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GASTROINTESTINAL  BLEEDING  AGAINST  THE
BACKGROUND OF NON-CIRRHOTIC PORTAL
HYPERTENSION IN A PATIENT WITH MYELOFIBROSIS
(CASE REPORT)

Portal hypertension in the absence of cirrhotic transformation of the
liver parenchyma is considered a rare pathology with a difficult
diagnostics. Non-cirrhotic portal hypertension includes a heterogeneous
group of conditions based on porto-sinusoidal vascular disease of the
liver and chronic portal vein thrombosis. For a long time, the course of
the disease can remain asymptomatic and is usually manifested by the
development of one of the complications of portal hypertension. One of
the most dangerous and often fatal complications is bleeding from
varicose veins of the esophagus and stomach. The purpose of this article
is to demonstrate, using the example of a clinical case, the peculiarities
of diagnosis and methods of successful treatment of bleeding from
esophageal phlebectasia in case of non-cirrhotic portal hypertension
caused by splenic vein thrombosis.

The article describes the clinical case of a 57-year-old patient with a
bleeding from esophageal varices with non-cirrhotic portal hypertension
caused by splenic vein thrombosis due to myelofibrosis. The patient was
urgently hospitalized with symptoms of hemorrhagic shock, which
required intensive care, varix ligation and hemotransfusion therapy.

After stabilization of hemodynamic parameters, the patient
underwent a porto-azygos disconnection operation, which included
devascularization of the distal esophagus, proximal stomach, transection
of the esophagus and splenectomy.

Conclusions. Myeloproliferative diseases are one of the many causes
of non-cirrhotic portal hypertension, which often remain unrecognized
until its decompensation. The diagnosis of non-cirrhotic portal
hypertension is often difficult, which directly affects the prognosis. The
authors' goal was to draw attention, raise awareness, and demonstrate the
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pathogenetic link between these conditions, the given clinical case of
surgical treatment can be a variant of medical tactics aimed at
controlling bleeding from esophageal and gastric phlebectasia.

The positive feature of the performed surgical intervention is the
direct impact on the source of bleeding, namely, the disconnection of the
portal and caval venous systems, which ensured the cessation of blood
flow through the esophageal-gastric collaterals.

Taking into account the risks of anticoagulant therapy in patients
with portal hypertension with Portal vein thrombosis and bleeding from
varicose veins of the esophagus and stomach we recommend long-term
(3-6 months) anticoagulant therapy in patients with prothrombotic
conditions after porto-azygos disconnection and exclusion of
“dangerous” esophageal-gastric collaterals, which makes it possible to
effectively control hemorrhagic complications.

Key words: portal vein thrombosis, portal hypertension, bleeding,
myelofibrosis.
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IIJTYHKOBO-KHIIIKOBA KPOBOTEYA HA TJI
HELIMPOTUYHOI NOPTAJIBHOI TIIEPTEH3Ii Y XBOPOT'O
HA MIEJIO®IBPO3 (KJIIHIYHUI BUIIATOK)

[NopranpHa TinepTeH3is 3a BiICYTHOCTI UPOTUIHOI TpaHcopmarii
MEYiHKOBOI MAPEHXMMH BBaXKAETHCS PIAKICHOIO TMATOJIOTI€I0, a
nmiarHoctka ii wacto OyBae 3amizHUION. HemmpoTwmyHa mnopTraibHa
TimepTeHsist BKIIOYA€ TE€TEPOreHHY TPYIy CTaHiB, OCHOBY SKHX
CKJIQIal0Th MOPTOCHHYCOiJabHI CYIMHHI 3aXBOPIOBaHHS IMEUYiHKH Ta
XpOHIUHMHA Tpom0O3 BOpiTHOI BeHW. TpuBanuii dac nepeOir
3aXBOPIOBaHHSI MOXKE 3QJIUIIATUCS OC3CHMIITOMHHM 1 MPOSBISETHCS, 5K
MPaBUJIO, PO3BUTKOM OJHOTO 3 YCKIAaJHCHb MOPTAJBHOI TilmepTeH3Il.
OnHuM 3 HaiiHeOe3NeyHIIuX, a 4acTo i (aTaJbHUM YCKIaIHEHHSIM, €
KpOBOTEYa 3 BapUKO3HO-PO3IIMPEHHX BEH CTPAaBOXOAY Ta ULUIYHKY.
Merta poboTH mossirae B TOMy II00 NMPOAEMOHCTPYBAaTH Ha HPHUKIAAL
KIIIHIYHOTO BHTAJIKy OCOOIHMBOCTI IarHOCTUKU Ta METOIWKY YCIIIIITHOTO
JMKyBaHHS KpOBOTeYi 3 CTpaBoximHmX (¢ueOexTa3iii Ha  Tii
HEIIMPOTUYHOI IOPTANBHOI TimepTeH3ii, CHPUYUHEHOI TPOMOO30M
BOPITHOI Ta CeJIe31HKOBOI BEH.

B crarri onucaHui KIIHIYHHIA BUMAJO0K 57 PIYHOTO MAIi€HTa 3
SIBUII[AMU i
HEIMPOTHUYHOI MOPTANBHOI TimepTeH3ii yCKIaJHeHOI KpOBOTEUElo, II0

BUHHUKJIA BHACHIJOK TpoMOO3y BOPITHOI Ta CeNe3iHKOBOI BEH,

BapUKO3HO-PO3HINPEHUX BCH CTpaBoXoay Ha T

3yMOBIIeHOT Mieno¢iopo3oM. XBopuid OyB TOCHITATi30BaHUH B
YPreHTHOMY TOPSIKY 3 O3HaKaMH T'€MOPAriyHOro IIOKY, [0 BUMAralo
NPOBEIEHHS  IHTEHCHBHOL JryBaHHS  BapuKCiB  Ta
reMoTpaHcy3iiiHoi Tepamii. Ilicmsa craOimizamii TeMoIUHAMIYHIX

Teparii,

MOKa3HUKIB BUKOHAHO OIlepallil0 MOPTOa3UTAIBHOIO PO3’€IHAHHS, IO
nependadana JeBACKYJSPHU3AINI0 TUCTAIBLHOTO BIIJITy CTPaBOXOAY,
MPOKCHUMAJBLHOTO BTy IIIyHKA, amapaTHa TPaHCCEKIS CTPaBOXOIY
Ta CIUIEHEKTOMIs (eTamu omepalrii Sugiura ta Hassab).

BucHoBku. MienonporidepaTiuBHi 3aXBOPIOBaHHS € OJAHIEIO 3
6araTboX MPUYHMH PO3BUTKY HEIIMPOTHUYHOI MOPTAIBHOI rinepTeHsii, AKi
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9YacTO 3aJIMIIAIOTHCS HEPO3MI3HAHMMHU IO MOMEHTY 11 JCKOMIICHCAIIII.
Hiarmoctuka HIIIIT wacro OyBae ckiagHOl, MO Oe3MOcepeaHbO
BIUIMBAaE Ha PE3yJbTaTH JIKyBaHHS IalieHTiB. MeToro aBTOpiB OyIo
3BepHYTH yBary Ta MiABUIIATH  HACTOPOXKCHICTH,
MMaTOT€HETHYHNH 3B’SI30K MK IIMMHU CTaHAMM, a HaBEAECHHH KIIIHIYHHI
BUTIAJIOK OTIEPATUBHOTO JIIKYBaHHSA MOKE OyTH BapiaHTOM JiKyBaJbHOI

IMOKasaTu

TaKTHK{, CHPSMOBAaHOI Ha KOHTPOJb KPOBOTEYI 3 CTPAaBOXiAHUX Ta
HITYHKOBUX (yieOeKTa3ii.

[To3uTHBHUMK  OCOONMBOCTSIMH ~ HPOBEAEHOTO  ONEPATHBHOTO
BTpy4YaHHs € Oe3nocepeqHid BIUIMB Ha OCEPENOK KPOBOTEYi, a came
po3’eqHAaHHA TOPTAJBHOI Ta KaBalbHOI BEHO3HHX o
3a0e3NeYmI0 NPHIMHEHHS KPOBOTOKY IO CTPaBOXiJHO-ILTYHKOBHX
KOJIaTepasix.

BpaxoByroun pH3MKM AHTHKOATYJSHTHOI Teparii y MAaIli€HTiB 3
MOPTANBHOIO TillepTeH3i€l0 Ha Tii TpomMOo3y V.portae il rimok Ta
kpoBoreuero 3 BPB crpaBoxomy Ta LUIyHKY MH PEKOMEHIYEMO

CHCTEM,

NpU3HAYaTH JIOBIOCTPOKOBY (3—6 MICSILIB) aHTUKOATyJISHTHY TEparlilo

XBOPUM 3 TPOTPOMOOTHYHUMH CTaHaMH TICIs  ONEPaTHBHOTO

BTpY4YaHHA CIIpAMOBaHOI0O Ha BHUKIIOUCHHA «HeOe3MEeUYHUX»

KoJyarepaneil e3ogaro-kap/iajJbHOrO HUIIXY OJHHMM 3 BapiaHTIB MOPTO-

a3uraJibHOI o

pO3’€NHAHHS,

MO0 J1a€ MOXIIHMBICTH  €(EeKTHBHO

KOHTPOJTIOBATH I'eMOpArivHi yCKIa HeHHS.
KurouoBi ciioBa: Tpom003 BOpITHOI BeHH, MOPTaibHA TiMEPTEH3I,
KpoBOTEUa, MieTo(iOpo3.

Aemop, sionosioanvnuit 3a nucmyeannsn. Muxona Cepaiviosuu becedincokuil, kagedpa Xipypeii cmomamono2iunozo
@axynomemy Hayionanvrozo meduunozo ynisepcumemy imeni O.0.bozomonvys, m. Kuis, Yxpaina
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ABBREVIATIONS
PH — portal hypertension
NCPH — non-cirrhotic portal hypertension

PSVD - porto-sinusoidal vascular diseases of the liver

VV — varicose veins
EGD - esophagogastroduodenoscopy

INTRODUCTION / BCTYII

Portal hypertension (PH) in the absence of cirrhotic
transformation of the liver parenchyma is considered a
rare pathology with difficult diagnosis. Noncirrhotic
portal hypertension (NCPH) includes a heterogeneous
group of conditions based on portal-sinusoidal vascular
disease of the liver (PSVD) and chronic portal vein
thrombosis [1]. The course of the disease can remain
asymptomatic for a long time and is usually manifested
by complications of portal hypertension. One of the
most dangerous and often fatal complications is
bleeding from varicose veins of the esophagus and
stomach. Therefore, PSVD cannot be considered a
disease with a favorable course, because portal vein
thrombosis, liver failure, and mortality are common
phenomena in patients with this pathology [2]. We
present a clinical case of surgical treatment of a patient
with bleeding from esophageal varices in case of NCPH

that developed as a result of presinusoidal block caused
by myelofibrosis.

Case report. A 57-year-old patient was admitted to
the intensive care unit of the "Kyiv City Clinical
Hospital of Emergency Medical Care" with the clinic of
acute bleeding from the upper gastrointestinal tract.
During hospitalization, vomiting of fresh blood with
clots was observed, blood pressure 80/50 mmHg, heart
rate 100 bpm.

After the stabilization of the hemodynamic
parameters, an EGD was performed, the examination
revealed the presence of varicose veins (VV) of the Il
degree (12 mm) with red spots that bled on contact in
the middle and lower thirds of the esophagus. Also, in
the cardia, along the greater and lesser curvature, VVs
up to 10 mm were visualized; multiple erosions were
found in the area of the body of the stomach.

Laboratory indicators on admission: Hb — 40 g/I, Er
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- 2,8x10%, PIt — 851x10°% L — 32,8x10° ; total protein —
41 g/l, albumin 21 g/l, total bilirubin — 19 umol/l, AIAT
— 0.92 pmol/l, ASAT — 0.98 umol/l; urea — 9.0 pmol/l,
creatinine — 115 pmol/l; PI — 52%, fibrinogen 1.3 g/I,
INR — 1.5. Serological markers of viral hepatitis HCV,
HBV were negative, it is also known from the
anamnesis that the patient did not abuse alcohol.
According to the data of computed tomography with

(MPR TEMPLATE

Figure 1 — Axial computed tomography with contrast in
the portal vein demonstrates: the presence of esophageal
varices, which are visualized in the form of tortuous
tubular structures with an uneven contour, protruding
into the lumen of the esophagus (green arrow),
v.diaphragmatica inferior (red arrow, draining blood
from the esophageal varices into the v.cava inferior),
splenomegaly (blue arrow)

Taking into account the unstable hemodynamics and
the lack of a complete examination of the patient,
including CT with contrast of the visceral vessels,
which is crucial for defining of the treatment tactics,
watch & wait tactics was chosen.

12 hours after the patient was admitted to the
hospital, a relapse of bleeding occurred, the
Blackemore-Sengstaken tube was installed. After
removal of the tube, in 48 hours, bleeding from the
esophageal gland relapsed again, bleeding was stopped,
varix ligation was stopped (5 ligature rings were
applied). In order to correct hematological parameters,
blood transfusion therapy was carried out in the amount
of 3 doses (550 ml) of erythrocyte mass to the target
level of Hb — 70 g/l, FFP 2 doses (350 ml), 20%

contrast enhancement, it was found (see Fig. 1 and 2):
thrombosis of v.portae, v.lienalis, signs of portal
hypertension: RVV of the esophagus in the areas of the
middle and lower third, the presence of gastric varices,
multiple collaterals in the area of the portal of the
spleen. Splenomegaly. Right-sided large hydrothorax.
Ascites.

Figure 2 — Axial computed tomography with contrast
enhancement of the portal vein demonstrates: a
hypodense clot (green arrows) that completely occludes
the v.portae, dilated v.gastrica sinister (yellow arrow),
the presence of veins of Retzius (blue arrows), which are
visualized as multiple tortuous dilated collateral vessels
in the retroperitoneal space, draining into the v.cava
inferior

albumin solution of 100 ml for 5 days, hemostatics,
octreotide, cephalosporins and proton pump blockers
were administrated.

The absence of the cause of chronic liver disease,
along with the presence of severe portal hypertension,
the combination of splenomegaly (210 x 88 x 79 mm)
and thrombocytosis (851 x 10°) suggested that the
patient had myeloproliferative disease. Based on the
examination, the diagnosis was established: Idiopathic
non-cirrhotic portal hypertension. Thrombosis of the
portal and splenic veins. Varices of the esophagus and
stomach of the Il degree, complicated by bleeding.
Splenomegaly. Ascites. Right-sided hydrothorax. Acute
severe post-hemorrhagic anemia.

Taking into account of the high risk of recurrent
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bleeding, after stabilization of vital indicators, the
patient was operated. A modified laparoscopic-assisted
porto-azigal disconnection operation was performed,
which included gastro-esophageal devascularization,
instrumental transsection of the esophagus and
splenectomy (stages of Sugiura and Hassab operations).
Intraoperatively, the surface of the liver is smooth,
visually without cirrhotic changes. In the postoperative
period, the patient received antibacterial (third-
generation cephalosporins), anticoagulant therapy,
which included the introduction of low molecular
weight heparin from the 2nd day of the postoperative
period, the infusion of albumin, early enteral nutrition
with high protein. The patient was discharged from the
hospital in satisfactory condition on the 9th day of the
postoperative period. The patient is prescribed warfarin.
The necessity of this prescription is explained by the
need to prevent the possible developments of
thrombosis to the superior mesenteric vein or the
occurrence of thrombosis of any location of the caval
system. Subsequently, the patient was consulted by a
hematologist, additional examinations were carried out,
which revealed JAK2 V617T mutations, and bone
marrow punctate revealed an increase in the number of
myeloid cells and atypical megakaryocytes, indicating
primary myelofibrosis. 4 weeks after discharge from the
hospital, the patient underwent a control EGD, in which
varicose veins decreased, on a control ultrasound
investigation clot in the portal vein is unchanged.

DISCUSSION

NCPH is often associated with systemic
hematological diseases, prothrombotic conditions,
genetic disorders, immunological disorders, exposure to
toxins, hepatotoxic drugs, and chronic infections, which
may play a direct role in pathophysiological changes in
the liver [3, 4, 5]. These diseases includes a large
number of clinical-pathological variants and various
histological models [6, 7]. In addition, NCPHSs are have
risks of splanchnic vein thrombosis, with 90% of all
cases occurring in the portal vein [8].

So, the presence of a mutation JAK2 at
myeloproliferative neoplasm (MPN), is a prothrombotic
predictor of thrombosis of the main venous vessels [9].

As a rule, in patients suffering from NCPH, the
evolution of PH and the progression of gastroesophageal
phlebectasias is faster, and bleeding occurs more often

than in patients with cirrhosis of the liver [1].

Thus, portal and splenic vein thrombosis with the
development of PH caused by myelofibrosis was
asymptomatic until decompensation, which was
manifested by massive bleeding, which requires urgent
hospitalization.

The optimal treatment of bleeding from VV of the
esophagus and stomach as a manifestation of NCPH
remains a debatable issue due to the lack of a sufficient
number of randomized controlled trials [10]. Therefore,
the modern standard for NCPH is the treatment of
diseases that directly caused the development of portal
hypertension. Since the diagnosis of myelofibrosis is
almost always delayed due to the peculiarities of clinical
manifestations at the onset of the disease, therefore,
today, the tactics and treatment of complications remain
the same as in cirrhosis of the liver [11,12,13].
Demonstrating this clinical case, we would like to draw
attention to the probability of developing bleeding from
VV, in case of presinusoidal decompensation, which
was the first manifestation of PH and a consequence of
thrombosis of the splanchnic venous vessels in case of
myeloproliferative disease.

CONCLUSIONS

Myeloproliferative diseases are one of the many
causes of non-cirrhotic portal hypertension, which often
are not unrecognized until it is decompensated.
Diagnosis of NCPH is often complex, which directly
affects the results of patient treatment. The authors' goal
was to pay attention and increase alertness, to show a
pathogenetic relationship between these conditions, the
given clinical case of surgical treatment may be a
variant of therapeutic tactics aimed to controlling of
bleeding from esophageal and gastric phlebectasias.

The positive impact of the surgical intervention is
the direct effect on the bleeding, particularly, the
separation of the portal and caval venous systems,
which ensured the cessation of blood flow through the
esophageal-gastric collaterals.

After surgery aimed at excluding "dangerous"
venous collaterals of the esophago-cardiac pathway,
which makes it possible to effectively control
hemorrhagic complications, we recommend prescribing
long-term (3-6 months) anticoagulant therapy under
constant monitoring of the general condition of patients
and coagulogram indicators.

PROSPECTS FOR FUTURE RESEARCH / HEPCIIEKTUBH ITOJAJbIINX JOCJII’KEHb

Further studies with an increase in the sample of patients and the duration of follow-up should aim to identify the
long-term consequences of treatment of PH complicated by bleeding from V'V of the esophagus and stomach, as well as
to establish the advantages or disadvantages of the proposed treatment tactics.
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