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A 67-year-old female with no underlying diseases presented to the emergency department
with dyspnea and fever. Laboratory findings were remarkable for pancytopenia, neutropenia,
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Introduction

Antiphospholipid syndrome (APS) is a systemic autoim-
mune disorder characterized by persistently elevated antiphos-
pholipid antibodies, which can lead to recurrent thromboem-
bolic events and repeated miscarriages.”” For a diagnosis of
APS to be established, there must be at least one event of
thrombosis or miscarriage, along with two positive antiphos-
pholipid antibody tests at least 12 weeks apart.” When throm-
boembolism associated with antiphospholipid antibodies oc-
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and a positive lupus anticoagulant, a marker of antiphospholipid syndrome (APS). Physical
examination revealed necrosis involving the distal portions of the right index and middle fin-
gers, the entire epiglottis, and the right hypopharynx. Imaging studies showed enterocolitis
and multiple splenic infarcts. Subsequent evaluation demonstrated cerebellar infarcts and
multiple ulcerative lesions in the colon. These symptoms were attributed to thromboembo-
lism, leading to a diagnosis of APS and prompting the initiation of anticoagulant therapy. The
hypopharyngeal necrosis resulted in a pharyngocutaneous fistula, which was managed with
endoluminal vacuum-assisted closure therapy. Secondary wound healing was then promoted
through laser cauterization of the reduced defect area. One month after the surgery, complete
healing of the hypopharyngeal defect was achieved.
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curs in three or more organs, it is defined as catastrophic APS,
a rare and life-threatening condition.” According to a sys-
tematic review of the literature on APS,” hematological ab-
normalities such as thrombocytopenia and pancytopenia are
the most common symptoms, and peripheral thrombosis rep-
resents the most frequently reported thromboembolic com-
plication, followed by stroke or transient ischemic attack, pul-
monary embolism, and recurrent miscarriages. In cases of
peripheral thrombosis, the most commonly affected sites are
the distal upper or lower extremities; however, thrombosis of
the inferior vena cava, subclavian vein, and testicles—as well
as penile infarction—has also been reported.”

The present study reports the application of endoluminal
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vacuum-assisted closure (EndoVAC) for the successful treat-
ment of a pharyngocutaneous fistula resulting from necrosis
of the larynx and pharynx in a patient with APS.

Case

A 67-year-old female with no underlying diseases present-
ed to the emergency department with dyspnea and fever. She
had recently visited Shanghai, China, and Phuket, Thailand,
and had been diagnosed with influenza B and initiated on
oseltamivir 2 days prior to her visit. Laboratory tests revealed
pancytopenia and neutropenia, with a white blood cell count
of 200 cells/uL, neutrophils at 10 cells/uL, hemoglobin at
10.9 g/dL, and platelets at 99000 cells/uL. C-reactive protein
was markedly elevated at 38.34 mg/dL, and creatinine was
1.89 mg/dL, suggesting acute inflammation and acute kid-
ney injury, respectively. After resolution of the acute kidney
injury, CT imaging revealed supraglottic region inflamma-
tion, interstitial pneumonia, multiple splenic infarcts, entero-
colitis involving the ascending colon and terminal ileum, and
necrosis of the distal portions of the right index and middle
fingers (Fig. 1). An electrocardiogram confirmed atrial fibril-
lation, and multiple symptoms consistent with thromboembo-
lism—including splenic infarction and finger necrosis—were
observed. A transthoracic echocardiogram was performed to
check for the presence of cardiac thrombi, demonstrating
normal cardiac function with no evidence of thrombi. Exten-
sive blood tests were conducted to identify the causes of fe-
ver, pancytopenia, and multiple peripheral thromboses. The
results showed a strongly positive lupus anticoagulant (2.10;
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reference range, 0—1.2 ratio), and the patient tested negative
for 18 respiratory viruses, tuberculosis, antinuclear antibody,
antineutrophil cytoplasmic antibody, extractable nuclear an-
tigen antibodies, Leptospira, Hantaan virus, scrub typhus, and
severe fever with thrombocytopenia syndrome. Therefore, the
medical team diagnosed the patient with APS and initiated
anticoagulant therapy.

Three days after admission, the patient’s dyspnea worsened,
necessitating intubation. Subsequent extubation attempts
failed, leading to a tracheostomy 1 week later. Flexible la-
ryngoscopy immediately after the tracheostomy revealed ne-
crosis of the epiglottis and right pharyngeal wall (Fig. 2A).
Histopathological examination of the epiglottis showed a neg-
ative polymerase chain reaction test for Mycobacterium tu-
berculosis result, confirming acute necrotizing chondritis.
Three weeks later, the epiglottis had completely disintegrated
(Fig. 2B). Neck CT imaging indicated necrosis of the right
hypopharyngeal wall (Fig. 3) and revealed a pharyngocuta-
neous fistula connected to the tracheostomy site. The patient
also developed significant hematochezia and therefore un-
derwent a colonoscopy, which revealed multiple ulcerative
lesions—including a deep ulcer measuring approximately
25 mm—in the terminal ileum and ascending colon (Fig. 4).
These lesions were then treated with endoscopic epinephrine
injection for hemostasis. Two days later, the patient com-
plained of a headache. MRI of the brain showed an acute in-
farct in the right cerebellar hemisphere and subacute infarcts
in the left cerebellar hemisphere and basal ganglia. Based on
these comprehensive findings, the medical team of our hos-
pital reached a diagnosis of catastrophic APS and attributed

Fig. 1. Findings at admission, suggestive of thromboembolism. A: Multiple splenic infarcts, characterized by hypoattenuating areas
within the spleen. B: Enterocolitis involving the ascending colon and terminal ileum. C: Necrosis of the distal phalanx of the right index

finger.
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Fig. 2. Flexible laryngoscopy findings. A: Necrosis of the epiglottis with generalized whitish tissue changes, observed immediately after
tracheostomy. B: Complete breakdown of the epiglottis, observed 3 weeks later.
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Fig. 3. Neck CT demonstrating necrosis of the right lateral pharyngeal wall and the formation of a pharyngocutaneous fistula to the tra-

cheostoma. A: Axial view. B: Coronal view.

the observed necrosis of the epiglottis and hypopharynx to
thromboembolism associated with this condition.

To treat the pharyngocutaenous fistula, we opted for the
EndoVAC approach. Under general anesthesia, a hydrophilic
foam dressing (V.A.C. Granufoam Dressing; KCI Manufac-
turing) was cut to size, attached to a Levin tube, and then in-
serted endoluminally from the oropharynx to the esophageal
opening to cover the defect area (Fig. 5). After the procedure,
the Levin tube was connected to a wall-mounted suction de-
vice in the patient’s room to maintain continuous negative
pressure. Ten days later, the EndoVAC sponge was removed
under general anesthesia, and a slight reduction in the size
and depth of the pharyngeal defect was observed (Fig. 6). A
fresh EndoVAC assembly was then reinserted using the same

technique. This process was repeated three additional times

at intervals of 7 to 10 days. After a total of five EndoVAC treat-
ments, the pharyngeal defect was confirmed to have suffi-
ciently reduced. During the sixth procedure, instead of Endo-
VAC sponge reinsertion, laser cauterization was performed
on the defect area and its surrounding tissue to promote sec-
ondary healing. One month later, flexible laryngoscopy re-
vealed resolution of both the defect in the right pharyngeal
wall (Fig. 7) and the connection to the tracheostomy site. A
subsequent pharyngoesophagography showed mild aspira-
tion but no evidence of the pharyngocutaneous fistula. The
patient then recommenced oral intake, underwent tracheos-
tomy decannulation, and has maintained a good recovery to
date. This case study was approved by a certified Institutional
Review Board (No. CNUHH-2024-200).
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Fig. 4. Colonoscopy demonstrating multiple hemicircumferential ulcerative lesions in the terminal ileum and ascending colon.

Discussion

While a few cases of epiglottis necrosis due to necrotizing
supraglottitis have been reported,” cases similar to the one
presented herein—featuring necrosis of the pharyngeal wall
and the entire epiglottis without accompanying necrotizing
supraglottitis or necrotizing deep neck infection—are exceed-
ingly rare in the literature. This case is likely indicative of
vascular necrosis due to thromboembolism in the pharynx and
larynx as a manifestation of APS.

Among the thromboembolic complications associated with
APS, peripheral thrombosis is the most common, followed
by stroke or transient ischemic attacks, pulmonary embolism,
and recurrent miscarriages.” Thromboembolism can lead to
damage to or necrosis of various organs, including the small
intestine, skin, and kidneys, as documented in numerous stud-
ies and case reports."””"”

In this case, the patient exhibited strongly positive antiphos-
pholipid antibodies, along with thrombocytopenia, pancyto-
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penia, acute kidney injury, spleen infarction, distal digital ne-
crosis, intestinal necrosis, and cerebellar infarction. Because
of the involvement of three or more organs, the condition was
diagnosed as catastrophic APS, and anticoagulant therapy
was promptly initiated.

We implemented EndoVAC therapy to address the pharyn-
gocutaneous fistula caused by pharyngeal necrosis. Manage-
ment of pharyngocutaneous fistulas can be categorized into
conservative therapies, such as treatment with antibiotics and
pressure dressings until the defect heals, and surgical inter-
ventions, such as primary closure or flap reconstruction.” In
this case, since the size of the pharyngeal defect was approx-
imately 1.5 cm, surgical interventions were deemed overly
invasive and potentially costly, time-consuming, resource-
intensive, and associated with postoperative complications,
thus negatively impacting the patient’s quality of life. Addi-
tionally, given the absence of prior radiation therapy, second-
ary wound healing was considered achievable. However, ow-

ing to ongoing irritation from oral secretions, such as saliva,
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conservative measures were considered likely insufficient for

proper healing. As a result, it was decided to proceed with
EndoVAC therapy.

The advantages of EndoVAC therapy are twofold. First, it

effectively prevents oral contents, such as saliva, from direct-
ly or indirectly contacting the defect site. Second, it increases
blood flow around the wound, which enhances the supply of

oxygen and nutrients while promoting the removal of waste

Fig. 5. Endoluminal vacuum-assisted closure therapy procedure. A: A Levin tube is inserted through the nose and passed out through the
mouth. The perforated distal end of the tube is then cut off. After a hydrophilic sponge is customized with a central narrow space, the Levin

tube is attached almost to the end of the sponge and secured. B: The sponge is then inserted through the mouth and is positioned using
laryngoscopy within the pharynx at the defect site.

Fig. 6. Improvement of the defect in the right lateral hypopharyngeal wall during endoluminal vacuum-assisted closure therapy.
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Fig. 7. Flexible laryngoscopy findings after laser cauterization of the right hypopharyngeal wall. A: Improved opening at 1 month. B:

Complete healing at 2 months.

products, thus aiding in secondary wound healing.” In this
context, Chen, et al."” have demonstrated that vacuum-assist-
ed wound dressing in the ears of white rabbits promotes an-
giogenesis and endothelial cell proliferation, thereby improv-
ing blood flow in the wound area.

A limitation of treatment in this case was that the defect
site was located in the hypopharynx, making it difficult to
place the sponge appropriately under local anesthesia; thus,
general anesthesia was required for each EndoVAC sponge
replacement. For patients in poor overall health, enduring re-
peated general anesthesia could be challenging. The recom-
mended time interval between EndoVAC sponge changes is
7 to 10 days, as prolonged placement of the sponge may lead
to tissue adhesion and potential obstruction of the connect-
ing tube by exudate, which could in turn compromise nega-

. 1
tive pressure.”
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