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ABSTRACT
Objective. Segmental arterial medioly-
sis (SAM) is a rare vasculopathy of un-
known aetiology. It is non-atheroscle-
URWLF�� QRQ�LQÁDPPDWRU\�� QRQ�KHUHGL-
tary, non-infectious, large to medium-
sized arteriopathy. SAM is a condition 
which in some circumstances behaves 
as a vasculitis mimicker and should be 
recognised in order to provide appro-
priate treatment and avoid unnecessary 
immune-suppressive therapy.
Methods. We report a single-centre 
experience of 6 consecutive SAM cases 
(3 males and 3 females). A literature 
search of cases reported with SAM was 
performed and data summarised. 
Results. $EGRPLQDO�RU�ÁDQN�SDLQ�ZDV�
the presenting symptom in 5 of the 6 pa-
tients. CT angiography (CTA) was the 
method of diagnosis in all 6 patients. 3 
patients underwent therapeutic angiog-
raphy; 2 with angiographic embolisa-
tion because of bleeding, and one pa-
tient needed a stent insertion because of 
left renal infarction. 2 patients under-
went FDG-PET to rule out vasculitis. 
Serological tests were negative in all 
case, but C-reactive protein was elevat-
ed in 4 of them. 2 patients were treated 
with angiographic embolisation due to 
bleeding, 2 treated with anti-platelet 
therapy, one with stent insertion, and 
one with antihypertensive treatment.
A medical literature review of 160 ad-
ditional cases shows that abdominal 
RU� ÁDQN� SDLQ� ZDV� WKH� FKLHI� FRPSODLQW�
in the vast majority of the cases. Renal 
and abdominal medium-sized arteries 
were the most commonly involved. CTA 
was the preferred method of diagnosis. 
Conclusion. SAM should be suspected 
in cases presenting with abdominal 
RU� ÁDQN� SDLQ�� $QJLRJUDSKLF� IHDWXUHV�
should be carefully studied by experi-
enced radiologists to rule out vasculitis.

Introduction
Segmental arterial mediolysis (SAM) 
is a rare vasculopathy of unknown 

aetiology. It is a non-atherosclerotic, 
QRQ�LQÁDPPDWRU\�� QRQ�KHUHGLDWDU\��
non-infectious, large to medium-sized 
arteriopathy. First described as “seg-
mental mediolytic arteritis” by Slavin 
and Gonzales-Vitale in 1976 (1), this 
disease has been renamed “segmental 
arterial mediolysis” due to absence of 
LQÁDPPDWRU\�FKDQJHV������
Slavin et al. reported 3 autopsy cases of 
ruptured aneurysms resulting in mas-
sive haemorrhage and death (1). Some 
authors consider the report of Gruen-
wald regarding arterial medial necrosis 
in the coronary arteries of newborns in 
�����DV�WKH�ÀUVW�GHVFULSWLRQ�RI�WKLV�HQ-
tity (3).
The main histological characteristic of 
this disorder is the disruption of the ar-
terial medial layer, with resultant sus-
ceptibility to vessel dissection, haem-
orrhage and ischaemia (4). The affected 
arteries manifest with aneurysms and/
or dissections, sometimes associated 
with serious intra-abdominal or intrac-
erebral haemorrhages (1, 5). 
The pathophysiology of this disorder 
is still undiscovered. Repeated vaso-
constrictive stimuli is considered to be 
a possible inciting event leading to ar-
terial injury as it causes degeneration 
of smooth muscle cells in the media 
(6). A histological pattern similar to 
SAM was induced by an epinephrine 
analogue in a canine model (7). Some 
authors propose that SAM is a precur-
VRU�RI�ÀEURPXVFXODU�G\VSODVLD��)0'���
an angiopathy that affects medium-
sized arteries predominantly in young 
ZRPHQ�RI�FKLOGEHDULQJ�DJH������3DWKR-
logically, alteration of the media occurs 
with collagen replacement of smooth 
muscle cells (8). Stenotic lesions are 
FRPPRQ�LQ�)0'��ZKLOH�DQHXU\VPDWLF�
changes and vessel dissections are less 
frequently seen (9). 
Computed tomographic angiography 
(CTA) provides useful information as it 
can evaluate vessel wall thickening, dis-
section, perivascular changes and small 
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DQHXU\VPV��'LDJQRVLV�RI�6$0�LV�EDVHG�
on imaging studies. Although MRI 
lacks ionising radiation, its detailing 
and spatial resolution are suboptimal 
compared with CTA, particularly when 
small-branch disease is evaluated (10).
We report 6 cases of SAM that were 
diagnosed at our medical centre, and 
review the relevant medical literature.

Case 1
A 40-year-old healthy man presented 
to our emergency room complaining of 
severe sharp epigastric pain. A similar 
previous episode was less severe and 
resolved spontaneously. These episodes 
were not incited by meals or exertion. 
His physical examination revealed soft 
abdomen with no tenderness, the rest 
of the physical examination was unre-
markable. An electrocardiogram (ECG) 
revealed normal sinus rhythm without 
ischaemic changes. Complete blood 
counts, lactate and troponin levels 
ZHUH�QRUPDO��&53�ZDV�HOHYDWHG���PJ�
dl (normal <0.5). Antinuclear antibod-
ies (ANA), antineutrophil cytoplasmic 
antibodies (ANCA), complement (C3, 
C4), rheumatoid factor (RF) and anti-
cardiolipin antibodies were negative. 
CTA of the abdomen revealed unre-
markable coeliac artery origin. A sig-
QLÀFDQW�IRFDO�VWHQRVLV�����FP�GLVWDQW�WR�
the origin, with post-stenotic aneuris-
PDWLF�GLODWLRQ�PHDVXUHG������FP�ZLWK�
fat opacity. Treatment with 100 mg as-
SLULQ�ZDV�LQLWLDWHG��$�IROORZ�XS�&7$���
weeks later showed expansion in the 
aneurysm. The patient is under follow-
up treated with aspirin with no further 
progression of his condition.

Case 2
A 46 year-old man with hyperlipidae-
mia and prediabetes presented with ep-
igastric pain and one episode of vomit-
ing. On physical examination the abdo-
men was soft and without tenderness, 
the rest of the physical examination 
was also unremarkable. Blood counts 
ZHUH�QRUPDO��&53�ZDV�VOLJKWO\�HOHYDW-
ed, 1.15mg/dl. ANA, ANCA, comple-
ment (C3, C4) and RF were negative.
&7$� RI� DEGRPHQ� UHYHDOHG� VLJQLÀFDQW�
wall thickening of the coeliac artery 
and its branches. Irregularity and sever 
stenosis of the hepatic and gastro-du-

odenal arteries. A presumptive diag-
nosis of SAM was made based on the 
&7�ÀQGLQJV��'XDO� DQWLSODWHOHW� WKHUDS\�
was initiated and the patient is under 
regular outpatient follow-up, with no 
further episodes of epigastric pain.

Case 3
A 63-year-old woman with a past medi-
FDO�KLVWRU\�RI�*OXFRVH���3KRVSKDWH�'H-
K\GURJHQDVH� �*�3'�� GHÀFLHQF\� DQG�
cholelithiasis presented with abdomi-
nal pain accompanied by vomiting and 
melena. Laboratory tests showed slight 
anaemia with Hgb 11.3 mg/dl, uncon-
jugated hyperbilirubinaemia (total 
ELOLUXELQ� ����PJ�GO�� GLUHFW� ����PJ�GO���
DQG� VLJQLÀFDQW� OLYHU� IXQFWLRQ� WHVWV� DE-
normalities. A diagnosis of gangrenous 
cholecystitis was established based on 
abdominal CT scan and cholecystec-
WRP\� ZDV� SHUIRUPHG�� $� 'RSSOHU� WHVW�
of the abdominal vessels showed en-
KDQFHPHQW� RI� ÁRZ� ZLWKLQ� WKH� 60$��
CTA showed hepatic and coeliac artery 
aneurysms, and gastroscopy demon-
VWUDWHG� KDHPRELOLD�� 3RO\DUWHULWLV� QR-
GRVD� �3$1��ZDV�VXVSHFWHG�DQG�VWHURLG�
therapy was initiated. The pathology 
specimen showed severe chronic acute 
necrotising cholecystitis, but no vascu-
litis was demonstrated. A diagnosis of 
SAM was considered, and steroid ther-
apy was discontinued. The patient was 
lost at follow-up. (Fig. 1-4).

Case 4
A 53-year-old woman presented with 
abdominal pain, vomiting and synco-
pe. Her physical examination showed 
diffuse abdominal tenderness, but the 
rest of the physical examination was 
unremarkable. Laboratory examina-
tion: normal blood counts, lactate 5, 
&53� ����PJ�GO�� WURSRQLQ� ZDV� QRUPDO��
ANA, ANCA, complement (C3, C4), 
and RF were negative. CT scan re-
vealed a peripancreatic haematoma 
with suspected pseudoaneurysm of the 
inferior pancreatoduodenal artery. The 
patient’s haemoglobin had dropped 
from 13.4 mg/dl to 11 mg/dl and an-
giography showed a pseudoaneurysm 
arising from the inferior pancreatoduo-
denal branch and multiple small-vessel 
aneurysms and stenoses of the pancrea-
WRGXRGHQDO� EUDQFKHV�� $� ÁXRURGHR[\-

JOXFRVH� �)'*��SRVLWURQ� HPLVVLRQ� WR-
PRJUDSK\� �3(7�� VKRZHG�QR�DEQRUPDO�
uptake. Embolisation was performed 
with discontinuation of the bleeding. 
A follow-up CTA performed 3 months 
ODWHU� VKRZHG��� VPDOO� DQHXU\VPV�ZLWK-
out any changes in comparison with the 
ÀUVW�&7$��$�UHSHDWHG�&7$�ZDV�UHFRP-
mended within one year.

Case 5
$� ���\HDU�ROG� \RXQJ� ZRPDQ� ZDV� UH-
cently diagnosed with hypertension. A 
'RSSOHU� VWXG\� SHUIRUPHG� IRU� IXUWKHU�
investigation of her hypertension re-
vealed left renal artery stenosis. A CTA 
showed stenosis of the distal aorta. 
Magnetic resonance angiography 
(MRA) showed left subclavian artery 
stenosis, left renal artery stenosis, bi-
lateral carotid and vertebral artery sten-
oses and stenosis of the superior mesen-
teric artery. Blood counts were normal, 
&53� ����PJ�GO�� D� GLDJQRVLV� RI� 6$0�
was considered, no immunosuppressive 
therapy was initiated.

Case 6
A 48-year-old man with past medical 
history of coeliac disease was presented 
ZLWK�OHIW�ÁDQN�SDLQ�DQG�IHYHU��3K\VLFDO�
examination showed left costovertebral 
tenderness, but the rest of the physical 
examination was unremarkable. Blood 
FRXQWV�ZHUH�QRUPDO��&53�ZDV�HOHYDWHG�
�����EXW�(65�ZDV�QRUPDO���PP�K��FUH-
atinine 0.94 mg/dl, and unremarkable 
urine sediment. ANA, ANCA, comple-
ment (C3, C4), RF and anticardiolipin 
antibodies were negative. CT showed 
renal infarction in the upper pole of 
the left kidney and irregularity in the 
lamina of the left renal artery. Angio-
graphy revealed segmental stenosis in 
the left renal artery with 3 aneurysms, 
the largest was 11 mm. Glucocorticoids 
and enoxaparin were recommended for 
D�SUHVXPHG�GLDJQRVLV�RI�3$1��DQG�IXU-
ther work-up was recommended. The 
patient declined immunosuppressive 
WKHUDS\�� )'*�3(7� VFDQ� VKRZHG� QR�
sign of vasculitis. A diagnosis of SAM 
was considered, and therapeutic angi-
ography with stent insertion to the left 
UHQDO�DUWHU\�ZDV�SHUIRUPHG��'XDO�DQWL-
platelet therapy with clopidogrel 150 
mg and aspirin 100 mg a day were ini-
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WLDWHG�� ,QÁDPPDWRU\�PDUNHUV� UHWXUQHG�
to normal ranges. On follow-up the pa-
tients was doing well with no evidence 
of residual disease (Fig. 5-8).

Discussion
Criteria for non-invasive diagnosis of 
SAM were developed by Kalva et al. 
(8) and then used as institutional guide-
lines for the diagnosis.
Clinical criteria were absence of con-
genital predisposition for dissection 
�(KOHUV�'DQORV��0DUIDQ�RU�/RH\V�'LHW]�
V\QGURPH��� DEVHQFH�RI�)0'��FROODJHQ�

vascular disorder or arteritis, acute 
presentation, such as abdominal or 
ÁDQN� SDLQ�� EDFN� SDLQ�� FKHVW� SDLQ�� K\-
potension, haematuria or stroke, and/or 
chronic presentation such as abdominal 
pain, hypertension, haematuria ora-
symptomatic.
Imaging criteria were the presence of 
dissection, fusiformaneurysm, occlu-
sion, beaded appearance, wall thicken-
ing of the mesenteric or renal arteries 
with or without organ infarction, ab-
sence of associated contiguous aortic 
dissection or atherosclerosis.

Serologic criteria were absence of in-
ÁDPPDWRU\�VHURORJLFDO� � PDUNHUV� VXFK�
DV� $1$�� $1&$�� (65� DQG� &53�� DQG�
normal complement levels. It should be 
noted that in some cases tissue ischae-
mia or necrosis could increase ESR and 
&53�OHYHOV��
All 6 patients met the diagnostic crite-
ria, 3 patients were female (50%), the 
PHDQ�DJH�ZDV�����������\HDUV��7KUHH�
patients had past medical history (hy-
perlipidaemia, prediabetes and coeliac 
disease), the other 3 patients were in 
good health prior to SAM diagnosis. 

Fig. 2. Axial contrast enhanced CT scan of the abdomen demonstrating 
KLJK�DWWHQXDWLRQ�ÁXLG��DUURZ��ZLWKLQ�WKH�JDOOEODGGHU�OXPHQ�VXJJHVWLYH�RI�
acute haemorrhage.

Fig. 1. Axial contrast enhanced CT scan of the abdomen demonstrating 
aneurysm formation within the common hepatic artery (arrows).

Fig. 3. Selective coeliac artery angiogram after embolisation of the com-
mon hepatic (arrows), proper hepatic (curved arrow), and gastroduodenal 
arteries with platinum coils (arrowhead).

Fig. 4. Selective coeliac artery angiogram demonstrating aneurysm forma-
tion within the common hepatic (arrows) and proper hepatic (arrowheads) 
arteries.
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None of the patients was on antihy-
pertensive medications at the time of 
diagnosis. The most common presenta-
WLRQ�ZDV�DEGRPLQDO�RU�ÁDQN�SDLQ����SD-
tients). One patient was asymptomatic, 
and SAM was diagnosed following 
work-up for early-onset hypertension. 
None had family history or clinical 
signs to suggest an alternative diag-
nosis (e.g. Marfan syndrome, Ehlers-
'DQORV� V\QGURPHV�� )0'�� FROODJHQ�
vascular disease and arteritis). 
Serologic markers such as ANA, 
ANCA, complement (C3, C4) and RF 
were assayed in 5 patients and were all 
negative or in normal ranges, in patient 
3 only ANCA was assayed and it was 
QHJDWLYH��&�UHDFWLYH�SURWHLQ��&53��ZDV�

tested in all patients and was found to 
be mildly increased in 4 patients with 
PHDQ���������PJ�GO��HU\WKURF\WH�VHGL-
mentation ratio (ESR) was tested in 3 
patients and was found to be elevated 
only in one. These cases had evidence 
of tissue necrosis or ischaemia.
CTA was the initial method of diagno-
sis in all 6 patients, 3 patients (4, 5, 6) 
XQGHUZHQW� WKHUDSHXWLF� DQJLRJUDSK\�� ��
patients had angiographic embolisation 
because of bleeding, the third patient 
needed a stent insertion because of sig-
QLÀFDQW� OHIW� UHQDO� DUWHU\� LQYROYHPHQW�
leading to infarction. Two patients (4, 
��� XQGHUZHQW� )'*�3(7� VFDQ� WR� UXOH�
out vasculitis, and only one patient 
underwent an MRI. No evidence sup-

porting a diagnosis of vasculitis was 
shown by these imaging modalities 
(Table I). Two patients (1, 4) under-
ZHQW� D� IROORZ�XS�&7$��3DWLHQW� ��ZDV�
referred to our emergency room com-
plaining of abdominal pain, a CTA was 
performed and showed no changes in 
WKH�DQHXU\VPV��3DWLHQW���XQGHUZHQW�WKH�
CT scan 3 month after the diagnosis as 
ZDV�VFKHGXOHG��WKH�VFDQ�GLG�QRW�UHYHDO�
any progression of the aneurysms. 
&7$� LGHQWLÀHG�VHYHUDO�DUWHULDO� OHVLRQV��
The coeliac artery was involved in 3 pa-
WLHQWV��������������SDWLHQWV�KDG�UHQDO�DU-
WHU\�VWHQRVLV���������RQH�SDWLHQW�����KDG�
a pseudoaneurysm of the hepatic artery, 
and one patient (4) had multiple lesions 
in the pancreatoduodenal artery and its 

Fig. 7. Selective left renal angiogram after covered stent (arrow) place-
ment in segmental left renal artery with exclusion of renal artery dissection 
and aneurysm.

Fig. 8. Selective left renal angiogram demonstrating segmental dissection 
(arrow) and aneurysm (arrowhead) formation.                                        ĺ

Fig. 5. Axial contrast enhanced CT scan demonstrating hypoperfusion of 
the left renal parenchyma, suggesting pyelonephritis or renal infarct.

Fig. 6. Coronal contrast enhanced CT scan demonstrating hypoperfusion 
of the left renal parenchyma, suggesting pyelonephritis or renal infarct.
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branches. The lesions varied from wall 
thickening, aneurysms, artery dilation, 
stenosis and infarction (Table II). 
The clinical presentation and arterial in-
volvement were similar to those report-
ed in larger-scale studies (Table III). 
Naidu et al��UHWURVSHFWLYHO\�LGHQWLÀHG�D�
large cohort of 111 patients with SAM. 
Abdominal pain was the most common 
FRPSODLQ��������IROORZHG�E\�ÁDQN�SDLQ�
������� 7KH� UHQDO� DUWHU\�ZDV� WKH�PRVW�
commonly affected (47%) followed by 
superior mesenteric artery (46%), coe-
OLDF�DUWHU\��������KHSDWLF�DUWHU\��������
iliac arteries (18%), and splenic artery 
(14%) (11). 

A systematic review by Kim et al. re-
ported 101 cases of SAM from 76 stud-
LHV�SXEOLVKHG�EHWZHHQ������DQG�������
most patients presented with abdomi-
nal pain (68%), where 8 patients were 
asymptomatic. The most commonly 
involved arteries were the splenic ar-
WHU\��������FRPPRQ�KHSDWLF�DUWHU\�DQG�
branches), coeliac trunk and renal arter-
LHV�������
7KH� LPDJLQJ� ÀQGLQJV� RI� RXU� VWXG\�
showed stenosis to be the most com-
PRQ� LPDJLQJ� ÀQGLQJ� ������� IROORZHG�
E\� DQHXU\VPV� ������� ,Q� FRQWUDVW�� GLV-
section was the most common imaging 
ÀQGLQJ� LQ� 1DGLX� DQG� .DOYD� UHYLHZV��

86% and 71%, respectively. But similar 
to our report, aneurysms were the sec-
RQG�PRVW�FRPPRQ�LPDJLQJ�ÀQGLQJ��
The diagnosis of SAM is challenging 
because it can mimic vasculitis, espe-
FLDOO\� 3$1��$W� WLPHV� LW� PLJKW� EH� GLI-
ÀFXOW� WR�GLVWLQJXLVK�EHWZHHQ� WKHP� LQL-
tially, as happened in patients 3 and 6. 
)0'�VKRXOG�EH� FRQVLGHUHG� LQ� WKH�GLI-
ferential diagnosis as it shares  histo-
ORJLF�DQG�LPDJLQJ�ÀQGLQJV�ZLWK�6$0��
Table IV, comparing clinical, laboratory 
and imaging features of SAM and other 
mimickers might help in distinguishing 
between them. A group of connective 
vascular disorders with predisposition 

Table I.�3DWLHQWV�FKDUDFWHULVWLFV��FOLQLFDO�DQG�LPDJLQJ�ÀQGLQJ�DW�SUHVHQWDWLRQ��

1R� $JH�*HQGHU� &OLQLFDO�SUHVHQWDWLRQ�� 6HURORJLF�DQG�LQÁDPPDWRU\�PDUNHUV� 7UHDWPHQW

�� ����0DOH� $EGRPLQDO�SDLQ� 1HJDWLYH�$1$��$1&$�DQG�5)��QRUPDO�&���&���(OHYDWHG�&53�� $VSLULQ

�� ����0DOH� $EGRPLQDO�SDLQ� 1HJDWLYH�$1$��$1&$�DQG�5)��QRUPDO�&���&���(OHYDWHG�&53�� 'XDO�DQWLSODWHOHW�WKHUDS\

3 63/ Female Abdominal pain Negative ANCA
� � 8SSHU�*,�%OHHGLQJ� (OHYDWHG�(65�DQG�&53�� $QJLRJUDSKLF�HPEROL]DWLRQ

4 53/ Female Abdominal pain Negative ANA, ANCA and RF, normal C3, C4, normal IgM, IgG, IgA,  Angiographic embolization
� � � QRUPDO�&53�

�� ����)HPDOH� (DUO\�RQVHW�K\SHUWHQVLRQ� 1HJDWLYH�$1$��$1&$�DQG�5)��QRUPDO�&���&���&53�DQG�(65�� $QWLK\SHUWHQVLYHV

�� ����0DOH� )ODQN�SDLQ� 1HJDWLYH�$1$��$1&$�DQG�5)��QRUPDO�&���&���HOHYDWHG�&53�DQG�� /HIW�UHQDO�DUWHU\�VWHQW
   normal ESR insertion

$1$��DQWLQXFOHDU�DQWLERGLHV��$1&$��DQWLQHXWURSKLO�F\WRSODVPLF�DQWLERGLHV��&���&���FRPSOHPHQW��5)��UKHXPDWRLG�IDFWRU��&53��&�UHDFWLYH�SURWHLQ��(65��
erythrocyte sedimentation rate.

Table II.�,PDJLQJ�ÀQGLQJV��DUWHULHV�LQYROYHG�DQG�PHWKRGV�XVHG�LQ�GLDJQRVLV�

No  Lesions  Involved arteries Imaging methods  Follow-up 

1 Coeliac artery stenosis with post stenotic dilatation  Coeliac artery CTA 7 months

�� 7KLFNHQLQJ�RI�FRHOLDF�DUWHU\�ZDOO�DQG�LWV�EUDQFKHV�� � &7$�� 1R�IROORZ�XS�ZLWK
 Hepatic artery stenosis.  Coeliac artery, hepatic artery  imaging

�� )XVLIRUP�DQHXU\VP�RI�WKH�KHSDWLF�DUWHU\����ELJ� &RHOLDF�DUWHU\��KHSDWLF�DUWHU\��LQWUDKHSDWLF�� &7$� 2QH�PRQWK
 aneurysms of intrahepatic arteries.  arteries, superior mesenteric artery Angiography
� 'LODWLRQ�RI�WKH�FRHOLDF�DUWHU\��
 superior mesenteric artery stenosis with suspected 
 dissection.   

�� 3VHXGRDQHXU\VP�RI�LQIHULRU�SDQFUHDWRGXRGHQDO�EUDQFK��� ,QIHULRU�SDQFUHDWLFR�GXRGHQDO�DUWHU\� &7$� ��PRQWKV
 Multiple small-vessel aneurysms and stenoses of the  Angiography 
 pancreatico-duodenal branches.   

5 Left subclavian artery stenosis Subclavian artery, renal artery CTA No follow-up with
 Renal artery stenosis  MRA imaging
� � � 'RSSOHU�RI�FDURWLG�
   and vertebral arteries 

�� /XPLQDO�LUUHJXODULW\�RI�OHIW�UHQDO�DUWHU\�ZLWK�UHQDO�� 5HQDO�DUWHU\� &7$� ���PRQWKV
 infarction   Angiography 

&7$��FRPSXWHG�WRPRJUDSKLF�DQJLRJUDSK\��05$��PDJQHWLF�UHVRQDQFH�DQJLRJUDSK\��)'*�3(7��ÁXRURGHR[\JOXFRVH���SRVLWURQ�HPLVVLRQ�WRPRJUDSK\��
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IRU� GLVVHFWLRQ� VXFK� DV� �(KOHUV�'DQORV��
0DUIDQ� RU� /RH\V�'LHW]� V\QGURPH��
should be included in the differential, 

however it exhibits a distinct clinical 
IHDWXUHV�� (KOHUV�'DQORV� V\QGURPH� LV� D�
congenital disorder characterised by 

joint hypermobility, skin laxity and lens 
subluxations. It involves the large-sized 
arteries such as aorta and its branches 

Table III. Summary of recent studies of SAM cases.

Author (year) Number of Median age,  Females, no. (%) Clinical presentation,  Commonly involved
 patients years  most common feature (%) vessels (%)

,QDGD�������� ��� ������ ���� ����� $EGRPLQDO�SDLQ������� &ROLF�DUWHULHV�����

%DFNHU�/H3DLQ�������� �� ��� ��� ����� $EGRPLQDO�SDLQ������� +HSDWLF�DUWHU\������

.DOYD�������� ��� ���� ��� ����� $EGRPLQDO�SDLQ������ &RHOLDF�DUWHU\�����
      SMA (36)
      Renal artery (36)
� � � � � � +HSDWLF�DUWHU\�����

.LP�������� �� ������ ��� ����� $EGRPLQDO�SDLQ������� 60$������
      Coeliac artery (37)
� � � � � � +HSDWLF�DUWHU\�����

1DGLX�������� ���� ��� ���� ����� $EGRPLQDO�SDLQ������ 5HQDO�DUWHU\�����
      SMA (46)
      Coeliac artery (46)
� � � � � � +HSDWLF�DUWHU\�����
      Iliac arteries (18)
      Splenic artery (14)

Current study 6 45.8  3  (50) Abdominal pain (66) Coeliac artery (50)
      Renal artery (33)

SMA: superior mesenteric artery.

Table IV.�'LIIHUHQWLDO�GLDJQRVLV�RI�6$0�

3$1� )0'� &ROODJHQ�YDVFXODU� 0DUIDQ�V\QGURPH�� (KUOHU�'DQORV�V\QGURPH�� /RH\V�'LHW]�V\QGURPH�
   disease      
 
+ - + ± + +
+ - + - - -
+ - - - - -
+ - + - - -
+ - + - - -
+ - - - - +
+ + + - - -
Uncommon + - - - -
+ -* + - - -
+ - + - - -
+ + + - - -
+ (uncommon) - - - - -
- - - - - -

  Involvement of renal and   Involvement of the Involvement of the aorta Involvement of aorta
  extracranial carotid  ascending aorta. and it’s branches.  and it’s branches.
�� DQG�YHUWHEUDO�DUWHULHV�� � 'LVVHFWLRQ�� $UWHULDO�UXSWXUH�� $QHXU\VP�DQG
�� � � � DUWHULRYHQRXV�ÀVWXODH�� WRUWRXVLW\�

  Arteriography  Involvement of mesenteric, Involvement of mesenteric, Stenosis, aneurysms,
    hepatic and renal arteries. renal, subcutaneous and dissection.
    Stenosis, dissection, cutaneous arteries.
    aneurysms/pseudoaneurysms, Aneurysms, stenosis or
    infarction, bleeding. occlusion, infarction.
       
*May be mildly elevated in cases of bleeding or tissue necrosis.
6$0�� VHJPHQWDO� DUWHULDO�PHGLRO\VLV�� 3$1�� SRO\DUWHULWLV� QRGRVD��%3�� EORRG� SUHVVXUH��&16�� FHQWUDO� QHUYRXV� V\VWHP��(65�� HOHYDWHG� VHGLPHQWDWLRQ� UDWH������
&53��&�UHDFWLYH�SURWHLQ��%81��EORRG�XUHD�QLWURJHQ��$1&$��DQWL�QHXWURSKLO�F\WRSODVPLF�DQWLERGLHV�
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causing dissection or rupture. It has a 
genetic mutation in the COL5A genes 
(15). Cystic medial necrosis is an arte-
riopathy associated with Marfan syn-
drome which is characterised by FNB1 
gene (chromosome 15) mutation (16). 
/RH\V�'LHW]� V\QGURPH� LV� DQ� DXWRVR-
mal dominant genetic connective tissue 
disorder resulted from mutations in the 
genes encoding transforming growth 
factor beta receptor and it is marked by 
aneurysms in the aorta (17). Systemic 
vasculitis are heterogeneous, complex 
GLVRUGHUV�ZLWK� DQ� LQÁDPPDWRU\�QDWXUH�
different than SAM but may be confus-
ing. (18).
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