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Pestome. CkrepoaepmidHa HpkoBa kpmda (CHK) € OAHUM i3 HOUTSKYMX YCKAQAHEHD Y MALIIEHTIB i3 cuc-
TemMHoro cknepoaepmieto (CCA). CHK BuHukae npmnbamnsHo B 5-25 % Bcix xsopux Ha CCA. BoHa xapakTe-
PU3YETHCST 3AOSIKICHOIO TNePTEH3IEID TA OAIFO-/AHYPUYHOK rOCTPOK HUPKOBOK HEAOCTATHICTIO. BAN3LKO
10 % Bunaakie CHK MOXXYTb 3’ SIBASITUCST NPV HOPMQAABHOMY QRTEPRIAABHOMY TUCKY — Li€ TaK 3BAHQ HOPMO-
TEeH3MBHA HUPKOBA Kpm3Q. [lpunycKkaeTbcs, Lo eriornnaroreHe3 CHK 06yMOBAEHMI MOLLIKOAXKEHHSIM HUPOK,
O MPU3BOAMTH AO YLLKOAXKEHHST EHAOTEAIID, MPOAIGep ALl IHTYMM TQ 3BY XKEHHSI HUPKOBUX QPTEPIOA, 3yMOB-
AOKOYYN BHVDKEHHST KPDOBOTOKY, FiNepriAQ3iko KOKCTArAOMEPYASIPHOIO arnapary, rineppeHiHeMIto 1a pO3BUTOK
3A0sIKICHOI apTepianbHOI rinepTteHsii. Possutok CHK y nauieHrTis i3 CCA 4QCTO MPOBOKYETLCS HEPPOTOKCHY-
HUMV IPENQPATAMKY Q60 3MEHLLIEHHSIM BHYTPILLUHBOCYAMHHOIO 06 ‘emy kpoBi. CHK yacTile peecTpyeTbcs
B nepLui pokun 3axBoproBaHHs Ha CCA 1a npu AndysHIi ii popmi. Possmtok CHK vacTiwe BiaA3HQYQETLCS B
MQLIEHTIB, SIKI OTPUMYIOTb TAFOKOKOPTUKOIAM, PU3MK 3GIABLLYETLCST BIAMTOBIAHO AO 36IAbLLIEHHST A03U. XQPAK-
TEPHUMM € TAKOXK TAKI KAIHIYHI YCKAQAHEHHSI, SIK AIBOLUAYHOYKOBQ CepLIEeBA HEAOCTATHICTb TA riNepTOHIY-
Ha eHuepanonarisi. Toom6OTMHHQ MIKPOQHriONQATisi BUSIBASIETLCST B 43 % Bunaakis CHK. AHtutinQ A0 PHK-
roAimepasu Ill HasiBHI B OAHIVI TOETUHM XBOPUX, Y SIKWX PO3BUHYAQCST CHK. 3Q ymoBu KanQcuyHoro nepebiry
CHK npoBeaeHHs1 Heppobiorncii He pekomeHAYETbCS. [TpoTe e Meros MOXKe AOMOMOITV BU3HQYUTU MPO-
rHO3 TQ MIAXOAM AO AIKYBQHHST MPu HETUMOBWX opmax. [TporHo3 CHK pi3ko nOKpPALLMBCS 3 BUKOPUCTAHHSIM
IHrGITOPIB QHIIOTEH3MHNEPETBOPIOKOYMX GEPMEHTIB. [oOTe BUXKMBAHICTL MPOTSIrOM 5 pOKIB y navieHTiB i3 CHK
3QAMLLIQETBLCST H3bKOKO (65 %). NikyBaHHSI CHK onvpQeTbCst HQ QrpeCUBHMMY KOHTPOAbL QPTEPRIAABHOIO TUCKY
3Q AOMNOMOIOO IHIMBGITOPIB AHMOTEH3MHIEPETBOPKOKYMX GEPMEHTIB, SIKLLO NOTRIOHE NMOEAHQHHS 3 IHLLIVIMY BU-
AQMU QHTUTINEPTEH3MBHMX MPENQPATIB. AOBOAI HOCTO XBOPI NOTPEBYIOTh MPOBEAEHHS FEMOAIQAIZY, QAE rPpU
KOHTPOAI QPTEPIAABHOIO TUCKY BiH MOXKE Oy T MPUMMHEHUM. [auieHTy, sikum noTpiGeH AiQAi3 BinbLue 2 pOoKiB,
MQIOTb MOKQA3AHHST AO TOAHCAAQHTAL HUPOK. CHK 3QAULLIQETECST BAYKAMBOKO MPUHMHOKO 3QXBOPIOBAHOCTI
ta cmepTtHocTi rpu CCA. LLBUAKQ AIQrHOCTUKQ TQ AiKYBQHHSI MOXKYTb AOMOMOITM 3QM06IrT HECMPUSITAVBAM
HQCAIAKOM TQ MOAIMLLUATA BYUXKUBAHICTb.

KAIO4OBiI CAOBA: CkAEDOAEPMIYHQ HUPKOBA KPM3Q,; CUCTEMHQ CKAEDOAEPMIsI; YHKLIS HMPOK; HepPOb6IO-
1Cisi; AIQrHOCTUKQ, KAIHIYHO KQPTUHQ, AiKYBQHHSI, iHMGITOPW QHRIOTEH3MHMEPETBOPIOKOYOIrO GEPMEHTY; OTASIA,

Bctyn IMOPYIIEHHSIMU, TIPU SIKMX PO3BMBAIOTHCI CHELMMiuHI

CucreMHa ckiepoaepMis (IpOrpecylourii CHC-  aBTOIMYHHI po3jiamu, IO CYIPOBOIXYIOThCS aKTHBa-
TeMHuUil ckaepo3, CCJl) — ue cramiiiHe mojiopraHHe i€l (HiOPO30YTBOPEHHS Ta HAAJMIIKOBUM BiIKJa-
3aXBOPIOBAHHSI 3 XapaKTepHUMM Ba30CMAaCTMYHUMM  JAHHSIM KOJjlareHy B TKaHWHaX [1]. YpakeHHs HUPOK €
CYIMHHUMM peakilissMH 3a TUTIOM cHHApoMmy PeifHO I  HagBaXKJIMBUM Ta MPOTHO30BU3HAYAJIBHUM KITIHIYHUM
00JTITEPYIOYOI0 CYIMHHOIO IMATOJIOTIE€I0 3 illIEeMiYHUMM  TIPOSIBOM CUCTEMHOTO CKJIepo3y. 30KpeMa, CKIIepoaep-
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miyHa HUpKoBa Kpu3a (CHK) € KpuTuyHUM KJTiHIYHUM
nposiBoM ypaxkeHHs1 HUpok npu CCJI i nepeBakHOI0
MPUYMHOIO CMEPTi B TAKMX MaLliEHTIB. BUxkrBaHiCTh Mma-
wienTiB i3 CHK ocTaHHiM yacoM 3HaYHO MOKpaluaacs
[2]. BeacymHiBHO, pyTMHHE 3aCTOCYBaHHs iHTiOITOPiB
aHTioTeH3nHIIepeTBOpotouoro ¢epmenty (IAIID) B
MOEAHAHHI 3 IHINMUMHU CyYaCHUMU METOAAMMU JIIKyBaHHS
CHK cyrreBOo Moau@ikyBasm HACTIIKKM IILOTO CTaHY,
1110 € OJHUM i3 HalBaXKJIMBIIIMX i SICKpaBUX JOCSTHEHb
y Tepamii CCJI. OmHak, He3BaXkaloud Ha SIBHE 3MEH-
IIIEHHsI paHHbOI cMepTHOCTI B pedyabrati CHK, nos-
TOCTPOKOBUIA TIPOTHO3 IS LIMX MAlli€HTIB BUSBIISIETHCS
BEJIbMU HECHPUSTIMBUM Yepe3 CYMyTHi YCKIagHEHHS
1 HaCHimKM: ypaxkeHHs XXUTTEBO BaXJIMBUX OPraHiB Ta
opraniB-MimeHeid npu CCJI, mporpecyBaHHSI XBOPO-
O0u1, HEOOXiAHICTh TPUBAJIOI HUPKOBO3aMiCHOI Tepaltii.
Otxe, CHK 3anuiaerbcst 31aMHUM TIPOSIBOM XBOPO-
0u, 3 OrJIALy Ha 1Ie HEOOXiIHICTh PAHHBOIL JiaTHOCTUKU
1IbOTO CTaHy Ta MPU3HAYEHHS CBOEYACHOI BiMOBiAHOT
Teparil 3aTUIIAaI0ThCS AKTYaTbHOI0 MPOOJIEMOIO PEBMA-
TOJIOTii Ta He(POJIOTii HAa CHOTOIHI.

YparkeHHst Hupok rpu CCA

HesBaxkatouun Ha Te, mo CHK € HailTsKuuM i yac-
TUM YCKJIa@HEHHSIM ypaxkeHHs Hupok npu CCJI, ma-
HiecTyouu, sIK TpaBUIO, 3JI0SIKICHOIO apTepiaJbHOIO
rimepreHsieo (AI') i rocTpuM YIIKOIKEHHSIM HUPOK
(I'VH), HeoOXimHO BpaxoBYBaTM W iHIII YypaXeHHS
HUpoK, BracTuBi CCJ. 1o HUX BiZTHOCIThH iHTEPCTHUIIi-
anpHUil HepuT, rmomepynonedput, AHIIA-acoriiio-
BaHUWII HUPKOBUIT BackymiT [3, 4], XpoHIYHY HUPKOBY
BaCKYJIOMATiI0 i HUPKOBUU TapeHXiMaTo3HUit (piopo3
[5, 6]. Kpim Toro, y xBopux Ha CCJI, Mae Miclie BUCOKa
4acToTa MiKpOCKOITIYHOI IJIOMEPYJISIPHOI a00 TyOyJIsIp-
HOI MPOTETHYPii, JOBrOCTPOKOBE 3HAYEHHSI IKMX BCE 11Ie
OCTaTOYHO He 3’SICOBaHO.

IcTopuyHi acnekTv ypaxkeHHs HUpok npu CCA
[IIBunKomporpecyrodya HUPKOBa HEAOCTaTHICTh TIPU
CC/ ynepiue 0ysna onucada H. Auspitz 'y 1863 poui [7].
Croyartky iCHyBaJIM TIPOTUPIvYYsI IIIO0 CTIIeMpiKH i TTa-
TOTHOMOHIYHOCTI 1Ib0TO YcKimanHeHHs came st CCJI,
MPOTE 3B’ 130K OYJI0 BCTAHOBJIEHO BITPOJOBX HACTYITHUX
90 pokiB. ¥ 1952 poui H.C. Moore i H.L Sheehan [8]
yIiepiie BiTIOKPEMWUIIU i ONTKMCaIN XapaKTepHi 3MiHM LTS
iICTUHHOI cKJIepoaepMiuHoi HUpKU. BueHi mpeacraBuin
Tphox mauieHTiB i3 CCJl i3 roctpo BuHUKIIOW Al Ta
MPOrpecyouolo HUPKOBOIO HEJIOCTATHICTIO, SIKi TTOMep-
JIM 3a 6—8 TVKHIB Bif [T0YATKy KJIiHIYHOI MaHidecTariii.
TicTonoriyuHo OyJ0 BUSIBIEHO KOHLEHTPUYHE ITOTOB-
IIEHHS BHYTPIITHBOJIOOYISIPHUX apTepiii, y MOETHAHHI
3 TIepepaxOBaHUMM BMIIIE KJIiHIYHUMM O3HAKaMM Ja-
HUIi cTaH OYB BU3HAUYEHU TEPMiIHOM «CKJIEpOIepMiuHa
HUpPKOBa Kpu3a». He3paxkatoun Ha moaioHocti CHK 10
iHImMX (popM TPOMOOTUIHOIT MiKPOAHTIOMATIl, 1110 aco-
miroethest 3 ['YH, icHyBanu cnenmcdivyHi 0co0amBOCTI
CHK, sxi BimoOpaxkanu aBTOIMYHHi IPOLIeCH i BIIMBaA-
JIX Ha TSOKKiCTh 3aXBOpIOBaHHS i TporHo3 [9]. Ho KiHisg
70-X pOKiB MUHYJIOTO CTOJITTSI MPOBIAHOIO MPUUYNHOIO

cmepti xBopux Ha CCJI OyJia BjiacHe CIpaBKHSI CKJIEPO-
JepMiyHa HUpKa, sIKa peecTpyBaiaca y 12—18 % nati-
€HTIB i MPaKTUYHO 3aBXIM Oyja daTaIbHUM MPOSIBOM
CCI [10].

BusHayeHHs

loctpa ckneponepmiuna Hedpomariss, abo CHK, xa-
PaKTEPU3YETHCS BIIEPIIE BUABICHOIO 3J105IKiCHOIO Al
i/a00 MIBUAKO MPOrPeCcyrOYrM OJITypUUYHUM BapiaHTOM
HUPKOBOI HEJIOCTaTHOCTI Ha T BctaHoBieHoro CCJI.
He cnig mymatu, 1110 3/10sIKicHa TinepTeH3is 6e3 ypeMii
a0o0 IHIIMX TMPOSIBIB YpaKeHHsSI HUPOK € BIaCHE HUPKO-
Bolo Kpu3oio [11]. AHanoriuHo, 3MiHM B aHajdizax cedi
i/abo momipHa ypewmist B naitieHTiB i3 CCJI 6e3 AI” Takox
He noBuHHI po3risiaatucs sk CHK [11]. IcHyoTh aesiki
BiIMiHHOCTI MiX KPUTEPisIMU, SIKi BUKOPHUCTOBYBAIU
qutst Bu3HaueHHs1 CHK 'y pisHux mocmimkeHHsx. OKpim
toro, CHK, gax BimmitHmit tipossB CC/I, He 3HaiIa
BimoOpaxkeHHsT B kiacudikaniiHux kpurepisix ACR/
EULAR 2013 mono CCJI, OCKiIbKM IIeii CHUMIITOMO-
KOMIUIEKC HE JOJAaB YYTIIMBOCTI i crieru@iqyHOCTi mia-
THOCTULII LIbOTO 3axBopioBaHH [12]. 3 iHIIOro 00Ky, y
nmiarHocTuuHi kputepii CCJl OyaM BKIIIOYEHI aHTUTIIA
no PHK-nmonimepasu 111, siki TicHo acouiitoBani 3 CHK.

Eniaemionoria

IMomupenictb CHK Bapitoe, 3a JaHUMM Pi3HUX
Kepen, Bim 25 10 5 % [13, 14]. A qudysHoi popmu
CCH (nCCH) yactora CHK cTaHOBUTH Y CEpenHLOMY
14 %, nist nimiToBaHo1 (hopMM HAGaraTo MeHIIE — MPH-
6su3HO 3 % [15]. 3axBoproBaHiCTh Ha HUPKOBY KpH3Y,
MalyTh, BMEHIIWJIACS BiITOI, SIK ITOYAJIM 3aCTOCOBYBa-
tucs IAIID, xoua B iTepaTypi HEMa€e MPSIMUX J0Ka3iB
TOrO, 110 14 rpyna npemnapatiB 3anodirac CHK. Hato-
MiCTb € JaHi ABOX He3aJeKHUX KOTOPTHUX TOCTiIKEHb,
mo monepeaHe BukopuctanHs IAII® acouiroBaiocs
3 TipILIMM JOBIOCTPOKOBUM MPOTHO30M i OiJibIlI BUCO-
KOI0 4acTOTOW JoBrorpuBajioro gianizy micias CHK
[16—18]. MexaHi3M LBOro (akTy € HE3PO3YMIIUM,
iiMoBipHO, HI3bKa 103a IATI®D, 1110 BUKOPUCTOBYETHCS
B naiieHTiB 3 Al', BusBMiIacsl HeaaeKBaTHOIO JIJISI KO-
pexitii criecky peHiny ripu 3amycky CITK, anxe BogHo-
yac 3aMackyBajia TOCTPi MPOSIBU XBOPOOU, SIKi 3a3BU-
Yyail MpUBOMIATH MALliEHTa J0 JiKaps, NepeTBOPIOIOYU
TaKMM YMHOM II¢ 3aXBOPIOBAHHS HAa MEHIII 00OPOTHUIA
1 XpOHIYHUI TIpo1IeC.

HupxoBa kpu3sa HaliuacTillle CIiocTepiraeTbes B Xi-
HOK Ta Ha panHHiit ctamii CCI: no 75 % umankis CHK
MaHiecTye B TepMiHM Bif 7,5 Mic. 10 4 poKiB BiJ 1e0I0TY
3axBoproBaHHs [11]. JlocmimkeHHs MpoaeMOHCTpyBaIu
TakoX, 110 y adpoamepukaHuiB CHK po3BuBaeTbcs B
TPpM pa3u yacTille, aHixk y eBponeiiin [15].

laroreHes

OcHoBHuMM naHKamMu mnaTtoreHesy CCJl € B3a-
€MOJIisI BPOJXKEHOI M aJalTUBHOI IMYHHUX CUCTEM,
MMOPYIICHUI MeTaboJi3M CITOJYYHOI TKAaHWHM i IT03a-
KJIITUHHOTO MAaTPUKCY, Ba30IlaTisi MiKpOLIMPKYJISTOP-

HOTO pycJa i mMopyllIeHHs apTepiaJbHOI0 KPOBOTOKY B
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Hupkax. BinnmosigHo 1o teopii V.D. Steen i ciBaBTOpiB
[19], y reHEeTMYHO CXWJIBHMX OCiO BHACHiTOK PO3BUTKY
aBTOIMYHHMX peaklliiif, BacKyJornarii i giopo3y BUHU-
Kae crieliu@iyHe NOIIKOMKEHHs opraHiB [20], y Tomy
yuchi it Hupok. [Ipun CHK BinOyBatoThcsl MOMIKOMIKEH-
HS €HJIOTeNio, mpoidepallis iHTUMU Ta 3BYKEHHS
HUPKOBUX apTepiosi, 3yMOBIIOIOYN 3HUKEHHST KPOBO-
TOKY, TINEpIUIa3ilo IOKCTATIOMEPYJISIPHOTO amapary,
rineppeHiHemito Ta BuHukHeHHs Al [11]. Ha puc. 1
CXEMATUYHO IIOJAHO ITOCJIIOBHICTb MATOT€HETUYHUX
MeXaHi3MiB, sIKi 00yMOBJI0I0Th po3BUTOK CHK.
Tpurepom po3putky CHK € Bazocmazm HUPKOBUX
CcyauH (HUPKOBMUIT cuHApoM PeiiHo), 1110 MpU3BOAUTH
JIO MOIIKOMXKEHHSI eHI0TeTiaIbHUX KJIITUH, TTpodidepa-
TUBHOI BaCKYJIONAaTii IMepeBakKHO IYTOBUX i iHTpanooy-
JIIPHUX HUPKOBUX apTepiil i3 pidOpuHOBUMU TpoMbOaMu
i pi6puHOinHUM Hekpo3oM [11]. Hamani BinOyBatoThCs
Gibpo3 i YIITBHEHHS eKCTPaleTIOISIPHOTO MAaTpPUK-
Cy KJIyOOUKiB i KaHAJIbLIEBOTO iHTEPCTULIiI0, MYKOIIHE
HaOyXaHHS iIHTUMM CYIWH i KOHIICHTPUYHA TillepTpO-
Gist iHTPaIOOYIIPHUX apTepili 3a TUIIOM «ILIMOYJIeBOTO

JIYWIMUHHS» [21]. AnBeHTULIaJbHUI 1 TepiagBeHTULII-
anbHUM (idpo3 — 03HaKa XPOHIYHOI BacKyJOIaTii, 1110
cnocrepiraetbes B nauieHTiB i3 CHK. 1likaBo, 1o Ha
BiIMiHY BiJl iHIIXX 3aXBOPIOBaHb HUPOK CTYITiHb iHTEP-
CTHUIIIaJIbHOTO CKJIEpO3yBaHHSI HE Ma€ MPOTHOCTUYHOL
IIHHOCTI, TOJIi IK MapKepPH TOCTPOTO CYTMHHOTO YIIIKO-
JOKeHHS (BKITI0Yatouu (piOprHOimHMI HEKPO3 i TpOMOO03
CYIWH) TIPOPOKYIOTh TToraHi Haciiaku [21]. YpaxkeHHs
KJIyOOUKiB € BTOPMHHHUM i PO3BMBAETHCS BHACIITOK
po37agHaHHS BHYTPIIIHbOHUPKOBOI TeMOAMHAMIKU 3i
3pPOCTaI0YOIO illIeMi€I0 HUPKOBOI TKAHUHM.

Kinuesum pesynbratom CHK € iHimiamisg ca-
MOBIITBOPEHOTO  KacKaay TJOMEPYJSIpHOI  Trifmo-
nepdysii, axkTuUBaLisg MOpo3anaJbHUX UUTOKIHIB i
3pOCTaHHSI BUBUIBHEHHST PEHiHY 3 aKTMBOBAHOTO pe-
HiH-aHT1OTEeH3MH-aJIbJOCTEPOHOBOIO LIMKIY 3a 00ep-
HeHuM 3B’s13koM [21]. Timepmponykitisi peHiHy — 1Ie
OIVH i3 KIIOYOBUX MOMeHTiB maroreHe3dy CHK, 1o
3yYMOBJIIOE CTIa3M apTePios HUPKOBUX KJTyOOUKiB i3 IO~
JaJIbIIIMM HApPOCTAHHSIM ITOPYIIEHb BHYTPIITHHOHUP-
KOBOI reMOJIMHaMIiKM, SIKi TOCUTIOIOTHCS 3pOCTAaHHSIM

doHoBa Hedhponarisa
IHTepcTULianbHWIA gibpo3
JNimcbounTos
XpoHiyHa BackynonarTis

locTtpa
CcyavHHa nogis

MowkKop)XeHHa eHpoTenianbHUX KNiTUH
BuBinbHeHHs hakTopiB pocTy
AKTMBaLia KoarynsuinHoro Kkackagy

[eHeTnYHa CXUMbHICTb
Mpuiiom rNIOKOKOPTUKOIAIB
EkonoriyHi Tpurepu

MponichepaTBHa Backynonaris
3BY>XXEHHS MPOCBITY CYyAWH
Di6PUHOTOHMI HEKPO3 IHTUMI
Tpom603 cyanH

Arperauisi TpomM60LMTIB
Henoauuis ibpuHy
AKTuBaLUis eHOOTENIHY

|

3HUXKXEHHS HUPKOBOTO KPOBOTOKY

MMomepynspHa iwemis
Ty6ynapHa aTpodis

l

Finepnnasia roKcTarnomepynsipHoro anapary

|

AKTUBaLifl peHiH-aHroTeH3UH-anbA0CTEePOHOBOI CUCTEMU

|

Tpom60oTuYHa MikpoaHrionaTis
FinepTeH3MBHUI KPU3

PucyHok 1. [oTeHUiViHi naToreHeTUYHi MeXaHi3Mu CKJiepoAepMi4HOi HUPKOBOI Kpu3un. FocTpe NoLIKOAXKeHHs
eHpoTenito cyauH iHilitoe kackag naTosnoriyHuX rnogiv, Lo npu3Bo[saTh A0 rinepTeH3uBHOI HUPKOBOI Kpu3un
3 TPOMOOTHNYHOIO MiKpOaHrionarieto

300

Pocki ISSN 2307-1257 (print), ISSN 2307-1265 (online)

Vol. 7, No. 4, 2018



Oraga / Review

cucTeMHOro aprepianbHoro tucky (AT), 40IaTKoBO
HEraTMBHO BIUIMBAIOYM Ha TJIOMEPYJISIPHiI Kamispu.
BonHouac rineppeHiHeMist pifKo 3yCTpidaeThCsl mepes
roctpuM nouyatkoM CHK i He Moxke BUCTyNaTu Ipe-
nukTopoM po3Butky CHK.

OKpiM TOIIKOMKEHHSI CHIOTETiaTbHUX KIITUH i
MOpYIIEeHHS ix 6ap’epHOI (hyHKIIii, B PO3BUTOK i MPO-
rpecyBanHg CHK 3amydyena Takox ix akTtuwBailisg 3
eKCIpeCci€l0 HUMU MapKepiB eHA0Teiii3aaesKHOT JIaH-
KM reMocTasy i MeaiatopiB ¢iOporeHe3y. Y nalieHTiB
i3 CHK BcraHoBieHO 30iJbllIeHHS PiBHS Ba30KOH-
CTPUKTOPHUX MOJIEKYJ (LIUPKYJIIO0YOT0 €HIOTETiHY- 1
(ET-1) i1 anriorensuny II), Tpanchopmyodoro gak-
TOopa POCTYy i po3unMHHOI MoJieKyau anaresii (SVCAM)
[22]. Mapkepu noikomkeHHs HUpoK npu CHK cyt-
TEBO 3pocTatoTh. KpiM Toro, € miATBepIKeHi AaHi 11010
MiIBUIIEHHST cUpoBaTKoBUX piBHIB SVCAM-1 Ta dak-
topa Binneopanna (VWF) sk y ne6rori CHK, Tax i Ha
MOTMepeHIX JOKpU30BUX eTarnax [22]. OnucaHo Takox
MiABUILIEHHS KOHLIEHTpPALLil Y KPOBi i iHIIMX MapKeEPiB
TOIIKOIKEHHS, HAIIPUKJIAA TAKMX, SIK aNUITOKiHU. Taxk,
piBeHb JIIMOKaJIiHy-2 BipOTiIHO 3POCTAE TIPU TOCTPOMY
aBTOIMYHHOMY MOIIKOJXXEeHHI HUPOK [23], BiH Kope-
JTIO€ 3i BUAKICTIO KITyooukoBoi ¢inprpanii (IIK®D) y
nauieHTiB i3 CCJI. Pa3oM i3 UM AOCHiAHUKM TTOBiI0-
MUJIY TIPO acolliallii MiXK CUpOBaTKOBUM PiBHEM JIiIIO-
KaJliHy-2 i TOIIUPEHHSIM YpaxkeHHS Kipu (MTO3UTUBHA
KOpeJIsIilisi) Ta CUCTOJIIYHUM TUCKOM TTPaBOTo IIJTYHOY-
Ka B cy0’ekTiB i3 HopManbHOW KD (HeraTnBHA KO-
pensiist). Hapetrri, gedinuT TpaHCKpUTIIHHOTO (hak-
topa Flil, mo 6epe yuacts y (popMyBaHHI BacKyJIomaTil
npu CCJI, iHOyKye eKCIpecito JImoKaaiHy-2 Ha eHI0-
TemiaabHUX KJiTuHax [23]. HeoOxiaHi mogaibii 1oci-
JKEHHS IS ITiITBe PIKEHHSI 1IMX pe3yJIbTaTiB, 30KpemMa
BCTAHOBJICHHS 3HAYEHHS JIiMoKajiHy-1 K 6iomapkepa
nnst CHK, a Takox uu Bigirpae jinokamiH-1 npuumHHY
pouib y natoreHesi CCJI.

Ha puc. 2 cxematuyHo 300paxkeHO TOCJiI0BHICTh
MaTOTiCTONOTIYHMX 3MiH Ta MATOreHeTUYHUX MOIiM, 1110
Jiexxath B ocHOBI po3BUTKY CHK.

PakrTopu pusmky (npeankTopmn) possnutky CHK
Xapaxkrtepuctuku tunosoro namienta i3 CHK no6pe
OIMCaHi B KJIACUYHIH JiTeparypi. baraTto 3 uux o3Hak
200 1a00paTOPHUX IMTOKA3HUKIB MOXYTh OYTH imeHTU (i~
KOBaHi 10 pO3BUTKY CAaMOT0O HEeBIIKJIATHOTO CTaHy, came
TOMY HeoOXiTHa peTeIbHa 0a30Ba OL[iHKA BCiX BUIAIKiB
CC/I nng BiporigHoi OLiHKK pU3uKy po3BUTKY ['YH.
JACCJI po3rasimaeTbesl SIK OAWH 3 OCHOBHUX (haKTOPiB
pusuky CHK. VY rpymi manienrtis i3 1CCJ y 20—25 %
possuBascst CHK, 1o ctanoButs 75—80 % ycix Bunan-
kiB CHK [25]. Habarato MeH1Ie MallieHTiB i3 JiMiTO-
BaHowo ¢dopMmoro ckiepoaepmii (CREST-curapomom)
MaioTh pmu3uk po3Butky CHK. Ille meHIIe BHTIAnKiB
HUPKOBOI KPU3U 3aI0KyMEHTOBAHO B MALIIEHTIB i3 JIiMi-
TOBAHOIO CKJIEPOJIEPMIEIO i BUCOKMMU TUTPAMM aHTHU-
LeHTpoMipHUX aHTUTI [19]. TakuM uynHOM, TepeBax-
Ha 6inpwicts BunaakisB CHK (75—80 %) npumnagae Ha
MNAalieHTiB i3 TU(Y3HUM YpaKeHHSIM LIKipU, KPiM TOTO,

CJIiI MiAKPECAUTH, 110 IIBUIKE ITPOrpecyBaHHS ITOTOB-
ILIEHHS IIKipU MOB’SI3aHO 3 OibII BUCOKOIO HMOBIpHiC-
TiI0 po3BuTKYy CHK [19].

OpHak ciig OyTM BKpail 00epeXHUMM, OCKIIbKU
CHK Moxe 3ycTpivaTHcs B TALIIEHTIB i 3 HE3HAYHO BU-
pakeHUM YTITHEHHSIM IIKipH, ajie y SKUX 3rOJ0M PO3-
BuBaeThcs Tumoa 1CCJI, xoua 1mig 9ac miarHo3y HUP-
KOBOI KpU3U BOHU Majiid MiHiMaJibHi 3MiHU LIKipU abo
HaBiTh BiACYTHIiCTh Aepmorarii. OTxe, cTpatudikaiis
MAaLEHTIB, Y IKMX Yy TOJAJIbIIOMY, IMOBIpHO, PO3TOp-
HeThest ACCJI, € BKpail BaXKJIMBOIO, TOMY III0 B TaKHUX
nauieHTiB aiarHo3 CHK 3a3Buuaii BCTaHOBIIOETHCS Ha
MmifcTaBi pe3yJbTaTiB MOCMEPTHOI Oiorcii HUpoK [24].
IcHye Kinbka XapakTepHUX O3HaK, sIKi JONOMararThb
ineHTU(iKyBaTU TaKuX TMaIL[i€EHTIB: 1€ TAali€HTH, SKi
Maiike 3aBXIW MaloThb KOPOTKWI aHAMHE3 3aXBOPIO-
BaHHS, 9aCTO MeHIIIe | poKy, TOiapTpUT/TIoJTiapTpat-
rii, MOAYIIKOMOMIOHUI WIIAbHUI HAOpSK TepeBakHO
MPOKCUMATbHUX BiIIiIiB kuctel i cron (puffy fingers),
TYHEJIbHUN CHHIPOM 3aIl’sICTHOTO KaHanmy [26, 27].
Xoua peHOMeH PeifHO B KiHIIEBOMY MiICYMKY Maiixke
TMOBCIOJHO BUSIBJISIETHCSI MIPU CKJIEPOIEpMii, AOro Bij-
cyTHicTb npu paHHiit HCCJI He € YMMOCH HE3BUYATHUM
[28]. HagBHicTb 1mymy TepTs (KperiTalii) CyXOXWJb,
1110 BU3HAYAETHCS MAaJbIATOPHO IIiJ Yac pyxy JiKThO-
BUX, MIPOMEHEBO3aM’ ICTKOBUX, KOJIHHUX a00 TOMiJIKO-
BOCTOITHUX CYIJI00iB, y 65 % MNalieHTiB € HaA3BUYaHO
KOPHUCHOIO i TPOrHO30BaxXJIMBOI0 o3Hakoo ACC/ e
IO PO3BUTKY IM(MY3HOTO IIKIPHOTO YpakeHHS; MEHIIIEe
5 % malieHTIB i3 JiMiTOBaHOIO (POPMOIO CKIIEpOAEepMii
MaloTh 1110 o3HaKy [29]. Lle#t cuMnTOoM MOB’sI3aHUH i3
BiKJIafeHHSIM (hiOPUHO3HUX NEMO3UTIB HAa TOBEPXHi
CYXOXWJIBHUX TIiXB i (hacIliif i HepigKo mepenye 3MiHam
IIKipU. YpaKeHHs CYXOXUJIKiB HEPIAKO MPU3BOIUTH 10
¢opMyBaHHSI 3rMHAJIBHUX KOHTPAKTYp. ¥ MPOCIIEeKTUB-
Homy pocaimkeHHi EUSTAR, ske Bkiovano 1301 ma-
uienTa i3 CCJI i3 TpuBaIiCTIO 3aXBOPIOBaHHS < 3 POKH,
MiATBEepIKEHO, 110 1IyM TepTs cyxoxuikiB (HR 2,33,
95% CI 1,03—6,19) € He3aneXHUM TPEANKTOPOM PO3-
Butky CHK [30].

ABTOAQHTHUTLJIa MOXYTb OYTA KOPUCHUMM JIJIS OLLiH-
ku niporHody CHK. Antunykneapsi anturina (ANA)
criocTepiralotbess B 95 % TallieHTIB 3i cKiepouep-
Mi€l0, TOMY iX BHMSIBJICHHS B mepudepuIHOi KPOBi B
MAIli€HTIB 3i 3JI0SIKICHOIO TilepTeH3i€l0 Moxke OyTh
BaXXJINBOIO O3HakKolo. AHTuTia 1o PHK-monimepasu
III — e BmacHe ckiiepoaepMiuHe crierudiyHe aHTH-
TiJIO, 1110 BU3HAYa€eThcs BUKI0UHO Npu ACCJI; y moHaf,
50 % nauieHTiB i3 UM IMYHOJIOTIYHUM ITOKa3HUKAMU
po3BuBaeTbest CHK [31]. LlikaBo Big3HaYMTU HeaaB-
Hiit 3BiT The Royal Free KoropTHOro mociiiKeHHs, B
SIKOMY TIOPiBHIOBAJIM YacTOTy BUSBJICHHS aHTUTIJI IO
PHK-nonimepasu I11 mpu CHK [32]: 3 150 xniniuamx
BUITAAKIB i3 migTBepakeHuM miarnozom CHK 61 (41 %)
nauieHT OyB MO3UTMBHUM 3a JAHUM iMYHOJOTIYHUM
MOKA3HMUKOM, LI MALLiEHTU 3 OUIBLIOK MMOBIPHICTIO
roTpedyBanu mianisy (51 mporu 29 %, p = 0,07) ta Boza-
Hovac Maju Kpaiiy BrkuBaHicTh (p = 0,003). 3 orsioy
Ha 1i gaHi aHtutina 1o PHK-nonimepasu 111 MmoxHa
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BUKOPHCTOBYBATHU K HaAiiHUI MPEIUKTOP PO3BUTKY
CHK. HaBmaku, Tiibku B 10 % nauieHTiB 3 aHTUTLIAMU
1o TornoizoMmepasu I, siki TakoxX MoB’s3aHi 3 TUDY3HUM
3aXBOPIOBAHHSM IIIKipH, PO3BUBAETHCSI HUPKOBA KpU3a
[20]. AHTUIIEHTPOMEPHI aHTHUTIJIA, SIKi CITOCTEPIraloTh-
csl TIpU KJIACWYHIN JTiMiTOBaHiil hopmi ckiepomepmii
(a60 CREST-cuHImpoMi), Tak caMO PigKO acOLI00Th-
¢S 3 HUPKOBOIO Kpu3oio [33].

IMauienTtam i3 panHboio 1CCJ peKOMEHIYEThCS pe-
TYJASIPHO KOHTPOJIOBATU KPOB’SIHUI TUCK i Bigpasy X
MOBIZOMJISIM CBOIX JTiKapiB, Ko AT Mae TeHIeH1i10 10
3pOCTaHHSI, TOMY IO B OLIBIIOCTI MaLieHTiB (10 75 %)
i3 audy3Hoo hopmoto cucteMHoro ckaeposy CHK po3s-
BUBAETHCS B TEPMiH Bix 7,5 micsaus 10 4 pokis [11].

linepTeH3iss B aHamHe3i 3a3BMYail He BJaCTHBA
CHK, 6iib11 TUMIOBOIO O3HAKOIO € BIIEpIlIe BUSBICHA
roctpa 3HauHa AI' — panToBe HE3BUYHE Pi3Ke HEKOHT-
pOJIbOBaHE MiNBUIICHHS (HapocTaHHs B AuHamitli) AT.
3 omisimy Ha JaHi KIIHIYHUX CITOCTePeKeHb HOPMalb-
HUII KPOB’SIHUI TUCK OYJIO 3apEECTPOBAHO TMPOTSITOM
24 ronuH o noyatky CHK, kpiM Toro, BUsBjICHO, 1110
MaTOJIOTisl B 3araJlbHOMY aHalli3i cedi Ta IMiIBUILCHUIA
piBeHb KpeaTHWHIHY CHUpPOBAaTKU KPOBi TaK caMO HeE €
npeaukropamu po3Butky CHK [25].

Jlesiki Mo3aHUPKOBI YpaxkeHHST MOXYTb MepeayBaTu
CHK — 1ue 6e3cMMITOMHUI nepuKapaialbHUN BUIIT,
3acTiifHa ceplieBa HEIOCTaTHICTh Ta/abo aputMis [19].
AHeMisd — He3BUYHMI i HeYaCTUI MPOSIB CKIIEPOAECPMii,
ajie BOHA TaKOXX Moe OyTH paHHBOIO 03HAKOI0 HUPKO-
BO1 KpU3U, OCODJMBO 32 HASIBHOCTI TeMOJTi3y i TpoMOO-
uuTorieHii [34].

VY Garatbox IOCTIIKEHHSX MiATBEPIKEHO, 11O paH-
HE BUKOPHUCTAaHHS BHUCOKUX J03 TIIOKOKOPTUKOIIIB
(I'K) (> 15 Mr/mo0y B eKBiBaJIeHTi IPEIHI30JIOHY) 4YacTO
nepenye po3putky CHK [35, 36]. Y gocmimkeHHi «BU-
MaJ0K — KOHTPOJIb» OYJIO BUSIBIICHO, 1110 HUPKOBA KPH -
3a PO3BUBAJAcs B TPU Pa3M YacTillle MPOTIroM HACTYII-
Hux 6 micauiB y nauieHTis i3 CC, sxi orpumyBamm 'K
(penHi3ooH) y no3i > 15 mMr/mo0y. Takox € maHi mpo
possutok CHK Ha 1711 npuiiomy nukiocnopuny [20].

Heski 3 HaWOLIbII HaOiHUX MPEIUKTOPIiB PO3BU-
TKY, 110 TIepepaxoBaHi BUIIE, 3HAWIIUIA CBOE TiATBEP-
JDKEHHSI B HEAABHBOMY MIKHApOTHOMY ITOCIiIKCHHS
International Scleroderma Renal Crisis Survey [18]:
cepelHs TPUBAJIICTh 3aXBOPIOBAHHS Bij MOYATKy IMep-
mmx cumnroMiB CCJl no miarHosy CHK cranoBumna
1,5 poky, y 75 % nauientiB aiarHoctoBano fCCJI, maii-
>Ke B IMOJIOBMHU OYyJIM BUSIBJIEHI aHTUTINA, acollilfioBaHi

PucyHok 2. lNartorictonorivHa mogenes nogivi po3sutky CHK (3a [24], aganToBaHo Hamu 3i 3mMiHaMu)
Mpumitkn: FOFA — rokctarnomepynsapHuii anapat, PAAC — peHiH-aHrioTeH3UH-albJOCTEPOHOBA CUCTEMA.
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3 nudy3HuUM ypaxkeHHsSM 1iKipu (ANA, antu-PHK-
noaimepasa III). Kpim Toro, B 1bOMY IOCHiIKE€HHI
BCTaHOBJIEHA acollialisg Mix npuitomoMm I'K i puzukom
cmepti Big CHK: Tak, KOXXHUI Mijirpam MpeaHi3ooHy
30i1bIyBaB pu3uK cMepTi Ha 4 % [18].

V4eHi 3iTKHYJIMCS 3i CKIAAHICTIO BUSIBIEHHS Crie-
HU(pIYHUX KIIHIYHUX 1 CEPOJIOTIYHUX [OETEPMiHAHT
LIbOTO TSKKOTO KJIiHIYHOTO CTaHy, Tak Oynau 3poOJieHi
cripoOM BU3HAYEHHS T€HETUYHOI CXWJIBHOCTI 10 BU-
HukHeHHss CHK. IToBimomisiocs mpo acoliaiito Mix
CHK i pisnumu ramotunamu MHC knacy I, a came
HLA-DRB1*0407 i HLA-DRB1*1304 [37]. byB Bu-
SIBJICHUI TIPEAUKTOPHUI B3a€EMO3B’SI30K PiBHSI KOMII-
JieMeHTy i Takux reHis, sk EPHAS, GRIA3, HECW2 i
CTNND?2 [38].

Ax MmoxuuBuil Mmapkep pu3uky po3Butky CHK po3s-
TIISIA€eThes 30utbiieHHss piBHA sCD147 — mo3axiii-
TUHHOTO iHTi0iTOpa MaTPUKCHOI METAJIONpOTeiHA3U. Y
nmociimkeHHi K. Yanaba i criBaBTOpiB 3a3Ha4eHO, IO
B TamieHTiB i3 migBumeHuM piBHeM sCD147 (ELISA)
yacrime po3BuBaBcs CHK, HiX y mauieHTiB i3 HOp-
MaiabHuM piBHeM (1310 % BinnosinHo; p < 0,05) [39].

¥V 1aba. 1 migcymoBaHi nipeaukTopu po3Butky CHK.

AiarHoctnyHi kpurepii CHK

Hnsg piarHoctuku CHK Ha cbhorogHi He icHye 30-
JioToro craHaapty. byiu 3anmporoHoBaHi KpuTepii, 110
MOoJaHi HUX4e: 000B’SI3KOBA HasIBHICTh IBOX KPUTEPiiB
3J1051KicHOI (TinmeppeHiHoBoi) Al i IIBUIKO TIporpecyo-
401 HUPKOBOT HEIOCTATHOCTI, @ TAKOX HASIBHICTb SIK Mi-
HIMyM OTHOTO KJIiHiKO-iHCTPYMEHTAJIBHOTO KPUTEPIIO 3
TpeThoi rpyrmm [12, 40].

Kniniuni kpurepii ckieposepMiyHOi HUPKOBOI Kpu3u

1. Vmepme BugBIeHa apTepiajibHa TillepTeH-
3ig, AT > 150/85', oTpuMaHuil IIOHalIMeHIe ABiYi
MPOTSATOM 24-TOAWHHOTO mepiogy abo 30iJabLIeHHS
CAT > 30 MM pr.cT. i/a60o AT > 20 MM pT.CT. BiJ 3BU-
YyanHUX HUGp.

2. 3HmxeHHsT QyHKIIT HUpoK: 3MeHIneHHs [TTK®
Ha He MeHIne Hix 10 %, abo LIK® amwxae 90 mi/xB/

1,73 M2, a0 30iIbIICHHS PiBHS KpPeaTUHIHY CUPOBATKU
Ha 50 %, abo GiybIle BiTHOCHO 0Oa3aJIbHOTO PiBHS, a00
120 % uu BUIIIE BiI BepXHBOT MeXXi HOPMMU JIJIs JaHOT Jla-
OGopaTopii.

3. I Oynp-sika 3 HUKYe TiepepaxoBaHUX O3HAK:

— PEeTUHOINATIsI, TUMOBA JIJIsI TOCTPOro TiMepTOHIU-
HOTO KpU3Yy;

— yIepiire BUSIBICHI (32 BUHATKOM iHIIUX IIPAYMH):

a) npoTeinypist 2+ a6o > 500 mr/mo0Oy i Gisbliie;

0) rematypist 2+ i Ginbire a6o > 10 KIIiTUH y MmO
30py;

B) TpoMbormToneHis < 100 < 10°/x;

I) TeMOJiTHYHA aHeMisl (y TOMY YMCIi BUSIBIEHHS
(parMeHTiB €pUTPOLIUTIB, IIUCTOLMUTIB a00 PETUKYJIO-
LIMTO3);

— rinepTeH3MBHA eHIledanonaris;

— TOCTpUIT HAOPSIK JIETEHb;

— oJiirypist abo aHypis;

— Oiomcis HUPOK i3 TUMOBUMHU OCOOJIMBOCTIMU,
BKJTIOUAFOYM TOTOBIICHHS iHTUMK BHYTPIIITHBOHUPKO-
BUX apTepiii i apTepios i3 KITUHHOI TpoJtidepalieio
(«uMOyIMHHE NTYIIITUHHS» ), (IOPUHOITHUI HEKPO3 i
3MOPIIYBaHHS IJIOMEPYJI.

Ilpumimku: ' — ueii pieenv AT eusnaueno Horo-
Hopxcvkoro acouiauicto kapdionoaie ax eupajxcena 2inep-
men3is; AT — apmepiaavnuit muck; CAT — cucmoaiunuil
apmepiaavnuii muck; JJAT — diacmoaiunuii apmepiaavruil
muck; IIIK®D — weuodkicmo kaybouroeoi gpisompauii.

OCHOBHOIO JIiaTHOCTUYHOIO TIepeBaroto Oiomcii
nupok y pasi CHK e BuximodyeHHs iHIIUX MaTOJIOTIH,
OLIIHKA JOBrOCTPOKOBOI MEPCIEKTUBU 1 ySIBJIEHHS ITPO
nojaiblInit mporHo3. OmHak 6iorcisas Moxe OyTH Mpo-
BeJeHA TiJIbKM 32 YMOBM CTaOiIbLHOTO CTaHy Iali€eHTa
3 KOHTpoJiboBaHUM AT i HOpMaJbHUM piBHEM TPOM-
oouwuTiB. Biorcig HUPOK HeoOXimHA MpU CYMHiBax i3
MPUBOAY OCTaTOYHOIO JiarHO3y, SIKIIO € Oyab-s1Ka He-
BU3HAYEHICTh 100 IiarHO3y, HETUITOBUI Iepeodir, BU-
KJTIOYEHHS iHIIIO01 €Ti0JIOTil ypaXKeHHSI HUPOK, 0COOJIMBO
roMepyJioHegpUTy. biomnciss HUPOK TakoX MoXe AaTu

Ta6bnuys 1. MMpeaNKTOPY PO3BUTKY CKJ/1I€POA[EPMIYHOI HUPKOBOI Kpu3n

MporHo3HeraTuBHI

MporHo3He3anexHi

TpuBanicTb 3axBOPIOBaHHA < 4 POKK
OndpysHe ypaxKeHHs LwKipn

LLIBnake nporpecyBaHHs NOTOBLLEHHS LLKipW
AnTuTina go PHK-nonimepasu lli

MosiBa remoniTM4HOI aHemii

KoHTpaKkTypu BENMKMX Ccyrnobis
KapgioBackynspHi nogii:

— nepukapgianbHui BUNIT

— 3acTiliHa cepLeBa HeOOCTaTHICTb

— apuTmii

eKBiBaneHTi NPeAHI30I0HY NPOTAroM 6 nonepegHix micsuis)
Hocincteo HLA-DRB1*0407 i DRB1*1304

Mpuiiom BMCOKMX [03 KOPTMKOCTepoifiB (6inbLie 15 mr/goby B

MonepeaHi enizoan NiABULLIEHHS PiBHA apTepiaribHOro
TUCKY

3MmiHn B aHanisi ceui

CrabinbHuiA, 3nerka niaBULLEHWI PiIBEHb KPeaTUHiHY
CUpOBAaTKM KPOBI

AHTUTOMOI3OMEpPAa3Hi a60 aHTULEHTPOMEPHI aHTUTINa
MatonorivHi aHomanii HUPKOBUX CyANH
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L[iIHHY MPOTHOCTUYHY iH(OpMAaLlilo IIOA0 MOAATLIIOTO
nepebiry ypaxkeHHs1 Hupok npu CC/I.

Biuszbko 10 % Bumnankie CHK MoXyTh 3’ aBAsITUCS
npu HopMmaibHoMy AT [41]. IloBimomiasieTbecs, IO
caMe Taki Bumanku HopMmoTeH3mBHoro CHK wmaroTh
0COo0IMBO MoTaHWit TIporHo3 [41]. 3rimgHo 3 miarHOC-
TUIHUMU KPUTEPisIMU Tpeda 3BepHYTH yBary, IIo B
MEPIIiii TPYMi € He TUThKU (hiKcoBaHe 30imbineHHSI AT
puie 150/90 MM prt.ct., ane i 30inbieHHs CAT Ha
30 MM pT.cT. Ta/a60 JAT Ha 20 MM pT.CT. Bia 3BHUYAii-
HUX HUAPP 1151 KOKHOTO KOHKPETHOTO Tali€eHTa, TOOTO
B OCTAaHHbOMY BMITaJIKy MOXE€ MaTH MicClie HOpPMOTEH-
3uBHuUi Bapiant CHK.

KAiHiYHQ KQpTUHA

TMamieHTH MOXYTb CKapXKUTUCS Ha CWJIBHHUI TOJIO-
BHUI Oib, TOPYLIEHHS 30py a00 iHIII CUMITOMHU Ti-
TepTEeH3UBHOI eHIleaonaTii, MoB’sA3aHi 3 Pi3KUM ITifI-
BulleHHSIM AT. Tak camo xapakTepHa BeJIMKa KUIbKiCThb
HecIenn(piYHUX CUMIITOMIB: ITiIBUIIEHA BTOMA, KBO-
JIiCTh, 3aaUIIKa a00 3arajabHe He3myxkaHHs. IlarieHTiB
i3 CCJI Ta Bucokum pusukom po3Butky CHK 3rigHo
3 HasBHICTIO (DaKTOpiB PU3UKY (MPOTHO3HETaTUBHMX
YMHUKIB) HEOOXiTHO HABYUTU MUIBHO BiICTEXKYBATH LIi
CUMIITOMMU i CAMOCTiliHO KOHTPOJIIOBAaTH PiBHi BJIACHO-
ro AT.

binbiricTh NalieHTIiB MalOTh 3HaYHE 1 panToBe M-
puineHHs Ludp AT sk MmanibecTHuit mposis CHK. 90 %
naiieHTiB MatoTh piBHi AT nonax 150/90 MM pT.CT., a B
30 % BinMiyeHe MiABUIIEHHS PiBHS aiactoniyHoro AT
monan 120 mum pr.cT. o 10 % xiiniynux Bunaakis CHK
CYIIPOBOIXYIOTbCS HOpMaIbHUM AT, X04a HOpMaJIbHE
3HayeHHI AT Mae OyTM iHTepIIpETOBAaHO B KOXHOMY
KOHKPETHOMY BUIIAJIKY, SIK BXKe 3a3Hauayiocs Buiie [41].
Takum unHOM, OyAb-sIKa panToBa i HeOUYiKyBaHa 3MiHa
AT y 0ik 30iiblIeHHST TIOBUHHA HACTOPOXUTH JTiKaps i
naui€eHTa, CIOHYKAaTU A0 MOIaJbIIOr0 CIIOCTEPEXKEH-
Hsl 1 MOHITOpUHTY. 11 1iarHOCTUKX HOPMOTEH3MBHOT
HUPKOBOI KPU3W HEOOXioTHA HASBHICTb iHIIMX O3HAK,
HacaMmmepes, IBUIKOIPOrpecyouol He3po3yMiJiol a3o-
TeMii i/ab0 reMOJIITUIHOI aHeMii 3 TPOMOOIIMTOTIEHIETO.
VYV HemonaBHO ony6JjiKoBaHOMY MixXHapoaHOMY 10-
ciimkenni i3 CHK (International Scleroderma Renal
Crisis Survey) HaBeaeHO 75 KIiHIYHMX BUNAAKiB: 70 ma-
LieHTiB Manu rinepreH3uBHY popmy CHK, 5 — Hop-
MOTEH3UBHY, X04a B XKOAHOMY OCTAaHHbOMY BUITIaIKy HE
O0yno mpoBeneHo Hedpobioncii [18]. Cnin 3a3HaYUTH,
1110 3a BiICYTHOCTi Oiorcii HUPOK JiarHO3 HOPMOTEH-
3uBHOI CHK € cymHiBHUM. Yci nalieHTH 3 AiarTHO30M
«rinepren3uBHa CHK» Bimnmosiganu Habopy Kpurtepi-
1B, MOJAHUX BUILE, TOMAI SIK TiJIbKU IBA 3 I’ SITU XBOPUX
i3 HopMoTeH3uBHOW CHK Manu gocTtaTHIO KiJIbKiCTh
o3HaK Ui BcrtaHoBieHHsT miarHody CHK. ITapamok-
cajJbHO, aJie, 3TiAHO 3 OaraThbMa JOCIIIKEHHSIMU, OiIbII
BUCOKUI CUCTONIIYHUI a00 miacTomiuamii AT 11oB’s13aHi
3 KpalllMM JIOBFOCTPOKOBUM MPOTHO30M i HACIiAKaMU
npu CHK [21].

Takum 4YmHOM, XO4Ya JiarHOCTMKA TilepTOHIYHOI
CHK Ha cboromHi 10cTaTHLO OOIpyHTOBaHa, HEOOXiTHI

MOJAJbIII AOCTIIXKEHHS AJIsI 1iarHOCTUKU HOPMOTEH-
3uBHoro BapiaHta CHK i, 30kpema, mjisi BUBHAUCHHS
HeoOXiTHOCTi 6ioTcii HUPOK i/a060 iHIITUX CEPOIOTITHUX
i reHeTUYHUX OioMapkepiB. IluTaHHsA cneurdivyHOCTI
TaKOX € BAXKJIMBUM, OCKUIBKHM iHIIT (hopMM TpPOMOOTHY -
HO1 MiKpOaHTioNaTii MOXYTb MaTH pa3iody MOmiOHICTh
no CHK, i tomy HasgBHicTh 03HaK CCJl € KpuTuuHUM
ACIEKTOM iaTHOCTUKU. 3 OIISIAY Ha HeCceln(piuHICTh
BUKOPUCTOBYBAHUX KPUTEPiIB MOXKIUBO MPUITYCTUTH,
mo mig miarHo3om CHK, a 0co6i11MBO HOPMOTEH3UB-
Horo CHK, y mauienTiB i3 CCJI MOXyTb XOBaTUCS iHIIIi
BapiaHTU ypaxKeHHSI HUPOK. A BUCOKMIA piBeHb CMEPT-
HOCTi TaKuX TIalliEHTIB OOYMOBJICHUU TpyAHOLIAMU
BCTAHOBJIEHHS J[iarHO3Y i, SIK HACJiIOK, TOMUJIKOBUMH
migxogaMu 0 Tepartii.

V Tabn. 2 nogaHa nudepeHiiiaabHa 1iarHoCTUKa To-
cTpux ypaxeHb HUpoK ripu CCJI.

OmHuM i3 XapaKTepHMX KJIIHIYHUX TIPOSIBIB, IO
iHoxi cynmpoBomxytoth CHK, € nereneBa kpoBoreua —
piOKicHMIT 3arpo3IMBHIL KUTTIO cTaH [45]. besymoBHO,
JlaHa MaTOoJIOTisl YCKIAAHIOE TiIaTHOCTUKY Ta € MOraHOO
MPOrHOCTUYHOIO 03HAKOIO.

HocTtatHbo yacTo B nauieHTiB i3 CHK MoxHa Bu-
SIBUTM KJIIHIYHI O3HAKM 3aCTilfHOI cepleBOi HeIoCTaT-
HOCTI (3aaMIIKa, TapoOKCU3MalibHa HiYHa 3aauIlKa abo
HaBiTh HAOPSIK JIET€Hb), CEPIO3HI LIJTYHOUKOBI apUTMil
(HaBiTh 3ynmMHKa ceplisi) i/ado MacMBHMI TTepUKapi-
aJbHUI BUIIT, PO3BUTOK TOCTPOTO KapaiopeHaIbHOIO
cunapomy (1, 3 abo 5-ro tumny) [43, 46, 47]. Be3ymoB-
HO, 1Ie 3yMOBJIECHO HacaMIiepe]l CTPECOBUM BITJIMBOM
Bucokoro AT Ha miokapa, edekramu TinmeppeHiHeMil
i IepeBaHTaXXEHHSIM 00’€MOM BHACJIIOK OJITypUYHOL
CTajIii HUPKOBOI HEIOCTAaTHOCTI, ajie pOOUTH CBiil BHE-
COK Y 1Ie} CTaH i 3aJTly4eHHsI 10 MaToJIOTiYHOTO MPOoLEecy
Miokapna, BiactuBoro misg CCJI. OmnucaHo acolialliro
CHK i3 1u¢y3HUM reMopariuHuM ajbBeOJiTOM, TPOM-
OOTUYHOIO MiKpOaHTiOMNAaTi€lo i TPOMOOLIMTONEHIYHOIO
nypryporo [48, 49]. Ha BinMiHy Bim TpomOoluToIe-
HIYHOI Mypnypu JISI TPOMOOTUYHOI MiKpOaHTiONaTrii,
acotirioBaHoi i3 CCJ/l, He xapakTepHa HasBHIiCTb BU-
paxeHoro aediuuty ¢GepMeHTy MeTajloNpoTeiHa3U
ADAMTS 13 [50], a dhopmyBaHHST TpOMOIB BimOyBa-
€TbCSI HE B Kamiisipax KJIyOOuKiB, a B MAJIMX HUPKOBUX
cynuHax [51].

NaboparopHi peHomeHn

Jlabopatopne miaTBepmxkeHHsa ['YH mpu CHK e
OCHOBHMM HAaIlpSIMKOM TOYaTKOBOI MiarHOCTUKM. fK
MpaBuUJIO, Y 3arajlbHOMY aHalli3i cedyi MOXHa BUSIBUTU
npoTeiHypito i MikporeMatypito. IIporeiHypisi € He-
3HAYHOIO abo MoMipHoI0 (3a3BMuaii < 2 1/mo0y), Tpu
MiKpPOCKOITil cedi KUIbKiCTh €pUTPOLIMTIB CTAaHOBUTh
5—100 y moti 30py, MOXYThb 3yCTpidaTHCs TTOOTUHOKI
rpaHylouuTapHi nuainapu [44]. KpeatuHin cupoBaTKun
3a3BMYaii CTAaHOBUTH He MeHie 150 % Big Mo4aTKoOBO-
ro 3HaueHHs. [lepepaxoBaHi Bullle 03HaKu € 1-10 cTa-
niero I'VYH 3rimHO 3 MiXkHapOmHUMHM KOHCEHCYCHUMU
peKoMeHaalisIMu 11010 BeaeHHs nawieHTa 3 ['YH [43].
3HOBY X TakKM HOpMajibHa (byHKIlisI HUPOK MOBUHHA
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iHTEpNpeTYBaTUCS 3 OOEPEKHICTIO, OCKIJIbKM 3HAYeH-
HsI KpeaTUHIHY MOXe JOCSITTU BiTHOCHOTO 30ibLIeHHS
Ha 150 %, He nigHiMalO4YMCh BUILIE HOPMaAJIbHOIO abCco-
JIIOTHOTO Jlialta3oHy.

PiBeHb KpeaTHHiHY IIBUIKO 301IBIIYETHCS B TIEPIITi
KiJIbKa THIiB BiJl TOYAaTKy HUPKOBOI KPU3HU, SIK TIPABUJIO,
MPOJOBXKYE 30UIbITYBATUCS HABITh MICJISI a€KBATHOTO
koHTposio AT ta cranoButs 0,5—1,0 Mr/mn kpeatuHiny
B AcHb. YacTo BUHUKAE MUTAHHSI, YN BIUIMBAIOTh 0€3-
nocepeaHbo IAIT® Ha 11e 30iablIeHHs, OHAK He OYJIo
MAali€HTIB, Y IKMX 3MEHILMBCS O piBeHb KpeaTUHIHY B
CUPOBATILI ITicIsg TpunuHeHHs npuiiomy [IATI® [46].
Ha xanb, y KIiHiUHINi MpaKTULi iCHYIOTb CUTYallii, KOJIu
piBeHb KpeaTHWHiHY MPOJOBXKYE 3POCTAaTH, Y MalliEHTa
MPOrpecye HUPKOBA HENOCTAaTHICTh, HE3BaXKAIOUM Ha
anekBaTHUI KOHTpoJib AT 3a morromoroio IATI®. Crig
nam’satatv, o npusHadeHHs 'K, iMmyHomenpecaHTiB,
MpOBeCHHS TuTazMadepe3y He BIUTMBAIOTH Ha TIPOTHO3
i BukuBaHicTh ipu CHK.

MikpoaHrionaTuyHa TeMOJIITUYHA aHEeMis, 110 Xa-
PaKTepU3YEThCSI HOPMOXPOMHUMU, (hparMEeHTOBaHU-
MU €PUTPOIIUTAMHU, PETUKYIOIIUTO30M i TPOMOOIIUTO-
MEeHI€I0, 3yCTPIiYaeThCsl MalixKe B IMOJOBUHU TALIIEHTIB
i3 CHK. KinbKicTb TPOMOOLIMTIB pifKO OyBa€ HUXKUE 3a
20 000/MM?3, i HOpMaJTi3allis piBHS LUX KJIITUHHUX eJIe-
MEHTIB € MepIIoI0 03HAKOI aJeKBaTHOI BiAMOBidi Ha
Teparilo, HaBiTh HE3BaXKalouu Ha Te, 1110 TPUBAE 3pOC-
TaHHS PiBHSI KPEaTUHiHY B CUPOBATIi KpoBi. Tpom-
ooumToreHiss mpu CHK 3a3Bmyaii MasocMMIITOMHA,
a OCh aHEMisl MOXe CIIPUSITU PO3BUTKY CEpPIIEBOi He-
JNocTaTHOCTI. B ony0iKoBaHUX AOCTIIKEHHSIX BKa3y-
€TbCS, 1110 YaCTOTa TPOMOOLIMTOIIEHIT i1 aHeMil € TTpu-
0sM3HO onHakoBolo B mnartieHTiB i3 CHK i ctraHoBUTH
50 i 52 % BignosigHo [21]. 3aBxXau ciif YIIEBHUTHUCS

B HasBHOCTI remoJi3y B nauieHTiB i3 CHK, nokazom
TOMY € 3HUXKEHHSI piBHSI ranTorjio0iHy B CUpOBATL,
MiABUILEHHSI KOHLEHTpallil JaKkTaTAeriaporeHasu Ta
0inipyOiHy 3a paxyHOK Hemnpsmoi (pakilii. OCKiTbKU
3aJMIIAI0ThCS MEBHI AiarHOCTUYHI HEBUM3HAYE€HOCTi B
il Tamy3i, To, Ko B manienTa i3 CCJI mimo3proeThes
TTII abo reMoiTUKOYpPEMIYHU CUHIPOM, PEKOMEH-
nyeTbest BUkopucropyBatu IAII® y moeaHaHHi 3 rias3-
Madepe3oM.

NiKyBQHHSI

HaiiBaxMBilIMM ~aceKTOM MEHEIKMEHTY Ila-
L[IEHTIB i3 HUPKOBOIO KPU30I0 € paHHsS JiaTHOCTHUKA
1IbOTrO cTaHy. Han3BuuyailHO BaXKJIMBUMMU € BUSIBICH-
HsI MAL[iEHTIB i3 BUCOKUM PU3UKOM PO3BUTKY JTaHOTO
YCKJIaIHCHHS, 3a0e3MeYeHHST HaBUaHHS [IMX Ialli€HTIB
PeryJsipHOTO caMOCTiiiHOTO MOHiTOpuHTY AT 110HA-
MCHIIIe 2 pa3W Ha ACHB i IMPU TOSBi TOCTPUX CUMIITO-
MiB — TOJIOBHOTO OOJIfO, 3amMIIKH, 3aIlaMOPOUYCHHS
a00 CUHKOIIe B MOo€aHaHHI 3 BUCOKUM AT — HeraiiHe
3BepHEHHS 10 JiiKaps. TakoxX MOBMHHA OYTH peTyJIsip-
Ha OlLIiHKa aHaJi3iB ceui i 0i0XiMIYHUX MTOKA3HUKIB, 1110
OLIIHIOITh (YyHKIII0 HUpOK. lle 0cobaMBO BaXKJIMBO
npu TpuBajiocti aHamHe3y ACCJI meHite 4 pokiB. AKiio
nauieHT i3 CCJI crmocTepiraeTbesl CiMeHUM JIiKapeM,
npyu BUHUKHEHHi MaHiecTtHOi AI' abo iHIIMX Bimmno-
BiIHUX CUMIITOMIB, aHOMaJIii aHali3y cedi abo HUPKO-
BOI HEIOCTATHOCTI BaKJIMBO HETaifHO IPOKOHCYJIBTY-
BaTH TalliEHTa B peBMaroJiora i/abo Hedposora. Takum
YUHOM, MOXHa cBoevacHo 3amigo3putu CHK i BuacHo
pO3IOYaTH JIiKyBaHHS.

V pasi BcranoBineHHs miarHo3y CHK marrienT mo-
BMHEH OyTM HeTrailHO rocIriTajizoBaHuii. BinmoBigHo
1o cygacHux pekomenpaaiiii [52] AI' mpu CHK moBuH-

Tabnuys 2. AnchepeHyianbHa giarHOCTUKa rocTpuUX ypaXkeHb HUPOK Mpy CUCTEMHIN cKepoazepmii
(apanTtoBaHo Hamu 3a [42-44])

CknepopgepMiyHa HUpPKOBa

ANCA-acouiioBaHe Tpom6ouuToneHi4yHa nypnypa

Kpu3a Ypa)KeHHs! HUPOK
Al ++++/— +/— +
MeTexianbHun BUCKN - +— T+
MikpoaHrionaTtnyHa + - ++
reMofniTuyHa aHemis
HesponoriyHa cumnTo- +++ +++ +
MaTuka
JlereHeBo-cepuesa ++ +++ +
HepJoCcTaTHICTb
TpomboumToneHis + + ——
MynbTumepu dakTopa - - +++
¢oH Binnebpanga
3HmxkeHHa ADAMTS 13 - - ++

Bioncis HMpok Mponicepadis, TPOM603 i
HEKPO3 iHTPanobynApHUX i

OyroBUX HUPKOBUX apTepilt;

EkcTpakaninapHui
rnomepynoHedpuT i3 Ha-
nismicauamu, npm IMX —

BHYTpPILLHBOKTY604KOBI TPOM-
6u; IMX — genosantu gibpuHy B
Kaninapax aptepion i Kny6ou4kis

Konanc Kny6ou4kis cBiTiHHA ANCA
JlikyBaHHs IAMN®, npoctaHoigu, aHTaro- | Bucoki go3u K, umkno- Mna3amoo6bmiH, MK 1 mr/kr aéo
Hictn ET dhochamig, nynbc-Tepanis, BHYTPILLHbOBEH-

HO NIOACHKUIA iIMyHOTTO6YiH
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Ha KopuryBatucs TpusHadeHHsM [AII®D abo 30i1b-
IIeHHSIM iX 031 TIpU TIonepeaHbomMy puitomi. IATID
KOPOTKOTO [ii Kpalle BUKOPUCTOBYBATH TTPU T€MOIM-
HaMiYHO HECTaOUIbHMX CUTyalligX. 3HWUXEHHS Ludp
AT € crpmxHeBoto Meroto B Tepartii CHK, npote mist
1IbOTO MOXE 3HAJOOUTUCS KiJlbKa JHIB, MPOTSATOM SIKHUX
HeoOximHo 30imbmmT 1031 IAII®P 10 MakCMMalIbHUX,
MOXJIMBO IOABOIOBATH KOXHi 24 ronuuu. HeoOxigHui
TaKOX peTeJIbHUIA MOHITOPUHT Tali€HTa 3 IOASHHUMU
OLIIHKAMM 3arajibHOro aHaji3y KpoBi i PYHKIiT HUPOK.
IMotpibHO mam’gaTaTu, 10 (PYHKIIIST HUPOK MOXKE MPO-
TPECUBHO TIOTIPIIYBAaTUCS BIPOMOBX MEPIIMX KiTbKOX
ni0, He3BaXKalouM Ha po3noyaTte JiKyBaHHs. Lle kiaouo-
BUIf MOMEHT, OCKiJIbKY JOKTOP MOX€ HEOOTPYHTOBAHO
ckacyBatu abo 3meHImUTH 103y TATI®, MipKyroun TIpo
iX HeeeKTUBHICTb a0 MOOiIUHI eheKTH, aje bOro He
Tpeba poOUTH.

[Tpu 30epexeHHi BUCOKO1 Al Ha TJ1i MaKCUMAaJIbHOT
no3u TATI® no nikyBaHHS TOAAIOTH OJIOKATOPY KaJIbIli-
€BUX KaHaJliB, aibtha-010KaTopu (IOKCO3a3MH), MOK-
COHINVH, HITpONPyCHU i KJIOHinMH. MeTolo JTiKyBaHHS
CHK € nocsaraenns HopmanbHoro AT. biokatopu pe-
LIENTOPiB aHTIOTEH3UHY MPU i30JIbOBAHOMY MPUIOMI €
MeHII eeKTHBHUMH, aHiXK TATTI® mrs nikyBanass CHK
1110, IMOBipHO, MOB’SI3aHO 3 BiACYTHICTIO OpaguKiHiH-
noTeHuiitHoOTO ehexTy [53]. beta-610KaTopu MPOTUIIO-
kaszaHi npu CHK uepe3 BB Ha nepu@epudHuii Kpo-
BooOiIr. 3azsuyait mis aikyBaHHs Al mpu CHK Hemae
HEOOXiMTHOCTi B MapeHTePATbHUX AHTUTINEPTEH3UBHUX
3acobax, xoya iH(Qy3isg HiTpaTiB MOXe OyTh HeoOXimHa
MPY BUHUKHEHHI TOCTPO1 JIiBOLILTYHOUYKOBOI HEAOCTAT-
HOCTI i HaOpsiKy nerenb Ha T CHK.

OcTaHHIM YacoM 3’ IBUJINCS AaHi PO BUKOPUCTAHHS
AHTAroHICTIiB €HIOTEJiHOBUX peLENTOopiB (003eHTaHy
Ta cutakceHTany) mpu CHK [54], 1110 € 06rpyHTOBaHUM
MiIX0a0M, 3BaxkalouMd Ha BUCOKi PiBHI LUPKYJIIOIOYOTO
enpgoteniny-1 (ET-1), a Takox MigBUILEHY €KCIIPeCito
PEeLIeNTOPIB i JiraHaiB eHaoTeiHy [55].

byno nmpoBeneHo onHE BiIKPUTE MOCTIMKEHHS 00-
3eHTaHy, JOJAHOTO JO0 CTaHAApPTHOTO JIiKyBaHHS IpU
CHK, ne BugBieHa itoro 3HayHa e(PeKTUBHICTH [54].
[MomioHicte maToreHesy CHK i mpexaminsipHoi nere-
HEBOI apTepiajibHOI TiMepTeH3ii M03BOJISIE TPUITYCTU-
TU HEOOXiIHICTb i Mi€BICTb 3aCTOCYBAHHSI AHTArOHICTiB
peLEenTOpPiB EHIOTEJIHY B JIIKYBaHHI SIK TOCTPOTO CTaHY
npu CHK, tak iy micisikpu3oBoMy nepioi aJisl BiZHOB-
JICHHSI CY[IMH.

HonaTKOBO peKOMEHIYEThCSI BUKOPUCTOBYBATH MPU
CHK ionpocT — cTabibHUI aHAJIOT MPOCTALMKINHY,
1110 Ma€ Ba3oAuIaTyloui i aHTHMArperaHTHi BIaCTUBOC-
Ti. [Ipy 1OBEeHHOMY BUKOPMCTaHHI iJTIOMPOCT 30i/IbIIIyE
HUPKOBUH TUIA3MOTIK, PO3IIMPIOIOYM IIPUHOCHY Ta BU-
HOCHY apTepionu [56].

3a moTpedu 3aMiCHOT HUPKOBOI Tepartii MeTogamMu
BUOOpY € remodinbTpallis adbo remonianis. Pesynbratu
OCTaHHIX JTOCHiIKE€Hb MOKa3yl0Th, 110 TeMOoiali3 Mo-
TpioHMI1 mooBuHI nanieHTiB i3 CHK abo yepes nepe-
BaHTaXXeHHS 00’€MOM BHACIiOK 3HMXXEHHST HUPKOBOT
¢yHK1iT a60 1151 KoHTpoato AT npu pe3ucTeHTHin AT’

[57]. 3a onTuMaNbHOI Teparlii Aiajli3 MOXJIMBO Tepe-
pBatu B 16—55 % xBopux Ha CHK. IHozi mpu moBiIbHO
nporpecytounx Bapiantax CHK MoxHa ckopucTtaTucs
MEePUTOHEATbHUM [iali3oM $IK iHilliaJIbHOIO Tepari-
€10. BogHouac mpu HecnpuSTAMBUX BapiaHTax Tepe-
6iry CHK emmHuMm BapiaHTOM JIiKyBaHHSI MOXe OyTH
TpaHcIUIaHTalist HUpKu [58]. Y 3B’SI3Ky 3 icHYIOUOI0
MOXJIMBICTIO BiTHOBJIEHHSI HUPKOBOI (DyHKIIii omepa-
LIi10 CJIiJ TPOBOIUTHU He paHillle Hixk uepes 18—24 mics-
uiB micyist po3Butky CHK. IIpote yacToTa moBTOpHOTO
po3Butky CHK y HUpKOBOMY TpaHCIUIAHTaTi CSITa€
20—-50 % [59].

Pi3Hi GiosoriuHi areHTM, BKJIIOYalOUM iHTiOiTOpU
TGF-a, antu-CD20 (purykcrumad), MOHOKJIOHAaJbHi
aHTUTINA 10 iHTepaeikiny-6 (IL-6), ekymizymab it iH-
ribiTopy TUPO3UWHKIHA3U, TPOXOASIThH TOCTIIKEHHS TS
ouiHku epekTuBHOCTI i 6e3neunocti mpu CITK [60].

[Trasmacdepe3 Ha CHOTOAHI HE PO3TIISIAETHCS SIK Me-
tox Bubopy nmpu CHK, ockinbku e(peKTUBHICTH TaHOTO
metony JiikyBaHHs ripu CHK € Bkpait Hu3bpkoro. OnHak
asmadepe3 € MPOBITHMM METOIOM JiKyBaHHS TPU
NesIKMX acolLilfioBaHUX cTaHaX, K, Hanpukiaan, TTII,
TsI3KKa MIKpOaHTiolaTUYHa reMOJIiTUYHA aHeMis 1 Koa-
TyJIONaTis CIToKMBaHHS [61].

JlikyBanHs ycknagHeHb CHK y Burmisiai ypaxkeHHs
JKUTTEBO BaXJIMBUX OPraHiB, TAKUX SIK HAOPSIK JIeTeHb,
rinepTeH3WBHA eHlledanonarTisi, MTOBUHHI MPOXOIUTH
BiIMOBiIHO 10 YMHHUX CTAHJAPTIB i peKOMeHIallii 1151
JIIKyBaHHsI IMX cTaHiB. Ha puc. 3 HaBeneHMIT y3araib-
HeHUI anropuT™ BeaeHHs xBopux i3 CHK.

Mpoginaktuka

HaBuanHg mauieHTiB pasoM 3i cTpaTudikKalieio
pM3UKY i NUJIbHUM MOHiTOpuHTroM AT, aHami3iB cedi i
PiBHIB KpeaTHUHiHY Ma€ BUpilllajdbHe 3HaUeHHS B Tpoi-
nmaktnii CHK. Hemae xxomHux qokasis Toro, 1o IATTD
MaloTh npodinakTuuHuii epexr. HelnomaBHi pe3ynb-
TaTh OPUTAHCHKOTO Ta (PPAHILY3bKOTO KOTOPTHOTO J0-
CJTIKeHHS BKa3yIOTh Ha TipIINii JOBrOCTPOKOBUIA TTPO-
THO3 y BUIJISIAI HEOOXiAHOCTI Aianidy B Mali€HTIB, SKi
npuitmanu [ATI® a6o BPA min wac giarnoctuku CHK
[18, 34]. Benmmke KoHTpoaboBaHe mociaimkeHHS [ATID
KBiHAIIPWIy TIPOAECMOHCTPYBAJIO, IO OCTaHHIA HE
CIIPaBJISIB MPOMIIAKTUIHOTO e(PeKTy HION0 CYTUHHUX
yeknagHeHb npu CCJI [62]. OnHak y e JOCIiIKEHHS
Oy BKJIIOUEHI TiIbKM MALiEHTH 3 JIIMITOBaHOIO (hop-
moio CCJI abo ¢peHomeHOM PeiiHo, ToOTO 00MABI Ipy-
MY HaJlexKau 10 KOTOPTU 3 HU3bKUM PU3MKOM BUHUK-
HeHHs1 CHK. Takum yMHOM, Ha CbOTOJHI MUTAHHSI PO
npodimaktinaHy poib IATI® mra CHK zanmmaerses
HEBUPIILIEHUM.

lporHos

3aBasiku MpoKiit moctyrmHocTi IATT® BukuBaHICTH
npu CHK 3HauHo mokparinuiacs i cranoButh 10 % 1ipo-
TSITOM TIEPILIOTO POKY i 60 % MPOTATOM HACTYITHUX 5 pO-
KiB [38]. 35—45 % naui€HTIiB i3 HUPKOBOIO KPU30I0 HE
BUMAararoTh Aianidy. PiBeHb KpeaTHHiHy ITOBLJIBHO HOp-
MaJli3yeThesl a00 3HMKYEThCS, OTXKE, V MALIEHTIB PigKO
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PO3BUBAETHCSI XPOHiUHA HUPKOBA HEAOCTATHICTh y pasi,
k1o AT KOHTPOJIIOETHCS JOCTATHLOIO Mipoto [63]. Bu-
kopuctanHs IATI® noBUHHO OYTH TOCTAaTHHO TPUBATIIM.

binblie NoJOBUHM MaLi€EHTIB, SIKi COYaTKy MOTpe-
OyBanmu miajiizy, IPUIUHSIOTH foro 3a 3—18 MicsIIiB.
BinpuricTh maieHTIB MiC/as NPUMTMHEHHS Aiali3y MaloTh
JIOCTATHIO (DYHKIIit0 HUPOK, 1110 HE TOTIiPIIIyETHCS TIIE 10
TUX Mip, HOKU KOHTPOJOEThCA AT.

CIrioHTaHHE BiTHOBJICHHSI HUPKOBOI (DYHKIIii y XBO-
pUX HAa CUCTEMHUI CKJIEPO3 3yCTpivasocss 3HAYHO Yac-
Tilre, HixX py iHmmx Hedpomnarisax (1011 %; p < 0,001
BiamoBigHo) [64]. 3rimHO 3 JaHWMM HAalliOHAJIBHOTO
perictpy ABctpadnii i HoBoi 3enannii ANZDATA [63],
cepeliHs BUXKMBAHICTh Y XBOPUX i3 TEPMiHAIBHOIO XPO-
HIYHOIO0 HUPKOBOI HEAOCTATHICTIO HA TJIi CHCTEMHOTO
CKJIEpO3Yy BUSIBUJIACS 3HAYHO HUXKUYOIO, HixK Y TTALlIEHTIB
3 IHIIMMU MPUYUHAMUA XPOHIYHOI HUPKOBOI HEAOCTAT-
HocTi (2,431 6,02 poKy BilMOBIAHO), a cepeIHili Yac Bif-
HOBJIeHHsT HUPKOBoOi ¢ynkiii miciss CHK cranosus 1
PiK; Y MOJAIbIOMY MMOBIPHICTb 3HUXYETHCS 1 HAOJIN-
JKA€ETHCS 10 HYJIST Yepe3 TPU POKM MPOBEICHHS HUPKO-
BosamicHoi Tepamii [63]. Jlo moraHux MpOrHOCTUYHMUX
daxTopiB moxo HacaiakiB CHK HanexxuTh 30iabl1eHHS

piBHs1 N-KiHLIEBOro (pparMeHTa MO3KOBOI'O HaTpiity-
petnuHoro nentuay (NP-proBNP) Ginbmie 360 mr/mit
(p = 0,019), a 3pocranns piBHsT NP-proBNP Ginbire
1494 nr/mMn BUCOKO KOpPEJIIOE 3 HEMUHYYICTIO IIPO-
BeneHHs1 remopianizy (OR = 70; p < 0,005) [65]. ITpo
HectipusTauBuil mporno3 CHK cBimuuTh BUHUKHEHHS
apuTMii, MioKapauTy abo mepukapauty [25] y mepion
PO3BUTKY HUPKOBOI KPU3HU Ta MiCISIKPUZOBUI TIEPIO.
HesBaxkaroun Ha 3HayHe 30iJbIICHHS] BIDKMBAHOCTI
nauienTis i3 CHK i3 mouatkom epu IATTI®, rocrpa ckie-
poaepMiuHa HedpoIaTis € BUCOKO(DaTaTbHUM TPOSIBOM
CC/. TamieHTy 1i€i rpyny BUMaraloTh peTeJIbHOIO JIi-
KapChKOT0 KOHTPOJIIO, TOUMHAIOUM Bill BUIIJICHHS TPy
PU3UKY, CBOEYACHOIO i IMPaBWJILHOIO BCTAHOBJICHHS
JliarHo3y, MPOBEJAEHHSI iIHTEHCUBHOI Teparlil 3 TiCHOIO
MIKIMCUUILTIHAPHOIO B3aEMOJIIEI0 PA30M i3 MPOBEJAEH-
HSIM HUPKOBO3aMiCHOI Tepallii i TpaHCIUIAHTALlil HUPKMU.

Konduikr inTepeciB. ABTOpU 3agBJSAIOTH MPO Bif-
CYTHIiCTh KOH(IIIKTY iHTEpeciB, MpU 1IbOMY aBTOPU HE
OTPUMYBAJIM BiJl OKpeMUX OcCiO i1 opraHisaiiii (iHaH-
COBOI IMATPUMKM AOCIIIXKEHHS, TOHOpapiB Ta iHIIMX
¢opM BUHAropo/.

CHK — HeBigknagHuii ctaH. locnitanisauis BCix nauieHTiB 3 Nigo3poto
Ha CHK (roctpa Al + 'YH) i3 kniHiYHMKM @60 imyHonoriyHuMmn o3Hakamn CCL

Al |

| '

OUiHUTK TAXKICTb !
' 1

KniHi4Hi nposisu

CAT > 180 un
OAT > 110 mm pr.cCT.

Tak Hi

Llinb: ameHwntn CAT Ha
20 mm pT.CT., OAT Ha
10 MM pT.CT. Ha fieHb 3a
OMOMOroK nepopanb-
HUX aHTUrINEePTEH3NBHMX
npenapatis

[ocnitanisauia go BPIT
3meHLweHHa CAT Ha 10-20 %
no4aTKoBO.

Line — OAT 100-110 mm pT.CT.
yNpoAoBX NepLunx 24 roguH.
BuvikopuvcToByBaTh nepopanbHy
Teparnito + B/B BazogunaraTopu

MepopanbHi aHTUTiNEPTEH-
3UBHI Nnpenapartu
1-wwa niHis — TpuBanogitoui

IAN® (paminpun 5 mr),
no4arw i3 cepefHbOi fO3MK i
noABOKBATU KOXHY 06y,
kopoTKogitoui IAMND
(kanTonpwun) npu remoanHa-
MiYHUX MOPYLLEHHSIX.

2-ra nidia — BPA
(nosapraH).

3-14 niHis — BKK
(kopoTkogitoHi).

4-Ta niHia — nokca303unH

B/s Ba3opgunatatopu
B/B HiTpatn
(HiTpOrniuepuH). Tpveana
iHOby3ist inonpocTy
(0,9 mn/kr/4).
$K [OMNOBHEHHS 40
CTaHAapTHOI nepopasbHoI
Tepariii

PaHHs rocnitanisauis go BPIT 3a HasBHOCTI
OZHOrO CUMMTOMY

Cynomu
B/B heHiTOiH, Bidyanizauis MM
(KT, MPT), KoHcynbTauis HeBponaTonora

Hab6psik nereHb
B/B Ba3ogunartaTopu, B/B NeTNbOBI AiypeTuKM

TaxiapuTmis
[-6nokaTopu BiGHOCHO NPOTUMOKAa3aHi

Taxke 'YH
Mpw 36inbLUEHHI PiBHA KpeaTUHIHY GinbLue HiX Y
3 pasu, a6o > 200 Mmonb/n, oniroanypii,
rinepkanieMii Heo6XiAHO NPOBECTN HUPKOBO-3a-
MicHY Tepanito

PucyHok 3. Anroputm BefeHHs1 xeopux Ha CHK

Mpumitkn: CHK — cxknepogepmiyHmi HUpkoui kpus; AIr — aprepianbHa rineprensisa; 'YH — roctpe ypaxeHHs
HUupok; CCl — cuctemHa cknepogepmisi; CAT — cuctonidHni aptepiansHni tuck; QAT — giactoniyHmii aprepi-
anbHui Tuck; BPIT — 61510k peaHimayiiHoi Ta iHTeHcuBHoOI Tepanii; IA[1® — iHri6itopn aHrioteH3MHMNepeTBopIo-
040ro ¢hpepMeHTy; B/B — BHYTPILLHbOBEeHHO; M — ronoBHuii mo3ok; KT — komir'totepHa Tomorpadpis; MPT —
MarHiTHO-pe30HaHCHa ToMorpaagisi.
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Indopmanis npo BHecoK KoxkHoro yyacHuka: /. fO. lo-
10844 — KOHIIEMILis i AM3aiiH poOOTH, OIJISIA JIiTepaTypu
3 TIpO0JIeMU, KOPEKIis TeKcTy; €./]. €eydina — ornsn
JIiTepaTypu 3 MpobIeMU, HAITMCaHHS TEKCTY, TiATOTOB-
Ka CTarTTi 10 APYKY.

Penenzenrn: mpod. O.B. CingueHko,
A.A. XaHIOKOB.

npod.
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CKAEPOAEPMUYECKNIA NOYEYHBIN KPU3: BOMPOCHI NATOreHes3d, KAUHUKA U COBPEMEHHbIE MOAXOAbI K A@4EHUIO

Pesrome. Ckneponepmuueckuii moyeunsiii kpus (CIIK) ss-
JISIETCST OMHUM M3 CaMBIX TSKEIBIX OCJTOXKHEHUN y MalieH-
TOB ¢ cuctemHoii ckieponepmueii (CCJ). CITK Bo3HuMKaeT
MPUMEPHO Y 5—25 % malueHTOB, CTPAaJAIOLINX CKIEPOAEP-
mueit. OH XxapaKTepu3yeTcsl 3JJ0KaYeCTBEHHOW TUITepTeH3U-
eil U oNUro-/aHypu4yecKoit OCTpoii MOYEUHON HEeI0CTaTOu-
HocThio. OkoJio 10 % ciaydaeB CITK MOTyT COMPOBOXIATHCS
HOpMaJIbHBIM apTepUaJIbHBIM JaBJICHUEM — B3TO TaK Ha-
3bIBa€Mblii HOPMOTEH3MBHbBIN MOYeYHbIN Kpusuc. [Ipeamno-
naraetcst, yro atuoratoreHe3d CITK oOycioBiieH ToBpex-
JNIEHUEM TI0YeK, YTO TPUBOIMUT K TTOPAXKCHUIO SHIOTEIIHS,
npojrdepalii UHTUMbBI U CYXXCHUIO TTOYEYHBIX apTepUOJ,
BBI3bIBasi CHUKEHUE KPOBOTOKA, FMITEPILIa31Io IOKCTarIoMe-
PYJSIPHOTO aInaparTa, TMIIeppeHHHEMHUIO ¥ Pa3BUTHE 3JI0Ka-
YeCTBEHHOU apTepuaibHoit runiepreHsnu. Pazsutue CIIK y
nanueHToB ¢ CCJI 9yacTo MpoBOLMPYETCS HEPPOTOKCUIHBI-
MM TIperapaTaMu WIM YMEHbBIIEHUEM BHYTPUCOCYIMCTOTO
oobema Kposu. CITK Haubosiee yacTo BcTpevyaeTcs B IepBbie
roJibl pa3BUTHS CKJIepoaepMUn U nipu auddy3Hoi ee hopme.
TMosienenue CIIK yarie BcTpevyaeTcs y MalieHTOB, TOIyda-
JOIIUX TJIFOKOKOPTUKOUBI, PUCK YBEIUYUBACTCS C yBEIUYE-
HUEM J03bl. XapaKTepHble TaKXKe TaKhe KIMHUUECKHE MPH-
3HaKM, KaK JICBOXEJyIOYKOBAs CepIeUHas HeI0OCTaTOYHOCTh
W TUIIepTOHWYecKas sHIiedanonarus. TpomboTudeckas
MMKpoaHTruonaTust nosisisiercs B 43 % cnydyaeB CIIK. AHTu-

I.Yu. Golovach’, Ye.D. Yehudina?

tena K PHK-nonumepase 111 mpucyTcTByioT y OJHOI TpeTu
6onbHBIX, y KoTOopbix pa3Bwicsa CIIK. Ilpu kmaccuueckom
teueHun CIIK mpoBeneHue HedpoOWorncum He peKOMEH-
nmyetcs. OOQHAKO 3TOT METOJ MCCIEeI0BAHUS MOXET TTOMOYb
OIpeAeJUTh TPOTHO3 U METOABI JIEYSHMS MPU HETUMTUYHBIX
¢opmax. [Mporrnos CITK pe3ko yyqiimiics ¢ UCIoJIb30BaHU-
€M WHTMOWTOPOB aHTMOTEH3WHIIPEeBpaIaIiero dbepMeH-
Ta. OTHAKO BBIKMBAEMOCThb B TEUCHME 5 JIET y MAIlUEHTOB C
CIIK octaetcst Hu3Koii (65 %). Jleuenue CITK onupaercst Ha
arpecCUBHBIN KOHTPOJIb apTepUaIbHOTO NaBJIEHUS C TIOMO-
IIbI0 MTHTUOUTOPOB aHTUOTEH3WHITPEBpaIIatoniero dhepMeH-
Ta, eCIi HEOOXOAUMO COYEeTaHHWE C IPYTMMU BUIAMU aHTH-
TUIIePTEH3UBHBIX TpernaparoB. [oBOJbHO 4YacTo OOJbHBIE
HYXIAaIOTCsSl B TIPOBEICHUU TeMOIUaIn3a, HO TP KOHTPOJIe
apTepuabHOTO JTaBJIeHUs OH MOXeT ObITh TIpeKpaieH. [1a-
LIMEHTaM, KOTOPBIM HEOOXOIMM auann3 Oojiee 2 JIeT, mokKa-
3aHa TpaHcrianTaus noyek. CITK ocraeTcs BaxHOM Tpu-
YUHOI 3a00JIeBAEMOCTH M CMEPTHOCTH TIPU CKIIEPOJIEPMUU.
bricTpast AMarHoCTHKA U JIeYeHE MOTYT TTIOMOYB TTPETOTBpa-
TUTh HEOJIATOIIPUSATHBIC TIOCICACTBUS U YIYIIIUTH BHIKMBA-
HUE TaKUX MallMeHTOB.

KiioueBbie €J10Ba: cKiiepoJepMUYECKUIT TIOYEUHBIA KPHU3;
CUCTeMHas cKJaepoaepMust; GyHKIIMS TToUYeK; HehpoOuoricus;
JMIMAaTHOCTUKA; KIMHUYECKAsl KapTUHA; JIeUeHUE; MTHTUOUTOPHI
aHTMOTEH3MHIPEeBpallialiero GepMeHTa; 0630p
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Scleroderma renal crisis: pathogenesis issues, disease pattern and modern approaches to the treatment

Abstract. Scleroderma renal crisis (SRC) is a major compli-
cation in patients with systemic sclerosis. SRC occurs in about
5—25 % of all patients with scleroderma. It is characterized by
malignant hypertension and olig-/anuric acute renal failure.
Around 10 % of SRC cases may present with normal blood
pressure, termed normotensive renal crisis. The etiopathogen-
esis is presumed to be a series of insults to the kidneys resulting
in endothelial injury, intimal proliferation, and narrowing of re-
nal arterioles leading to decreased blood flow, hyperplasia of the
juxtaglomerular apparatus, hyperreninemia, and accelerated
hypertension. SRC is often triggered by nephrotoxic drugs and/
or intravascular volume depletion. SRC occurs particularly in
the first years of disease and in its diffuse form. The occurrence
of SRC is more common in patients treated with glucocorti-
coids, the risk increases with increasing dose. Left ventricular
insufficiency and hypertensive encephalopathy are typical
clinical features. Thrombotic microangiopathy is detected in 43
% of the cases. Anti-RNA-polymerase III antibodies are pres-
ent in one third of patients who develop SRC. Renal biopsy is

not necessary if SRC presents with classical features. However,
it can help to establish prognosis and approaches to the treat-
ment in atypical forms. The prognosis of SRC has dramatically
improved with the introduction of angiotensin-converting en-
zyme inhibitors. However, 5-year survival in patients with sys-
temic sclerosis who develop the full picture of SRC remains low
(65 %). The treatment of SRC is based on aggressive control of
blood pressure with angiotensin-converting enzyme inhibitors,
if needed, in combination with other types of antihypertensive
drugs. Dialysis is frequently indicated, but can be stopped in
approximately half of patients, mainly in those with good con-
trol of blood pressure. Patients who need dialysis for more than
2 years qualify for renal transplantation. SRC still remains an
important cause of morbidity and mortality in scleroderma.
Prompt diagnosis and treatment may help prevent adverse out-
comes and improve survival.

Keywords: scleroderma renal crisis; systemic scleroderma; kid-
ney function; nephrobiopsy; diagnosis; clinical manifestations;
treatment; angiotensin-converting enzyme inhibitors; review
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