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Tumrasvin T, Suwangool P. Skin thickening, edema, dyspnea and renal failure
in a 43 year old man. Chula Med J 1986 Apr ; 30 (4) : 375-384

A 43 year old man was admitted because of dyspnea. He had ex-
perienced episodes of pitting edema of extremities and sometimes anasarca with
Raynaud’s phenomenon. He had been given diuretics for dyspnea and edema
on an out-patient basis.

Physical examination revealed a blood pressure of 240/110 mmHg,
respiration 40, and pulse rate 120/min. Alopecia with hypopigmentation of
the scalp was noted. Stiffness of the skin with generalized hyperpigmentation,
perifollicular depigmentation at the anterior chest wall and both forearms, were
noted. The eye ground showed grade IIlI hypertensive retinopathy. Fine crepitation
of both lungs with expiratory rhonchi was also detected. Laboratory investigation
revealed leukocytosis with hypochromic anemia and anisopoikilocytosis. ECG
showed nonspecific ST-T ‘changes. The chest x-rays showed cardiomegaly with
pulmonary edema. No gall-stone or urinary opaque calculi was detected by
plain K.U.B. films.

During hospitalization he received a nitroprusside diuretic and NaHCO,
intravenously for the control of his high blood pressure and dyspnea. He de-
veloped fever, signs of congestive heart failure and oliguria. Peritoneal dialysis
was also attempted, but the patient developed hypotension with shock and
died on the ninth day of hospitalization.

At autopsy, progressive systemic sclerosis was present in the skin and
kidneys. Bronchopneumonia of both lungs and acute pancreatitis with absceses
were also the precipitating causes of death in this patient.
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MINIINTIMY

Vital signs BT. 36° C, PR 120/min,

RR 40/min, BP 240/110 mmHg, BW 51 kg.

GA : A Thai male, acutely ill, good
conscious, tachypnea

Head : alopecia with hypopigmentation
of the scalp
Skin : tight, bound down and stlffness

of skin, generalized hyperpig-
mentation, perifollicular depig-
mentation at the chest wall and
both forearms., sclerodactyly

with pitted scar at the finger

J 4
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tip, Raynaud’s Phenomenon + ve,
thinging of the hair.

Eyes : moderate pale, no icterus, narrow
palpebral fissure

Eye ground : hypertensive retinopathy grade

I11

Mouth : fissure 3.5 cm., no ulcer

Neck : cervical lymph node negative,
thyroid gland : not enlarged
JVP dszanms 5 cm.

Chest : Lung : normal beath sound,
fine crepitation both lungs with
expiratory rhonchi

Heart : PMI can’t be palpated, normal
S;S,, no murmur

ABD : soft, nt tender. liver 2 cm RCM

EXT : mild pitting edema

psaIIMavienlfiams

CBC : Hct 24% WBC 33,000/cumm,
N 94%, E 1%, L 5%, anisopoikilo 1+,
hypochromia 1+, target cell 1 +, UA protein
neg., sugar neg., RBC = 0, WBC = 0,
cast = 0, BS 83, BUN 87, Cr. 7.3 mg%,
Na 141, K 6.1 Co, 11.5 mEg/L
EKG : nonspecific ST-T changes,
CXR : Cardiomegaly with pulmonary

edema

Plain KUB : under exposed film/.
No evidence of opaque uri-
nary or gall stone.
No free air or free fluid.

MIsiuvoalin

fuft 1 301 ulsowenuns 7.30 w. 181
nyFnwIene nitroprusside IV drip, prazosin
(1 mg.) Ytab. captopril Y2tab @ bid, fu-
rosemide (250 mg)@) 1 A3 Bn 2%svw. dp
andsthedh ICU e control nitroprusside @

ICU 'léiAu Kayexalate 30 gm © q hr.,
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NaHCo, 50 cc (v) 10% mannitol 50 cc,
furosemide (40 mg.) 2 tab. bid uszldda
furosemide 250 mg. 8n 2 A5

8 7. WRIBELIINEILIN ginisiwiias
waunaad BP 150/80 mmHg, PR 84/mm,
BT 36.7° C

Fufh 1-4 fihwegdlu 1CU aveald nitro-
prusside @ drip, furosemide 250 mg @

p Al v .
Wunsnm 9 amsdduausiduaungal ni-

troprusside & 3ewi19fifi199u 1 a%e il

a

1éfeasnain ICU uddsll mild CHF, BP
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Yufi s ddaxaziesseld furosemide
250-500 mg (V) HuaIn g (A dose furo-
semide iflu 500 mg. O.D.

uft o flommmertraniiufl BT 37.5° C.,
PR 100/min., RR 40/min., BP 170.120
mmHg frothy sputum, orthopnea, lung
§ crepitation '1§vin phlebotomy 400 cc, 1%
furosemide 500 mg (V) i1 peritoneal dia-
lysis \#8121 volume aoANFIT peritoneal
dialysis 'l 150, fiheduns 1% dopamine
BP 100/60 mmHg uazfthedsunnssulu

160/100 mmHg LD
§7d intake, output use electrolytes
i 1 2 3 4 5 6 7 8 9

intake
(cc/24 hr) 1040 1340 616 820 1000 800 1100 1100
output
(cc/24 hr) 600 200 270 20 20 3e%s | 1ok | 15 ccr 2080
Na (mEq/L) 141 134 136 128 135 128
K (mEq/L) 6.1 4.1 4.4 3.0 3.0 3.7
Cl (mEq/L) 9 83 83
€O, (mEq/L) | 11.5 11.0 13 16 16 10.5
BUN 87 75 122 129
Cr. 7.3 8.2 15.7 17.4

wansaIMaienliamamaniy

LFT:TB 0.6, DB 0.2 mg%, SGOT
12.6, AP 18.5 units, alb/glob 2.55/3.35
gm%

Ca 8.5 mg%, PO, 3.3 mg%, ANF
positive, shaggy type 1 : 160

RF negative, CRP negative

CHy, : 20 u/ml (normal 19-40 u/ml)

aytdsazdqd protein 2+ Rbe 8-10
/H.D., WBC 23/H.D., Spot urine protein
132 mg%

plasma aldosterone = > 1000

pg/ml (normal standing 40-310 } pg/ml).
recumbent 10-160

plasma renin : 30.14 ng/ml/hr

angiotensin I generation (normal

pre furosemide stimulation 2.36

+ 1.23 post furosemidestimu-{ ng/ml/hr)
lation 6.92+2.76
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wilotmay Fennnmeseamewying jugular
venous pressure § fdula vvan uasd
fine crepitation lutaatis 2 19 wszaziiu
Qﬂwswﬁmﬁwmmwaa congestive heart

failure uszwuhlanudulafiagouas azotemia
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Addgléfe

1. Hypertension uazil hypertensive
retinopathy grade III

2. Congestive heart failure

3. Renal failure

4. Mywasuulasedfamis

5. Raynaud’s phenomenon uas digital
pitted scar

ﬁmwﬁﬁnsmm’amﬁaﬂnﬁmaa%ﬂmsmﬁ
Widnloeiuudr Ansasdfasslelaimnludu
wInenaRITanaNnuRayn@lu 3 #adeusn e
hypertension, hypertensive retinopathy grade
III, congestive failure wae renal failure
#1M3U renal failure ‘luiw‘ﬂ progress fau
951 wnzde s Lﬁau‘ﬁluﬁdﬁauﬁqmmz
Salisuw Qhedainddsznig s @eufiim
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witAgainlaarutnd lude1n13ves uremia

]
(%

weuidiheudheglulsawemanud BUN
fgo’ﬁq 87 WRx creatinine 7.3 WREINEIN intake,
output izwinagjﬂukawmmm;ﬂwﬁaan:
wosns 9 luudaz¥u sz BUN, creatinine

F¥WuIen 9 dsliuloRarananuialadng
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3 wadausniiuudrihehaziilu malignant
hypertension #afl hypertension *?W’m’lmy'
Wnaziilu severe uaxdl retinopathy Foug grade
11 4l waell end organ damage "ﬁldﬁ’sulmlj
éun encephalopathy %38 congestive heart
failure 3207 UY rapidly progressive uremia
MW anmuegdias sgﬂmswﬁamﬂu es-
sential hypertension W& turn \{Ju malignant
phase uanndszTaguanlainelanudugs
nfaw ﬁwﬁﬂamﬁw:ﬁﬁﬁa essential hyper-
tension Fiaewulsitiapfiez turn 1w malignant
phase meluszozmduIIns atho"l,iﬁqu
theanafiaenuduganuuuifildualidains
waz laneldsumriaanudulafnindeuudain
EKG flud nonspecific ST-T change 1%
sign 184 left ventricular hypertrophy %Io
21978uangiwenadl hypertension annau
t malignant hypertension Tus1wiilalle es-
sential fiheswfziiluezls sunafinalhida
AuHaUn@uLUY malignant hypertension
1éun

- chronic pyelonephritis

- glomerulonephritis

- pheochromocytoma

- unilateral renal arterial occlusion

- polyarteritis nodosa

- scleroderma

Chronic pyelonephritis w82 chronic
glomerulonephritis #nlsifeavinl¥ifin malignant
hypertension luﬁﬂ‘ﬁ clinical vlu'mﬁauﬁo 2
289 acute glomerulonephritis fimmavinl¥iaa
malignant hypertension {uanmaatasne
maas’gﬂamm&"lailﬁwﬁu acute glomerulonephritis

Tuswiiil unilateral renal arterial occlusion



3 "y
UM s0 At 4
UM 2529

fiheinilduszihandaitossnd infarction
294910 nnlszi@wa fasting blood sugar uaz
electrolyte maaﬁﬂammﬁhiﬁwuﬂu pheochro-
mocytoma &§1%IU polyarteritis nodosa 310
fould uddianlndindld Kmitnaa
wszamfeimziuinnddn Anuvasuanan
anuRaUnafilouds 1wy nodule AiRIwty,
mononeuritis multiplex nIafiaimstharias
lunsdlues scleroderma W’Jn‘ﬁlﬁ systemic
involvement %‘i‘a‘ﬁlﬁﬂﬂ’iw progressive systemic
sclerosis fi?natfi@ malignant hypertension
Wi rapidly progressive irreversible renal

ar

insufficiency(!) #aflusunauasnapfis iy
Tudihelsnil

anuAaUn@dn 2 adisrasteneilae
Aanaalufe mIwfsunyaswasiintiuas
Raynaud’s phenomenon fihafintouds @2
bound down & generalized hyperpigmentation
k) a o . - g |dl
WUl depigmentation 1{Ju spot agfiuuw
uazwihamasmviimunussmne | tududne e

U89 sclerodermam

91N classification of scleroderma @13
American Rheumatism Association Wwu4
aamﬂu(z)

I. Progressive Systemic Sclerosis

A. progressive systemi¢ sclerosis with
diffuse scleroderma MyWasuuaswaiIns
Wuuuy symmetric uas diffuse Auwnusy
§1% uazdnardmIwfeuudsefiatiaziu
368 ‘ffm"m‘lmy:‘lﬁuﬁ esophagus, intestine,
heart, lung wuagz kidney

B. CREST syndrome nmﬂﬁ'wuﬂm

-y W A i Id.; =1 1
VBINIRNUINNBYUANUIND (sclerodactyly) 374

LY 4
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f#ifl C = calcinosis, R = Raynaud’s pheno-
menon, E = esophageal dysfunction, T =
telangiectasia woniiinlieessl renal involve-
ment WANNLA@ severe pulmonary hyperten-
sion WAy biliary cirrhosis

C. overlap syndrome Aofinsidon
wnsuaRInIuuL scleroderma sruA Ul
21N13193 connective tissue disease ’if:ll'u 50
37uf"y dermatomyositis, systemic lupus
erythematosus %38 mixed connective tissue
disease

I1. Eosinophilic fasciitis wanilfin1s
Wasuudasasianilsnde scleroderma ud
115§ Raynaud’s phenomenon lifianufia
Unfunsadnsiusiudan wazding eosinophilia

'Y
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III. Congenital facial dystrophy.

IV. Localized form of scleroderma
wanitlaig) Raynaud’s phenomenon lafiau
AnvndivesatmrBuiaude

V. Chemically induced scleroderma-
like condition w4 vinylchloride, bleomycin

VI. Digital sclerosis and Joint con-
traction associated with juvenile onset diabe-

tes mellitus

VII. Pseudoscleroderma $n1311/dou
wasuaafmiends scleroderma 4 9ugnan
scleroderma lapdnw azvaianufanduas
Hanity Lmtmnmmms'w‘é"uq maakﬂﬁu«]
1éun scleredema, acromegaly, phenylke-
tonuria, carcinoid syndrome, progeria, lichen

sclerosus et atrophicus.
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skin lesion uswiliflunuy diffuse
myfeuwtames®Ruduuwuy salt and pepper
-] = . . . ! v
fial generalized hyperpigmentation 330U
§i depigmentation \{lua q Fadnfiagfuuu
LY ] ar &
wRzWUIan IUALUY Raynaud’s phenomenon
wnzariugileswiiasiiu progressive
systemic sclerosis (PSS) 94 involve Ranity
A . . 3 b7
unzil vasospasm a3 digital artery vinl#d
necrosis US1a™w finger tip (Aialilu pitted
sear Lta:ﬂﬁﬁ&}:ﬂ’wﬁ malignant hypertension
wae rapidly progressive renal failure fiun
wfuSendmnfudelu PSS 9 involve la
d Forilwduetaunnssalufine kidney

o

: o de o o 4
involvement filusungnsamsisdgyduniia

284 PSS iszanm 50% 189 PSS fiasazany

qAIIIUN

uay WadWsy qaToe PNV
310 kidney involvement uay renal failure
sy progress 157 faulnginawmelu 3-6

@anl®

aufianddilelu PSS fiu uiilesun
mnmsfidenluidsssin cortex vaslanans
4991910917 vasoconstriction Wi fibrosis
vaadudanfilifing cortex Fuavinl¥ glo-
merular filtration SARIUALLNIG azotemia WAL
Searinldifia proximal tubular necrosis Wag
juxtaglomerular ischemia ‘ﬁaatﬂitﬁu juxta-
glomerular apparatus 19w renin ¥l¥ifa
systemic hypertension(4) (LLNumwﬁl 1) ‘flo
luBEﬂ’Jﬂimﬁﬁwuﬁﬁ renin uaz aldosterone

{/I4IN
u

RENAL VASCULAR CONSTRICTION AND SCLEROSIS

|

DECREASED RENAL CORTICAL BLOOD FLOW

/

DECREASED GLOMERULAR RENAL

FILTRATION

AZOTEMIA

|

TUBULAR INJURY

\

JUXTAGLOMERULAR
ISCHEMIA

!

RENIN RELEASE

r '

PROTEINURIA HYPERTENSION

WU 1

luud serology saulng 40 - 90 vo
the PSS azwuidl antinuclear antibody wu
rheumatoid factor Uszath 25 - 307 WAL
sulnglsediu complement lwianagluinms
Una()

Qﬂamwf‘:uaﬂmnﬁ skin uag kidney
involvement u& szfasnzdusindenialu?
Faldnsnudrietmemelufiaundldueslu
PSS &un gastrointestinal tract, lung, heart

uae kidney lumeitlifomsezlsfivaniinnu
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AAUNGURITIUUMARUDIMIT NMIWLENTLTEH
1oalufi§ne mevod pulmonary fibrosis I
Wnuazan protocal Wlguanifisniu pulmo-
nary function test LLa:vL&ifJa:vlsﬁlﬁo’hQ'ﬂ’m
§ Pulmonary hypertension §niuanuiia
Undmawilelu PSS mahaldtiad pericardium
(pericarditis, pericardial effusion), myocar-
dium (§ focal necrosis Wz fibrosis & avin
%A@ left-sided w30 biventricular failure)
w8z endocardium (i sclerosis yasduiala
uanulaiven) gheneildwalalauny heart
failure "I?IGL?IJEJLﬁWUﬁzym heart failure uf
the PSS 13dpsfiars sndninnlsaiiliyin
Iifanesamwluiilaies wSo heart failure
fudunsinnnlzedluifafionsduudiinly
ifia heart failure muanfAoa1aifia scleroderma
kidney 3@ scleroderma lung WasiNavinly
An heart failure muan(® (a13198 1)

(m319% 1) §unepes heart failure lu PSS

1. Left-sided congestive heart failure
1.1 primary myocardial PSS
1.2 systemic hypertensive vascular
disease
2. Right-sided congestive heart failure
2.1 pulmonary parenchymal disease
2.2 pulmonary hypertensive vascular
disease
2.3 pericardial constrictive disease

EKG 1u PSS 1flu nonspecific change

9138 nonspecific ST-T change aflugie
: “ a . a

BUnI00194 conduction defect w3a arrhy

thmia uuude 9 Nnenmifdawuialala

amiuda, v, miesrounaslany 381

{uaevisiinsuangniid scleroderma heart
FaudenIollar »3o heart failure a1ailu
N8X1917 malignant hypertension file

1M CBC wuidl leukocytosis 59 33,000/
cu.mm. Wazd meutrophile 94% asacd in-
fection YIudan 949 source 189 infection 13
agﬂuﬂaw?a urinary tract

ﬁ‘a:ﬁﬂiﬁﬁﬁld’ﬂﬁﬂwﬁﬂ&?\a Progressive
systemic sclerosis involving skin, kidney

MIDAUSWMINEIBINGY : WIBUNNINIE AT
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wenFamwiidyludihenediangd
Rawily, wibadswe, la, #ila uszUsa
famia: snawihien, §dussianfrerne
FuRImtsAsweddny srnuwuazuds Trufy
mIfafsuasnIfaf Tuvasiinits (Hypo-
pigmentation and hyperpigmentation) Uimg
wuTrniundow o (Alopecia areata) 3awug
Tngningninwiagasnnaniurisaiums
Lﬁ.m (Atrophy) ¥84 skin appendage (Fig. 1)
Fnw oiciuiinaudnsduwme w3y scleroderma
Ta : Tredemin 140 nSn, 192N 160
n¥u S&nw meadeiudisxasirslagiifauen
221w finely granular surface WinE s mnd
vrngiinlasuolufedtanudulafag
riiauguniifioniio lisuusussriiasuuse (Benign
and malignant hypertension) 8N MeNIIIA
wensingdsingilu  concentric  intimal
thrickening of interlobular artery (Fig. 2)
A aflunnssmwdingldisue 7 Tuanuduladia
gondialiguus suazoiaguus 9 uanniliawy
fibrinoid necrosis 7IRNDALRBAUAFIUINLEN
waznaaaidonasedlen sIufimasadoadon

lunsawaidadneae (Fig. 3) anwmituil
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Figure 1 Showing thickened skin with increased fibrocollagenous tissue in the dermis.
Atrophy of skin apperdage is noted H + E x 100

Figure 2 Showing hyaline arteriolar sclerosis of kidney H + E X 100
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fnwuluanudulafagesfiosuuss (Malignant
hypertension) ualfenuwiniudne mzdnme
2891l sclerodermal®) udfififaraulia
limwnzausnldhmens snwseslafidangil
Hulugiae progressive systemic sclerosis

viafihomudulafageriaguuss(®)

Wale: wiln 450 ndudeniinnddn@ (sl
Un@ = 250 - 300 nFN) LUAILARTIBAU 1.6
srudias waeldnw aslauuussiniaus (con-
centric hypertrophy)1awnsinswuh s ad
g z . a dl a A o < v
amaitawlala uszlideWsfiadwiwdndes

@ o

Tudeduils wnsamwaiuil dnangluams
audulafagsrfaUgund ludiasseddls
ﬂsmgwmﬁamwﬁ\éﬁa PSS Aifmdnsiiuale
Joa : Uaadisgasinadfnwazinumiiuazidon
e%aluvgﬂc[ nduilan, niudaamsfissasinany

fusnman]eauiuiuegiy USnmiladea

S v 4
WU, VI, lﬂ‘llﬂﬂ“’t)ljlliw"lﬂﬂu 383

, et T
Figure 3 Showing fibrinoid necrosis or necrotizing arteriolitis of afferent arterioles and
small arteries H + E X 100

Ell a s . .
nlufdnIdasuITWY chronic passive con-
gestion 327V interstitial fibrosis
daaiiniasInaindesiianiinng Healed
v o a Qo ] 2 o
granuloma lWiAudace dio1ananeieimlia
il wenamnifanudusausnisuuazillu
dugaudndiy FenatesnnmIfadalussey

a 1 d‘ ) = 1
wavnauigihgactunnIsy

Final Pathologic Diagnosis

Progressive systemic sclerosis (sclero-
derma) involving skin and kidneys.

Bronchopneumonia of lower lobes.

Acute pancreatitis with abscesses.

Hypertrophy of heart (450 gm.)

Chronic and acute passive congestion
of lungs & liver.

Focal interstitial Fibrosis of lungs
with pleural fibrous adhesions.

Healed granulomas of tracheobron-
chial lymph nodes.
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