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INTRODUCTION

Caroxysmol Nocurnal THemoglobinura
s a sare hemolvrie anenoy, saffecting young
adults. We report o case and present the
chritcal and Labomrory dars of this peculiar
disorder lts complications and  treacment

are alse discussed
CASE REPORT

A wears old schonl reacher was
adnuered e Febroary, 1994 im0 Medieal B
vl Lk Rewding Hispital with o bwo sears
Wsrory of Birigue, fainmmess and palpararwins,
Climically he wias  aneme and :nilu_[h'
pdndhiced, Spleen was moderntely enlaroed
W ararted  anvestizaning  his st
Fabsiematory as reveuled bpochromic mi-
crocvtie muemity with marked receulocrosis,
Bonme  murmow was aspirsted  frome e
postetion tlae crest 1owas hager cellolur
ard s omon stomes. were absent. On ourine
Cramnatii llfl."rr‘lgll'll."[‘,r_":‘: WAS  presenl o in
EXeERs iy '.'.'l.'” it |l.il'|'||l.1!-_"||"|"':'|'| in |||,\_" |'|I_}|_'|T5
ot mighe Alucosi-0- phosphare debydroge-
AsE 'I|-|.-\.| l.':..'lj'..-'.I'L- kl[l (i i B TN 1
were  Jownral  pesative, KB hoemolvsis

started ar Ce% NaZl and complered
J33% Nl Coomb's rese and Ham's e
wire megarive W olificsl  erounds and
tore s linemised as "Horedr-
it Spherocytons” imd wos dwcharged on
Folic serdl W tellawed T vwo o months
Laven s QT Hiewvins Stil L dnemic and chere
wys peteulocyooss. Inoarder o kiow the

|.'I"l': {rary

main site of RBE destroction "Splenic
Sean™ with denarired (Heat) RN was
podormed. It showed loree spleen with
st all lelled RBCs aken up o
There wis no activicy in bome murrew any
lwer, I June 1999 splenscromy  was
perlonned. Histopathalos of Spleen sl
[ laemasidearin laden macrophages. Taticnt's
condition  did not unprove even  pfter
splimectsny.

In Avguse, 1994 he wpe referred o
Shiikh Zaved Hospital, There Him®™ tes
wis positive Haemesiderin grancles were
preesenit e prine deposits along waly
cpithelial cells. Meutrephil Allaline Tha

phatase wore was lowe Paneny was o

nosed  as pharoxysmol  Nocoomol

hasmoglalunuria
DISCUSSION

PNLL s an acquired inrrinsie aboor
mahity ol the RBU membrnce which couses
increased suscepribilicy to lvsis Ty comple-
ment. [he ncidence s 2-3 percent af ol
gegured Houemolvoie smemuas. Ceremn o
reims ltke  acerylcholinesiersee and
decovacceleraring  tactor e attoched oo
cell membrance: Deficioney of these 13
responsible - for membrance. Ir begine -
sidiossly i a2 previenssly healiby peraon
Hemolysis: 48 alten mercosed ot nighr,
becauwse OO retention durine sighit Tels
tiv A slight' Wl in o plasma PLL Ths
tucilitarey  aeovacion  of  complement,
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there by causing the pavent’s unne o be

vory bk inocoler. Laboratory findioas

raticoloeyioss,

uriary

with
and

tnclude  anemiis

laemosiderinuria EXCE5S

piohilimosen,  pesitive HAM  rese und
qucrose vsis est and lew leweacyte Alkaline
Phuosphates score. The complicatoms -
clude  Thrimdes, T deficiency and
developmenr of acure leukaemen Lirerature
shows o high matermal montslity - smeng
PNH paatienis [38% 5 The most oo
cause of deach 15 Liver vein thromboss.
Mo derinite rrearmenr s oavmlables  Blood
tramstusion 15 the mainstay of  reatment.
Aaulrogens partiealarly Methyliesiosterone
.1[7\.-\.5 'q."x'l.':llr"!ll..%ln.*".i_' =l |||L1||:1= = t:t“rIE‘uh :ll_'.\lltf."-‘ih.
In o vowne patent with on HLA-compatible
sibhing bone  muirrow transplantacion i

comaiderid,
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