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Paroxysmal Nocturnal Hemoglobinuria in Chiangmai

Yingyong Chintammitr, Boonsom Chaimongkol, Niwet Nanthachit, Veerasak Navarawong

Division of Hematology, Department of Medicine, Faculty of Medicine, Chiang Mai University, Chiang Mai, Thailand

Abstract: Fifty-one patients with paroxysmal nocturnal hemoglobinuria (PNH) treated in the Division of Hematology,
Department of Medicine, Chiang Mai University, between 1973 and 1997 were reviewed, with emphasis on the comparison
with cases from Siriraj Hospital, China, Europe and America. Compared with European and American series, the clinical
characteristics in our PNH patients included : males were affected more; age of onset was younger; the proportion of cases
with previous history of aplastic anemia or dyshemopoiesis was more frequent (except for French series); death from
thrombosis was rare but from infection was relatively common. Compared to Siriraj Hospital's series, most of the clinical
characteristics in our patients were similar except for a lower percentage of patients with hemorrhagic symptoms and severe
thrombocytopenia (platelet count < 50,000/mm®) at presentation.
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Paroxysmal nocturnal hemoglobinuria
(PNH) Wy acquired clonal disorder ﬁﬁmi
aiiulsavannviane (variable)' Taawumauiia
Un@iAuAa chronic intravascular hemolysis, ve-
nous thrombosis WazRAMNENNUGAU aplastic
anemia TAWY NINLNWNTTAUNY mutation 28
PIG-A gene Uu X chromosome %oﬁﬁ'lﬁ'miﬂ{'n
glycosylphosphatidylinositol (GPI) anchor RaUnRA
AANT51A GPI-anchored membrane proteins
wanerdla Tnglanizatnae CD 59 uar decay
accelerating factor (DAF, CD55) filunum
dAglunisliasnunisuansmuaddaionuanen
mMInszRuszuLABNNALILA? lamavigllsae

Tenudie PNH dallvnginnaniv®
dinAe dangw’ awinn® dmsudsanalng
Wdseuiduasousnlan Auwae ianny
wazAny’ unenudilednlnganaianan
ralssnA  faddnsazunatniuansany
Meuramlawinuazalinl gaealau
wgthennmieladsing mainagsmand
Gyl Fuufugudlunsinundiaaladandi
dndwgineniamila wuianguasmaiinlurs
aasngarulaiunnseiy wildnnany nquang
WUNTN BETENI 20-40 T emudavzasgie
mAwniaudaanwe hemolytic anemia ¥1NNT1
Aafoua: 30 2 urniAithumanamenuiiesiosas
10.6 aMadanaan (hemorrhagic symptoms)
wilufihenianaeainndt Aewudpea: 21.2
uazmAmianuiata: 3.9 uay 2 ngu Taiwu
Qﬂ?ﬂﬁuﬁﬂdmmwm venous thrombosis

AITIENIUYIANUTENALAY

Aihenaziimsfnm

lmmsdianzidiae PNH 51 1
fansumsnnlsmeunanmsgunsdadveg
Tutanll w2516 f9 WA, 2540 A1FITAGEE
TaeAEN1TIATIEEINT  UaraInITuERINIY
AAEN WANTIATIAINNABIUGURNIT Ham's test
lawauan Anwnsaudulsn wasanudunwusnu
aplastic anemia, dyshemopoiesis :gﬂ’:ﬂﬁ'lﬁmi
311998 aplastic anemia ABATIIWU pancytopenia
T aplastic NI hypoplastic marrow sy
m73ast dyshemopoiesis uuTluNIATIINY
pancytopenia AU normal ¥38 hyperplastic
marrow, erythroid hyperplasia Waz decreased
megakaryocyte uaz/m3a decreased myeloid ele-
ment N1IATI0 Ham's test 1436289 Dacie uax
Lewis® (A.A. 1967)

HaM ANy

mqﬁuﬁmmmwm{iﬂ (age of onset)
waswFravE ARl ;1]?'1 1 Wlasngie
filnunAnw  Wugiaefaniunisamslumion
lafiningn anpimeiysAans aigraadiede
Nnnd1any 15 T angfmuige 15 U orging
mqm 15 T qoga 68 T nefiwuanndige 20 - 29
U wu 19 318 (37.3%) 818 30 - 39 U wWu 13 Ta
(25.5%) 818 15 - 19 U wulsl 9 38 (17.6%)
uanmnuuwiluagsingg Wannn wuaguld
a1gfiwutiatagzzning 15 - 40 U anvavun
41 T8 (80.3%)
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flory BusTruded uasAnu: 256 nrrmaniuiniiladin
M 1 Winueuany uasiwAradilae
Uae | dwoudihe | endiouqueeseny Rdt) | e/l | 1w v
eyl 1997 51 27 (15 -68) 31/20 161
#Hna 1978 85 24 62/23 27:1
w’ 1990 476 28 (6 - 69) 400/76 53:1
oo’ 1972 80 42 (16 - 75) 33/47 07:1
anSgewAm’ | 1973 21 46 (15 - 80) 11/10 11:1
&J%ﬁLﬂEf 1996 220 33 (6 - 82) 100/120 083:1

iode gy, o d ao .
TunguitnanAnwil Wiluseigaseupia (47 W 51 1) sndu 4 Mefiigiauiagna

d ao ' a v
fifiulsa PNH e glidwndningatlumeamia nan (glenie 3 98 uazuAsaassn 1 1)

5 o v, o d
MmN 2 amIuIniurasiag PNH 51 18 Wisuifisuiusesuiu g

Feslnsd Mg Le Xiao-feng | Rosse WF | Dacie & Lewis
21M9 ?.¢1.1997 ?.¢1.1978 €.¢1.1990 7.¢1.1973 0.¢1.1972
51 918 85 el 476 T 20 0" 80 T8
NUM%) | NUIU(%) NUIM(%) NUM(%) IUM(%)
@ 17(33.3) 34(40.0) 468(98.3)# 7(35.0) 28(35.0)
Hemoglobinuria 14(27.4) 28(32.9) 112(23.5) 6(30.0) 21(26.3)
Hemolytic 20(39.2) 9(10.6) 5(25.0) 7(8.7)
anemia (anemia
with jaundice)
mmiannan 2(3.9) 18(21.2) 206(43.3) 14(17.5)
21MIL0viBg 1(1.2) 39(8.2) 1(5.0)
S imedain 1(1.2)
Aplastic anemia | 9(17.6) } 32(37.6) 166(38.3) 3(16.0) 10(12.5)
Dyshemopoiesis 6(11.8) J *

*© fheunendeenannnimiatng

= lummundmtinmsanudnenz dyshemopoiesis luiheunime wslalafinsiufings
Wasiusnasany

# Tune9unana anemia nonun WlFuanngs hemolytic anemia panly

# lumanunamtiomusniu wildladauneandusuaininis uasanmsuans
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8IN1T WazaINIUARILINTUEdLae
mawida Wisufsududienana uazsng
Ussnd (anigaiainm Ju Bongw) maai 2)
wuithanawmiaanmsdifgie @a uazmdo

(7

(hemolytic anemia) Wuls 20/51 (39.2%) ]
UaEnANANNLNBLNIINEY 9/85 (10.6%) Wa
duaanAwmiliadionisdanaanwule 2/51 (3.9%)
guasnananwulaninndnfa 18/85 (21.2%)
dmiuanmstu g lifmnausnsineiy

WewFeuiauanmsnasfiaadud
Audthesiadszma wuinfiheussmaiudi
ansidasnanwuliisaniilssmeiig gy
BEAUBIN1ITAIIN aplastic anemia (IndlAes
AUTIENUINNATINY)

TunquitinanAnwmamun 51 Teil
Q’ﬂ’)ﬂmﬁgun’lﬁﬁﬂﬁ'ﬂ'i’uﬂu aplastic anemia 11
Wnau 9 18 uanilu dyshemopoiesis UaAiaw 6
e Iawnsisnwnlsrag Sanmanes hemolytic
anemia (anemia and jaundice) ED) hemoglobinuria
NIDATIINY young red blood cell Tu peripheral
blood smear (JatnunduAufinudngiaediy PNH

dmiugilae PNH fifiulsm aplastic anemia
fnwraunaman 9 e dumAme 3 18 f
Uteguravany 32 U (Rdy 26-36 1) lneseas
¥i9ra9n1535i9st dyshemopoiesis Waz PNH 1ade
(mean) Aa 11 tAau (Waa 5 Whau - 1 1 4 (fay)

LA

guhadaintsuamraslspnauiiiadudn

-1

{lu PNH 18 (mean) 2 11 2 iiaulnediRdudn 2
dua - 15 T szwdefildfumsinwag Tiwud
8171389 venous thrombosis ag & 1 3789
M3I9WUN lacunar infarction ﬁ posterior limb of left
internal capsule ueizay 31 U wudnilu PNH
3ud 5 1 ualsvnmaduiumamaiiuiedo
PNNMIATIVIVNMEWINTY (M3ef 3)
wuiﬂﬁﬂmﬁa 51 T8 aNanUde Aslsidusaeas

v Ad “ a s
100 uazdneasr 37 NN mamdns aule

MINT 8 N1InTIvIMeusniudiae PNH

Bealyel Forman et al’
0.6l 1997 f.61.1984
51 1y 25 Tt
30 51(100.0%) 24(96%)
MmiRed Fvdad 19(37.0%) 10(40%)
sule 8(15.7%) 6(24%)
shalle 4(7.8%) 1(4%) *

* fihelnanInTufisen direct Coombs' W
WauInea IgA uae IgG

wild¥oea: 157 daln wusamas 7.8 fihed
pvanuule 4 e § 1 MeRddnwazains
WARINIARIEN WAZHALRBARTIINITNNIULBIAY
dnldnulssuude 8n 3 seflamnisdudum
dmgiuieds uaslifdnuasnondiag e
uandmaIwIzTaIn1zwle

nan1IATINAER AauENATesy PNH
uemIs maaft 4 TaafiFiade (meantS.D.) 289
HAMINTINADARII HbE5.9 1.98 g/dL, reticu-
locyte count 5.2+4.9%, WBC 4.131.58 x 10%L,
ANC (absolute neutrophil count) 2.06+1.39 x
10%L uaz platelet 116+76.3 x 10%L W3suiiau
nufihanananuazfisussmaAgings wui
wnufthamamiaffiniaidanmnin 50,000/
AU, WU 24% luraiAgiaaanananwute
48% uazfihausanASInguNy 45% 9819
afunsfonnaunnsinsvasinuaudinafaiwy
wndsainadanaan  dmiuszauliabon
wnuaziladastzasthamamia lauansie
fuguaefiremenulilunAnansuasssne
2Inaw

wansnvlunszgalugiiae PNH 1l
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MNidrslaRmineua:
wemaniuinlanina

1 X o 7|
mnafl 4 waneTadangian PNH wWisuifisuiunesnuiug

L%ENIMN' #ng Dacie & Lewis
0.61.1997 0.61.1978 0.61.1972
51 98 85 18 80 8
Hemoglobin (g/dl) 2.7 -10.7 12-140 32-118
% Qﬂquﬁﬁsxoﬁu Hb< 4 g/dl 7.8 % 15 %
Reticulocyte count (Weft)(%) 12-19 04-452 06, -40
WBC count (W) (x 10°/L) 2-935 09-88 03 -10
ANC* (W) ( x 10'L) 02-664 0.06 - 5.68 04 -65
% sy ANC
< 1500/mm’ 39 % 49 % 56 %
< 500/mm’ 6 % 4% 4%
Platelet count (#fe) (x10”/L) 20 - 412 40 - 394
% B’J;ﬂwﬁfﬁ:ﬁu Platelet count
< 150,000/mm’ 61 % 78 % 80 %
< 100,000/mm’ 39 %
< 50,000/mm’ 24 % 48 % 45 %

*ANC = Absolute Neutrophil Count

aa o o~ -' ' v da
WINIUIRE 29 T8 AIMITINN 5 WUIIBEIAT 76 NY

, 4 X
erythroid precursor (N U uaedl megakaryocyte

Usni § megakaryocyte M 6 T8 (20.5%) lu

d J ¥ v '
TN megakaryocyte AUl platelet count Waaindn

MmN 5 wan1InTaslnszangiiae PNH 29 118

150,000/mm° )38l (Wt 25,000 - 130,000/mm?)

a da '
few 1 571aNd platelet count ¥IANTY 100,000/

mm®

No. (%)

Erythroid hyperplasia with normal megakaryocytes

22 (75.8 %)

Erythroid hyperplasia with decreased megakaryocytes

5 (17.2 %)

Decreased megakaryocyte alone

1(3.4 %)

Normal bone marrow

134 %)
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1. 163U corticosteroids

2. 1A%y anabolic hormone

3. 143U corticosteroids 2ufiu anabolic
hormone

4. SnwUszAuUTEARY  (supportive
treatment) ReNBENIAENTY NSMLEEA N3
i3ueamdn naalwdn uazlW sodium bicarbo-
nate \Husu

fmiudiadlungud 1, 2, 3 Aldfuns
SnwnlszAuszraamilauihangudl 4 diei
Afi9u3dlu aplastic anemia N3 dyshemopoiesis
finunriaual#3ien anabolic hormone Ftaengu
1 163uen prednisolone wuAUIzNN 1 Wn./MAAN/
W NI 1 An/an. UEUN LEIUFANTULT

wpanmsdn  DimIUSuiRaniaaatuiaee
seaudlalnadiu fuasngud 2 1dfuen
fluoxymesterone (Halotestine) 10 - 15 WA/
Uiumnmsawszaudlulnatu  daandui 4
WunguimunairaAssantails (it dud dou
U7, amenorrhea, virilization, cholestatic jaundice
diusu) wialdunsusmadatan g Jelssuen
corticosteroids ¥38 anabolic hormone 'lu'ai;maua
fmfuiheidadiendniadlildlenislaae

Wamnsiemeiianzaeiladuns
Snwsailnsnthaias 6 Aaudnsany inmun 36
e wuhiiiwufthefisaudusisanmainm
(responder) Andlszaudlalnaduintuanniia
nni 1 gdl Teelasadidasdiunaifnsa
funthaios 3 Ay Famnad 6

4 o ¥ v g 3 A ] v a ' o
A1197 6 Nﬁﬂ’liiﬂmtlﬂdbjﬂ'lﬂ PNH mmmmssnmmammamwaa 6 LADUAAARIY

1-C 2-A | 3-C+A | 4SS
f\hmwﬁ;ﬂwﬁ%uawimﬁm(ﬂu) 21 7 3 5
U responder (AU) 13 3 2 1
Median time of initial response | 5(1-19) | 7(6-39) | 4 %ﬂﬂ” 4
(Wefe) (o)

1-C = ndumﬁ'fu corticosteroids
2-A = nduﬁ\lﬂ"ﬁj anabolic hormone

3-C+A = nq'uﬁhlﬁu corticosteroids %A anabolic hormone

4-S = n’cjumﬁfumﬁnmﬂizﬁuﬂi:ﬂm (supportive treatment)



fioey TusTINdias uazAne

M3dlafaineuas
nermansuinislain

Tufthangudl 1-C wuindnlvgEw
pauduassan1sinmAtely 1 U (10 Tu 13 978)
Taedl 3 efiiwaauduaisanssnwnends 1 1
(13, 17 waz 19 1iow) #du 3 s1ef 1 nedane
Aadta celluliis unIndaunddlasu corticosteroids
w1y 11 ey 8n 1 Telasuen prednisolone 10
\audilinauaunIsaniIssnen  anruIALD
prednisolone W‘Hf_.lm“h_l‘lu 2 DU Wil danazol
U 4 Bay (Feng Warui) filaiadu Sendu
a1l prednisolone Ainduantilnal

mnmsﬁmmu@"ﬂmm'mﬂaotﬂuna'mu
wuhiigihefifisauslulnatiuing wiafeuund
(Hb ~ 11 - 14 g/dl) laaluspaduban uas
d1N130NEMEN corticosteroids Wae anabolic hor-
mone (clinical remission) Bt 3 318l (2 iﬂﬂﬂglﬂuna_‘u
1-C, 1 mwaglungu 2-A) M 3 eldFuiesen
tnyudon uasiamagiems 3 Aunaseniiny
Iehedanmivmenauituung® (clinical re-
mission) ¥y 2 U 2 hay, 3 U uaz 6 U 6 iay
mudeu linaindimandududes wsilallsm
N13M39 Ham's test %’1

Tomilsmasnsdieneifn filaslaian
ANURA (loss follow up) ﬁ@'ﬂ’wﬁmm’mﬁ'ﬂmu 21
49% (25/51 T18)) W 5 U 24% (12/51 T8) wu
10 UiAew 5.9% (3/51 78) 'l.'unziuQﬂ':a'ﬁ?'mm’i’r
wuhsenmidiheiiamadsiunsideds PNe
muﬁqmﬁa 15 U (Wa"d clinical remission 6 1l 6
)

duman1IaernIiiag PNH irindl
sl Wisuifsudusenuiug suaadu
maedt 7 wuidthemamila wasiu @edinan
thrombosis  aENINAsA9INTIEIUTEIY TS
uazawiny Amildinsdmiuihanamiad
\datin 8 318 ﬁmqmﬁ'ﬂ 35 U (Wde 16-58 1)
sruznmmusiiads PNH wude®ineds 3 T 6
B (Wit 2 Wwiau - 6 U 2 (iaw) gihe 7 51
Fefinannisindouwuafide asranud
neutropenia (ANC < 1500/mm°) 2 318 And Y
ANC winAiu 1022 waz 95 cells/mm® 5 318l U steroid
moderate to high dose #n 2 TEAAILAILEN
anabolic hormone ag & 2 sefduuman
Mevnadlasu prednisolone

4 ¥ a A
maai 7 ﬂ’]WiL‘.lﬂWSMﬁﬂ'tlﬂOf;J‘U']F_l PNH L'Lﬁﬂ'lJl.ﬁElUﬂUi’]EN’mE)u‘]

Fealmsl | Le Xiaofeng | Crosby WH” | Polli et al”" | Hillmen P” | SocieG
f.61.1997 7.61.1990 ¢.61.1953 0.61.1975 A.6.1995 | €.61.1996
(n=8) (n=19) (n=53) (n=104) n=60 | (n=71)
Thrombosis 1(5.3 %) 24453 %) | 33(31.7 %) | 22(36.6 %) | 24(33.8 %)
Venous 14(26.4 %) 14(23.3 %) | 15(21.1 %)
Arterial 10(18.9 %) 8(13.3 %) | 9(12.7 %)
Hemorrhage 2(10.5 %) 2(3.8 %) 11(18.3 %) | 17(23.9 %)
al 6(10 %)
CNS 5(8.3 %)
Infection 7(87.5 %) 2(10.5 %) 70132 %) | 18(17.3 %) 3(5 %) 12117 %)
Renal disease 2(10.5 %) 3(5.7 %) 7(6.7 %) 1.6 %) | 1014 %)
Miscellaneous 6(31.6 %) 11208 %) | 37(35.6 %) | 11(18.3 %) | 10(14.1 %)
Not indicated | 1(12.5 %) 6(31.6 %) 6(11.3 %) 9(8.7 %) 12020 %) | 7(9.9 %)
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a J
NI
NIRRT PNH 370
UsainAsne g wudndsenedu® war diuAa’ §
o @ ' d 5-710 & o
Muaulasuinndnseuau g iy
UszimAlnglinsnugd@niswivay  udiinig
X 4
eIENNAANTN 85 TenilaT W.A. 2521
o o o '
dwiunmeamila Tsa PNH lildlsainudes an
& '+ ol '
asRnmdnulsenn 1-6 Tesall usnsAnw
M v LA 1 A 1
dlWldmnging PNH Bnnqumils Tasamzngy
d e v @ a ' a a a o
AgTun1Isnwimielaiaineautalagiu
a ¥ ovaw, o v, | o Y
anmagafiihenadedndiulsn PNH usitlalsinga
Ham's test waelinmsramauin wazlalem
AN3M373 Ham's test Wt aplastic anemia/
dyshemopoiesis NNT1E M IRTIINUIE
waaninAnuiiuaie
& ' d '
nnMIAnlnuagNnuLDE  uaz
A v a s a
21gdy  INAAtIAUTIENUTBIUTHNATY was
aa d e '
19AsTY Inewdluangmipendimesiannglsy
a 4 d a ¥ o
waraling (U 2, mad 1) Bnnsdndanme
rayfuaawudnludednd  linandruadenu
NENUTDIAITY wazdseneiu Aewuluwanne
' a ' o 4
WINATUNANGY  uansinAuTsIuIngll @
wuluwAndaninaiwenainiiae
g ' o '
NNNIANLIWLIIEIEInuLDE Wazane
wazwALEIae PNH HBARGEIALETE UAZWFA
X X . d '
2895128 aplastic anemia fnowuuaﬂ’lumamq 15-
24 U wazwuluweame : vy Uszanm 21
81717 Uazamindnirasihenamila
4 ' a
(MTNN 2) WANANIINTIENIUINATING AaWU
hemolytic anemia (anemia with jaundice) ¥1NN7"
L -] & o
pradlumszlugdiasniamilanuazniniings
- o , ¥ 4 a« d
Ham's test @wWiznIfiasde PNH vy aadiun
v oo, w ' ' o 4.
nunuRanwzisuatinmilsunslsailAa chronic
i ¥ L o A
intravascular hemolysis [ snaIduiad
o a & '
ANWNEEBY hemolysis (AAUU UANANINTIENY
d a , X .
NNAIIY F9TN139329 Ham's test uefile aplastic

anemia uszarg aneifladudiay PNH 16
FautaFAauiianns hemolytic anemia LAU%ER
| A -] =] v 1
ANLANANAUAE WuaIATldanaantaandn
) d a [
TEUERIRIINT U uazainge Taneadunals
NNTINTIINY  severe thrombocytopenia Tu
a K% ' 4 o « d
Fedlnaidaandinnanudug mawn 4) dun
. . ; ol d .
danminsewudnuaugiag PNH illulsa aplastic
anemia W38 dyshemopoiesis wainay lu
Meunnlng U waslIIAst 1nndnTey
o a L A
PINENIFALNTN UazINgw (15190 2)
1afis1e91u289 venous thrombosis Lael
g 4 'Y o a
lunsinw il TdaamdaINUINENULBIATINY
wastsznAAw® uansiiuTeuelIl® uas
a 4 [ o ' a
aw3n® dnelarauttstes nnsAnwInEIY
4 a . W,
¥ @adINaLfin venous thrombosis ugftlae PNH
4 v w
gnafEataInuMsEIavaelleas CD59 uuLnIm
\Ban® mMInszfuinIabfen™ uaznmamelluag
urokinase (plasminogen activator) receptor (UPAR)
vuladanu®® wagdliin1sfinen CD59 uu
\n3aien via UPAR uuidaidasmalugiloetn
g wazduirdimsnevallmlaunisAineuas
9 a ' 4 ;
anziuAnnIell N1IANL thrombosis lulna
o d Y
wasRudagnaneanuanwzams® endyulng
| a &£ . v 4 v
fimnalgnd antiplatelet Uzluag WApIAnmw
Auptsaly
ANMNFNNUGIENIN PNH AU aplastic
P “l"’ 1718 & 0% & ‘[ :
anemia H51e9uligaEu’"® Feinidlulsn aplastic
anemia UN1ABUATIANLY PNH"'? unanedulsa
PNH Ay aplastic anemia’ n3aillu PNH LiNer
AImMenaiiiulin aplastic anemia® Tugile
, da @ ,
PNH 289@elval wulannz PNH Niianas aplastic
anemia ARNEAUIIENULRIAIINY
@ W ¥ o
nsesaanudilaludiloe PNH wualn
a d
%anmnmmo}auvﬂu myeloproliferative syn-
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