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Abstract
Varices	are	a	common	cause	of	gastrointestinal	(GI)	bleed.	When	ectopic,	there	is	
often	a	delay	in	diagnosis	as	it	is	difficult	to	localize	these	varices.	Ectopic	small	
bowel	varices	usually	arise	from	portal	hypertension,	which	commonly	develops	
in	the	setting	of	cirrhosis.	This	case	presents	a	much	rarer	cause	of	bleeding	ec-
topic	varices	with	portal	hypertension	secondary	to	chronic	superior	mesenteric	
vein	(SMV)	thrombosis	that	developed	after	an	episode	of	hemorrhagic	pancrea-
titis.	An	81-	year-	old	man	with	a	past	medical	history	of	a	recent	GI	bleeds	second-
ary	to	an	arteriovenous	malformation	presented	to	the	hospital	with	continued	
melena	after	a	recent	admission	at	another	hospital	for	the	same	symptom.	Upper	
endoscopy	and	colonoscopy	showed	no	evidence	of	active	bleeding.	Subsequently	
computed	tomography	angiography	(CTA)	showed	bleeding	from	collaterals	in	
the	 third	part	of	 the	duodenum,	consistent	with	ectopic	varices.	The	CTA	also	
showed	 SMV	 thrombosis.	 The	 patient	 underwent	 an	 ultrasound-	guided	 tran-
shepatic	venogram	with	coiling	and	sclerosant	embolization	of	SMV	varices	and	
distal	SMV	balloon	angioplasty.	Capsule	endoscopy	after	showed	no	evidence	of	
further	bleeding.	The	patient	was	discharged	72 h	after	the	intervention	with	sta-
bilized	hemoglobin	and	resolved	melena.	Ectopic	varices	should	be	on	the	differ-
ential	diagnosis	for	patients	presenting	with	a	GI	bleed	that	remains	nonlocalized	
after	endoscopy	and	colonoscopy.	EGD	or	colonoscopy	is	the	first-	line	interven-
tion	for	the	treatment	of	bleeding	ectopic	varices.	If	unreachable	by	these	means,	
percutaneous	coil	embolization	is	an	alternative	way	to	stabilize	the	patient.	As	
no	general	management	guidelines	exist,	 treatment	of	bleeding	ectopic	varices	
should	continue	to	be	case-	dependent	and	involve	a	multidisciplinary	team.
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1 	 | 	 INTRODUCTION

Varices	are	a	common	cause	of	gastrointestinal	(GI)	bleeds	
and	are	either	gastroesophageal	or	ectopic.	Ectopic	vari-
ces,	by	definition,	are	large	portosystemic	venous	collater-
als	located	anywhere	outside	the	gastroesophageal	region.	
Ectopic	varices	account	for	only	5%	of	all	variceal	bleeds.	
Due	to	their	infrequency	and	location	outside	the	gastro-
esophageal	region,	ectopic	variceal	bleeds	pose	a	diagnos-
tic	dilemma	as	these	sources	often	take	longer	to	localize	
in	a	patient	presenting	with	a	GI	bleed.1	Ectopic	varices	
have	a	mortality	rate	of	up	to	40%	during	a	bleeding	epi-
sode	and	a	four-	fold	increased	risk	of	bleeding	when	com-
pared	to	gastroesophageal	varices.1,2

Ectopic	 varices	 most	 commonly	 develop	 in	 the	 set-
ting	 of	 portal	 hypertension	 from	 pre-	existing	 liver	 dis-
ease,	such	as	cirrhosis.	It	is	important	to	investigate	other	
causes	when	a	patient	does	not	exhibit	cirrhotic	findings	
in	the	setting	of	portal	hypertension.	One	cause	of	portal	
hypertension	is	superior	mesenteric	vein	(SMV)	thrombo-
sis,	and	its	most	common	presenting	symptom	is	bleeding	
from	esophageal	or	gastric	varices.3	The	clinical	presenta-
tion	of	bleeding	ectopic	varices	from	SMV	thrombosis	after	
hemorrhagic	pancreatitis	 is	rare	to	find	in	the	literature.	
There	 is	 a	 1–	2%	 reported	 incidence	 of	 portsosplenomes-
enteric	thrombosis	after	severe	acute	pancreatitis.4	To	our	
knowledge,	only	two	cases	of	bleeding	small	bowel	varices	
after	pancreatitis	exist.5	Here,	we	present	a	case	of	bleed-
ing	duodenal	varices	caused	by	portal	hypertension	from	
SMV	thrombosis	secondary	to	hemorrhagic	pancreatitis.

2 	 | 	 CASE PRESENTATION

An	81-	year-	old	man	with	a	past	medical	history	of	a	recent	
GI	bleed	presented	to	the	hospital	after	2 days	of	melena	
and	left-	sided	and	mid-	epigastric	abdominal	pain	associ-
ated	with	fatigue	and	dizziness	with	ambulation.	The	pa-
tient	had	been	discharged	a	week	prior	 from	a	different	
intensive	care	unit	(ICU)	after	a	prolonged	admission	for	
a	 GI	 bleed.	 Colonoscopy	 during	 that	 admission	 showed	
descending	 colon	 arteriovenous	 malformation	 that	 was	
treated	with	argon	plasma	coagulation	(APC)	and	ulcer-
ated	mucosa	in	the	descending	colon	that	was	treated	with	
epinephrine	 and	 clips.	 Esophagogastroduodenoscopy	
(EGD)	showed	evidence	of	Barrett's	esophagus	but	no	ac-
tive	 bleeding.	 Both	 computed	 tomography	 angiography	
(CTA)	and	magnetic	resonance	imaging	of	the	abdomen	
showed	no	evidence	of	active	GI	bleeding,	but	it	was	sig-
nificant	for	chronic	occlusion	of	the	SMV	and	splenic	vein	
with	 significant	 intramural/periduodenal	 venous	 collat-
erals.	 The	 patient	 was	 diagnosed	 with	 a	 lower	 GI	 bleed	
in	 the	 descending	 colon.	 The	 patient	 presented	 to	 this	

hospital	 shortly	 after	 discharge	 due	 to	 the	 continuation	
of	melena	and	symptomatic	anemia.	Symptoms	included	
feeling	clammy,	weak,	and	nauseated	with	dyspnea	on	ex-
ertion	without	chest	pain.	The	patient	reported	continued	
black,	tarry	stools	without	pain	during	bowel	movements.

The	 patient	 was	 normotensive	 and	 without	 tachy-
cardia.	 On	 physical	 examination,	 the	 patient	 was	 well-	
developed	and	in	no	apparent	distress,	but	there	was	some	
mild	tenderness	to	palpation	on	the	mid-	epigastrium	and	
left	 lower	quadrant.	Hemoglobin	was	8.1 g/dl	on	admis-
sion,	 down	 from	 a	 baseline	 of	 14  g/dl	 2  months	 prior.	
Liver	function	tests	and	coagulation	studies	(PT,	PTT,	and	
INR)	were	within	normal	limits.	The	hemoglobin	dropped	
to	6.9 g/dl	overnight,	 so	 the	patient	was	admitted	 to	 the	
medical	 ICU	with	symptomatic	anemia	 in	 the	setting	of	
an	ongoing	GI	bleed.

EGD	 and	 colonoscopy	 both	 showed	 no	 active	 source	
of	bleeding	or	 targetable	 lesion.	The	patient	received	six	
units	 of	 RBCs	 while	 in	 the	 ICU.	 The	 hemoglobin	 stabi-
lized	with	no	source	for	an	active	bleed,	so	the	patient	was	
transferred	to	the	general	floor.

In	the	setting	of	known	chronic	SMV	thrombosis,	he-
matology/oncology	performed	a	comprehensive	hyperco-
agulable	 workup.	 The	 workup	 was	 completely	 negative	
and	included	JAK2	V617F	mutation,	lupus	anticoagulant,	
direct	 Russell	 viper	 venom	 time,	 cardiolipin	 antibodies,	
beta-	2	glycoprotein	antibodies,	Factor	V	Leiden,	Factor	II,	
and	protein	C	levels.

The	patient	was	transferred	back	to	the	ICU	2 days	later	
for	symptomatic	anemia	with	another	hemoglobin	drop	to	
5.8  g/dl.	The	 patient	 received	 three	 more	 units	 of	 RBCs	
and	 had	 a	 CTA	 (Figure  1)	 that	 showed	 bleeding	 varices	
around	the	third	part	of	the	duodenum,	which	prompted	

F I G U R E  1  Coronal	contrast-	enhanced	CT	image	
demonstrating	extensive	variceal	network	(white	arrowheads)	
surrounding	the	wall	of	the	2nd	and	3rd	portions	of	the	duodenum.	
Main	portal	vein	is	patent	(black	asterisk)
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the	consultation	of	interventional	radiology	(IR)	and	gen-
eral	surgery.	IR	performed	a	successful	ultrasound-	guided	
transhepatic	 venogram	 with	 coiling	 and	 sclerosant	 em-
bolization	of	varices	around	the	third	part	of	the	duode-
num	 as	 seen	 in	 Figures  2	 and	 3.	 Balloon	 angioplasty	 of	
distal	SMV	stenosis	was	also	performed.	After	the	proce-
dure,	Gastroenterology	performed	capsule	endoscopy	that	
showed	 no	 active	 bleeding.	 Subsequent	 CT	 imaging	 in	
Figure  4	 showed	 the	 resolution	 of	 the	 variceal	 network.	
The	 patient	 received	 a	 total	 of	 12	 units	 of	 RBCs	 during	
this	admission.	Fibroscan	confirmed	that	the	patient	did	
not	have	cirrhosis.	The	patient's	melena	resolved,	and	his	
hemoglobin	remained	stable	 for	72 h,	at	which	point	he	
was	deemed	safe	to	be	discharged	home.

At	follow-	up	1 year	later,	the	patient	has	not	had	any	
recurrent	 bleeding	 episodes.	 He	 had	 a	 repeat	 EGD	 and	
colonoscopy	without	evidence	of	any	bleeding.

3 	 | 	 DISCUSSION

Patients	with	ectopic	varices	often	have	underlying	portal	
hypertension	in	the	setting	of	cirrhosis.	SMV	thrombosis	
is	a	known,	but	uncommon	cause	of	portal	hypertension	
and	represented	3%	of	reported	cases	in	a	study	evaluat-
ing	the	etiology	of	portal	hypertension	in	adults.6	The	in-
creasing	hydrostatic	pressures	from	the	backflow	behind	
the	 thrombus	 can	 lead	 to	 bleeding	 varices,	 which	 most	
often	 form	 in	 the	 esophagus	 or	 stomach.	 Varices	 devel-
oping	 from	SMV	thrombosis	can	go	undetected	 for	 long	
periods	of	time	due	to	the	vague,	intermittent	abdominal	
pain	 that	 may	 be	 the	 only	 symptom	 until	 a	 patient	 pre-
sents	with	bleeding	collaterals.	 If	EGD	and	colonoscopy	

cannot	localize	a	bleeding	source,	the	diagnosis	becomes	
more	difficult	as	the	bleeding	may	be	coming	from	ectopic	
varices.3

Ectopic	varices,	by	nature	of	their	location,	are	harder	
for	clinicians	to	locate	when	a	patient	presents	with	a	GI	
bleed,	as	 they	can	be	unreachable	by	EGD	and	colonos-
copy.	The	patient	had	undergone	two	prior	endoscopies,	
but	the	endoscopies	evaluated	up	to	the	second	part	of	the	
duodenum	and	were	just	shy	of	the	area	of	the	bleeding	
varix.	An	interdisciplinary	team	was	critical	to	identifying	
and	 treating	 the	 lesion,	 as	 the	 lesion	 was	 not	 identified	
until	IR	was	consulted	and	found	it	on	a	personal	read	of	
the	 imaging.	The	prolonged	hospital	course	and	delayed	
diagnosis	reinforce	the	relevant	and	challenging	nature	of	
ectopic	varices.

Though	 chronic	 SMV	 thrombosis	 was	 identified	 in	
earlier	 imaging	 studies,	 this	diagnosis	does	not	 immedi-
ately	point	clinicians	towards	suspecting	bleeding	duode-
nal	varices	because	SMV	thrombosis-	induced	varices	are	
often	 found	 in	 the	esophagus	or	 stomach.	Chronic	SMV	
thrombosis	 is	 often	 a	 sequela	 of	 prothrombotic	 states	
like	coagulopathies	or	malignancy,	local	foci	of	irritation	
or	 inflammation	 like	 pancreatitis	 or	 splenectomy,	 or	 a	
combination	of	these.	Any	patient	with	SMV	thrombosis	
should	undergo	a	full	hypercoagulable	workup,	and	their	
history	 should	 be	 thoroughly	 examined	 for	 any	 precipi-
tating	events.3	The	most	plausible	cause	of	 this	patient's	
chronic	SMV	thrombosis	was	from	an	episode	of	hemor-
rhagic	 pancreatitis	 years	 ago,	 which	 led	 to	 a	 prothrom-
botic	 state	 of	 thrombosis	 formation	 and	 allowed	 for	 the	
gradual	 development	 of	 venous	 collaterals.	 A	 retrospec-
tive	study	from	the	University	of	Pittsburgh	showed	that	
22	of	162	patients	(14%)	with	acute	pancreatitis	developed	
portosplenomesenteric	 venous	 thrombosis.	 Necrotizing	
pancreatitis	was	associated	with	all	but	one	patient	with	
thrombus	formation,	and	27%	of	these	patients	developed	
varices.	All	varices	were	localized	to	the	gastroesophageal	
region,	 and	 no	 patients	 had	 any	 gastrointestinal	 bleed-
ing	complications.7	While	portosplenomesenteric	venous	
thrombosis	 is	a	known	complication	of	necrotizing	pan-
creatitis,	the	majority	of	patients	do	not	have	long-	term	se-
quelae	of	variceal	bleeding	or	ectopic	variceal	formation.4

Due	 to	 the	 infrequency	 in	 which	 bleeding	 ectopic	
varices	 are	 identified,	 data	 regarding	 management	 are	
scarce	and	often	come	from	case	reports	and	retrospec-
tive	series.3	In	general,	treatment	requires	a	multidisci-
plinary	 approach	 and	 is	 tailored	 to	 each	 patient.	 After	
resuscitation	 and	 stabilization,	 the	 preferred	 initial	 in-
tervention	is	endoscopic	with	endoscopic	glue	injection	
being	the	first	choice	for	duodenal	varices.8	For	bleeding	
ectopic	varices	unreachable	by	EGD	or	colonoscopy,	per-
cutaneous	coil	embolization	is	regarded	as	a	safe	short-	
term	approach	to	stabilize	 the	patient.9,10	The	ultimate	

F I G U R E  2  Selective	catheterization	of	the	variceal	network	
(white	arrowheads)	via	transhepatic	portal	venous	access.	Main	
portal	vein	again	noted	to	be	patent	(black	asterisk)
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treatment	goal	is	to	relieve	the	elevated	pressures,	which	
is	 why	 patients	 treated	 solely	 with	 embolization	 often	
have	episodes	of	re-	bleeding	and	require	subsequent	in-
tervention.1,11	 Re-	opening	 the	 SMV	 in	 this	 patient	 was	
allowed	for	restoration	of	anatomical	flow	to	relieve	the	
pressure	source	that	initially	led	to	the	development	of	
these	varices.	In	unstable	patients	with	no	access	to	IR	
and	with	varices	not	amenable	to	endoscopic	interven-
tion,	there	must	be	a	discussion	among	GI	and	general	
surgery to	decide	on	salvage	therapy	options	or	transfer	

to	 another	 facility.	 Duodenal	 varices	 pose	 unique	 ana-
tomical	challenges	that	are	case-	specific,	which	is	why	
ongoing	 communication	 with	 multiple	 specialties	 is	
paramount..11	More	research	is	needed	to	better	define	
prophylactic	 and	 therapeutic	 data	 when	 it	 comes	 to	
treating	bleeding	ectopic	varices.	One	area	of	continued	
debate	revolves	around	β-	blocker	secondary	prophylaxis	
against	duodenal	variceal	re-	bleeding,	and	more	studies	
will	 need	 to	 be	 conducted	 to	 understand	 whether	 and	
who	this	 treatment	would	most	benefit.1	Chronic	SMV	
thrombosis	is	often	treated	with	long-	term	anticoagula-
tion,	but	large	studies	have	not	evaluated	the	risks	and	
benefits	 of	 anticoagulation	 in	 the	 setting	 of	 bleeding	
varices.3	 As	 no	 general	 management	 guidelines	 exist,	
treatment	of	bleeding	ectopic	varices	should	continue	to	
be	case-	dependent	and	involve	a	multidisciplinary	team.

4 	 | 	 CONCLUSIONS

In	 any	 patient	 with	 portal	 hypertension	 and	 GI	 bleed-
ing,	the	presence	of	ectopic	varices	must	be	considered	
whether	 both	 EGD	 and	 colonoscopy	 fail	 to	 localize	 a	
bleeding	source.	This	patient's	remote	history	of	hemor-
rhagic	pancreatitis	allowed	for	a	hypercoagulable	condi-
tion	in	which	chronic	SMV	thrombosis	developed,	thus	
propagating	undiagnosed	portal	hypertension	until	pre-
senting	with	ectopic	variceal	bleeding.	EGD	or	colonos-
copy	are	the	first-	line	interventions	for	the	treatment	of	
bleeding	ectopic	varices.	If	unreachable	by	these	means,	
percutaneous	coil	embolization	is	an	alternative	way	to	
stabilize	the	patient.	As	no	general	management	guide-
lines	exist,	treatment	of	bleeding	ectopic	varices	should	
continue	to	be	case-	dependent	and	involve	a	multidisci-
plinary	team.
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