTUYECKUI TTIOMEPYJIOHEMPUT ¢ pa3IMUHOM CcTere-
HbIO BBIPAXKEHHOCTHU CKJIEpO3a KIyOOUYKOB; B IBYX — ME3aHTH-
QJIBHBIN TUTI TJIOMepyIoHedpUTa U ellie B IBYX CIyyasiX — aMIIo-
nno3. B BeiBomax, onupasich Ha COOCTBEHHbBIE TaHHbIE U JAHHBIE,
TIOJTy9eHHbIe B pabOTax IPYyrvx aBTOPOB (B ITOAABISIONIEM OOJTh-
IIMHCTBE OCHOBAaHHBIE HA MIPUMEHEHUU TOYHBIX METOIIOB IUar-
HOCTUKM KakK y 60sbHBIX CC/I, Tak ¥ Ha KCIIePUMEHTATHHBIX
MOJIEJISIX) , UCCTIEIOBATEINH MTOMUSPKUBATIM HO30JIOTUUECKOE MHO-
roobpasve BapUaHTOB MOpaxeHus rnoyek y 6osbHbiX ¢ CC,
B TOM YHCJie 6€3 3TUOJIOTUIECKOM CBSI3U C CaMUM 3a00JIeBAHUEM.

[Iporpecc B jledeHUU CKIEPOAEPMUUYECKOTO MOYEYHOTO
kpu3sa (CIIK), cBsizaHHbII ¢ HAYaIOM MTPUMEHEHUSI UHTMOUTO-
POB aHTMOTEH3UHIIpeBpalnalero depmenra (MAID), mpu-
BeJ K 3HAYUTENbHOMY CHIDKEHWMIO WHTepeca KIMHULIKCTOB
K TIpoGsieme nmopaxkeHus mouek y 6oabHbix CC. B HacTosee
BpeMs1 OOJBIIMHCTBO PaboT, 3aTparuBaoIIUX MpobdIeMy mopa-
sxeHust mouek y 6ombHbIX CC/I, cocpenoToueHbI Ha OlIeHKe Ya-
CTOTHI, TIPOTHO3a, (hakTopoB prucka nmeHHo CITK.

Bmecte ¢ TeM BbICKa3aHHBIE HECKOJIBKO TECSITKOB JIET
Hazan B3rsiabl H.TL TyceBoit u B.A. HacoHoBoli Ha npoGiemy
pa3HooOpa3us rarojoruu noyek y oosibHbix ¢ CCJl Haxomst
cBoe oTpaxkeHue u HeiHe. Tak, V.K. Shanmugam u V.D. Steen
[7] BBIIEIMIIM crenytolIie BApUAHTh TOPaXXEHUSI TTOYEK y Ma-
uumeHtoB ¢ CCH: 1) CIIK, 2) HopmoreH3uBHblii CIIK
(HCIIK), 3) accouumupoBaHHbIE ¢ aHTUHEUTPO(DUIbHBIMU aH-
TULIUMTOIUIa3MaTuyecKuMu aHntutenamu (AHILIA) rmomepyno-
HePUT U BaCKyJIUT, 4) HedpomaTus, acCCOLIMUPOBAHHAs C aH-
tudochonununaHbiM curapomoM (ADPC), 5) D-nmeHuImaI-
aMuHOBas Hedpormarus, 6) nzonupoBanHoe cHikeHrne CK®D,
7) cHuxeHue (DYHKIIMOHAIBLHOTO pe3epBa IMouek, 8) MUKpPO-
aTbOYMUHYpUST ¥ TIPOTEUMHYPUS, 9) cKiIepoepMudeckast Bac-
KYJIOTIaTHsI, TIPOSIBIISTIONIASICSI M3MEHEHUEM MHIEKCOB MOoYed-
HOTO COIPOTUBJICHUSI U SHIOTEIMATLHBIX MapKEPOB.

JlaHHast KilacCuUKAIMs OXBaThIBAeT KaK HO30JIOTHYE-
CKUe€ eIUHULIbI, TAK U OTIEJbHbIE MapKePhl MOYEYHOTO MOBPe-
XaeHus. Ham ke mpencrapisieTcst 1eecooOpa3HbIM, Omnupa-
SICb HA STUOMNATOT€HETUYECKUE PA3IUYMs MOPaXKEHUs MOoYeK
y 6onbHbIX CCJI, BbIAEAUTH TpU OOJIbIINE IPYIIbL Hedpora-
THii (Tab1. 1), BKIIOUMB B KJIaCCU(PUKALIMIO paHee He OTTMChIBa-
€MOe XPOHMYECKOEe CKJIePOJePMUYECKOe IMOpaKeHUe MOYeK:
HedpoIaTuio, 00YCIOBIEHHYIO COCYINCTON YHIOTETNATLHON
nuchynkuei (CHO).

|. HechponaTtumn, cBfA3aHHbIE CO CKNEpPOAEPMUEHN

Craepodepmuneckuil noe4Hvlil Kpu3

JIaBHO WM3BECTEH TaKOWl I'PO3HBII BapUMAHT MOPAXKEHUS
novek nipu CCJI, kak CIIK, xapakTepu3ymoImiicss pa3BUTHEM
octpoii moueuHoir HemoctatouHoctu (OITH) u, kaxk mpasuo,
YMEPEHHON WJIA BBIPAXKEHHOW apTepUalbHON TUINEPTEH3UEN
(AT) ¢ runeppenunemueii [10]. Jns ero onuvcaHust Takxke Uc-
MOJIb3YIOTCS TEPMUHBI «<MICTUHHASI CKJIepoiepMUYecKasi oyKas»
U «oCTpasi ckiepoaepmuyeckas HedbponaTtusi». Jloaroe Bpems
CIIK 0b11 camoit yacToit mpuuunHoi rudenu nayeHTon ¢ CCII.

Ta6nuua 1 MopaxeHns noyek y 60nbHbIX GG

1. Heghponatum, cBA3aHHbIE CO CKNEPOJEPMHUEN:
* 0CTPas CKIepofepMuyeckas Hedhponatns:
a) runepTeH3nBHas
6) HOpPMOTEH3MBHas
* XpOHN4eckas cknepogepmuyeckas CA[1*-nHayumpoBaHHas Hedpponatus
« AHLIA-accounnpoBaHHbIA BACKYUT BHYTPUMNOYEYHbIX COCYA0B
« AOC-Hedponatus (0cTpas, XxpoHuyeckas)
* FeMOMINTUKO-YPEMUYECKNA CUHAPOM (MPU CMELIaHHOM 3a601eBaHNm CO-
eVNHNUTENbHON TKaHW)
«TTN
* AA-ammnonaos
 IHTEPCTULMANbHBIA HEeIPUT, AUCTANbHbIA KaHamnbLEeBbIA aunno3 (CUHLPOM
LLlerpeHa)
* KPUOrNOBYNHEMIUYECKNIA TOMEPYNOHepUT
« 3acTorHas Hecpponatms (npu J1AT)
« 06CTPYKTUBHAA Hedponatua (noKanbHbIA Puopos)

II. XbI1, cBA3aHHas c:

« Al
* CaxapHbIM AnabeToMm (B TOM YIUCNE CTEPONIHbIM)
* 0XMpPEHUEM
* KypeHnem
* aTepPOCKNIEPO30M:

a) uvwemuyeckas Hedponatus

6) CTEHO3 NOYeYHbIX apTepuit
« 06CTPYKTUBHBIM MUENTIOHEDPUTOM

lll. JlekapcTBeHHbIe HEghponaTnu:
« HecTepoumaHble NpoTUBOBOCNANMTENbHbIE NPEnaparhbl:
a) aHanbreTnyeckas Hepponatus ¢ NANUANAPHLIM HEKPO3OM
6) OCTpbIi MHTEPCTULMANbHBIA HePUT
B) XPOHUYECKMIA UHTEPCTULMANBHBIA HehpUT
« D-neHnumnnammH:
a) Mem6paHO3Has Hedoponatus
6) HetpOoTMYECKMIA CUHAPOM
« NAMN® n BAP:
a) Mem6paHO3Has Hedoponatus
6) HetpOoTMYECKMIA CUHAPOM
B) runepkanuemus
« [TpocTanongpl, nHrnéutopbl ®13-5, BKK (0c066HHO Mpu nx coveTaHnm):
a) npepeHanbHas a3oTemMus
6) KOPTUKamnbHbINA HEKPO3
« Bapchapu [8]:
a) BapapuHoBas HedhponaTus:
— 0CTPOE MOBPEXAEHNE NOYKM: TOMEPYNSPHOE KPOBOTEYEHNE,
3pUTPOLMTAPHAR BHYTPUKAHANbLEBas 06CTPYKLMS;
— MOBPEXAEHNE KaHanbLEeB;
— VHTEPCTULNANbHbIA HepuT
6) MHOXECTBEHHbI XONECTEPUHOBBIA aTepo3amb0In3m
« Ctatuubl [9]:
a) muornobuHoas Hedponatus
6) ypaTHas Hecbponatus
 [InypeTukn:
a) ypatHas Hechponatus
6) npepeHanbHas a30TemMus

Tpnumeydanne. TTI — Tpom60TMYECKas TpomboumMTONEHYecKas nypnypa, XbIM —
XpoHU4eckas 60ne3Hb NoYek, BAP — 6110KaTopbl peLenTopoB aHrmoTeHamnHa Il
O[] - hochoanacTepasa, BKK — 6mokatopbl KanbLyeBbIX KaHaNoB.
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Yacrota pazsutusa CIIK mo koHia 70-X romoB mpoILIOro Beka
nocturana 12—18% [5]. [lepelOMHBIM MOMEHTOM CTaJlo MPH-
meHeHue MATI®D B neuenun CIIK, rmo3BonmuBiee CHU3UTL 00-
LI YPOBEHb ro0BO# cMepTHOCTH 60bHBIX CCJI ¢ 76 10 Me-
Hee yeM 15% [11]. OmHako ypoBeHb CMEPTHOCTH B TpYIIIE
0oabHbIX ¢ CITK ocTaeTcst HEMO3BOJIMTEIBLHO BHICOKMM — Yepe3
10 JieT B XXMBBIX OCTaeTCsI JIUIIb KaXIblii BTopoii [S]. B HacTosi-
mee Bpemsi, ¢ Havaja «3pbl MATI®», cormacHO aHanM3y 6a3bl
nanHbix EUSTAR (eBporieiickoii 0a3bl JaHHBIX WCIBITAHUMN
U MCcaenoBaHM cKiaepoaepMun) EBporelickoit aHTupeBMaTH -
yeckoii iuru (EULAR), pacnpoctpanenHocts CITK cocrassi-
et MeHee 5% cpenu nauueHToB ¢ auddysHoi dhopmoit CCJL
u 2% cpeny NalveHToB ¢ TMMUTUpoBaHHOM dhopmoii CCJT [12].

B 1952 . H.C. Moore u H.L. Sheehan [13] BriepBbie BbI-
nmemvnn 1 onucanu xapakrepHbie mist CITK nsmenenus. B oc-
HoBe passutus CIIK nexur Ba3ocrasm TMOYEYHBIX COCYIOB
(«1oYeYHBbI cuHAPOM PeliHo»), MPUBOASIIMI K MOBpeXIe-
HUIO DHIOTEIUATbHBIX KJIETOK, MpojrudepaTUBHON BacKyJO-
MaTUX MPEUMYIIECTBEHHO AYTOBBIX W MHTPAIOOYISIPHBIX TIO-
YEYHbIX apTepuit ¢ GUOPUHOBBIMU TpoMOaMu U HUOPUHOUI-
HBIM HEKpPO30M JaHHBIX cocynoB [14]. B nanbHeitem ¢popmMu-
pytotcs (pudpo3 U YINIOTHEHUE SKCTPALIC/UTIONSIPHOTO MaTPUK-
ca KJIyOOYKOB M KaHAJIbLIEBOTO MHTEPCTULIMS, MYKOUTHOE Ha-
OyxaHMe MHTUMBI COCYIOB U KOHIICHTpUYECKasi TUnepTpodust
WHTPATOOYISIPHBIX apTepUid 1O TUITY «TYKOBUYHOM IICITyXM»
[15]. TlopaxeHue KJyOOuKOB BTOPUYHO U pa3BUBAeTCs BCIIE -
CTBHE WIIEMUYECKUX M3MeHeHUM. [ToTeHIIMaabHbIe MeXaH!3-
™Mbl matoreHe3a CITK mpencraBneHsr Ha puc. 1.

YacteiMu kiuHnyeckumu cumntomamu CIIK sBastorcest
3JI0KaueCTBeHHAsI TUIIePTeH3MsI, TOJIOBHAsT OOJIb, JTMXOpajiKa,
¢1ab0CTh, OfbIIIKA, MPOTEUHYPUS (10 HEDPOTUYECKOTO YPOB-
Hs$1), TeMaTypusl, TUIIEPTOHMUYECKasi pETUHOIATUS U dHLedaTo-
natus. AI' HOCUT TMUMEpPEHUHOBBIN XapakTep, ¢ YeM CBsI3aHa
BbIcOKast 3 dekTuBHOCTh HAIID y Takux GoabHbIX. CilaeayeT
MOAYEPKHYTh, YTO TUMEPPEHUHEMHUSI, KaK MPaBUIO, He OOHa-
pyxuBaetcs 10 pa3Butust CIIK u He siBasieTcs ero nmpeaukTo-

pOM, UTO TIPOAEMOHCTPUPOBAHO B KPYIMHOM IMPOCTIEKTUBHOM
nccienoBaHuy, BKiouapiieM 57 mauueHToB ¢ CIIK [17]. Te-
MOJIUTAYECKAsT aHEMUST ¥ TPOMOOIIUTOTIEHUST BCTPEUAIOTCST 10-
BOJIBHO 4acTo, jocturas 65 u 50% ciydacB COOTBETCTBEHHO
[18]. ITpubausuTensHo y nosoBuHbl nauueHToB ¢ CITK BbIsB-
JISTIOTCSA  TIPU3HAKM TPOMOOTMYECKOW MUKPOAHTUOIIATHU
(TMA) [19]. Bo3MOXHO pa3BUTHE OCTPOrO KapaAUOPEeHATbHOTO
cuHapoma (1-ro, 3-ro uau 5-ro Tuma), NPosSIBISIIOIIEIOCS OTe-
KOM JIETKUX, 3aCTOMHOM CepleyHO HEeI0CTaTOYHOCThIO, OJIU-
ro- unu anypueit [20]. Peako nuarno3 CIIK accouuupoBan
¢ 1up@Py3HbIM reMopparuyeckum ajabBeoautoMm u TMA [21].
B otinuue ot uanonatudeckoi TTII, mpu TMA, accomuupo-
BaHHoll ¢ CC/I, He BBISIBISIETCSI BBIPAXKEHHOTO neduluTa
ADAMTS 13 [22], a popMupoBaHUEe TPOMOOB ITPOMCXOAUT HE
B KalmuuisIpax KIyOOYKOB, a B MJIbIX MIOYEYHBIX cocyaax [23].
IMpu6nusurenbio y 20% mnauuenroB ¢ CITK ero passutue
MpeIecTByeT ycTaHoBieHuo quarHo3a CCJI [16].

Hecmotps Ha aktuBHoe uzyuenue CIIK, no cux nop or-
CYTCTBYIOT eIMHBIE CTAaHIAPTU30BAHHBIC KPUTEPUU €TI0 IHar-
HocTuku. Kak mpaBuio, BBIAEISIOT HOPMOTEH3UBHBIA U TH-
nepteH3uBHbI CITK. Ipynmoit akcneproB MexayHapoaHOro
o0l111ecTBa MO M3YYEHUIO CKJIEPOAEPMUYECKOTO TMOYEYHOTO
kpu3sa (ISRCS) [24] npennoxkeHo TMarHOCTUPOBATh TUTIEPTEH -
3uBHBIM BapuaHT CITK nmpu Hanuuuu cieayoimmux KpuTepues:

1. BrmepBbie Bo3HuKIas Al, onpenensieMast Kak:

a) cucTtoimyeckoe aprepuanbHoe nasiaeHue (CAJL)

>140 MM pT. CT.;

0) nuacrtonuueckoe aprtepuanbHoe naiaeHue (JIA)

290 MM PT. CT.;

B) yBenuueHue CAJl Ha 30 MM pT. CT. U Oosiee;

r) yeeauueHue JAJl Ha 20 MM pPT. cT. 1 Gostee.

2. OouH U3 MITH CAEAYIOIINX TPU3HAKOB:

a) yBeJIMYeHUE YPOBHsI KpeaTMHUHA ChIBOPOTKHU Ha 50%

Wi 00jiee OTHOCUTEJbHO 0a3aJbHOr0 YpOBHS JIMOO
120% wnu Gosee BepXHei rpaHULIbI HOPMbI [JIsT JaH-

JUCHYHKLMS 3HAOTENMANbHbIX KNETOK

Mpoaykuns dmbpuHa,

K
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Puc. 1. MoTeHunanbHble MexaHnambl natorenesa CIK (no [16], agantuposaHo ¢ uameHeHusmm). TK — rmokoKopTUKOUAbI
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Tabnuua 2 CpaBHUTENbHAA XapaKTepucTUka ocTpbix Hedponatuin y 60nbHbIX CCL
Moka3arenb Tn CnK AHLIA
Ar + +H+/— +-
JNuxopagka + 4 "
MukpoaHruonatuyeckas

remMonuTN4eckas aHemms ++ + +
TpombouuToneHus +H+ + +
MeTexnansHas cbinb ++ - +
Hesponoruyeckas cumnromarika ++t ++ +
CepAaeyHas HeA0CTaTOYHOCTb + + ++
[bixaTenbHas He[oOCTaTO4HOCTb ++ + H+
CHuxeHne ADAMTS 13 ++ - -
OMnH ++ + +
ABLOMUHANbHbIE CUMMTOMbI +- +— +—
MynbTumepbl dhakTopa ++ - -

(hoH Bunne6panaa, noBblLLeHNE
YPOBHS NaKTaTAErMApPOreHasb

Buoncus BHyTpuUKny604K0BbIE Mponudepauus, Tpom603 JKCTpaKanunnapHbIi
TPOMObI; UIMX — feno3uTbl 11 HEKPO3 UHTPANOBYNAPHBIX rnoMepynoHeqpuT
(pubpuHa B Kanunnapax 1 BYroBbIX NOYEYHbIX apTEPUi; C nonynyHuamu,
apTepuon n Kny6o4KkoB Konnanc Kny6o4kos npu X — ceevenme HUA
JleyeHue MnasmoobmeH, TK 1 mr/kr MAT®, npocTaHonabl, Bbicokne nosbl K,

nu nynsc-tepanus, BBAT  aHTaroHWUCTbl 3HAOTENNHA Lmknogoctamma,

metoTpekcar unu MBI

Npumeyanne. TX — ummyHoructoxumus, MK — rniokokoptukonasl, MBI — reHHo-MHXeHepHble 61ON0rnYeckne npenaparbl.

0) mpoteuHypus 2+ u 6osee;

B) remarypus 2+ u 6osee uau 6ojee 10 KJIeToK B 1mosie
3peHusI;

r) TpoMouuTtorneHus meHee 100 < 10°/1;

II) TeMOJIMTHYECKas aHeMus (B TOM YHUCie OOHapyKeHue
(GparMeHTOB 3PUTPOLIUTOB, IMUCTOLIMTOB W PETH-
KYJIOLIUTO3).

B xadecTBe BO3MOKHOTO KPUTEPHS TAKXKE paccMaTpuBa-

JIOCh pa3BUTHE TUTIEPTEH3UBHON dHIIeDaonaTum.

B 10—20% cnyuaeB nunarHoctupyercss HCIIK [18], xapa-
KTepU3YIOIIMIICS BEICOKUM PUCKOM Pa3BUTHUST TePMUHAIBHON
MOYEYHOI HEAOCTATOUYHOCTU U cMepTH [25]. OaHaKO KpUTEpUn
nuarHoctuky HCITK HecneuudbUyHbl U pa3auyaroTcsl y pas-
HBIX aBTOPOB [15, 16, 24, 26]. O61MM 111 BCEX MPEUTOKEHHBIX
KPUTEPUEB SIBJSIETCS HaIW4yue reMOJUTUYECKON aHeMuu, Te-
MaTypuu, TPOTEeMHYpHH, TpoMbouutoneHun. Kpome Toro,
pa3HbIe aBTOPHI MPEIIAratoT BKIIOUNTh B YMCJIO KPUTEPUEB M-
HaMUKY YPOBHSI KpeaTMHMHA, HAJIMUMe OTeKa JIETKUX, OJINTY-
pUM ¥ aHYPUU.

[1poBeneHre OUOTICUY TIOYKM HE pacCMaTpPUBAeTCsT Kak
00s13aTeTbHBIN KOMITOHEHT TIOATBEPKIEHUST TUArHO3a. YUUThI-
Basi HeCNelMOUIHOCTh MCIOJIb3YeMbIX KPHUTEPUEB, MOXHO
Npeanoysoxutb, 4yro mnoxa auarHozom CIIK, a ocobeHHO —
HCIIK, y nauuentoB ¢ CCJ MOTyT CKpbIBaThCsl MHbIE BapyUaH-
ThI TOPaXXeHUsI MOYeK. A BbICOKOU YPOBEHb CMEPTHOCTHM TaKUX
MalMeHTOB 00YCIOBIEH TPYAHOCTSIMU MMOCTAHOBKY JMarHo3a u,
Kak CJIeICTBUE, OIIIMOOYHBIMU MOAX0AAMU K Tepanuu (TadJ. 2).

BrisiBnenune u HabmoneHue 6oapHbIX ¢ CITK 1 oTHOCS-
muxcs K rpynne pucka pa3putus CITK umeeT KirtoueBoe 3Ha-
YeHME B CHUKEHMHM CMEPTHOCTH M pMCKa pa3BUTHSI HEOOpaTH-
MO TEPMUHAIBHOI MTOYeUHOI HepocTaTrouHocTH [27, 28]. Ho-
kazaHHble dakTopel pucka paszsutusi CIIK mpencraBieHb!
B Tabm. 3 [14, 15, 18, 29].

Huddysnas dopma CCJl paccMaTtpuBaeTcst Kak OJUH U3
ocHOBHBIX (pakTopoB pucka CITK. DkcrepTsl cXoasaTcsi BO

MHEHUHU, 4TO OBICTPOE MIPOrpecCUpOBaHUE CKIEPO3a KOXHU BbI-
cTynaeT He3aBUCUMBIM TipeaukTopoM pa3sutus CITK. YV 6onb-
LIMHCTBA NauueHToB ¢ auddysHoi dopmoii CCJ CIIK pas-
BUBAETCS B CPOK OT 7,5 Mec 10 4 jet [14].

B ueThIpex pa3IMYHbIX PETPOCIIEKTUBHBIX MCCIEI0BAHM-
ax, Bkmovatomux 544 nauuenra ¢ CCJI, BbIsIBIeHA accolia-
s pazsutus CITK n ucnons3oBanus B iedenuu ['K [31—-34].
B nccrenoBanuy 1mo Uy Ciryqaii—KOHTPOJb [32] mpomeMoH-
CTPUPOBAHO, YTO B TeUeHUE 6 MeC, MPEIIeCTBOBABIIMX Pa3BU-
tuio CITK, 36% nauueHToB IoJ1y4aii [peIHU3010H (MIM aHa-
JIoTn) B 1o3e 15 mMr/cyT u 6osee, B cpaBHeHUHU ¢ 12% B rpyrime
KOHTpoJIs1 [oTHOIeHUe maHcoB (OLL) 4,4; p=0,001]. B Tom xe
HCCIeI0BAHUN OTMEUYEHO, YTO HOBOE Ha3HAYeHUe HU3KUX 103
'K, npreM HeCTepOMIHBIX MPOTUBOBOCIIAIUTEIbHBIX Mpera-
patoB, BKK, nAII® He yBennuusaioT puck pazputus CITK.

Antutena Kk PHK-monumepaze-3 (mpu onpeneneHuun
¢ ucrionbzoBanueM ELISA) Bbicoko cnennduyHbl ISt 1ud-

Tabnuua 3 ®akTopbl pucka pazsutua CMNK

CocTosHus, He ABNALOLMecs

®akTopbi picka thakTopamu pucka passutusa CIMK

1. MNosbiweHne ALl B aHamHe3e
2. l3meHeHns Mo4eBOro ocajka
3. MNpepaLwecTsoBaBLLee

MOBbILLIEHNE YPOBHS
KpeaTuHMHa
4. Hanu4ne antuten
K Tonomsomepase 1 (Scl-70)
5. \3meHeHne NoYeyHbIX COCYAO0B

1. PanHasg gudpdpysHas dopma CCL
(BnuTenbHOCTBIO 0 5 ner)

2. bicTponporpeccupyrowuii
CKIIEpO3 KOXM

3. Hannywne antuten k PHK-nonumepase 3

4. leyeHue BbICOKMMU ao3amu MK
(>15 mr/cyT* B NpesHN3010HOBOM
9KBMBANEHTE B TEYEHWE LLIECTH
NpefLecTBOBABLUMX MECALEB)

5. Hocutenbcteo HLA-DRB1*0407
n HLA-DRB1*1304

6. YBenuyeHue yposHs sCD147

lpumeyanue. * — CyLLEeCTBYIOT JaHHbIe O HEraTUBHOM BIUAHUN Npuema 60/ee HU3-
Kux nos K [30].

437



0630p

dysHoit dopmbl CCJI, u 'y 24—33% nauueHTOB, MO3UTUBHBIX
10 JaHHBIM aHTHUTe aM, pa3BuBaercs CITK [35, 36].

B kadecTBe BO3MOXXHOTO MapKepa MOBBIIIEHHOTO PUCKa
passutust CIIK y 6ompHbix CCJ] paccmaTtpuBaeTcs yBenrude-
Hue ypoBHsI SCD147 — BHEKJIETOUHOTO UHTMOUTOPA MaTPUKC-
HOIl MEeTaJUIONpPOTUHA3bI, MPEACTABISIONIETO COO0N ChIBOPO-
TOYHBIN OEJIOK, TPUHAUIEKAIIUA K CyIepceMeicTBy MMMY-
HoroOynHOB. B ucciaenosanuu K. Yanaba u coast. [37] ot-
MEUEHO, YTO y MAllMEHTOB C MOBBILIEHHBIM YpoBHeM sCD147
(ELISA) CIIK pa3BuBajics yailie, YeM y TallMEHTOB C HOP-
MajbHbIM YpoBHeM (13% u 0 cooTBeTcTBeHHO; p<0,05).

HMmeer 3HaueHuWe M TeHeTHMYecKasl MpPenpacroioXeH-
HocThb: HocuTenbcTBO HLA-DRB1*0407 (O1LI=3,21; p=0,013)
u HLA-DRB1*1304 (OLL=4,51; p=0,018) sBasieTcst He3aBU-
cMBIM pakTOopoM prcka pazsutus CITK [38].

ArpeccuBHasi runoteH3uBHast Tepanus CIIK sBusieTcs
OCHOBHBIM METOJIOM TIPEIOTBPAIeHNST HEOOPATUMBIX COCYIU-
CTBIX TIOBpexkneHWi. CHIDKeHUs] apTepuaTbHOTO NaBJICHUS
(Al) cnemyeT focTUraTh B CPOKU A0 2—3 CYT, HO O€3 BbIpaKeH-
HBIX KOJIEOAHUI €r0 YPOBHSI, NMPENNOYTEHNE OTIAETCS] KOPOT-
KoJelcTByoIIMM mnpernapataM. Pe3koe mageHue AJl Moxer
MPUBECTU K 3HAUUTEJIBHOMY CHUXEHUIO MOYeUHO nepdy3nu
U, KaK CJIeCTBHE, OCTPOMY KaHallblieBOMY HeKpo3y [39].

Hecmotpst Ha oTCyTCTBYME paHAOMU3UPOBAHHBIX KOHTPO-
JIMpyeMbIX uccienoBanuii, skcneptel EULAR cunraroTr Heo0-
xonuMbIM uctionb3oBanre UAIID B neuenuu CIIK [40]. BAP
MeHee 3(hdeKTuBHBI, yeM UAII®D, 4To, BEpOSITHO, CBSI3aHO
C OTCYTCTBUMEM OpaJlMKUHUH-TIOTeHIIUpYIoIiero dddekra [41].
[Mpu HemocratouHoli 3ddekTuBHOCTM MOHOTepanuu HAITD
HEOO0XOIUMO 100aB/IeHUE K JICYEHUIO TUITOTEH3UBHbIX Tperna-
patoB npyrux rpynn (BKK, MOKCOHWAWH, HUTpOINpycCUa
u 1p.). [IpuMeHeHUs HECENEKTUBHBIX [3-OJOKATOPOB CIEoyeT
n36erathb. BaxkHo, uro ncnonab3oBanue MAII® B nepuon, npea-
mwecrBoBaBinii pa3putuio CIIK, He TOJIbKO He OKa3bIBaeT
HedponpoTeKTUBHOTO 3(heKTa, HO U ACCOLUMPOBAHO C BHICO-
KUM PUCKOM TEPMMUHAJIBHOW IOYEYHOW HEIOCTATOYHOCTU
U CMEpTHU OOJBHBIX [24].

OTnenbHBIMI LIEHTPAMU TOTIOJTHUTENIEHO PEKOMEHI0BA-
Ho nipu CIIK ncnonp3zoBaHue WIonpocTa — cTabUILHOTO aHa-
Jlora TPOCTAllMKJIMHA, 00JIafalolero Ba3oAWIaATUPYIOLIUMU
Y aHTUATpPeraHTHBIMU CBo¥icTBaMu. [IpW BHYTPUBEHHOM HC-
TOJIb30BAHUY WJIONPOCT YBEJIUYMBAET IMOYCUHBIN TUIa3MaToK,
pacimpsisi IPUHOCSIIYIO U BBIHOCSIIYIO apTeproibl [25].

Hmerotcst oTaebHbIE KITMHUYECKUE COOOIIEHUS O MOJI0-
JKUTEJIbHOM BJIMSIHUM QHTaroHMCTOB PELENTOPOB DHIOTEMHA
(OT) 6o3eHTaHa U CUTAKCEHTaHa Ha BOCCTAHOBJIEHME TOYEY-
Hoit (pyHKIMK y 60abHBIX CC/I, B TOM Yucie HaXOQIIMXCs Ha
remoauanuse, npu HeaddexktuBHoctn MATID [29, 42]. B Ha-
CTOsIIIIee BPeMsI TIPOIOIKAETCS OTKPBITOE KIIMHUYECKOe UCCIe-
TIOBaHUE, LEJIbI0 KOTOPOTO SIBIISIETCST U3yYeHUE BIMSIHUS aHTa-
ronucTa peuernropos DT 6o3eHTaHa y mauneHToB ¢ CITK. Mc-
TOJIb30BaHUe aHTUKoaryIsTHTOB B Tepanuu CI1K He nzydanocs.

O HeOnaronpusitHom 1iporHosze CITK cBumerenbcTByeT
BO3HUKHOBEHUE apuUTMUU, MUOKapAuTa WIU TepuKapauTa
[14]. K mioxum nporHoctuueckum dakropam ncxoaa CIIK ot-
HOCUTCS U yBeInYeHue ypoBHsT N-KOHLIEBOTO (hparMeHTa Mo3-
roporo Hatpuitypernueckoro nentuaa (NP-proBNP) 6onee
360 rir/ma (p=0,019) [43], a poct ypoBHst NP-proBNP Goiee
1494 nir/M1 BBICOKO KOPpPEIUpPYeT ¢ HEM30eXKHOCThIO MTPOBEIe-
Hust remoauanusa (OLI=70; p<0,005) [44].

Oxkoso 25% malMeHTOB yXe Ha MOMEHT YCTaHOBJICHUS
nuarnosa CI1K HyxXnaioTcst B TpoBeIeHUY TeMOANan3a, y Ja-
CTHU U3 HUX B MTOCJIEAYIONIEM TIPONCXOIUT BOCCTAHOBIIEHUE TIO-
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YeYHOU (PyHKLMU TTpU mpoaookeHnn Teparnuu AP, OgHa-
KO0 40—66% 3THX MalMEeHTOB HYXIAIOTCS B MIPOBEIEHUU TPO-
TPaMMHOTO TeMOIUaIN3a WIN TpaHCIUlaHTanuu moyku. Cpemi-
Hee BpeMsl BOCCTAHOBJICHUS MOYEYHOU (DYHKIIMU COCTABISIET
1 ron, B JajibHEIIIEM €r0 BEPOSITHOCTh CHUXKAETCS U MPUOJIU-
JKaeTcsl K HyJI1o yepe3 3 rojia MpoBeIeHUsl 3aMECTUTEIbHOM Te-
panuu [45]. TpaHcrjaHTalus MOYKM MOXKET CYHIECTBEHHO
YJIYYUIUTh MPOTHO3 W BbDKMBaeMocTh manueHtoB ¢ CIIK
U TePMUHAJILHOM IMOYEYHOM HEAOCTATOUYHOCTBIO. B ¢Bsi3M C Ccy-
LIECTBYIOLEH BO3MOXHOCTBbIO BOCCTAHOBJIEHUSI TOYEYHOM
¢yHKIIMY omepauuio cliefyeT MPOBOAUTh HE paHee YeM uepe3
18 mec mocae passutust CITK. Tem He MeHee yacToTa MOBTOP-
Horo pa3sutus CI1K B moueyHom TpaHcmiaHTaTe (Kak XUBOIA,
TaK ¥ TPYIHOIi mouke) mocruraer 20—50% [41].

H30auposannoe cHusicenue ckopocmu Kay604Ko6oi guapm-
payuu

Ha ocHOBaHMM MHOTOUMCIIEHHBIX HAOJIOACHUI 32 00J1b-
HbiMK1 CCJI MOXKHO YTBEpKIaTh, YTO CYILIECTBEHHOE CHIXKEHUE
CK® Bcrpevaercs yxe Npu CyOKITMHUUECKOM MOPAXKEHUU 110~
Yyek, a M0 AAaHHBIM HEKOTOPBIX aBTOPOB — MOXKET OOHApYyKH-
BaThCs MOYTH Y oJioBUHBI 00JbHBIX CCJI ¢ (hopmanbHO HOP-
MaJIbHbIM YPOBHEM KpeaTHMHUHA KpoBu [7, 46, 47]. 1 nuuib
B €IMHUYHBIX UCCIEIOBAHUSIX BCTPEUAETCS POTUBOIIOIOXHAS
Touka 3peHms1. Tak, A. Scheja u coaBT. [48] OTMETIIIM CHIKE-
Hue CK® y He6onpmoro uncia namueHToB ¢ CCJIl — u3 451
6osbHOrO y 39 (11%) ¢ numutupoBarHoii opmoii ny 9 (8,6%)
¢ muddysnoit hopmoit CCJ. [1pu a3ToM CHIKeHUE KIIMpeHca
KpeaTHHWHA aCCOIIMUPOBATIOCH B OOJIBINEI CTETIEHN C HATUIM-
eM Al 1 KapauaibHOU MATOJOTUM.

X0opoIII0 U3BECTHO, YTO B KIIMHUYECKOM TTPaKTUKE KITH-
peHcHble MeTonuKu [uist onpeneieHus: CK® naBHo yctynuim
MECTO pacueTHbIM MetojgaM. Kak B o0uieil momyJasiuuu, Tak
n y 6onbHbIX CCJl Benmmunna CK®, paccuntaHHast B ypaBHe-
Huu CKD-EPI, okazanach Hanbosee 0aM3Ka K pe3ysibTaTam
n3MepeHnsi CK® ¢ ncmnob30BaHNEM OTHOM U3 peepeHTHBIX
Metonuk (kimupeHc DJATA, medyeHHblil TexHerueM-99m) [47].
BrisBnenue cHmkenus CK® Ha CcyOKIMHMYECKUX CTaIMSIX
BaXXHO HE TOJBKO ISl OTIpe/IeJIeHUs] MOYEYHOro TPOTrHO3a,
HO M U pacueTa 03 JIEKApCTBEHHBIX TIPETapaTtoB, B TOM
Yuclie aHTUOMOTMKOB, MMMYHOCYIIPECCAHTOB, WCITOIbh30Ba-
HUSI PEHTTEHOKOHTPACTHBIX BEIIECTB W OMpPeNeIeHUs TPo-
rio3a CCJI B menom. Tak, A. Campo u coaBT. [49] nponae-
MOHCTpPUPOBaIU, 4To cHikeHue pacueTHoii CK® (pCKD)
<60 ma/mMuH/1,73 M> acCOLIMUPYETCSI ¢ TPEXKPATHBIM YBETMYE-
HUEM CMEPTHOCTHU OOJIbHBIX ¢ JlerouHo# runepreHsueit u CCJI.
CyOKJIMHUYECKOe MopaxkeHue Moyek, Kak mpaBUIo, XapakTe-
pusyetcst MeUTeHHBbIM TiporpeccupoBanueM XBIT [46]. Tepmu-
HaJbHOM CTaguU XPOHUYECKOW ITOYEYHOW HEIOCTaTOYHOCTU
(XITH) mocTturaet HeOobIIOE KOMMYecTBO naieHToB ¢ CCI.
Hanpumep, cornacHo maHHBIM HAIIMOHAIBHOTO perucTpa AB-
crpanuu 1 HoBoii 3enananu ANZDATA, 3a niepuon ¢ 1963 1o
2005 r. u3 40 238 mauKUeHTOB ¢ TEPMUHAJIBHON CTaauel moyey-
HOM HEIOCTATOUYHOCTU TOJBKO Y 127 GonbHbIX (0,3%) npuyn-
Hoit XITH crana CCJI. Bmecte ¢ TeM Ha OCHOBaHUU JaHHBIX
3TOro ke peructpa B. Siva u coasr. [45] npoaeMoOHCTpUpoOBau,
YTO CpEAHSISI BBIKMBAEMOCTb Y OOJBHBIX C TEPMHUHAJIbHON
XITH nHa ¢pone CCJI okazanach 3HAYUTEJbHO HMXE, YeM Y ra-
uureHToB ¢ apyrumu npuanHamu XITH (2,43 u 6,02 roma coot-
BeTCTBEHHO). HO crmoHTaHHOE BOCCTAHOBJICHME IMOYEYHOM
dyukuun y 6onpabix CCJl BcTpevyanoch 3HAYUTETHHO Yallle,
yeM npu apyrux Hedpomatusx (10 u 1% COOTBETCTBEHHO;
p<0,001). Hammane CCJI oka3aioch caMOCTOSITETbHBIM M He-



3aBUCUMBIM TPEAUKTOPOM KaK <«MOYEYHOW CMEpTH», TakK
¥ BOCCTaHOBIIeHUS (DYHKIIMM opraHa. Tak, 5-7eTHsIST BbDKUBa-
€MOCTh TIOUYEYHOTO TpAHCIUIAaHTaTa TPYIMHOW W ITOHOPCKON
mouku coctaBuia 53 u 100% cooTBETCTBEHHO U ObljIa COMOCTA-
BUMa C IPYTUMHU TTPUIMHAMU pa3BUTHS TepMuHaibHoi XITH.

CHuoicenue noueunozo pesepea

J171s1 OLIEHKU COCTOSIHYSI BHYTPUITOUEYHOM TeMOIMHAMM -
KM B KJIMHUYECKOU TMPaKTUKE MCIOJIb3YIOT METOI OMNpeaesie-
HUSI IToYeyHoro (pyHkimoHanbHoro pesepsa (I[IMOP), kotopwrit
npencTasiseT coooit mpupoct CK® B mpolieHTHOM OTHOIIIE-
HUU B OTBET Ha OEJIKOBYIO Harpy3ky. HopmaJbHBIM OTBETOM Ha
OCJIKOBYIO HAarpy3Ky WJIM BBEIECHUE aMUHOKMCIOT CUMTAETCS
yBennueHue CK® Ha 20—65% B teuenue 1,5—2 4 nmocie Hava-
na Tecta. CHIDKEHHE pe3epBa KIyOOUKOBOM (DUIBTpalium pac-
cMaTpUBaeTCs KaK paHHUN MTPU3HAK HapyIIeHUs QUIbTpaim-
oHHOI dyHkiMKu noyek. R. Livi u coast. [50] uccienosanu
21 6onbHOro CCJI ¢ HOpMaibHOM (DYHKIIMEN MoYeK, a TakxKe
rpyniy KoHTpoJist (10 maueHToB) mocjie BHYTPUBEHHOTO BBE-
JieHusi pacTBopa amuHokucyior (Habop Freamine III Baxter,
8,5% pacTBOp, KOTOPBIIf BBOIUJICS CO CKOPOCTHIO 4,16 Mi1/MUH
B TeueHue 2 4). J1o 1 rmocje BBeIeHUSI aMUHOKMCIJIOT y BCeX Ta-
uureHToB usMepsiu CK® (¢ momolbio KiMpeHca KpeaTuHM-
Ha), 3()EKTUBHBIN MOYSUHBIN MJIa3MOTOK (C TTOMOIIIbIO K-
peHca TapaaMUHOTHUIIITYPOBOM KMCIIOTBI), 00lllee PEHOBACKY-
JsipHOe cotnpoTtuBieHue. Mcxomno mamuentsl ¢ CCJI o cpaB-
HEHUIO ¢ KOHTPOJIEM UMeJH 00siee HU3KU 3G PEKTUBHBIN TO-
yeuyHbI I1a3MOTOK (403,5+43,8 u 496,4+71,3 mi/MuH;
p<0,0002) u Gosiee BLICOKMIT YPOBEHb OOIIErO peHOBACKYJISIP-
Horo conpoTtuBieHus (10 822+2044 u 8874+1639 nun/s * cm’
cooTBeTcTBeHHO; P<0,014). [TI®P mpu CCJI TakKe ObIT 3HAYM -
MO HUXe, 4eM B KoHTposie (+1,9+18,6 u +34,8+£13,9% coor-
BetcTBeHHO; p<0,0002). OnHako otBeT nmauueHToB ¢ CCJ/ Ha
BBEJCHUE pacTBOpa aMUHOKMCIIOT ObUT pa3inyHbiM. C nmomo-
IIbI0 aHaIM3a MHOXECTBEHHOI perpeccuM Oblia BbISIBIEHA
HaubosblIas oopatHas 3aBucuMoctb [TIMP ot ypoBHSs cpemHe-
ro Al u ucxomtoro yposHst CK® (R*=65%; p<0,0001). Takum
obpaszom, aedext [TPP 1o pesyabrataM Tecta ¢ aMUHOKHUCIIO-
TaMM TIOATBEPKIAeT KOHICTIINIO MPEBATUPOBAHUS B IOYKE
Ba30KOHCTPUKTOPHBIX (haKTOPOB Haa Ba30AUIATUPYIOIIUMU
y 60o1bHbIX CC/l. B nanpHeiiliem 3Ta xe rpyIia y4eHbIX B Te-
YeHue 5 JieT TpojorKaia TMHaAMIYecKoe HaOToMeHre 3a Ta-
pameTpamu nodyeuyHoit ¢pyHkuuu y 6oabHbix CCJ [51]. st
JIET CITYCTsl y TTAllMEHTOB O CHIXKeHHBIM [TMP Gosnee 3HauMMO
ymenbIimwiace CK® (>2 mui/MUH B TOI), a TaKXKe Y MHOTHUX
0OOJIbHBIX U3 3TOI Tpymnibl pa3Buiach Al 1-it wim 2-i cTeneHu.
ABTOPBI TIPEIITOIOXMIIN, YTO OTCYTCTBHE HOpMaiabHOro INMOP
MOXET SIBJATbCS KaK paHHUM TTPU3HAKOM TOpPaKeHMS MOYeK
npu CCJI, Tak ¥ HE3aBUCUMBIM IIPEIUKTOPOM Pa3BUTHUSI TO-
YeyHO# HemocTtaTouHocTH M Al B pesynbrare HapylieHHOTO
OTBETa SHAOTEINS Ha Ba30AMJIATUPYIOIINE CTUMYJIHIL.

Ilpomeunypus

ITo manHubiM EBporieiickoro perucrpa usydeHus: CKJIepo-
mepmun EUSTAR, k 2012 1. BkimoyaBiiero 7655 mauneHTOB
¢ CCJl, npoTenHypusi, U3MEepeHHasl ¢ TTOMOILbIO TeCT-I10JI0-
coK, Oblta 3acdukcupoBaHa y 4,4% MalMEHTOB C JTUMUTUPO-
BaHHOI 1 'y 8,4% GobHbIX aubdy3Hoi hopmoit CCII [52].

Kaxk m3BecTHO, MUKPOAILOYMUHYPHS SIBJISIETCS MapKe-
POM COCYIMCTOTO TTOPaKEHUST U CAMOAOCTaTOUHBIM HE3aBUCH -
MBIM TIPEIUKTOPOM Pa3BUTHSI CEPACYHO-COCYAMCTON IaToJIO-
TUU ¥ CMEPTHU Y MAIIMEHTOB C HAIMYKMEM WU OTCYTCTBUEM JIpY-
TUX COCYIMCTHIX 3a00JIEBaHUI, B TOM UHCJIEC caXapHOTo nuabe-

ta u Al CornacHo nanusiM EUSTAR, y 6oasHbix CC/ mpu
MPOBENCHNY MYTTUBAPUAHTHOTO aHATN3a MIPOTENHYPUST OKa-
3aJ1aCh OHUM U3 CaMBIX CTATUCTUIECKU 3HAYUMBIX HE3aBUCH-
MBIX (DPAKTOPOB PUCKA CMEPTETHHBIX UCXOMOB (OTHOCUTETbHBIN
puck coctaBui 3,34), ocTaBUB AaJIeKO 1MO3aaU 3a COOOU Takue
KaHOHWYecKre (haKTOpbl pUCKa, KaK JIETOUYHasl apTepuaibHast
runiepteHsust (JIAT), jerouHast pecTpukiiusi (COOTHOLIEHUE
obbemMa (opcUpoBaHHOTO BbiOXa 3a 1 ¢ U (OpCUPOBAHHOM
KM3HEHHOM eMKocTu Jierkux <80%), nbixaTelbHas HeaoCTa-
touHocTh (III u IV dyHkumoHansHOro kiacca mo NYHA),
a TakxXe CHuXeHue IUPPY3MOHHON CIIOCOOHOCTU JIETKUX
M BBICOKMIA KOXHBIN cueT (mo Rodnan) [53].

L. Sieberlich u coaBT. [54] nmpoBenn cpaBHUTEIBHOE HC-
clenoBaHue anbOyMUHYpun W mpotenHypuu y 80 OOJBHBIX
CC/ u 18 3m0poBbIX JINII (TpyIMIia KOHTPOJISI) ¢ HOPMaJIbHBIM
ypoBHeM CK®. TTpotenHypus 6bu1a 3adukcuposana y 17,5%
mameHToB ¢ CCJI, a albOyMUHYPUST — Y KaXkI0TO YeTBEPTOTO
nanuenTa (!). [Toxoxue naHHbIe ObLIU MOJYYEHbI U B UCCIIENO0-
BaHuu A. Dawnay u coasrt. [55]. L. Sieberlich u coaBt. mposesn
TakKe 2JieKTpodopes 6eakoB Mour y 601bHbIX CCJI U BBISIBU-
JI TM00 aNbOYMUHYPUIO, KOTOpasi KOppeaupoBaia ¢ IJIUTeIb-
HOCTbIO O0sie3HM (CBbIlIe 4 1eT) u ¢ yBenudueHueM CAJL, mu6o
HECEeJIEeKTUBHYIO MTPOTEUHYPUIO, TOCTOBEPHO Yallle BCTpeyaio-
mytocst npu auddysHoir popme CCI M Koppeaupyrolryo
¢ TIopaXXeHueM XesrynouyHo-KuieyHoro tpakra (2KKT) [14].

HW3BecTHO, 9TO TIpM MrabeTiyeckoil HedporaThy 1axe Ha
CTaIMl MUKPOATHOYMUHYPUU TIOKA3aHO TOCTOSTHHOE WCTIONb-
3oBaHue NATID, koTopbie 3(PhHEKTUBHO 3aMeUISIIOT IIPOTPECCH -
poBaHMe HedPOIIaTUN U JOCTOBEPHO YITYUIIIAIOT CEpAeIHO-CO-
CyaUCTbIi TporHo3. OnHako olieHKa 3¢hdeKTUBHOCTU TTpodu-
JIAKTUIECKOTO MCIob3oBaHust HATI® npu mopaxeHnr MmoyeK
y 60bHbIX CCJI o-npexxHemy sIBisieTcs HeogHo3HayHoi. He-
CMOTpsI Ha JO0Ka3aHHbIA aHTUdUOpoTHYecKmii addekt nAITD
[56] B couetanuu ¢ cyiiectBeHHbIM cHIKeHneM CAJl, mo paH-
HBIM HEKOTOPBIX McciienoBaTeiei |18, 32], ucronab3oBaHue 3TOM
TPYIIBI TPEnapaToB He MOXET MpeaoTBpaTtuTh pazsutue CIIK,
u, Ooyee TOrO, MOKAa3aHO, YTO TMPOMWIAKTUYECKUI TMpueM
nAIID MoxeT maxke yXyALIUTh €To TOoCIeayoliee TedeHue [24].

Hndexc pesucmenmnocmu noue4HsIx apmepull

CoBpeMeHHBIM, HEMHBAa3UBHBIM U THPOPMATUBHBIM STB-
JISIETCSl METO/I LIBETHOU ONIIIEpOCOHOrpadrn, MO3BOSIOIINI
JNIMarHOCTUPOBATh PeHAIbHYIO MaTojoruio y 6ojbHbIx CCJ 1o
Pa3BUTHS KJIIMHUYECKUX CHMIITOMOB IMOpaxKeHus: moyek [57].
[Toxoxue pe3ynbTaTel ObLIM MOJYYEHbI U SITOHCKUMU UCCIIe-
noBatensimu: C. Nishijima u coaBT. [58] uamepsiiv MHIEKC pe-
sucteHTHOCTU (MP) B MeXmONbKOBBIX U CETMEHTAapHBIX apTe-
pUsX C TOMOIIBIO I[BETHOTO MYIJIEKCHOTO CKAaHWUPOBAHUS
(UAC) y 53 60apubix CC/I, 12 — cucTeMHOIf KpacHOI BOTJaH-
koii (CKB), 3 — mepMaToMrO3UTOM U 16 MALMEHTOB IPYIIIIBI
KOHTPOJISI ¢ HOPMaJIbHBIMU (YHKIME TodyeK (KpeaTUHUH,
CK®) u ananuzamu Mmouu. IP B MeXXITOTEKOBBIX M CETMEHTAp-
HBIX TOYEYHbIX apTepusix y naureHToB ¢ CCJI okaszasics 1ocTo-
BEPHO BBIIIE, YeM B Tpyniax cpaBHeHus. C mosbienrnem P
KOPPEIUPOBAIN CIIEAYIONIe CUMIITOMBI: TUTUTATbHBIC SI3BHI,
YMEHbILEHNUE anepTypbl pTa, KOHTPAKTYphl MajblEB, JErod-
HbI (UOPO3, BOBJIEUEHUE Cep/lla, HauYMe U TUTP aHTUTENI
Kk Tormousmepase I (Scl-70), noBeilieHUe ypoBHS C-peakTUB-
Horo 6enka (CPB), cHKeHue mokasaresieit Xku3HeHHO eMKO-
ctu nerkux (ZKEJT). He koppenupoBanu: AJl, KpeaTUHUH, MPO-
teunypus, peanH, CK®, nmopaxenue XKKT u apyrux opraHos.
HccnenoBatenu crienany BIBOM, YTO JATEHTHBIE U CYOKITMHU-
YecKue TTOBPEXIeHUS TTOUYeK MOTYT OBITh TIPEIUKTOPAMU Pa3-
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putusi CIIK. DTi maHHBIE COBMAmAlOT C TMCTOJOTUYECKUMU
uccaenoBaHUsIMU [57], B KOTOPbIX OOHAPYXMBAIOTCS MOBPEXK-
IIeHUS cocymoB Touek y 60bHBIX CCJl 63 KITMHUIECKHX ITPH-
3HAaKOB HedponaTuu. [Ipyrue JaHHBIC TaKKe IMOATBEPIKIAIOT,
yto WP oKka3zajicsi oueHb YyBCTBUTEBHBIM ISl OLIEHKU PEHO-
BacCKyJISIpHBIX 3a00seBaHuil 1 KoppeaupyeT ¢ CK® u uzmeHe-
HUSIMM HOTTEBOTO JIoXa Mpu Kanuuisipockonuu [59]. Ucnonb-
30BaHME aHTUMOKcUAaHTa N-aueTuiauucrernHa ymeHbinaer UP
y 60sbHBIX CCJI ¢ paHHUMU KaNUJIISIPOCKOMMYESCKUMU U3MeE-
HeHusaMU [60], HO He OKa3bIBAET IMOJIOKUTEIBHOTO 3hdeKTa
y OOJIbHBIX C TIO3AHUMU KaMUJUISIPOCKOMTUYECKUMU U3MEHEHH -
sMU. BbIsIBIEHME TALIMEHTOB ¢ paHHUMM U3MEHEHUSIMU TPU
KaIMWIISIPOCKOIMY BaXXHO C TOUKU 3PEHUS TEPareBTUIECKOTO
«OKHa» HE(PPOIPOTEKTUBHBIX BOBMOKHOCTEI.

Xponuueckasa ckaepooepmuveckas negpponamus, 06yciog-
ACHHAS COCYOUCHON IHOOMEAUAAbHOU OucPyHKUuel

O4eBMIHO, YTO OMMCAHHBIC BBINIE TTATODU3NOIOTHYE-
CKHUe HapylleHus (PyHKIIMOHUPOBaHUS MOUKHU Yy 6071bHbIX CCJL
MPaKTUYECKU HAMPSIMYIO CBSI3aHbI C COCTOSIHUEM BHYTPUKITY-
OOUYKOBOI U BHYTPUITIOYEUHOU reMOIMHAMUKM, KOTOPasi, C OJI-
HOI CTOPOHBI, 3aBUCUT OT COCTOSIHUSI COOCTBEHHO COCYIUCTO-
ro pycia (BacKyJionaTusl, BA30KOHCTPUKIIUS), a C IPYroi — OT
BBIPAXKEHHOCTHU CKJIepo3a/(prubpo3a MOUYEYHOM IMapeHXUMBbI.
CeronHs TPYIHO NEPEOLICHUTh 3HAYEHUE COCYINCTOTO SHI0TE-
JINS B MHAYKIMUA U TIPOTPECCUPOBAHUN CKIIEPOIEPMUYECKOI
BackyJjonaruu v ¢pudposa.

OKCHUIATUBHBINM CTpecC, BO3MEUCTBUE TOKCMHOB, aHTH-
TeJI ¥ BUPYCOB CITOCOOHBI MHAYIIMPOBATh pa3BUTHe (heHOMeHa
CO/1, koTopasi MOXET ObITh ONpe/e/ieHa KaK HapylleHue SH-
JIOTEINI-3aBUCUMON Ba3oauJIaTalluu, MoTepst (pu3nogorude-
CKHUX CBOMCTB 9HIOTEMSI MO MOAAePKAHUI0 HOPMAIbHOIO CO-
CyIMCTOro ToHyca [61].

Joka3zaHo coyuactue COJI B maroreHese Al, atepockiie-
po3a, WIleMUYecKoil Oosie3HU cepalla, caxapHoro auabera
(B ToM uucie auaderndyeckoit Hedponatuun), JIAL, xpoHuue-
ckoit mouyeyHoi HepoctarouHocTr 1 CCJI.

dopmupoBanne Mexanusma CBJl MpUBOIUT K CHUXKE-
HUIO0 aKTUBHOCTM NO-CUHTETa3bl SHAOTEINSI, YMEHbBIICHUIO
o0pa3oBaHUsI M OMOIOCTYITHOCTU OKCHJIAa a30Ta, TTOBBIIIIEHHO-
MY HaKOIUIEHUIO aKTUBHBIX (hOPM KKCJI0poaa. DTO CrOcoOCT-
BYET NaJbHEMIIIeMy TTOBPEXISHUIO caMoro aHmoTeust. [Tospe-
KIEHWe SHIOTENUsI, B CBOIO OUYepelb, TPUBOIUT K TUIIEPITPO-
IYKLIMU U LHUPKYJSUMU OOJNBIIOT0 KOJIMYECTBa pazHOoOpas-
HbIX @aHTMOTE€HHBIX, BA30KOHCTPUKTOPHBIX, MTPOBOCHAIUTEb-
HBIX U MPOGUOPOTUUECKUX MOJIEKYJI, HEU30EXKHO BO3/IEHCTBY-
IOIIMX U HA TKaHb TTOYKU.

OgHUM U3 3HAYMMBIX KOMIIOHeHTOB CDO/I sBisieTcst Tu-
neprponykimss OT. [ToMruMo COOCTBEHHO 3SHIOTEIUATBHBIX
KJIETOK BHYTPUIIOUEYHBIX COCYIOB M KIYOOUKOBBIX KaIWJLUISI-
poB, obpazoBanne DT mpoucxomut B anuTeauanbHbIX (DT-1,
2, 3) u Me3aHruanbHbIX (DT-1) kiietkax Hedpona [62]. K anu-
TEJIMATTLHBIM KJIETKaM OTHOCSITCSI U H000yUMbl TIOYEUHBIX KITy-
0GOYKOB, KOTOPBIE UTPAIOT KpaliHe BaXKHYIO POJIb B TIpolieccax
yabsTpauabTpaluu. AKTUBALIUS A-pelLernTopoB SHIAOTEIMHA
(BT,), TOKATU3YIOLIUXCS B SMUTETUATBHBIX, SHIOTEIUATBHBIX
U1 Me3aHTHaIbHbBIX KJIeTKax nmouku (D7T-1), mpuBOAUT K CHUXKE-
HUIO IToyeyHoro kpoBoroka, CK®, ymeHbIIIEeHNIO 00beMa BbI-
JIeJIIeMOi MOYM, HaTpuilype3y, a Takxke mpoyudepaunu Me-
3aHTHAIBHBIX KJIeToK. HampoTtus, akTuBamus B-penentopon
sHporenuHa (DTg) cTumynupyet BoicBoboxaeHre NO u mpo-
CTalMKIMHA, UTHTUOUPYET arionTOo3 U MPOIYKIINIO SHIOTESINH-
npeBpamatoniero depMenTa. [Ipu cpaBHeHUM BIUSHUS aHTa-
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rounctoB perenTopoB DT,, DTy u HecenekTuBHbIX DT /DTy
y nanueHToB ¢ XITH ormeueHo, uto G10Kama CeleKTUBHbBIX
DT ,-perenTopoB MPUBOANT K Ba3OAUIATAIIMY TTOYEUHBIX CO-
CyIOB, CHUDKCHUIO YPOBHS TIpoTenHypuu 1 M P mmodyeuHbIx ap-
Tepuii [63].

[ToMHUMO 3TOTO MOAOLUTHI SIBSIIOTCSI OCHOBHBIM UCTOY-
HUKOM 00pa30BaHUsI COCYIMCTOTO SHIOTEIMAIBHOTO (hakTopa
pocta (CODP-A) B movyeuHbIXx Kiryooukax. [MmeprnpomyKimst
nopouutaMu COMP MHAyLMPYeT CTUMYJISIIIO POCTa U MPO-
Judepauy He TOJbKO 3HAOTEJIMATbHBIX, HO U ME3aHTHallb-
HBIX KJIETOK He(poHa, MPUBOAS K YCWJICHHON aKKyMYJSLIUK
BHEKJIETOUHOTO MaTpuKca (CKJIepo3), rumnep@uibTpalumn
U TIpoTenHypun. Bee mepeunciaeHHbIe TaTOGU3NOTOTHIECKIE
MEXaHU3MBI SIBJITIOTCSI OOJUTaTHBIMU HEMMMYHHBIMU (DaKTO-
paM# HEYKJIOHHOTO TIPOTPecCUpOBaHUS JTI000M HedporaTuu,
HE3aBUCUMO OT 3THoIorun. CeroaHs yXe OueBHIHA BEPOSITHAS
MOJIEKYJISIpHAsi, TIaTOPU3NOOTHIYeCKass U THCTOJIOTMUYEeCKast
OJIM30CTh CKIIEPONEPMIUECKON BACKYJIOTIATUM TTOYEIHBIX, JIe-
TOYHBIX U TIepu(GepUIecKUX COCYIOB U TeX MPOIECCOB, KOTO-
pbIe €e COMPOBOXKAAIOT.

OueHb yactoe BoisiBiIeHUe y 00JbHbIX CCJI cyOKJIMHUYE-
CKHX (XOTSI M TTPOTHOCTUYECKU 3HAYMMBbIX) (hOPM MOpaKeHUs
MOYEK, OYEBUIHBIX U CTEPEOTUITHBIX, HO «HE CITeLIMDUIECKUX»
MOpdOJOTHUYECKUX U3MEHEHUI B TIOYEUHBIX OMOTITaTax, Hapsi-
Iy C JOKa3aHHOM YHUBEPCATbHOCTBIO CKIIEPOACPMUIECKUX TTa-
TO(PUZNOIIOTMYECKUX W MATOTeHETUIECKMX MEXaHM3MOB pa3-
BUTHUSI PEHAJTbHOM BACKYJIOMATHM M CKJIepo3a, MOATAIKUBACT
aBTOPOB HACTOSIIEH CTaThW K BO3MOXHOCTU TPEIITOJIOXHUTD,
4yTo, moMumMo octpbix popm CIIK, BOZMOXHO CyllleCTBOBaHUE
¥ XPOHHYECKOT0 BapUaHTa CKJIEPOJEPMUUYECKOI HedporaTuu.
ITo cBoeii cytu aTa Hedponatus saeisietcss CO/I-uHaynmMpoBaH-
Ho#. [IpencraBieHus1 aBTOPOB O BO3MOXHOM IMaTOreHe3e Xpo-
HUYECKOT0o BapuaHTa CKJIEPOJEPMUUECKOI HeporaTuu mpe-
CTaBJIEHbl Ha pUC. 2.

Ilopasicenue nouek, accoyuupoeannoe ¢ HaauvueM AHMU-
HellmpopuabHbIX YUMONAa3Mamu4ecKux anmumes

BoisiBnenune AHLIA B 60/1bIIMHCTBE CllydyaeB aCCOLUUPO-
BaHO C Pa3BUTHEM BACKYJINTa MeJKUX cocynoB. [1o maHHBIM
OTIENIbHBIX MccienoBanmit, y mauneHToB ¢ CCJl yactoTa BbI-
apiaenns AHIDA nocruraer 7% [65]. OnucaHo BCEro OKoJIO
60 ciyuaes niepekpectHoro curapoma CCJl u AHIIA-accouu-
upoBaHHOTO Backyimuta (AAB) [66, 67]. TlepekpecTHBIIT CUH-
npom CCJI u AAB nmocroBepHO acCOUMUPYETCSI ¢ HaJIMYUEM
antuten K Ul-pubonykieonporenny (PHIT) u U3PHII; B 97%
BoisiBisTIoTCst AHIIA K Muenonepokcunase (MITO) [67]. Hau-
6osiee yacto, B 83% ciyuaeB, AAB nmeGroTupyeT pasBUTHEM
OBICTPOIIPOrPECCUPYIOILEro rioMepynoHedpura, B 28% orme-
4aeTCsi TeMOPParu4ecKuil ajabBeosIuT, B 13% — HEKpOTU3UPYIO-
LM BACKYJINT C UIeMueil KoneuHocrei u B 10% — BackyauT
KOXu [66]. ¥V yacTu mauudeHTOB HAOJIOAAIach BbIPpAXKEHHAS
KIMHUYecKasi KapTUHA BacKyJUTa, B TO BpPeMs KaK y OPYTUX
WMEJIMCh JIUIIb OTAEIbHBIE CUMIITOMBI, YTO MOXKET 3aTpy-
HWUTb CBOEBPEMEHHOE YCTaHOBJIEHME AarHo3a [68]. B ominuue
or CIIK, AHIA-accouuupoBaHHbIil IJIoMepyloHeDPUT
(AHLIA-TH) npeumyliecTBEHHO pa3BUBAeTCS Yy IMallMEHTOB
C JIoKaJIM30BaHHOM (opmoit ckiepoaepmuu. KimHuyeckue
nposiBiieHuss AHLIA-T'H u CITK moryt B 3Ha4MTEIbHON Mepe
COBMAaJaTh, YTO TpeOyeT MOP(OIOTMUECKOro MOATBEPKACHUS
nuarHo3a. Jleuenue AAB BkirouaeT B ce0st Boicokue m103bl 'K
W LIMTOCTATUKOB (IIPEMMYIIIECTBEHHO MKIohochaMuaa) win
putykcumab [69], a crepeotunHoe npumeHeHe MAIT®D B naH-
HOM CJIyJyae He BIMSIEeT Ha TeueHre 3a00IeBaHmsI.



can

Y

| AHrnoreHHHble daktopsl CC [64]: TOPR, CIOP, TO®P, UMDP, 3T-1, 3puTponoatuH, BazonpeccuH, monekynsl agreauu (CMKA1, MMKA1, E-cenekTuH) u p.

Y

Y

Y

[TpoBocnanutensHble LTOKMHBI: ®HOa,
1ne, Nio, NOHy, XxeMOKUHbI

Backynonartus/Ba3oKoHCTPUKLMS/
TPOM603bI

Mponudepaums Me3aHrnanbHbIX KIeTok,
ANCCHYHKLNA MOAOUMTOB

Y

Y

Y

CHWXeHMe NoYe4HOro KPOBOTOKA.
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| Cknepogepmunyeckas C3[-MHAyLuMpoBaHHas HedponaTtus |

Puc. 2. NMartodouanonornyeckne mexaHuambl (hOPMUPOBAHUS XPOHUYECKOI CKrepodepMuyeckonn CI-nHayLmpoBanHoi Hedoponatuun. TOPR —

TpaHcopmupytowmii daktop pocra 3, CMKA1 - cocyancrtas monekyna knetouHoi agresun 1, MMKAT — MeXKNeTo4Hasa MoieKyna KneTo4HOoi
agresun 1, TOOP — TpombounTapHsiin daktop pocta, UMOP — nHcynuHonomobHbin haktop pocta, ®HOo — hakTop Hekposa onyxonu o, U1 -

nHTepnenkud, N®Hy — nutepdepoH y

Hegpponamus, accouuuposannas ¢ anmugpocgoaunuonovtm
CUHOpOMOM

Yacrota obHapyxkeHMsI aHTU(HOCHOTUITUIHBIX aHTUTE]
(a®JI) y 60JIBHBIX CUCTEMHBIM CKJIEPO30M, T10 JaHHBIM pa3HbIX
aBTOPOB, KOJIEOJIETCST OT OOIUIETOMYISIIMOHHBIX 3HAYeHUN —
3,3—12% [70—72] — 1o ypOBHEii, CYILIECTBEHHO UX MPEBOCXO-
nammx — 41—56% — u gaxe nocruraet 63% [73, 74]. Ponb adJl
B MaToreHe3e W MPOrHO3¢ MOYSYHOTo MOpaKeHUs Y OOJbHBIX
CC/I Bce ellle OKOHYATEIbHO He sicHa. BoJIbIIIMHCTBO uccaeno-
BaTeJiei CYMTAIOT, yTO MaToreHe3 pasputust ADC-accounnpo-
BaHHOI Hedpomnaruu npu CCJ] He oT/IMUaeTcst OT APYIUX ayTo-
MMMYHHBIX 3a0oneBanuii, Hanpumep CKB. Tak, a®JI, cBI3bI-
Basich ¢ (ocHOIUMUAHBIMU KOMITJIEKCAMU MeMOpaH 3HAOTe-
JIAS TIOYEYHBIX COCYIOB, MPUBOIAT K OCJIA0JICHUIO €r0 aHTUKO-
aryJISHTHBIX CBOICTB B pe3yJIbTaTe YMEHbBIICHUS MPOXYyKIUU
npocTauuKiInHa, antTutpoMouHa 111 u ¢pakropa ¢pon Buie-
OpaHna. DHHOoTeMMaTbHas TMCHYHKIINS YCUTUBAeT TucbamaHc
MEXIy TIpO- W aHTUKOATYJSHTHBIMU (haKTOpaMu, TIPUBOIS
K TPOMOOTMYECKOU OKKJIO3UM WHTPapeHaJIbHBIX COCYIOB
M Kak CJIeICTBHME K Pa3BUTHIO MIIEMUU TTOYEYHOM TKaHU [32,
75]. Ha npakTuke n30JupoBaHHYI0 XpoHndeckyio ADC-acco-
LIMMPOBAHHYIO HE(POIATHIO AMATHOCTUPOBATh KpaiiHe TPYAHO
(Tab. 4) u3-3a OTCYTCTBUS cieM(PUISCKUX KIMHUKO-J1abopa-
TOPHBIX TPU3HAKOB, & PUCK BBIMIOJHEHUSI OUOICHM ITOYKH
B IAHHOM CJIy4yae MpeACTaBIsSIeTCSl KpaliHe BHICOKMM M3-3a Pa3-
BUTHS BO3MOXKHBIX OCJIOKHEHUI. 3a49aCTyI0 OCHOBHBIM ITPOSIB-
neHreM xpoHnueckoit ADC-acconnnpoBaHHON HedporaTum
y 60sbHBIX CC/I sIBNIsIETCS «<HEOOBSICHUMOE» HEYKJIOHHOE CHU-
JKeHue movyedHol dyHKimu. OMHaKo K HApYIIEHUIO a30TOBbI-
NETUTETbHON (DYHKIIMYA MOXKET ITPUBOIUTE U CITa3M TIPUHOCS -
IIUX TJIOMEPYJISIPHBIX apTepUoJI, YITIOMSHYTBIN BBIIIE «ITOYEY-
HBII cMHApPOM PeliHo» — MpUHLIMITMAIBHO BaXKHbIM MEXaHU3M
pazsutus CITK. HauGonbiinii uHTEpec MmpeacTaBlisieT Ucce-
nosanue E. Wielosz u coaBT. [76], B KOTOPOM IPpeaNPUHSITA MO~

MBITKA BBISIBUTH CBSI3b Mexny HanmuueM a®dJl y manueHToB
¢ CCI, u moueuHoit dyHKIMel. Bece manneHTsl, cTpagaolme
CC/, kak TMMUTUPOBAHHOM, TaK 1 11 dy3HOI PopMOii, ObI-
JIA pacIipeNie/IeHbl B IBE TPYTIBI B 3aBUCMOCTH OT BBISIBJICHUST
y Hux adJI B mo0BIX, Jaxe ¢1abo MO3UTUBHBIX, TUTpaxX. B mc-
CJIeIOBaHUM TIOKa3aHa 4eTKasl CBsI3b Mexny Hammduem adJl
y 6osbHbIX CCJI 1 nokazareasiMu oYeyHol (QyHKIIUHU, 3a Uc-
KJTFOYeHUEM YPOBHSI CBIBOPOTOYHOTO KpeaTWHWHA. Tak, BBISIB-
snenne antuten IgG K KapAMOIUIMHY TOCTOBEPHO aCCOLIMM-
pOBaJIOCh C YBEJIUUYEHUEM YPOBHSI CHIBOPOTOUYHOTO LIMCTATHU-
Ha C 1 oOpaTHO KOPPEJIMPOBAJIO C KJIUPEHCOM KpeaTMHUHA
(o Koxkpodpry—ITonty u MDRD). O6napyxenue antuten IgG
K P2-TIMKONpoTenHy HeratuBHO Koppenuposasio ¢ CK® mo
Kokpodry—Tonty (p=0,03) u MDRD (p=0,01). Kpome Toro,
y a®JI-TTO3UTUBHBIX OOJIBHBIX 3HAYUTETHHO Yallle BISIBIISIACH
nporennypust (>0,5 r/cyr). adJI-MO3UTUBHOCTH aCCOIUUPO-
Bajack ¢ passutmeM CIIK, KoTOpbIii ObIT AMATHOCTUPOBAH
y 27% a®dJI-1103UTUBHBIX OOJIBHBIX K HE OOHAPYXKEH HU Y OJI-
Horo a®JI-HeraTMBHOTO MalMeHTa. be3yciIoBHO, ISt BBISICHE-
Husl uctuHHOU posn a®dJl B moBpexaeHun movek mpu CClI
HeoOxonuMbl 6osiee MacliTabHble PAHIOMU3UPOBAHHBIE KIIU-
HUYECKUE UCCIIEIOBaHUS C MPOBEIEHNEM KITMHUKO-MOPdoo-
TMYecKux corocTaBiaeHuii. HeoOXoguMo OTMETUTb, YTO
A®DC — najneko He eAMHCTBEHHbBI BO3MOXKHbBIN MEXaHU3M IO~
BPEXAEHUS MOYEK, CBSI3aHHBIN C HapylIeHrneM (GYHKIIMOHUPO-
BaHMS pa3IMUHbIX 3B€HbEB reMocTasa [77].

Il. XpoHnvyeckan 6onesHb noyek

B T0 Bpemst kak pacripoctpaneHHocTh CITK B HacTostiee
BpeMs1 oleHuBaeTcs B 2—5%, ropasno vame, B 10—55% [7]
u paxe 10 80% caydaes [78], y mammentoB ¢ CCJI oTMedaeTcst
aCHMITTOMATUYEeCKOe CHIDKeHUE TTOUYeTHOM (yHKIMK («Hemast
ypeMusi»), 00yCIOBIEHHOE HAIMYUEM MHOXECTBEHHOMN MYJIb-
TUMOPOUAHOM U KOMOPOUIHONM MaTOJIOTMU, TOKA3aHHO acco-
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Ta6nuua 4

CpaBHUTENbHAA XapaKTepUCTNKA MWEMUYEeCKO 1 XpoHnyeckoin AOC-Hedponatum y 6onbHbix CC

Mokasarenb Xpouuyeckas ADC-Hedhponatus

Nwemuyeckas Hecpponatus HedhpoaHruocknepo3s

XapakTep HapyLeHui
MOYeYHON remonMHaMuKM

Nwemus + runepdunsTpaums

COCTOAHME NOYEYHOI PEHNH-AHTNOTEH3NH- AKTMBMpOBaHa
aNIbJOCTEPOHOBON CUCTEMbI

nAN® lMokazaHbl
AHTUKOArynaHThI MokazaHbl
CTaTuHbI He nokasaHbl

[Mporpeccuposanue XbI MepnneHHoe

ToTanbHas uwemuns Mwemus + runepdunsTpaums

Ha paHHUX CTagunax

AKTMBMpOBaHa AKTMBMpOBaHa
[poTMBONOKA3aHbI loKa3aHbl
[TpoTuBONOKa3aHbI He nokasaHbl, Ha3Ha4awTCs

Mnpy COMyTCTBYIOLLENA NaTONOrMm
I heKTUBHOCTb He A0Ka3aHa loKa3aHbl

beicTpoe Ha paHHux ctaguax MeaneHHoe

uuupoBaHHoI ¢ pasButueM XBII [79]. XBI1 — HagHO30/10TH-
YeCKU TEPMUH, TMOA KOTOPBIM CJIeAyeT MOHMMAaTh HaJaudue
JIIOOBIX MapKEPOB, CBSI3aHHBIX C TIOBPEXXACHUEM TTOYEK, COXpa-
HSIOIIMXCSI B TeUeHUe OoJiee YeM 3 Mec BHE 3aBUCUMOCTHU OT
HO30JI0TMYecKoro auarHosa (tabm. 5). XBI1 nuarnoctupyetcs
Ha OCHOBAaHWMW BBISIBJICHUST CTPYKTYPHOTO TIOBPEXKICHUS TTOUEK
u/umn cHkeHust CK® <60 mi/mMun/1,73 M?, KOTOpbIE MPO-
CJIeXKMBAIOTCS B TeueHMe 3 Mec 1 OoJiee, He3aBUCUMO OT UX Xa-
paxrtepa u atuojoruu [80]. Cam akT HATUUMST QayTOUMMYHHO-
ro 3a00JIeBaHUsI COEAMHUTEIbHON TKAaHU MOXET paccMaTpuBa-
ThCS KaK Mapkep nmoBpexacHus modek [81]. Tak, y 15% nmanu-
eHTOoB ¢ quddy3Hoit popmoii CCJI B kakoii-1ubo nepuo 60-
JIE3HM OTMEYAaEeTCsl yBEJIMYEHUE YPOBHS KpeaTMHHUHa BBIIIE
115 mmonw/n [11].

HesaBucumo ot atnonoruu XbI1 B cBoeit ocHOBe nuMeeT
YHUBEpCATbHbBIC HeUMMYHHble MEXaHU3MBI IIPOTPECCUPOBAHMS,
0COOEHHO SIpKO BhIpaxkeHHbIe y 60sbHbIX CCJI (Tabm. 6).

dopmuposBanme u nporpeccupoBanne XBI1 y 60abHBIX
CC]Jl accouuupyercsi, ¢ OMHON CTOPOHBI, C aKTUBHOCTBIO CO0-
CTBEHHO CHCTEMHOTO CKJIEPOJIEPMUIECKOTO TTpoliecca 1 BbIpa-
JKEHHOCTBIO OPTaHHBIX TTOpaXKeHWi: MUOKaparnodubdposa, He-
JIOCTAaTOYHOCTU aTPUOBEHTPUKYJISIPHBIX KJIalaHOB, JETOYHOM
TUMEePTeH3UH, a C APYroi — C HaJMyuMeM OOJIbIIOro CIeKTpa
comyTcTBylolieit maronoruu: Al, caxapHoro auabera u ap.
[78]. Takum obpazom, XBII MoXeT BbICTYnaTh He TOJBKO Kak
YaCThI U IeAaTebHbIN «cITyTHUK» CCJI, HO M KaK IMTPOTHOCTH -
YeCKN BECOMBIN aCCOIIMATUBHBIN KOMIIOHEHT €€ MYJIBTUMOp-
oumgHOTO OKpYyXeHus [82, 83].

Ill. NlekapcTBeHHble HedhponaTum

IMauuentsl ¢ CCJI monyyaroT 00JIblIOe KOJUYECTBO pas-
HOOOpAa3HBIX JICKAPCTBEHHBIX TMpEapaToB, Ha3HAYaeMBIX KakK
C LIEJIbIO BO3/ICMCTBUS Ha naToreHeTuyeckue mexanusmbol CCJI,
Tak M I KOPPEKLMU OCJIOXHEHUI 3a00/IeBaHUST U JIEYSHUS
COIyTCTBYIOLIEH marojoruu. OCHOBHbIE HanboJIee YacTo MpU-

Ta6nuua 5 Knaccudukauyms XbMN no yposHto CK® [79]

Cragus  YposeHb CK® (mn/mun/1,73 m?) Onucanue

C1 >90 Bbicokas nnan ontumansHas ™
C2 60-89 He3Ha4MTeNbHO CHMKEeHHasn ™
C3a 45-59 YMepeHHO CHUXeHHas
C36 30-44 CyLLECTBEHHO CHUKEHHAs
C4 15-29 Pe3ko cHmKeHHas

C5 <15 TepmuHanbHas noveyHas

HefocTaTo4HOCTD (J/T)**

lpumeyanms. * — B OTCYTCTBUE NPU3HAKOB NOBPEXAEHNs No4ek kateropun CKD C1
unn C2 He yaosneteopsioT Kputepuam XBIT; **([/T) — ananua unu TpaHcnnaHTauus.
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MEHSIeMbIE TPYTIIbI TIPENapaToB U UX BO3ZMOXKHbIE 3(hdeKTh Ha
MOYKHM YKazaHbl B Ta0J1. 1. MeHee OueBUIHO BIUSIHUE HA TOYKU
MpernapaToB, B OCHOBHOM MeETabOJIM3UPYIOLIUXCS B TEUCHHU.
OnHako IJIsi TpenapaToB, METa0OIM3UPYIOLIMXCS SH3UMOM
CYP2C9 (nampumep, cunaeHabuI), COBMECTHOE TTPUMEHEHNE
C IpYTMMM BelleCTBAaMU, KOHKYPEHTHO CBSI3BIBAIOIIUMUCS
C TeM e 2H3UMOM (TpeindpyT, KEeTOKOHA30J, UTPAKOHA30,
KJIApUTPOMMIIVH, IIUTTPOGIIOKCAIIMH U PUTOHABUP), IIPUBOIUT
K YBEJIMYCHUIO WX TIEPUO/IA TTOTyBBIBEIEHNST Y KOHIICHTPALIMH.
OTzenbHO ClieoyeT OCTaHOBUTHCS Ha D-neHUIMuIaMu-
He, KOTOPBIii JUINTEJIbHOE BPeMsl CUMTAJICS OCHOBHBIM Iperna-
paroM B jeyeHun CCJI 1, HECMOTpPsI HA COMHUTENIbHYIO0 3(de-
KTUBHOCTb, BECbMa IIMPOKO MIPUMEHSICTCSI U HbIHE.

D-nenuyuasamun-accouuuposannas Hegpponamus
D-neHnmmmaMyH, IIMPOKO MCIIOIb30BaBIINICS B Tepa-
MUY PEBMATOMIHOIO apTpUTa, IIUCTUHYpUU, 001e3Hn Buibco-
Ha, epBuYHOro omsnapHoro uupposa u CCJ, accouuupyercst
¢ pa3HOOOPa3HBIMU UMMYHOJIOTUIeCKUMU (DeHOMEHaMM: OT 00-
pa3oBaHUSI aHTWUTEN JO DPa3BUTUSI ayTOMMMYHHBIX 3a0oJieBa-
Huit — CKB, ayTouMMyHHOIO THpeOUIUTa, HEAKaHTOJIUTUYE-
cKoii Ty3bipyaTku (rmemduroun), cuHapoma luiteHa—bappe,
MOJUMHUO3UTa U BackyiauToB [85—87]. Hepenko BcTpeuaercs
U TIOpakeHUe TIoYeK, MHAYLIMPOBaHHOE ITprueMoM D-neHuimia-
MMHa. Y MalMeHTOB, JIEYeHHBIX D-NeHnInUIaMMHOM, OTMeYe-
HO 110 20% ciyyaeB pa3BUTUSI MEMOPAHO3HOM IJIOMepYJIONaThu.
Takoke ormucaHbl CIydand TOpaXkKeHUsT TToYeK 1o TUITY A1 Py3HO-
ro npoanudepaTuBHOTO TJIOMEPYJIOHE(PPUTA € TMOTYJIYHUSIMU,
BOJTYAHOYHOTO CUHIPOMA M JIETOYHO-ITOYEYHOI'O CHUHIPOMA,
cxoxero ¢ cuHapoMmoM Iyamnacuepa [88]. Kak npaBuio, mocie
OoTMeHbI D-TieHUIIWIIaMMHa OTMedaeTcsl oOpaTHOe pa3BUTHE
3a00JIeBaHMsI, HO OITMCAHBI M JIeTAIbHBIC MCXOMIbI. B TsDKembIx
clyyasix MoxeT mnotpeboBatbesi npumeHeHue 'K, ummyHocy-
MPECCUBHOM Tepanuu U Tuiazmadepesa. YpoBeHb CMEPTHOCTU
Ccpelr TaKMX MaleHTOB KpaiiHe BbICOK 1 gocturaet 40% [88].
B cBoto ouepenb, HE3aBUCHMO OT MEXaHU3MOB MHIYKIIMU
U noajaepxaHusi, copmupoBainasicss y 6oabHbIX CCI Hed-
poratysi MOXET OKa3bIBaThb HETIOCPEACTBEHHOE BIMSIHHE Ha
KJIMHUYECKOE TeYEeHNE COOCTBEHHO CKJIEPOIEPMHUHU U BO3ZMOXK-
HOCTH ¢ MEINKAMEHTO3HOM Kypalnu.
Hedponornueckue nocieacTBus:
* MPOTEUHYPUS] — CaMblii CUJIbHbBII HEe3aBUCUMBIN (ak-
TOp pUCKa Pa3BUTHUS CEPIACYHO-COCYIUCTBIX KaTacT-
pod u cmeptu 60abHBbIX CC/I;
* 1e(UIUT SHIOTEHHOTO PUTPONOITUHA — YCHJIEHUE
TUTTOKCEMUM U TUTTOKCUM TKAHEI;
* BTOPUYHBII TMIIEprapaTupeo3 — ycuiaeHue mnepude-
pUYECKOI BacKyJIOMaTuM, KaJlblIIMHO3a TKaHEW, HEK-
PO30B KOXM (SI3BbI U PYOUUKH);



Tabnuua 6 HemmmyHHble hakTopbl nporpeccupoBanus XbI n BAnsHne Ha HUX natoreHetTuyeckoi tepanum CCL

HeummynHble hakropbl nporpeccuposanus XbIl, [uruaponepuanHoBble  HeaurnaponepuauHoBble  AHTarOHUCTbI WHrubutopbl
B TOM 4ucne npu CCJ} WAN®/BAP BKK BKK peuentopoB  ®J13-5 [84] 3T* [63]
lpoTenHypus +4++ 0 +0 + +
Tunepdunsrpauuns +4++ - 0 + 0
CHuxeHue MNOP +H+ + ++ + +
BHyTpunove4Has runepteHsus + - + + +
BHyTpuno4eyHas runonepdysms (Mwemus) + + + + 7
Axtusauuns PAAC +H+ 0 0 0 0

Ar o+ o +H 0 %
Tmnepnpopykuns COOP + 0 0 FH+ 0
TOPB ++ 0 0 + +
Cknepos/ nHTepcTULManbHbIi (hrbpos + + + +/0 +
Aedomumt NO 0 0 0 +/0 +E

lpnmeyanne. * — cenekTuBHble 6110KaTopbl 3T,-peLenTopos 06/1afaloT 60M1ee BbIPKEHHbIM 3PAPEKTOM; ** — Npu COBMECTHOM NpuMeHeHnn ¢ bKK moryT npuBoanTb K runo-
nepdy3nn NoYeK; «+» — NONOXUTENbHOE BANSHUE, «-» — OTpULATeNbHOE BAnsHue, «0» — 0TCyTCTBUE adpdhekTa.

OCTpbIAi M XPOHMYECKMU peHOKapauaabHbIA CHUH-
JIPOM — ITOJIMOPTraHHast HEAOCTATOYHOCTD;

pEeTeHLIMsST HATPHsl, TUIIEPBOJIEMUST — IIPOrPECCUpPOBa-
Hue JIAI 1 mpaBoxXeay10uKOBOI HEAOCTATOYHOCTH;
WIIIeMUs TOYKU — HedporeHHast Al

caxenne CK® — orpaHu4eHusT H030BOTO pexXuma
JIEKAPCTB, SIMMUHUPYIOIIMXCS Yepe3 MOYKH;
rmoyeyHasi MHGEKIUs — OTMEHAa MMMYHOCYIIPECCUB-
HOH Tepanuu.

IMaTonorus moyek y 6onbHbIx CCJI KpaitHe pa3HooOpa3-
Ha. HekoTopble BapraHTBl TTOpaXKeHMS TTOYeK MMEIOT HECOM-
HEeHHY10 cBsi3b ¢ natoreHesoM CCJI, apyrue ke 00ycaOBIEHbI
BTOPUYHBIM MOpaKeHUeM Jierkux, cepaua, KKT, npumeHeHu-
€M JIEKapCTBEHHBIX MPEeIapaToB.

IMaTHaguaTuieTHsIs BbKMBaeMocTh 00sibHBIX CC/I 0e3
MOpaXXeHUs MoYeK cocTaBisieT 72%, Mpy HATMYUN TTOPAXKEHUS
moyek — He Gosee 13%, mpu OCTPOM XapaKTepe MOpaXKeHMs
MOYeK ISTUIETHSSI BbDKMBAEMOCTh COCTAaBJIsET JMIIb 23%
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