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New subsets of the antiphospholipid syndrome in 2006:
“PRE-APS” (probable APS) and microangiopathic
antiphospholipid syndromes (“MAPS”)

Ronald A. Asherson®

Division of tmmunology, School of Pathology, University of the Wiwatersrand, Johannesburg, South Africa 2000

Available online 17 July 2006

Abstract

OGRS 1

The concept of “probable” 4 (APS) is almost identical with several conditions which may presage
the development of lbc APS vulh its m.\Jor complualloni of large vessel thromboses resulting in deep vein occlusions in the
lower limbs (DVT) particularly and strokes. These conditions comprising livedo reticularis, chorea, thrombocytopenia, fetal
loss and valve lesions, These conditions, comprising livedo reticulans, chorea, thrombocytopenia, fetal loss and valve lesions
may be followed, often years later by diagnasable APS. The issue whether these patients should be more aggressively treated on
preseatation in order 10 prevent the thrombotic complications.

A new subsetof the APS is pmpwd viz mx\lmnwpalh ¢ Anuphusphuhpld syndrome (“MAPS”) comprising those patients
p esenting with thrombotic mic giopathy and d hospholipid antibodies who may share common although
not identical provoking factors (e.g. ml'cu.llom drugs), clinica |I ifestations and b logical manifestations (severe
thrombocytopenia, hemolytic anaemia) and treatments viz. plasma exchange. Patients without large vessel occlusions may be
included in the MAPS subsct. These conditions inchude thrombotic thrombocytopenic purpura (TTP), hemolytic-uremic

syndrome (HUS), and the HELLP syndrome. Paticnts with catpstrophic antiphospholipid syndrome (CAPS) who do not
demonst at + large vessel occlusions also fll info This Jroup

DL\xmm.nu] mlmvascul.lr coagul.mun(Dl()haa alw bccn n.'punnl mlh j bl hospholipid antibodies and

"006 Ehum B.V. Au nz,hl.s reserved.

AshersorR. New subsets of the antiphospholipid syndrome in 2006: "ARE" (probable APS) amdicroangiopathic

antiphospholipid syndromes ("MAPSAutoimmunRev. 2006;6(2):780.
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HELLP Syndrome and lts
Relationship with Antiphospholipid
Syndrome and Antiphospholipid Antibodies

Simone Appenzeller, MD, PhD),* Fernando H.C. Souza, MD,
Alexandre Wagner Sifva de Souza, MD, PhD,
Yehuda Shoeafeld, MD, PhD,’ and
Joatlio Freire de Carvalho, MD, PhD'

Original article

Catastrophic antiphospholipid syndrome and
pregnancy: an experience of 13 cases

Guillaume Hanouna™*, Nathalie Morel™*, Du Le Thi Huong', Laurence Josselin?,
Daniele Yauthier-Brouzes®, David Saadoun', Adrien Kettaneh?,

Kateri Levesue', Véronique Le Guem®, Francois Goffinet’, Bruno Carbonne®,
Zahir Amaura', Jean-Charles Piette’, Jacky Nizard® and

Nathalie Costedoat-Chalumeau’

(tyeeve: To perfoem 2 sysemaec seviow: of the asockmnn benween ancphapholipd anckodes, an-
tiphosghiipel syndmme (APS), and HELLP symdbeme (Hemolses Elvared Liver cnmymes; Low P
count) descrbing dinical feamaes cuscome, pathoptnsobgial hndines, and treament.

Methods: We peforme 4 leraure search in FubMod usng e o MSH ey e HELLP Abstract

s, zncsdolpe ambodes lypus i, apfesphoial amsboded 2 Enpinge- ,_\ Objective. Catastrophic antiphospholipid syndrome (CAPS) is a life-threatening disease caused by the
i syncbeene. We bmivd cursearch o arcks published i the gl e from 199 10 2010 ble O¢ ¢ t . o.s¢% of rapi i progressive and widespread small-vessel thromboses in the presence of aPLs. The aim of
Ren: Wedevied e mporssudiesinchdngacdof 5| pgrances b HELL gdomein e tm~a "W t_ - i sy 53 0 avarn prograncy-sled CAPS.

0 asere. The oy of the s occural daong the 28 10 36 weeksof pegruncy. Nawee vormiteg he to' e o, H 17 80/" Methods, Retrospective series of 13 patients with pregnancy-related CAPS with special focus on the
cpRgnc, e right e e pa was the o ey seponed s mypmomsat dhieae e, Hevaned - AL follo-up.

bvercnzymes and bow pek count were epored i f studes. Concomitan bpenenson nd o Results, Eleven patients had known APS and had been treated with low-molecular-weight heparin (= 10),
aspirin (n=8), oral anticoagulants (n=1), HCQ (1=3) and/or steroids (n=1) during pregnancy. The most

e m
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t o "HEDLRBY

A A . >, 3 _ HanounaG et al Rheumatology. 2013
00490172/11/$a SS FTNRB YU YI UUSNJ 6 Hnamm 9t aSOA SNIsep;52(9):16381
Inc.. 517 doi:10.1016/j.semarthrit.2011.05.007



Hoayek]G, Moussa HNRehmarHAet al, Catastrophic antiphospholipid syndrome in
pregnancy, a diagnosis that should not be missddlatern Fetal Neonatal Med. 2016
Dec;29(24):3956. doi: 10.3109/14767058.2016.116004Zpub2016 Mar 29.
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Berry ELIgbalSN.HELLP Syndrome at 17 Weeks Gestation: A Rare a
Catastrophic PhenomenonlClinGynecolObstet.2014 Dec;3(4):14150

presentation at 17 weeks of gestation.
ObstetGynecol. 2007;110(2 Pt 2):52%27.

predisposing factor for early onset HELLP syndrolRBeumatolnt.
2007;28(2):17¢174.

Bornstein EBarnhardy,Atkin R,DivonMY.HELLP syndrome: a rare, eat

e TsirigotisP, MantziosG, PappaV et al. Antiphospholipidsyndrome: a



Nén6itka anddepenupansrop Avar8ocenxu KAGER HEILPP ™
MyH pomh 0 a ™

f (—K‘S’e

HELL® e

hoa®o - . " mto " o h ™ 't h
s s f C © 100% 11-29%
oy o C 0y Iy~ 2y - "o KO ™ °h ) ) Ve
o e s _;<°_o “*h*_t<heo
,,*H<"‘o "’”h'”_t<heo I_<"‘_o

sht h = “"'Ee ™Y + ++
hoa”oc*toc<e—* “*h—:_t<he:‘ “”’h""_t<he”
s 1s 17 2 0 JE: 1™ >-9066H
LtH<hoed“h* h< e Tt ]~
““<_t*ﬁeomt'E _(???) ++

Appenzelles, Souza Bhoenfeldr et al. 2011



-~ t h m - O,y 0-+i4 €N t S
—— * — — = OO% * <
C Y ) E i t ‘.- "' 11) m { ..r* 1 e " t 1 { O | m p Ac r )
< —_— o ' ’ * ) v * *
o t o h h m * * h ~ t h
h _h s ) A C? , SOTAE ($+%) 0
A Z h o e ™~ Y t e o n
0°¢s bsi- 'Inll_b
_|hxtc*h<othoa'o **_;_t<amr__A.* <hoa o - . e ™ e
h om A . s ¢
Joc o Te Ee “ A m’ £ 0w Ug e h a e ¢
A X h e 0o a ¢
A ; h e S h h c 31
h h eeomt 'E 1A - “ 'Y c¢ h h ° e e 0 1
HELLP e 0 a A .h ™ e h  m

L.R.Sammaritanaand R.A. LeviAntiphospholipidsyndrome2018

aY .



Topopncwan

&

Enm-ll.wec:xan o o h — , P ,
\( ONbHULA f 0
wm, A K. Epammwanysea & < ‘ Y H .I-I M y £ 0 M Z p U
’ Biubame namnofen €oned @ nde , 0. 5 €q%uai
< b et m e . T R © - e — o <
v ) e(_ho_ ' -
"0 m 1 lleadr Ot " AdAS| Nunari e |d1m 9 0 T Wnnéna
< h aC* T
et |ewan”
1 |- 23 ()= _oa” |+ |+ | s |ta hTmz o ot
2¢toh.*:|_7 HELLP + + ¢t oh ;Commt*eoﬁ’“(e
€ ooS €« S €« KX X ] < € * < ¢
h ¥ e o X a h
// w0 T n A —~w &~
3 - 16 iOh < 5 \< ~ + + |_|S < 3 < h z h < <
’ ~“'—E'—tr’ 0 cC X
4 |- 23 . h““’<e'*(_< + + (_‘GZ Commt”‘eoH’\<e
ocm 9o 0 ¢t oh KX X e c
P h <t e o ’
€« < < —_— * e
,, \5
<| o~ > 4 P ~ ~
5 |- c kbh Qh Jed o 1=, o .S . Commt e o €
Oe o - ’ KX —x -7 e c
) h * e o ’




Cienm paznudbisix dopm aky@iepcux TMA M=1BAFnp & M@ Earpsa 3a, |
Grepiog c2012 niB 2018 goMHHEE 1RADR: Rep ditRupoeay v 11 naflueHTtox

e X < ﬁ\:]]p]_)_o 0 . S

O 6e3 HapyweHuA
dyHKUMM noyeK

82%

W Onri
r4 41%

cohot @ BE .o To ma Tept X, GEAMEDT € 0 X



CEspeMenndi afrépuiyg repannn KADT 1

| dzd dzd W

Il dzdf clzd W

, 5 1S -dzts W Asfp ¥
to d Is z-¢Mmd-dzC




Pénb HoEnnﬂPnReﬁTaFB'E\agﬂ%mmecvm,g,pgma mﬂQT@pM hoa” (
Giiofal y aUUEHTOKE APC & 1/ 00 [ m g is™ .

g -Ja::§§\\
THF-U

/_

e Gzt 5| todzO d & dzf
\ . .“‘ bis: OC s PFEOR

VVVVVVVVVVV
~AY eV~ Eﬁ?giﬁ% £|sg oo

&

v&B@sBudl

UA

J— b

A

Salmon JE, et al. Natur Clin Pract Rheumatol. 2007;3(3):140-147



mm . > 7 a oemt h h x O" * t_ o

dcao t e ¢ ~ T 'Ee o h " m ~’ h e 'H cxo™ T )xTae” o
C et : e m e o e a o a e t m m -
h o § <“ J X LY 17 %) @ I N LT ] t e omt 'E s s Gustavsen
e e fi HY .t “ht h ~ T'Ee . t hoa©%o . A.et al.
h - a 'y * ha reeomt @ e :Medicine
S _x T, xSt Te ¥ h17017,06,
k.10 -~ B F .0 e o h.a . o m e6338
. yH “xo ™ Xat 2, =
| X_——h— e eomt 'E a o0 h at —¥t[" a X
< “ h a ™ 0 e x T " w aq * ¥~ q) h >m ~
e " x © TUEe . co” 90" &b
h o* I x = ["ho e 8 Yy t eomt 'E s~ s @ Rovars
SV T W thoa®o0o g toc ee'YiEc e PpBH e “O@elniPh
P t A | * < =* < L I... LJ = A <
- AR . Sy e, 0Ty s 29 PR e etal
e 0 Py & B ~ A~ . .
; 'H X S X a R a e eomt 'E c h o [TMedicineh
aX.‘b :w_ *’? nv< z ~ < S -
)l €0, m*h %o @®o AP@ARMn T |2018 97,
;,:‘ o (I\ t 0 h* I'le IYX IH—\_ Xr . D ;X <a hm <‘:’ ~ m < ~ < ~ ,@12584.
= e . ':“.mthom eoha~™" ~* g  xhlp ey
, S o : m t ~ t hoa®o ¢ t o S

VedranStefanovic, March2019



X e C Y cp —
=" — ’<n——1 <
n=6 ommt¢t * e o —~" m 'E
1
o = €<
x gnp n=1

Lohot e Py .o - o maTay PI. PEAMEBE € 0 c X



