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ABSTRACT Behget's disease is a chronic, relapsing, multisystem disorder characterized by systemic autoimmune vasculitis. It may remain
asymptomatic for an extended period or manifest with various complications. The classic triad of Behget's disease consists of oral ulcers, geni-
tal ulcers, and uveitis. Behget's disease has been associated with rare complications and comorbidities, including mastitis, acral tissue necrosis
following minor trauma, severe ulceration of the breast skin envelope, and necrosis of the bilateral nipple-areola complex. Especially; in cases
with a positive pathergy phenomenon, trauma-induced triggering of the inflammatory cascade may result in rare cutaneous complications. This
case report highlights the association between partial necrosis of bilateral mastectomy skin flaps and Behget's disease in a 48-year-old female pa-
tient who underwent immediate breast reconstruction with direct implant placement following bilateral skin-sparing mastectomy.
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Behget’s disease is a chronic, relapsing, multi-
system disorder characterized by systemic autoim-
mune vasculitis. It may remain asymptomatic for an
prolonged period or manifest with a variety of com-
plications.!® The classic triad of Behget’s disease in-
cludes oral ulcers, genital ulcers, and uveitis.!'”’
Blindness, neurological or gastrointestinal system in-
thrombosis,
aneurysms are among the severe symptoms. Addi-

volvement, venous and arterial
tionally, rare complications and comorbidities such
as mastitis, acral tissue necrosis following minor
trauma, severe ulceration of the breast skin envelope,
and necrosis of the bilateral nipple-areola complex
have been reported.**!! Notably, in cases exhibiting
a positive pathergy reaction, trauma can trigger an in-

flammatory cascade that may result in rare cutaneous

complications.*’ Treatment is primarily symptomatic,
although corticosteroids or immunosuppressants are
required in cases with ocular or neurological in-
volvement. '

Given the multisystem nature of Behget’s dis-
ease, including widespread vascular inflammation
and skin involvement, it is critical to consider this dis-
ease when deciding between reconstructive options.

I CASE REPORT

A 48-year-old female patient with an 18-year history
of Behget’s disease was diagnosed with invasive duc-
tal carcinoma of the right breast through a core biopsy
in March 2023 (Figure 1A). She sought simultaneous
breast reconstruction following a right side skin-spar-
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FIGURE 1: A) Preoperative view. B) Before the implants were placed in the first operation, the mastectomy skin flaps were checked and photographed for intraoperative
thickness and blood supply. C) Following the first operation, partial necrosis and demarcation line in the mastectomy skin flaps can be seen. D) Intraoperative indocyanine
green fluoroscopy of the right breast during surgical debridement and transportation of the implants to the submuscular plane due to the progression of necrosis and de-
marcation. E) Intraoperative indocyanine green fluoroscopy of the left breast during surgical debridement and transportation of the implants to the submuscular plane due

to the progression of necrosis and demarcation.

ing mastectomy with sentinel lymph node biopsy and
a left side prophylactic skin-sparing mastectomy. Ac-
cording to the information documented in the pa-
tient’s initial consultation, recurrent oral and genital
ulcers, a positive pathergy phenomenon (pustular in-
flammation secondary to minor trauma), and prior is-
chemic cerebrovascular disease were observed,
characteristic findings of Behcet’s disease were
noted.

In April 2023, the patient underwent bilateral
skin-sparing mastectomies with immediate recon-
struction using bilateral 360 cc anatomical implants
(Microthane® Polytech Health & Aesthetics GmbH,
Germany) placed prepectorally. Intraoperatively, the
skin flap thickness and perfusion appeared adequate
(Figure 1B). However, during routine postoperative
follow-up, the patient-who was not scheduled for
chemoradiotherapy and had no history of smoking-

developed partial necrosis of the mastectomy skin
flaps, particularly around incision margins of both
breasts (Figure 1C). Subsequently, surgical debride-
ment was performed at the end of the second postop-
erative week, and the implants were found to be
intact. Although preoperative capillary refill and skin
flap color were satisfactory, intraoperative indocya-
nine green fluorescence angiography revealed local-
ized areas of poor perfusion, inconsistent with clinical
findings (Figure 1D, Figure 1E). Following the iden-
tification of these areas, the implants were reposi-
tioned into the submuscular plane. Before closure,
capillary refill was reassessed as neutral, and skin flap
color appeared normal, with active dermal bleeding
observed.

Despite these interventions, the patient devel-
oped signs of infection during subsequent follow-up,
and the necrosis progressed, becoming well-demar-



cated. Culture analysis revealed tigecycline sensitive
Acinetobacter baumannii. Tigecycline therapy was
initiated, surgical debridement was performed, and
the implants were removed two weeks postopera-
tively-May, 2023- following the initial debridement.
Hematology and rheumatology consultations were re-
quested after routine blood tests revealed thrombo-
cytosis with a progressive increase, likely secondary
to the patient’s vasculitis. A good response was ob-
served to the combination of surgical debridement
and antibiotic therapy. Tigecycline treatment was dis-
continued on day 14 following infectious disease rec-
ommendations. No other complications were
reported. Informed consent for publication was ob-

tained from the patient.

I DISCUSSION

The pathophysiology of Behget’s disease remains un-
derrecognised. However, histopathological findings
typically show vasculitis and thrombosis across all
affected organs. Various inflammatory skin lesions
are observed in approximately 80% of cases.!? The
disease often manifests in the third decade of life and
follows a chronic course with relapses and remis-
sions. About 25% of patients experience recurrent su-
perficial or deep migratory thrombophlebitis,
potentially leading to vena cava obstruction.? The dif-
fuse vasculitis associated with Behget’s disease can
cause arterial aneurysms and thrombosis in various
regions.! In the case presented, widespread vasculitis
and inflammatory skin lesions likely contributed to
the necrosis of the mastectomy skin flaps. This is sup-
ported by the patient’s history of ischemic cere-
brovascular disease and arthritis.

The pathergy phenomenon is found in most of
patient with the diagnosis of Behcget’s disease. The
positivity of the pathergy indicates cutaneous hyper-
reactivity to nonspesific minor cutaneous traumas. !>
The positive pathergy phenomenon further predis-
poses patients to the development of severe inflam-
matory skin lesions.” %1215

The bilateral nature of the complications in this
case suggests a systemic issue rather than a localized
one.>® Although breast involvement in vasculitic
pathologies is extremely rare, it can occur as part of

a systemic condition or as a localized pathology.® The
literature describes several cases of breast involve-
ment in vasculitic diseases, most commonly associ-
ated with Wegener’s granulomatosis and giant cell
arteritis.® Despite an extensive review of the litera-
ture, no reports were found regarding breast recon-
struction complications in patients with Behget’s
disease.

A rare case of postpartum bilateral nipple-areo-
lar complex necrosis in a 28-year-old female patient
with Behget’s disease was reported by Bergant et al.3
Although skin necrosis secondary to enoxaparin (low
molecular weight heparin) was considered in the dif-
ferential diagnosis, the absence of thrombocytopenia
and the patient’s tolerance to previous heparin use
ruled this out. Similarly, in our case, no complica-
tions arose from previous heparin use, and thrombo-
cytosis-rather than thrombocytopenia-was observed,
excluding this differential diagnosis.

Ball et al. noted that severe breast ulcers may be
considered among the clinical skin manifestations of
Behget’s disease.” Although spontaneous ulceration
was not observed in the presented case, Bulur and
Onder emphasized that cutaneous symptoms may be
more severe in patients with a positive pathergy re-
action, as was seen in this patient.®

Ozalp et al. reported a case involving a 22-year-
old female patient with Behget’s disease who under-
went amputation at the mid-diaphyseal level of the
proximal phalanx of the left first toe, following an ex-
cisional biopsy of a papular lesion on the nail bed.!°
Although angiography of the left lower extremity on
the fifth postoperative day demonstrated intact flow
in the dorsalis pedis and posterior tibial arteries, with
adequate perfusion extending to the digital artery
level, a revision amputation at the metatarsopha-
langeal level was necessary on the twentieth postop-
erative day due to necrosis progression. Similarly, in
the case we present, Doppler ultrasound and angiog-
raphy indicated patent circulation postoperatively;
however, necrosis continued to progress, and the un-
derlying cause could not be clearly identified.

Likewise, according to Bozkurt et al., patients
with Behget’s disease who exhibit a positive pathergy
phenomenon tend to have a strong inflammatory re-



sponse to minor trauma.'s Therefore, they recom-
mend avoiding surgical interventions in these patients
unless life-threatening conditions.

In our case, an extraordinary complication was
observed after a surgical intervention to breasts. From
our experience with the presented case, Due to the
nature of Behget’s disease, even minor cutaneous
trauma can trigger an excessive inflammatory re-
sponse, which may lead to thrombosis at the vascular
level. Therefore, we believe that tissues that appear
normal in terms of intraoperative perfusion might un-
dergo acute microvascular occlusion secondary to
widespread inflammation-induced thrombosis, ulti-
mately resulting in partial ischemia.

All in all, this case is valuable as it documents a
previously unreported complication of Behget’s dis-
ease. During the preoperative evaluation of multisys-
temic inflammatory diseases such as Behget’s
disease, it is crucial to conduct a detailed patient as-
sessment and to consider potential risks. Even if the
surgical procedure proceeds as planned, these pa-
tients may have a higher propensity for complications
compared to the general population. As observed in
this case, complications such as skin flap necrosis,
implant exposure, and infection may arise even when
flap thickness is adequate and perfusion appears in-
tact. Our findings, in conjunction with existing liter-
ature, suggest that further research should investigate
the positive pathergy phenomenon as a potential
marker for an increased risk of severe cutaneous in-
volvement following surgery.

In conclusion, the authors recommended a more
cautious approach, particularly in patients with posi-
tive pathergy tests, and emphasized the importance
of thoroughly informing patients about the risk of se-
rious complications. They suggested that considering

conservative treatment alternatives might be benefi-
cial for these patients. Also, surgeons should be
aware of the development of ischemia in the postop-
erative period and should inform the patient of the
risk.

Additionally, the preoperative history obtained
during patient evaluation can provide critical infor-
mation that directly affects surgical outcomes. The
presented case underscores that the surgical process
extends beyond the intraoperative period and that the
entire perioperative process is directly related to the
final outcome.
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