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Scleroderma renal crisis with secondary membranous nephropathy
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Summary

n1aEAngAnele (scleroderma renal crisis, SRC) tlunazunsndaunisszuulnidrAnlu

o

o

Tanuilaudis (systemic sclerosis) Hanwmuzisupe AuAulalings, lauiaduIRaUNWAY (acute
kidney injury) LAZLAEAAN9ANNNNTLANTEAL AR ALAY U AR e (microangiopathic hemolytic
anemia, MAHA) nsineandianailigihadandusasdriunssnsmaunulaluszazenn uas
o a aa t:l d?j v v a a dl dl o [ % ¥ 1
gm3n19@eTInNIULA SRC Fiasuanainanialniniszuulangy o Tnaninshddny laun
ﬂﬂt‘lﬂ@@maﬂmmu’]mﬁﬂﬂmﬁu (thrombotic microangiopathy) wazni1zlnenidy
(glomerulonephritis) dnWusAulsAnaanaanantday ANCA (ANCA-associated vasculitis)
anenuzilaanazaed SRC 9nnd eranuidadanunalating waznuldsauliunadneaanias van
meranuisAuluas1aziFunnunnAIsAileneniazay o #ae 494 membranous nephropathy
funneznwszuulannu s ludiaeTsandsuds drusuludiaasei iudiloalsnmiudeaiin
wilaudenszane (diffuse cutaneous systemic sclerosis, dcSSc) NuansaINIINgNLILIN AN

. » - U I -
(nephrotic syndrome) 11 1 hantaziialauaRu@aunauIN filaeladunissaduiielsn nanans
an AU SRC $auriu membranous nephropathy dneuntiniiiseanugiaeuisudanes

o A - " X -
TaiRmanduanarsaninnielaiiy membranous nephropathy waziilaasailiiusiausning

SRC 39uiUN19% membranous nephropathy ua9annlafunisinuisaean ACE inhibitor,
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cyclophosphamide, uaz prednisolone Hilaaidinisinauaeslnaaunaulivinadesiu neinlides

TasuniesnEnaunuls wariszsulisfulutlasinzanag
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Background

v [ o

TepmilaudalulsanilaoniatnfaesRaniuiniinanaanideninln (vasculopathy)
wazWaialusnenie (fibrosis) lufilaslsamiudanunisinauaedlaiailndlauinisfesas 8o’
g NN L laFILAnN1sNansIN19nsaIa09 tnanadLiveatinaLmen (isolated decrease in

. . A [~1 o . . . al
glomerular filtration rate), Wuiaaswaalulnuwdasn (intrarenal arterial stiffness), n1gnuidsnnly
TTagnaziieasinafen (isolated proteinuria) Taudan19eiiANIULIaNNTY ToLA ANvsuann

P d
wanIAANgRAEY Laznnazlndniaunduiusiulsavaeniaandniau ANCA' Tng SRC wulasas

1 Y dld o o = =2 dl o o
[T 3-5 LLZQ5Lﬂuﬂ’m5LLVI‘3‘ﬂ‘ﬁ‘ﬂM1’]”I\1§‘$UU1[§W]3~Iﬂ'J’]N’&Wﬂf];lLLﬂzﬂJﬂW?ﬂﬂE’]NﬁﬂV}’e‘m AMNTUNNIT

membranous nephropathy unazinylatias TugilaeTsamiauds

Case presentation

frlaanijeany 62 I Heanisdauanninau 1 weuneuunlsaneuia tne 1 dneuntinil

v
a = 1 a

N a A < =] o ' ¥ a a = ¥
QﬂQﬂL?NN@WﬂWiN@UQMLLﬂIQﬁN ﬂ’]VLﬁzI}/LNZiﬂ UaARNIe1a HAAANNHILTULNALATALNNIN WAY 6
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A 1 L s ] a o e KR a a a A v
waunauxi lsswe i gilaaldnuunnedneadenianuionisuisseiusouiaia 11 uay
NN APan i) iRn1swy antinuclear antibody (ANA) titer 1:320, nucleolar pattern WATH
. =K Yo aa o 2’/ A 1 o a d?l
anti-Scl-70 asl@sunisitiadenilulan deSSc AN 1 waunauNnlsswenuna gilsaiennisuanau
z o o al % 1 o/ b ] 1 dl 1 1 v
asn mlapuan Nifaanqzilunes dunmdnnadniasnuaanadliuun ldwiles Tdwivutiien wey
o A P & s A o dl ¥ o &

sl llgnunuenviieanaunansan anawaLn Waesnwis Wvinau ann 56 nn. il 60.5
an. lunwuwnnelaanduagnosunsulseniu feann 1 dUadnauunlsanenuna wiesuinay
aanzaananas

Tsatszandaaasdilaalaun DM type 2 1#5unnsatads 10 UnauunTssnenung fnunsog

1 . . . v = vl Yo o A

NN9ATLIANBINTG HEATC 5.7 Tdfinnay diabetic retinopathy wazHilaafilsedmlasuiaduilan
aniautinlumAeAAA (pneumococcal vaccine) 1 Ihaunauunlsaneua ennfulsenuilaqiiulaun
prednisolone 10 NN./4U, azathioprine 50 §N./3U, hydroxychloroquine 200 §n./4%, colchicine 1.2
NN/ UaE furosemide 40 NN/

N13MIIAFINTE WL BP 190/100 mmHg (BP Anlszanas 140/90 mmHg) Hanmeausuansia

$19N18 WRBNATLIN WaTLANNANUN99 2 919 3+ mgaasaniassunialauazianag luinoet

1nf 1d{ pericardial friction rub maaanLRnleudaile waw 11 wazaisa Usziliu modified
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Rodnan skin score (mRSS) 16 33 AzuUL Aaneue salt and pepper appearance Auannn &

sclerodactyly wag hypopigmentation NHaUAZWINTIY 2 419 mFany Raynaud’s phenomenon,

periungual erythema, palmar telangiectasia wazd tendon friction rub LWy calcinosis cutis,

digital pitting scar, R discoid, Yi3aiu malar

'51]17'; 1 LAPNANEILY salt and pepper appearance ﬁu‘ﬁf’]mﬂ (fne1) sclerodactyly Lag
u

hypopigmentation fira (297)

Investigations

= LN ) @ v o A e . ¥ v
N@L@@ﬂﬂ‘ﬂ\?ﬁiﬂ’lﬂWUﬂ’]’)ﬁsﬁﬁL@ﬂu’ﬂﬂ Hb 10.3 NTN/AA. LANLTLADANWL schistocytes L°1I’]1ﬂ

AUANHILIAAAAINAINNNTLANUDLLALADALAS I LUARAIRDA (MAHA) WUAMEIALNALRLLRE INAL

Tneiliszats creatinine lwidan 2.81 1n./aa. WNAUaIN 2 dilavinewdninunlulsmenunageaglu

see 1.39 un./aa. An1nzldsausaluilasnay nratlasanaznwullsiu 4+ Aidalaaaunag 10-15

Lsn@@’/high power of field (HPF) ui ldnudaaenuneriin dysmorphic WAL urine protein creatinine

ratio (UPCR) ¢ 37 nsu/nsupientiu wazinullsiu 24 dalualulaanazls 17.92 nfu/Asu namsaa

aanaL AILAASTUANTINT 1

HI <~ 21
ANTINN 1 HALRB ﬂ‘llﬂ\‘lﬂﬂ')ﬂ

HALADA Aasgile AE19B3UNR
Hemoglobin (g/dL) 10.3 12.0-16.0
White blood cell count (x 10%cumm) 12.06 4.0-10.0
Platelets (x 10%/cumm) 345.0 140.0-450.0
Aspartate transaminase (U/L) 23 5-34
Alanine transaminase (U/L) 6 0-55
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Albumin (g/L) 12 35-50

Cholesterol (mg/dL) 449 <200

Antinuclear antibody 21:1280 homogenous, Negative

21:1280 granular

nucleolar
Anti-Scl-70 antibody Positive 3+ Negative
Anti-dsDNA antibody Negative Negative
Anti-Sm antibody Negative Negative
Anti-PR3 antibody Negative Negative
Anti-MPO antibody Negative Negative
Lupus anticoagulant Negative Negative
Cardiolipin IgM, 1gG antibody Negative Negative
Anti-beta2 glycoprotein IgM, IgG antibody Negative Negative
Complement C3 (g/L) 0.76 0.9-1.8
Complement C4 (g/L) 0.24 0.1-0.4
Erythrocyte sedimentation rate (mm/hour) 24 4-20
C reactive protein (mg/L) <1 0-5

Differential diagnosis

dilaalsm deSSc Hannianguuinssinun 1 1hau Usznauiuausulalingentinaguus

(accelerated hypertension) tAUNARLIRALUNAUNN 1 d1A19f lalaflaeAnLANHUZIABAR199N

%

nsuanaedlnaeaundlunaaniaan (MAHA) Nazd1AndesAiedens SRC wulugile dessc

%

i i 4
Tagannzlugilandioudiudeatinemaiia unsaanusulaingeifaaulog wazlauiaiay

= o N H o ' a 4 = a o
RUEUNAY usdiaelilansnizaasenisnguiuinsiinsansdas uarillsfusaeanumialasay
uanuaunn Tuamen SRC gilaadndllsfiusasanumisilaaiozidaandn 1 nfusedu Auiuag
fﬁ’f@\iaﬁ@iﬂLLEIﬂiTﬂZMLWﬁu’]LﬁNLaN Taun naz rapidly progressive glomerulonephritis (RPGN),
1 a Adld 3 a o ¥ A <3 s
N1ENgNINAUINIANAT IALNAE LR UNAUUNING DU LATNEUADAIABATLIALANGAFL
1 v 1 1
annnaeiniay RPGN Miiduldldlugiloasadt laun nnazanuinaadulsndu o laun
Temngifaniladniau class IV uazlsnnaanidondnial ANCA dauaniipnaeanguainisiulnesn 7
¥ 1 i
Wuldldludioasaid laun nnazaruifaadulsagifanidlndniay class V, membranous

nephropathy, focal segmental glomerulosclerosis (FSGS) $aNAUNTR TALNARLRLLNALLNIN
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FAUINNANNGFN ] Lo 411N prerenal (hypoalbuminemia, overdiuresis), nephrosarca,
acute tubular necrosis, bilateral renal vein thrombosis ?ﬁlﬂuﬂg’:ﬂfmiwﬂmﬂﬁ’]ﬁ@mﬁ"mfalf
doppler WWuaenln wu patent bilateral renal veins without evidence of thrombosis way b
ANBOUZADY hemodynamic significant stenosis of bilateral renal arteries
ﬂliﬂfmiﬁi‘umiﬁm%uﬁ@im 18vsvnn 21 glomeruli waxil 13 glomeruli AiR&NHRLL globally
sclerosed HaTwiipraslANLFNEUEIA 147U SRC Aail endothelial swelling with focal intimal
mucoid change ‘ﬁ arteries WAL arterioles Lfi@ﬂ”ﬂu silver staining WU wrinkling basement
membrane WA focal duplication LL@ZLﬁ@ﬁW%%Lﬁ@MM?’M@”’JH electron microscope Wu diffusely
shrinkage basement membrane with focal duplication il focal subendothelial widening Lo focal
subepithelial electron dense deposit AINANEULIBINY1BANINNIAAINA17 W lFRuNIE
membranous nephropathy hlu;:fﬂ'amﬁﬂﬁaﬁﬁ%iﬂdmﬂu SRC faufL membranous nephropathy

a

WULYRen

gﬂﬁ 2 LAAIANMIUZAUDY endothelial swelling with focal intimal mucoid change 14 arteriole

v
(Qﬂmﬁmﬁm) Ay focal basement membrane duplication (@]ﬂm‘amﬁu)

Treatment

gilaelfsunisinesnasn captopril Wasnm1 SRC Tnelfu captopril 2u1ageganlasy
300 WN./94 414FuN195N1HIN192 membranous nephropathy Liasangtlaaillsmululaaoy
Funaunnnuazdlnunadudsunau Inasysu creatinine AIuldiflu 3.12 1n/ma. a9ldsunissnmn

v . v A o v . [
AIEEIN cyclophosphamide 500 NNV AALARARTLAY I prednisolone 10 NN./3%
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Outcome and follow-up

2 dupvinasainidniunisinenlulsenanung pn creatinine 1agtlaaanailu 1.84 1n./
aa. tnglisagldsunisinemaunule filaelafunissnunsanen cyclophosphamide insvaan
1 :l/ %

IRAAANFBTIIUNA 6 ASY LAZUAIAINNII3NEIATL AN creatinine BavELaanaUlvinAnFssuR 1.02

UN./AA. kaY UPCR AAA9AN 37 Nin/nsuamantiy 1y 2.48 nfu/nsumsaniiy

Discussion

SRC lunnaziisediu creatinine Tuaaniinauatu@sundulngatanuauiulaings
Fanmnevza lild wudnfesar 10 2eedilan SRC linuandulalings’ SRC nudeaay 5-10 199
faelsanilande’ uazwululsm deSSc unndnleautiandeaiinuilsudeandn (limited cutaneous

f . ] = [ % dl a ¥ 1 =
systemic sclerosis, 1cSSc) Tnaanzludag 5 Jusnuealsa adei@esresnisiin SRC launnisi
I . - B
NANUILLIN NN LUAEINNTIALTY, tendon friction rub, mfaxuuﬂumwum%, d anti-RNP polymerase
IIl, § anti-Scl-70, warn13lden corticosteroids luszAuge’ SRC 1inannniag “renal Raynaud’s

’ A a A v A o 5d| a .
phenomenon” Aan1siialananamaananniduiaanuaslulanasa® 3ainannszuy renin-
angiotensin-aldosterone system (RAAS) LLlas endothelin B receptor WU91H endothelin B receptor
Wnawlugiee SRC® uariinianszfu anti-endothelial cell livinTiiiaduasninilng’ n1sunady
wesutisvaaniaanduli (endothelial cell injury) ¥nlilgn1snszsu prothrombotic cascade waznIs
a%14 fibrin faufunisulsdagesrasyNisnaanaandily (intimal proliferation) WarN13NAY

. QI d? o v A da’ a % d?J . .
endothelin Wxau MIFaanllidesdnanas uazinnsuunfadu (hyperplasia) 184 juxtaglomerular
2
apparatus
Tu SRC NdAuAulatings diloasindainisaesanuiulainiuesneeniiouasguns
. . v 1 = o o < 8 %’ 1 = o a
(malignant hypertension) lakA @1n13tamAsey a1l dninde® nnezsiiviandem@eunays tinann
371U RAAS nazsuliiiunfiu dasnzeananas uazinlaesdnarineuanasainaaudulaings’
A o 2 & A K . A e
LASHANHUZIAY AAAANNAINNITUANTAULARAA LAY IUMAAALAEA WL schistocyte lulaNafiaan
3761 lactate dehydrogenase (LDH) 44711 WazszAtl haptoglobin anas wulufasas 50 nasfiloe’

[l 1 4
Tudihadaudaaniimnusuladinag lusyauing ansurdrdnaaasiauasuladiniaauuinndn

1 v
=

20 1. 1Usen Tnadvatlusyauning uarlsziu creatinine NGITUFINAVN 1ABAANNAINNNTUANTES

< A A 5
WalaaaLas luvannlaan
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nsfnEAanees SRC Aan1T e ACE inhibitors T9HNIANHNNUINTIBAAEATIN1TANE

o o

¥ | Ao 10 _ 1A o o = = o A o
vLﬁ@ﬂ’]\clNuﬂ@’]ﬁQ_J NANIAAARATINITANUTALAE 20 91 6 LARL, TALINT 30-36 N 1 I uarIasay 20-40

b4 1
%

7l 3 fudsannnisifiade SRC wazuamsineAtutenas 50 iaiflsuiunauriauiien ACE
inhibitors 101" Whnsnalunisineanansulainly SRC AsanmanauliatluseAn 120-
130/70-80 x.1sav InaanAanAudananiuas 20 ux.1Usen wazarnaulaneananiuas 10
un.san' Tneldan ACE inhibitors ﬁ@@ﬂqm'%%u lawn captopril uasannlapausulainniy
whusnaudaanunsaaswuiluen ACE innibitors finangmagnald nnsld ACE inhibitors ansH
nsnemaunile uayludthefifesinsmawnula aunsougeanisinsneunulaliluienay
50" fgilaalAFusn ACE inhibitors luszdugegauandalidanunsnmuanmuauliaals anan
A lafimnguau o fanunanlile lun engu dinydropyridine calcium channel blocker, 61

3

qu alpha-blocker, anguduifagana:’ wsliaasldungu beta-blocker Lﬁ@q@’mﬁqm'ﬁr negative
inotropic LAY negative chronotropic

nn73nENAY 7 lu SRC #unengu endothelin-1 receptor antagonist (ERA)", AnsulAe
118NAEN (plasma exchange)15 WAL eculizumab %IQL‘flu humanized monoclonal antibody %
C5 dailugauilsynanaes alternative complement pathway'® 11aq1iu eculizumab #5Un195084
Tun133nenlsm paroxysmal nocturnal hemoglobinuria Wag hemolytic uremic syndrome &115un13
wnn 14 lunn9dnen SRC TaqiiudsliinisAnmaunlug) uazddayailunissaeuainnisldly
éﬂqaﬁiﬂmmumrfi@ma‘ﬁ*ﬂmﬁlu 71"

&"43UN1E membranous nephropathy tluniazinulades lugilaatsaniisuds aan

'
=

= P X v @ ! P o a &

nasAneINgauaNeInIInelalugias lsaniiauds wudnnnzinuldtesngaae lsavasniaan
o v ¥ ' = v 18

gniau ANCA wuldne¥eeas 42.3 491 membranous nephropathy WULWENTREAT 1.9 Tuseeu
LAl dl EZN a = a o 4? 1 o a o o [~1
fuassaniis iugiendieang 68 U Hanissauanau souduanwnicradlsantiands nevany
sepulsAnluilagnny 7.25 nfuAady Lazuanensan 1N laNL extensive subepithelial deposits
1849 IgM, 1gG, Clg, C3 wazd moderate fibrointimal thickening 284 interlobular arteries Wi LWy
o . = . . . ¥ Y o v Yo
ANBTUSARY mucoid U8 fibrinoid change WAy membranous nephropathy Q‘]J'Jfﬂﬂ?‘].lﬂ’]?
Snmaeen ACE inhibitor, prednisolone 60 8n./44 WA cyclophosphamide 2 1n./nn."” lusneeu
EZ = U a =) ¥ % d? = a
fuasanae iudilaandgeany 60 U wnsmeainissauanau wuldsiuludaans waruanans

an1mneladnlaiu membranous nephropathy gilaglasunisinunsag chlorambucil waz

prednisolone tunan 1 1Aaw wia1n1TidRan nuszaullsiiuludaanny 10.8 nFusadu agldinng
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M’]Zﬁ’]Lﬂﬂlﬁﬁujﬁlm membranous nephropathy ATIRTINNILLNNLANNL HOMISUT MRSS 44 Az

a [ %

LarAIIaNL anti-Scl-70 gilasasldfunisidadeiulsanilnds TAfuntssnedaaen
cyclophosphamide NN19UABALAAAANNINNA 9 ATS (FINTUIALIAARANITFNENINNA 5,100

wn.) $aurTU prednisolone uazen ACE inhibitor a1nnsaedgilaenau wuldsaululasazanas™ az

Winldd1 membranous nephropathy tduntazinulaldveslulsamieuds wsidun1qaznil

v o

o o dll o ¥ a = dlnl/ ¥
mmmmym@m’mﬂ’mﬂmmamﬂmqu@uﬂummm@mﬂ?mm‘lﬁﬂmumﬂuﬁmmﬂm
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AN5199 2 Ll.ﬂmx‘m'a’ml,mnlﬁi’ld‘i‘?.:wi’lx‘ln’l%anqEl‘l/l'ls‘ivlmﬁ"l.m’lfw membranous nephropathy

SRC N19¢ membranous nephropathy
wuuNAEN
WeNBNLAA Wdaauaalulnuasi n131AA immune complex 7
podocytes WAL glomerular
basement membrane
wulavasly 13A dcSSc wu'ldiee lulsaulauda
(124 5 Tusn)
ANNUSAL Anti-Scl-70, anti RNA polymerase ‘Eﬁ?mﬁmﬁ'mﬁ‘mﬁu (connective
11, Rovad T uasinemaia tissue disease)
AMNAUlATR a9 (ANAuLNR Feaaz 10) 49
FTAUAILAAUY a4 49

seauldsauluilasnng

a

v

WALINGT 1 NTNAY

]

szALLUlNgFN (nephrotic range)

WENBHNIN Mucoid intimal thickening “onion Homogeneous thickening of
skin” appearance of arcuated glomerular basement membrane
and interlobular artery with “spikes” or “corrugated”

texture

N195NE ACE inhibitors, SNEALUR)

+/- Eculizumab, ERA*

fnanN1Futiag > steroid + 81NA

v

ANANTU U cyclophosphamide

*ERA = endothelin-1 receptor antagonist
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Learning points

o SRC WluanmndrAnyviniinalaoaasunduludilos lsavisudeussin ldvin it shnu

TwiTag1zunnngn 1 nfusadu wnnullsiusa lulaa1ncunaudussauminssin
i 'y P ¥
(nephrotic range) Iummmrfjﬂuj ANEILAND
Tspmiisudatluanmnnvinliiia membranous nephropathy wLILYRAANUALAABININGN
winsdinleiarwy s ldvasfiniy
b %

N123N1¥N19% membranous nephropathy wuuyAEnN Tulsamisudenisiienaniauiu

sz lamilunistosanidsmulurlagany
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