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Sotos Syndrome: A Case Report

Sotos syndrome is an overgrowth condition accompanied by macrocephaly, dis-
tinctive facial appearance and mental retardation. It usually occurs sporadically.

The aim of the current case report was to emphasize the necessity of detailed eval-
uation, including genetic testing, in patients who have overgrowth combined with

other dysmorphic features.

Keywords: overgrowth, mental retardation, Sotos syndrome

Introduction
he syndrome which includes over-
growth, acromegaly and mild mental

disabilities was described in 5 patients by
Sotos, in 1964 [1]. Although, there had been
reported six generation family members
with Sotos syndrome inherited by autoso-
mal dominant type, most cases of disor-
der are sporadic. Its estimated incidence is
1:10000-1:50000.

Diagnostic criteria of Sotos syndrome
are receding forehead hairline, macroceph-
aly, frontal bossing, long narrow face, sparse
hair, characteristic chin, distinctive facial
appearance, advanced bone age, and men-
tal retardation [2,3]. Patients usually have
excessive occipitofrontal circumference. Eye
symptoms are often presented by nystagmus
and strabismus. Anomalies of skeletal, car-
diovascular, central nervous and urogenital
systems can be also detected. The skeletal
features include scoliosis, large hands and
feet. There are numerous cardiovascular
findings which may be presented in form of
hypotonia, trioventricular septal defect, ven-
tricular septal defect, patent ductus anterio-
rus, and microvalval prolapses in tricuspid
valve in 8 % of patients [4].

The morphological changes of the brain
are detectable on MRI and include ventricu-
lomegaly in 60-80% of patients and dysgen-
esis of corpus callosus. Impairment of cog-

nitive functions such as learning disabilities
and speech problems may also be observed.

Case Report

A 13 year and 8 month old male pa-
tients were admitted to the Department of
Pediatric Endocrinology of 19 Mayis Uni-
versity for overgrowth. The state of exces-
sive growth had been observed for the last
two years. Increase in body weight was not
observed. No other complaints like head-
ache, nausea, vomiting, fatigue, joint pains,
excessive perspiration, thirst, urination, vi-
sion impairment or smell disturbances were
found.

There was no history of drug intake, spe-
cific infections or prenatal trauma. Patient’s
weight at birth was 4800 g; however the
height was not recorded. He began to speak
when he was 1 year old and walk when he
was 4 years old. He underwent appendecto-
my, tonsillectomy and adenoidectomy. He
has been under neurologist’s control since
school years because of difficulties in learn-
ing which was diagnosed as a slight mental
retardation.

The family history revealed that the pa-
tient’s uncles were quite tall. The heights of
the parents were normal and recorded as
152.1 cm for mother and 182.3 cm for fa-
ther.

Physical examination revealed dysmor-
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phic features, including sparse hair, long narrow face, large nose
and chin, prominent forehead, and large sized head. In addi-
tion to these, prognathism and high arched palate were found
(Fig. 1). According to the patients’ parents all these features has
been observed since his birth.

His anthropometric values were as following: height 178
cm (<97th percentile) with z-score 2, and body weight 75.7 kg
(<90th percentile), occipitofrontal circumference 57 cm (<97th
percentile), calculated target height 173.7 cm with z-score -0.37,
height age 18 years and skeletal age 14 years.

The results of biochemical blood tests, including levels of
Na, K, CI, glucose, creatinine, Ca, P, ALT and AST (aspartate and
alanine transaminases), triglyceride, cholesterol, HDL and LDL
(high and low density lipoproteins), thyroid hormones, prolac-
tine, total testosterone, FSH (follicle-stimulating hormone), cor-
tisol and ACTH (adrenocorticotropic hormone) were normal.
However, growth hormones levels showed slight elevation: GH
(growth hormone) 4.27* (range 0-3) ng/mL, GH (after 30 min-
utes) 5.64* (range 0-3) ng/mL, IGFBP-3 (insulin-like growth
factor-binding protein) 7.25% (range 2.4-7.0) mg/mL, IGF (in-
sulin-like growth factor) 1537 (range 183-850) ng/mL.

Genetic analysis using FISH (fluorescence in situ hybridiza-
tion) method has revealed mutation of NSD-1 gene, located
on chromosome 5, q35. Due to results of genetic analysis and
characteristic clinic findings, i.e. dysmorphic features, mental
retardation, high anthropometric values and exclusion of other
causes of overgrowth, the patient was diagnosed to have Sotos
syndrome.

Discussion

Abnormal growth and dysmorphic signs such as macroceph-
aly, prominent forehead and chin can be signs of a genetic syn-
drome. Examples of common overgrowth syndromes, among
some with rare conditions, include Beckwith-Wiedemann syn-
drome, Marfan syndrome, fragile X syndrome, homocystinuria
and Sotos syndrome.

Beckwit-Wiedemann syndrome is characterized by macro-
somia, macroglossia, abdominal wall defects and hepatospleno-
megaly.

Fragile X syndrome is associated with macrocephaly, moder-
ate to severe mental retardation and delayed developmet.

Marfan syndrome is associated with connective tissue dys-
plasia and characterized by blue sclera, ocular lens dislocation,
hearth defects, pulmonary, skin signs, dural ectasia at lumbosa-
cral level of spinal column.

Homocystinuria is a disorder of methionin metabolism char-
acterized by mental retardation and recurrent venous thrombo-
sis.

In case of absence of dysmorphic features, one has to differ-
entiate between familial tall stature, precocious puberty, excess
of gonadotropin hormone, hyperthyroidism and some other
rare conditions.

In our case parents’ height was normal. Values of the sex hor-
mones and results of thyroid function tests were in acceptable
ranges. The presence of dysmorphic features allowed us to sus-
pect genetic disorder, which was further confirmed by the results
of genetic test. The mutation of NSD-1 gene located at 5935

Figure 1.

Patient with characteristic fea-
tures of Sotos syndrome: long
narrow face, sparse hair, char-
acteristic chin, distinctive facial
appearance (a) and advanced
bone age (b).

locus was discovered. NSD-1 gene encodes histone methyltrans-
ferase. Deletions of this gene, which is located at 535 locus, are
responsible for 75% of cases of Sotos syndrome [5]. However in
55% of Asians (especially in Japanese) and 10 % of Europeans,
the negative results of genetic analysis don’t deny the diagnosis.

Conclusion

Patients with increased height especially if this is combined
with dysmorhic features and abnormal growth rates should be
carefully investigated. It must be particularly emphasized, that in
case of overgrowth combined with macrocephaly, dysmorphic
features and mental retardations an investigation for Sotos syn-
drome is necessary for establishing proper diagnosis.
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Concomitant septic arthritis in the presence of crystalline disease is a rare presen-
tation of acute hemarthrosis and knee pain. Literature review showed that co-occur-
rence of these entities is an infrequent phenomenon but it needs to be acknowledged
that these studies are few in number and were done on small patient population. This
case challenges the notion that presence of crystals in the synovial fluid rules out sep-
tic arthritis even in the setting of low synovial WBC count. Additionally, the presence
of pseudogout in patients suffering from gout is a rare entity as well. These findings
in literature are described in case reports dispersed over the past three decades. We
present a case where concurrent treatment of gout, pseudogout, and septic arthritis
in a patient who presented with acute hemarhtrosis.

Keywords: gout, pseudogout, rheumatoid arthritis, infection

Introduction

ge related crystal induced arthropathies
re a common phenomenon presenting
to the primary care office or the emergency
department [1,2]. The two most common
pathologies that are encountered are pseud-
ogout (Calcium Pyrophosphate Deposition
Disease - CPPD) and gout. Gout classically
presents with podagra and/or severe pain
involving the joints of the upper digits.
With poor management of the disease, it
can progress to multi-joint involvement and
subcutaneous depositions known as tophi.
CPPD on the other hand involves the knee
joints at the onset with later progression to
other areas. The management of these en-
tities include acute pain control, chronic
suppressive therapy, and avoiding dietary
and/or social triggers. The concurrent pre-
sentation of these diseases can affect chronic
management and lead to increased patient
discomfort. However, the co-occurrence of

these entities are rare [2,3].

Patients suffering from rheumatoid ar-
thritis usually require long term steroid and
possible immunosuppressive therapy. This
leads to increased susceptibility towards life
threatening or limb endangering infec-

tions [1]. Vigilance is needed to have a low
threshold for ruling out septic arthritis in
this patient population. This is usually done
via synovial fluid analysis but as demon-
strated in this case report, it does not
necessarily provide a clear answer to the
problem, especially in patients with multi-
ple comorbidities. Even if the diagnosis is
not clear, appropriate antibiotic therapy is
necessary if suspicion remains. Physicians
should use their clinical judgment based
on patient presentation in order to arrive
at proper diagnosis and initiate appropriate
care plan.

Case Presentation

62-year-old Caucasian male with a his-
tory of gout (currently on allopurinol and
colchicine), rheumatoid arthritis (on chron-
ic methotrexate suppression therapy), mul-
tiple arthroplasties in the span of last 30
years due to complications of osteoarthritis
presented to the ED with acute onset right
knee pain and swelling status post exiting
his vehicle. He did not endorse popping
sensation or pain at that time but reported
worsening pain within four to five hours
with subjective fevers and chills. Patient was
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in moderate distress due to pain in the emergency department
and had limited mobility in his right leg as well. Patient was
hemodynamically stable except for elevated blood pressure of
190/95 and low grade fever of 38.00 C, which at the time was
attributed to severity of the pain.

Physical exam was remarkable for tenderness to palpation
of the affected knee, significant swelling of the right knee with
negative anterior or posterior drawer test. Initial labs showed
elevated white blood cell count of 11,000 causing concern for
possible septic arthritis, which led to the ED staff to perform
arthrocentesis of the affected joint. Forty milliliters of serosan-
guineous fluid was extracted. Fluid profile showed 40,149 WBC
and crystals. Patient noted partial relief from pain. Of note, co-
agulation studies were unremarkable but there was a mild ele-
vation in CRP. Broad-spectrum antibiotics were initiated due
to equivocal fluid analysis and patient presentation. Within the
next two hours, return of erythema and swelling was noted on
the affected knee. Hydromorphone PCA was initiated for the
patient. MRI and x-ray was unchanged from previous studies
done 5 years ago, which showed osteopenia, chondrocalcinosis
and severe cartilage loss on the patella (Figure 1).

Following day, another arthrocentesis was performed by or-
thopedic surgery. Fluid showed serosanguineous profile as well.
Analysis showed 17,420 WBC, 17% hematocrit, monosodium
urate, and pyrophosphate dehydrate crystals. No bacterial, fun-
gal elements, or AFB were seen in the initial culture analysis but
cultures three days later showed S.aureus that was resistant to
methicillin. Patient was started on naproxen 500 mg twice daily

Figure 1.

Knee X-ray performed in the emergency department shows
chondrocalcinosis (arrow) suggestive of severe long stand-
ing pseudogout as well as severe cartilage loss consistent
with patient’s history.

for acute gout flare, 1.2 mg of colchicine initially then reduced
to 0.6 mg daily. Broad spectrum antibiotic coverage was contin-
ued for the next three days and was switched to oral treatment
regimen for fourteen days at the time of discharge. Patient noted
significant relief two days later and was able to ambulate.

Discussion

Simultaneous presentations of pseudogout, gout with con-
comitant septic arthritis have been described in handful of case
reports in patients suffering from chronic arthritic disease [2,3].
There have been handful reports describing these diseases oc-
curring together in the last three decades. According to Stock-
man et al, 5.8% of patients (8/138) who suffered from gout had
concomitant pseudogout [10]. Imaging findings show concom-
itant erosions and chondrocalcinosis associated with both types
of crystalline disease, which is rarely seen on conventional im-
aging (Figure 2).

Diagnosis in this patient was relatively straightforward since
both of the crystalline diseases were identified under synovial
fluid analysis using careful polarized light microscopy. Further-
more, it is important to rule out serious pathology such aseptic
arthritis by obtaining synovial fluid culture before starting treat-
ment [6]. Our patient has a history of RA, which according to
some studies indicate 15 times increased risk of septic arthritis,
especially given the current disease-modifying anti-rheumatic
drug (DMARD) therapy [1,4]. Given the patient had an elevat-
ed white count with mono-articular presentation, septic arthri-
tis was higher on the differential versus crystal deposition dis-

Figure 2.

Rare radiological coexistence of CPPD and gout in a patient
with poor management of underlying disease. Classic
punched-out lesions (black arrow) are seen with inter-
spersed joint space chondrocalcinosis (white arrow).

www.amaj.az
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ease. Nevertheless, synovial fluid analysis revealed the causative
bacterial organism and the treatment was initiated accordingly.

This patient had extensive history of osteoarthritis with sur-
gical interventions dating back to his early 20’s as well as history
of RA. Thus it would not be unusual for this patient to present
with hemarthrosis after a minor trauma causing ACL or PCL
tear [9]. This was ruled out from MRI even though it was of lim-
ited value due to patient’s inability to fully comply due to pain.
Hemarthrosis due to RA is not unusual, and was considered here
as it was observed that a patient had a significant increase in
synovial WBC’s [9]. Conversely, RA induced flare usually have
WBC count of above 50,000 with significantly elevated CRP and
ESR. This patient’s CRP level was not impressive at the time of
presentation and marker levels decreased as expected with the
initiation of therapy. It is also unusual to have an acute RA flare
from minor trauma in a patient who has been compliant with
therapy.

Spontaneous hemarthrosis of the knee should also raise sus-
picion for possible hemophilia but negative past history, fami-
ly history, age of presentation and normal coagulation studies
makes this unlikely at this stage. Regardless of etiology, proper
acquisition and interpretation of synovial fluid is paramount
for proper diagnosis and treatment of acute monoarthritis
with presumed concomitant septic arthritis [5,6,10]. Shah et al
showed that presence of either urate or CPPD crystals does not
exclude septic arthritis with certainty. Their patient database
showed 4/267 (1.5%) of their patients with the similar diagno-
sis [8]. Of note, all 4 patients had elevated WBC count above
50,000. Nevertheless, in a series patients followed by Weng et al,
they found synovial count varying from 11,610 to 85,000 with
the mean value of 44,102+30,306 [8].

Treatment of simultaneous gout and pseudogout utilize same
treatment regimen. Colchicine 1.2mg BID initially the first day
and 0.6 mg BID thereafter is initiated with high dose twice daily
NSAID (naproxen or indomethacin) [1]. However, in this case,
due to suspicion of septic arthritis, the infectious disease team
was consulted. Upon discussion of this case, the patient was
started on broad spectrum antibiotic coverage as consequences
for adverse outcomes would be significant. The regimen should
be tailored to synovial fluid culture results.

Additionally, due to significant discomfort induced by the
crystalline deposition, proper analgesic treatment with opioids
may be necessary depending on the patient’s pain tolerance levels
[7].1f the patient does not show rapid improvement or is unable
to ambulate, corticosteroid injection can also be implemented
but septic arthritis needs to be ruled out prior to initiation. This
was not the case with our patient as he was able to walk around
using crutches within 48 hours of treatment initiation.

Conclusion

It is important to emphasize that upmost attention is need-
ed when evaluating patients for septic arthritis with acute knee
swelling. This is especially true in patients with history of rheu-
matoid arthritis treated with immunomodulatory drug regi-
mens. In these patients, presence of crystals in the synovial fluid
does not rule out septic arthritis. Correlating clinical and labora-
tory patient presentation can aid in rapid initiation of treatment.

www.amaj.az
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Floating right heart thrombus in -transit originate from the deep veins of lower
limbs, travel to the pulmonary arteries and is uncommon in patients with pulmonary
embolism. This condition is a medical emergency due to the high risk of mortality.
However, the most appropriate treatment is yet to be determined and there is no
clear consensus in the literature on therapeutic management.

We have described two cases of deep vein thrombosis complicated with pulmo-
nary embolism and right heart thrombus, which were treated with streptokinase and

had diverse outcomes.

Keywords: pulmonary embolism, floating thrombus, deep vein thrombosis, strep-

tokinase

Introduction

ree floating right heart  throm-

bus-in-transit is a rare condition, which
is commonly present with acute pulmo-
nary embolism picture, including dyspnea
(91,66%), chest pain (41,66%), syncope
during exertion (16,66%), etc [1]. The large
use of echocardiography has induced the
distinguishing of free floating right heart
thrombi [2]. Right heart thrombus is con-
sidered to be an extreme therapeutic emer-
gency that can result in fatal pulmonary
embolism (PE). The overall mortality rate
in patients with right heart thrombus has
been reported as 28% and as high as 100%
in untreated patients [3]. We report two cas-
es of pulmonary embolism that were found
to have free-floating right atrial thrombi on
echocardiography. In both patients, PE was
confirmed by computer tomography (CT)
scan with contrast and thrombolytic thera-
py initiated with streptokinase. These cases
illustrate well the potential life threatening
nature of free floating right heart thrombus
and suggest that prompt intervention is nec-
essary.

Case Presentation
Case 1. A 65-year-old man was referred

to our emergency room because of sev-
en-day history of sudden onset and gradu-
ally worsening dyspnea. There was neither
chest pain nor syncope. His past medical
history was remarkable with left sided low-
er limb edema. His peripheral oxygen sat-
urations fell to 85% on room air. During
physical examination, his blood pressure
was 110/70 mmHg with pulse 95 beats per
minute. A transthoracic echocardiography
was performed immediately and showed
moderate enlargement of the right ventricle
with systolic impairment and two free-float-
ing thrombi in right atrium sized 27%23
mm and 33%22 mm consequently. This pa-
tient also had pulmonary hypertension with
peak pulmonary pressure 70 mmHg. CT
of the chest with contrast revealed throm-
bi in the distal branches of right and left
pulmonary arteries, right-sided pulmonary
effusion and “Hampton hump” sign in su-
perior and posterior basal segments of the
right lung which implies lung infarction.
Meanwhile, thrombus in right atrium was
also confirmed (fig. 1). Patient was admit-
ted to intensive care unit and anticoagula-
tion therapy with heparin was started. Lab-
oratory studies showed D-dimer 2.16 mcg/
mL, Troponin I 0.01 ng/mL, Creatine Ki-
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Figure 3.
Pulmonary computed tomography angiogram showing filing defects in (a) left pulmonary artery and in (b) inferior vena
cava (arrows).

on. During CPR streptokinase 1.5 million IU intravenous bolus
dose was given as a step of despair to save patient. Despite of one
hour of vigorous resuscitation the patient did not survive.

Discussion

Mobile right heart thrombi are quite uncommon and there
are two morphological types of thrombi: type A and type B. there
might be peripheral venous clots which accidentally lodge in the
right heart on their way to the lungs (type A) or they may de-
velop within the right heart chambers (type B). Type A thrombi
are worm like shape and are extremely mobile. Type B thrombi
are less mobile, attach to the right atrial or ventricular wall and
are morphologically similar to left heart thrombi [4]. Our pa-
tient had mobile thrombi moving to and from into right ventri-
cle which resembles type A thrombi. These are very dangerous
and can critically worsen the hemodynamic. For this reason, free
floating thrombi are an extreme therapeutic emergency and any
delay to diagnosis and treatment could be lethal. From this point
of view, transthoracic echocardiography is essential for diagno-
sis and must be performed systematically as soon as PE is sus-
pected. This is an essential investigation that can be performed
at bedside to directly visualize the thrombi, asses and monitor
right ventricle function, and help making treatment decision.
[5]. Despite, this is one of the therapeutic emergencies, but there
is no clear consensus on how to manage it. Three options are
possible: 1) single intravenous bolus heparin, with further sup-
porting dose, while keeping the activated partial thromboplastin
time at 2-2,5 times normal; 2) surgical embolectomy with explo-
ration of pulmonary arteries and right atrium; 3) thrombolysis.
Anticoagulation with heparin is reserved for haemodynamically
stable patients who are not candidates for surgery/thromboly-
sis. In our patients, we had a therapeutic dilemma: surgery or

thrombolysis. Some studies reported that there was no expres-
sive contrast between these therapeutic modalities in terms of
in-hospital mortality. However, recent data indicate better out-
comes with thrombolysis [5]. Cardiac surgery is preferred for
very large RHT, tricuspid occlusion, associated paradoxical em-
bolism via patent foramen ovale transit, thrombolytic failure
or contraindications to thrombolytic therapy. In addition the
theoretical advantages of thrombolysis are numerous. It accel-
erates lysis of thrombi and pulmonary reperfusion, minimizes
pulmonary hypertension and raises right ventricular function.
Moreover, it may destroy the clot at three locations at the same
time: intracardiac, pulmonary and venous [5]. In our first case,
thrombolysis worked very well, however there was side effect, i.e.
intracranial bleeding. Besides the risk of major bleeding, throm-
bolytic therapy may be associated with a hypothesized risk of
clot fragmentation and migration, complete pulmonary em-
bolization or recurrent PE following partial dissolution of the
venous thrombus. The occurrence of such an event in a hemo-
dynamically unstable patient can lead to a catastrophic clinical
course with severe hemodynamic compromise. However, there
are numerous survivors who underwent thrombolytic therapy
during cardiac arrest caused by PE [6]. Our second patient was
diagnosed to have thrombi in right ventricle and proximal parts
of pulmonary arteries. Such condition implies urgent surgical
intervention. Unfortunately, patient had arrest during necessary
diagnostic work-up. Bolus streptokinase infusion was tried as a
step of despair, but failed. Nevertheless, we would like to empha-
size necessity of early and aggressive use of thrombolytic therapy
in patients suspected to have PE according to clinical findings.
Further clinical trials are needed to elucidate all pros and cons of
usage of streptokinase in similar cases.
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Conclusion

Free floating thrombi in the right heart are rare and usually
indicate travelling clots from the legs to the lungs. Echocardiog-
raphy is main diagnostic tool in identifying the problem. How-
ever the option of optimal therapy for patients with PE with
mobile right heart thrombi is still open to debate, but thrombol-
ysis is readily available and effective.
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The aesthetic and functional role of the human face can not be overemphasized.
It is keystone in perception of self-identity and represents the most striking features
of an individual s being. Being a place of concentration of major perceptive organs,
like eyes, ears and nose, the face also has direct involvement in emotional and social
communication.

Facial dis gurements may present in di erent forms, varying from minor nuisanc-
es to severe debilitating problems. The main goals in reconstruction of severely de-
formed face include restoration of function, comfort and appearance. Nowadays we
have plenty of surgical modalities to ful Il these tasks, including cadaveric face trans-
plantation. However, neither of the procedures can be considered as fully consistent
in terms of achievable results.

Here we describe reconstruction of face by expanded supraclavicular ap. Two
clinical cases are presented.

We performed a three-stage reconstruction, which included implantation of tissue
expander in supraclavicular area, subsequent transfer of a fasciocutanous ap onto
the face, and nally, pedicle division of the ap with additional scar revision. A satis-
factory fascial shape has been achieved.

We believe that supraclavicular ap, prefabricated by expansion is a powerful tool
for autologous reconstruction of face and can be successfully used in selected cases.

Keywords: face, burn, reconstruction, expander, supraclavicular, ap

Introduction mouth, nose and eyes functions, cause-pain
Face has a great importance, both frorful or unpleasant sensation (including-in

aesthetic and functional point of view intense itching) and often burden the affected
a human life. It is keystone in perception gberson with unbearable psychosocial prob
self-identity and represents the most striklems [3].
ing features of an individual's being. Being The goals of reconstruction of severe
a place of concentration of major perceptivly deformed face include therefore, resto
organs, like eyes, ears and nose, the face &gion of function, comfort and appearance.
has direct involvement in emotional and soNowadays, there are many methods of re
cial communication [1, 2]. construction of severely scarred facial skin.

Disruptions of face features vary in theibmall lesions can be directly excised and
severity from minor nuisances to severe delosed primarily either by linear suture or by
bilitating problems. There are many causemlding Z-plasticies if necessary. More large
which may make patient seek facial recomreas require local flaps, which are particu
struction. Mechanical traumas, burns andarly usable in reconstructions around natu
tumors are among major causes [2]. As fial orifices. Burn scars, particularly those in
nal result the patient gets a conglomeratduding 1 or 2 aesthetic areas can be covered
of scarred tissues which can interfere withy suitable skin grafts, i.e. from preauricular,

mastoid or clavicular area [1, 3]. However,
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this technique doesn’t give predictable results in many cabasn and other after necrosis of vascular malformation. In both

Complex problems, such as central facial tissue defects uspaliynts we used expansion of supraclavicular flap with-subse

require free transfers of autologuous tissues. Almost complatent transfer of the expanded flap to scarred area and pedicle

scarring of facial skin remains challenge for reconstructiaivision after 2 weeks from transfer.

Face allotransplantation was offered as a solution in such cases

since 2005. Although, preliminary results were promising there

are still many issues related to donor selection, graft failure (reCase Presentation

jection), comorbidities induced by immunosuppressive drugs, Case 1

graft availability and ethical considerations [2]. A 15-year-old female was referred to our clinic for the-treat
Because of unique quality and quite a large area of the faeat of severe face disfigurement. She was burned at age 5

many conventional techniques fall short in results of reconstrimaving fell when jumping over a traditional fire place used on

tion of large facial defects. The supraclavicular area represliotguz celebration.

most suitable donor area for substitution of the skin of the face Physical examination showed coarse scarring involving al

being closer to face skin both in sense of texture and pliabifitpst all the face, except the perioral area. There were pigmented

There are different methods of utilizing supraclavicular skin, ipatches of abdominal skin grafts on forehead and both cheeks.

cluding prefabrication by transferring different vascular pediclBsth lower lids were pulled down by the scar tissues which

in this area and usage of tissue expanders [4, 5, 6]. caused moderate to severe ectropions. Moderate contractures
The usage of free flap for prefabrication definitely adds doneere found on anterior cervical skin and submental area. (Fig.

site morbidity and prolongs time of operation. Insufficiency dfa).

insurance cover and all consequences that follows should alsd/e planned the operation in three stages. The first stage in

been taken in consideration. Although we perform all kinds cdiuded subcutaneous implantation of 400 cc rectangular tissue

microsurgical procedures we decided to use more simple tezkpander into supraclavicular area. The expander was filled in

nigue on our patients, as their family members insisted on tin@operatively by injection of 10 cc of saline with subsequent

use of procedures with no risk of total flap failure. regular filling 2 times a week in 20-25 cc amounts. After achiev
Supraclavicular flap is a fasciocutaneous flap based on brangloverexpansion with 620 cc volume the filling stopped for 1

of transverse cervical artery. It can be used as pedicled, fremomth. The second stage was then performed and consisted of

even as perforator flap. As a regional flap it can be used-for @moving of the expander and dissection of supraclavicular flap.

sure of defects in lower neck and lateral areas of the face [7]After mobilization of the flap the reach of it was checked and
Here we present 2 patients with face disfigurement, one adigared area of the cheek was excised. The flap was sewn on do

&Y E——
i E

Figure 1. a -Pre-op face
appearance, note bilateral ectropion;

b - Suprascapular ap markings;

¢ -Suprascapular ap after expansion;

d - Cheek after removing scars and raised
suprascapular ap; e -Suprascupal ap
transferred to the cheek with pedicle
preservation.
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Figure 2. a -Final result after
scar revisions, ap debulking
and canthopexies, note normal
lower lids; b - Final result after
scar revisions, ap debulking
and cantopexies, right side;

¢ -Final result after scar revi-
sions, ap debulking and can-
topexies, left side.

A °
nor area without disturbing pedicle. The donor site was closedCase 2
primarily. On the 15th day after second stage the pedicle of thé\ 9 year old female patient referred to us for treatment of
flap was constricted by elastic drainage. After confirmationfate disfigurement. As a child, she got sclerotherapy for large le
adequacy of the circulation the pedicle was divided and fisan, (presumably large vascular malformation or hemangioma)
scar revision was performed (Fig. 1 b-e).The same proceduhéch occupied major part of her left hemiface. This resulted in
was subsequently performed on the contralateral side. fulminant tissue necrosis with secondary infection and eonse
The postoperative course was even. Hypertrophic scarringgoient scarring. Physical examination showed atrophic scarring
some parts of suture line occurred what required additional saamlving left cheek, insufficiency of lower lip and loss of the
revision procedures as well as conservative therapy in formewer 2/3 of the left external ear. We planned reconstruction

intralesional steroids and silicone sheets wearing. with expanded supraclavicular flap. First, 320 cc rectangular ex
Additional partial debulking of the left flap and bilateral-carpander was placed under the left supraclavicular area and grad
topexies were performed (Fig. 2 a-c). ually expanded twice a week until final size of 400 cc. Then, the

As of the last control, the patient had more acceptable agpanded flap was transferred to surface of the left cheek after
pearance. She reported increase in self confidence and sexti$ing the scars. The pedicle of the flap left undisturbed. On
activity. She also developed very good tactile sensation on dhea$5th day after second stage the pedicle of the flap was con
covered by the flap. The ectropion was corrected bilaterally. Stnieted by elastic drainage. After confirmation of adequacy of
continues conservative therapy against scar hypertrophy.  the circulation the pedicle was divided and final scar revision
was performed (Fig 3 a-d).

Figure 3. a -Pre-op

face appearance, note

insu ciency of lower lip;

b - Suprascapular ap

markings; ¢ -Suprascapular
ap after expansion;

d - Suprascupal ap

transferred to the cheek with

pedicle preservation.
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Figure 4. a,b - Preoperative
left external ear appearance;
C -After reconstruction
with split rib and full skin
grafts, lateral view; d - After
reconstruction with split rib
and full skin grafts, posterior
oblique view; e -Final result
after scar revisions and Abbe
ap transfer to lower lip, note
oral competence.

Additionally she underwent left ear reconstruction with ribperations and still fall short from the ideal [4, 5].
cartilage (Brent's procedure), lower lip reconstruction with Abbe The use of supraclavicular skin for substitution of the face
flap and mucosal advancement and suspension of the left cogkém has been proposed long ago. However this area is limited in
of mouth to the zygomatic arch by prolene suture (Fig. 4 a-equantity of material. Numerous methods have been proposed

As of the last control, the patient had more acceptable &povercome this shortage, among which prefabrication of flaps
pearance. Her parents reported increase in self confidence andnplantation of vascular pedicle and consequent expansion
social activity. The skin sensation on the flap area was sati$fas gained popularity [3, 4]. Nevertheless, this adds technical
tory. She has got more symmetry of the position of the lipscimallenges, prolongs the operational time and creates additional

static state. donor site morbidity. A different approach is provided by idea
of suprascapular flap, which has been largely investigated in N.
Discussion Pallua’s works [7, 8,9, 10]. This fasciocutaneous flap is based on

Restoration of severely disfigured face still constitutes-a chahnch (the supraclavicular artery) of transverse cervical artery.
lenge. The main goals of facial reconstruction include -residhe vasculature of the flap is located at a point which is approx
ration of acceptable appearance to achieve positive impacinoately 3 sm above the clavicle, 8.2 sm lateral to sternoclavicular
self-confidence and social communication, as well as augmejait and 2.1 cm dorsal to the lateral edge of sternocleidomas
tion of impaired functions. Main causes of fascial disfiguremenid muscle. The size of the native flap can vary from 10x20 to
include mechanical and burn trauma and defects after tumtBx30 square centimeters. The dimensions of the flap may be
resection [1, 2, 4]. extended far beyond cited ones by using of tissue expanders. The

Nowadays the large spectrum of reconstructive techniquedflap can be used as pedicled by tunneling it under cervical skin
face can be viewed as repair with either autologuos or alienttighe face, or as a free flap.
sues. The wide use of facial allotransplantation is still hindered bBecause of safety reasons, to exclude the chance of pedicle in
availability of transplants, need in life-long immunosuppressigarceration we used three-stage transfer. The first stage included
therapy, ethical issues etc. Small defects of the face can be raagidipon along clavicular lower border, development of subfacial
repaired by using conventional techniques like skin graftingmocket and placement of expander. After the period of expan
local flaps with sufficiently good results whereas gross disfigsien the next stage was performed. It consisted of remove of ex
ments require transfer of ample amount of tissues, numberpainder and full mobilization of the flap, which was transferred
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to the face area without disturbing the pedicle. After flap “take” 3.

the pedicle was divided on 15th postoperative day with simulta
neous additional scar revisions.

Our patients had major disfigurement face, which prevented4.

them greatly from social interactions, impaired self-confidence

as well as created some functional problems like ectropion, nasél.

obstruction and insufficiency of the oral sphincter. Thus, there
was need in both functional and aesthetic restoration. After the

discussion of the available options we chose the usage of the pre
expanded supraclavicular flap. As a result, we achieved guite a6.
ceptable external appearance of the face together with fixing of

functional problems.
The pre expanded supraclavicular flap provides ample

amount of similar skin for substitution of large scarred areas on7.
the face. Presence of vascular pedicle allows the use of flap as a

regional or even distant (free), without additional microsurgical

prefabrication [9, 10]. To be sure of proper flap circulation the 8.

pedicle can be left over the neck skin until flap “take” on the

donor area, which was done in our cases. We believe that usage
of suprascapular flap, being both simple and effective, should b#8.

a method of choice in treating cases with major disfigurement
of the face.

10.
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The Role of Dermatologist in the Diagn

of Systemic Langerhans Cell Histiocyto
Adult Patient.

Mehdi Iskandarli, MD,

Banu Yaman, MD,* Langerhans cell histiocytosis (LCH) is a malign proliferation of dendritic cells which

are able to in ltrate any organ and system. LCH could be restricted to a single organ.

In adults, LCH is usually restricted to the lungs. Skin involvement of LCH in adults is
Ege University Faculty of Medicine, rare. However, in pediatric group, sk@n i; a one of th_e predominant organ which LCH
Dermatology and Venereology Depart involves soIeI_y orasa part of systemic disease. Pediatric cutano'eus LQH d_emongtrqtes
ment, Izmir, Turkey. more clear clinical view compared to adult cutanoeus LCH. Skin lesions in pediatric
cutaneous LCH usually a ects the seborrheic regions of the skin, therefore to recog

* Ege University Faculty of Medicine, be . . . . ; .
nize and diagnose cutaneous LCH in children is unchallenging compared to adult

partment of Pathology, I1zmir, Turkey.

LCH.
Correspondence: In present article, a 33-year old patient with polydipsia and polyuria has been di
Mehdi Iskandarli, MD, agnosed as a central diabetus insipidus due to tumoral in Itration of cella turcica.

Ege University Faculty of Medicine, 'he nature of the tumoral lesion has been revealed by histopathologic examination
Dermatology and Venereology Depart ~ Of single skin lesion which has been detected and sampled by dermatologist. In this

ment, Izmir, Turkey. case, diagnosis of adult type of LCH was challenging. However, detailed and total
email: nerman111@yahoo.com skin examination pawed the way toward the correct diagnoses and avoided from the
Phone: +994506455552 transsphenoidal intervention.

Since the skin biopsy is a low risk diagnsotic tool, detailed skin examination should
be implemented and unusual skin lesion should be excised for histopathologic exam
ination in a challenging adult LCH cases.

Keywords: langerhans cell histiocytosis, adult, Hand-Schuller-Christian disease.

Introduction in adults [2,3]. Skin as a SS involvement of
Langerhans cell histiocytosis (LCH) is &CH is rare in adults [2,3]. According to-In

proliferative disorder of dendritic cellsternational Histiocyte Society Registry, skin
with a capacity to infiltrate any organ andnfiltration of LCH as a part of MS occurs
system. Three clinical subtypes of LCH wefeequently in both, adults and children [2,3].
described up to now: localized, chronic-disHowever, German registry demonstrates
seminated and acute disseminated. In terntisat skin involvement of LCH in adults is
of organ involvement, LCH is classified agiot common (17%) [4]. In children, LCH
single system (SS) and multisystem (MS}y usually limited to the seborrheic areas.
SS LCH could be unifocal and multifocalBut skin lesions of LCH in adult patients
Its equivalent to eosinophilic granulomaare not well defined [5]. So, diagnostic value
localized form of LCH. MS LCH without of dermatologist in pediatric LCH cases is
risk organ (RO) is considered as a chronimore prominent then in adulthood. Here,
disseminated (Hand-Schiller-Christian-dis we report a case of LCH with hypophysis in
ease), however, MS LCH with RO are equifiltration that was diagnosed by single skin
alent to acute disseminated form (Litter-Silesion.
we disease) [1]. Bone and skin involvement
is more common for SS in children, whereas Case Presentation
lung infiltration of LCH is more common A 33-year-old male patient referred to
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Figure 1. A.Nodular in Itration in the middle and dep dermis HE ). Large
cells is evident H&E x 200. Single pink papule at the proximity of axillary fold.

eosinophilic cytoplasm of Langerhans

Figure 2. A.S100 positivity x 4@, C.CD1 positivity x 100D. Léngerin positivity x 100.
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dermatology department from endocrinology department to 2.
evaluate the patient in terms of skin involvement of LCH. He
was hospitalized in endocrinology department due to polydipsia
and polyuria that lasted for 6 month. After series examinations,
patient was diagnosed with a central diabetes insipidus. Pituitarys.
MRI revealed tumoral infiltration of sella turcica of unknown
origin. LCH and sarcoidosis were the preliminary diagnosis. Sys4.
temic evaluation of the patient in terms of LCH and sarcoidosis
revealed negative results. So, patient was referred to dermatology
department for diagnostic purposes. Patient was thoroughly5.
evaluated in terms of sarcoidosis and LCH. Single pink papula
near the axillar region was found (Figure 1). “Apple jelly” sign
was negative. It didn’t look like folliculitis, hemangioma orF me 6.
lanocytic nevus. Seborrheic localization and atypical view of the
lesion gave an idea to think about cutaneous LCH. The lesion
was excised and histopathologically evaluated (Figure 1, 2). The
nature of the hypophyseal infiltration was diagnosed by single
LCH skin lesion in this patient. Ophthalmologic examination
revealed minimal exophthalmos of the left eye. Macroscopic
exophthalmos was absent. Lytic lesions were absent on bone sur
vey. Lung and visceral organ involvement of LCH was negative.

Discussion

The role of dermatologist in the diagnosis of systemic LCH is
very crucial, especially in adult cases. Therefore, in these group
of patients, total skin examination should be performed-thor
oughly. Intertriginous regions should be carefully evaluated
since LCH is prone to infiltrate seborrheic areas of the skin. Any
atypical skin lesion should be sampled for histopathologic (HP)
evaluation. In this case, systemic LCH was confirmed by single
papula which was located at the proximity of seborrheic area.
Because of detailed skin examination and HP evaluation patient
escaped from invasive transsphenoidal intervention. Moreover,
patient evaluated also in terms of chronic disseminated form of
LCH, Hand-Schdller-Christian disease (HSCD). HSCD is more
common in pediatric group. Exophthalmos, lytic bone lesions
usually on skull, and diabetes insipidus due to pituitary stalk
infiltration by LCH are classic triad of HSCD. However, classic
triad presents only 25% of cases.[6] Probably, this case is an in
complete HSCD of adulthood which demonstrates skin involve
ment additionally.

Conclusion

In conclusion, total skin examination should be implemented
thoroughly, in adults with systemic LCH suspicion. Skin lesions
with an atypical view should be sampled for HP evaluation.
Moreover, invasive diagnostic procedures such as transsphe
noidal intervention bypassed in this patient due to skin biopsy
technique which is a low risk diagnostic method. By presenting
this article, it is emphasized once more that, the role of the der
matologists in the diagnosis of systemic LCH might be crucial.
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Deep infiltrating endometriosis surrounc
T-shape copper IUD displaced into the I
anterior abdominal wall

Islam Magalov, MD, PhD, DSc . ; . . |
Rakhshanda Aliyeva, MD IUD insertion may cause potential dangerous consequences. A case of its migra

Arzu Polukhova, MD tion to the lower anterior abdominal wall in a 36 year old patient was demonstrated.
The T-shaped IUD was removed laparoscopically with surrounded tissue. Pathehisto

| Department of Obstetrics and Gye logical examination of the removed tissue mass found out deep in Itrating endome

cology, Azerbaijan Medical University. triosis.
Keywords: Intrauterine contraceptive device, uterine perforation, migration, lap
Correspondence: aroscopy, endometriosis.

Islam Magalov, MD, PhD, DSc

| Department of Obstetrics and Gyrne )
cology, Azerbaijan Medical University, Introduction _
Baku, Azerbaijan mplications associated with the use She was operated by laparoscopic route.

email: imaga@mail.ru f intrauterine contraceptive devicedt was revealed that the IUD was migrated

Phone: +994503116233 (IUDs) are the object of intent observatiorinto the abdominal wall close to the bladder.
of gynecologists since they are implementét$ location was marked by dense adhe
worldwide. Although, the method is consid sions (fig. 2). Having freed from them and
ered relatively safe, it may cause some sdoilowing the opening of retroperitoneum
ous and potential dangerous consequenct® target surrounded by infiltrated tissue
such as migration to abdominal cavity anevas detected (fig. 3). En bloc dissection was
adjacent organs due to the perforation aimpossible without getting into the bladder
the uterus, which can lead to significantompletely (fig. 4). After removal of the coll
clinical problems [1,2]. Rare cases of alwith tissue mass the hole in the bladder was
dominal wall swelling and abscess assosutured in two layers (fig. 5 and 6). Patho
ated with unusual location for a displacedhistological examination of the removed
IUD are known due to the appropriate pub tissue mass found out deep infiltrating- en
lications [3,4]. dometriosis.

Case Presentation Discussion

A 36 year old patient (gravida 3, para 1) According to the publications perforatio
was admitted to our department after shéccording to the publications perforation of
underwent hysterosalpingography. She wése uterus with lUDs occurs in about 0.12 to
a patient of infertility clinic following an 0,68 per 1000 insertions [5]. The true inci
incident of early miscarriage in 2012 witldence is likely higher because of the asymp
suspicion of IUD expulsion which was intomatic nature of the perforation [6]. The
serted 9 years ago. The patient was almaosisplacement areas include the pelvis,-peri
symptom free excluding mild pain in lowertoneal cavity and adjacent organs. Although,
abdomen on the first day of her menses aritle majority of uterine perforations do not
missed threads of the coil. Abdominopelviaffect other organs, there are about 110 case
radiograph showed wandering IUD at righteports about the migration of IUDs out
lower abdominal wall quadrant, approx side the uterine cavity and, in more than
imately at the limits of the small pelvi2/3 of these cases they were located in the
(fig. 1). Sonography confirmed that thebladder with or without they being calcified
uterine cavity was empty. [6,7]. Nevertheless displaced IUDs were also
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Figure 1. Hysterosalpingography Im which detected the Figure 2. First look by entering into abdominal cavity.
coil outside the uterus.

Figure 3. Detection of the IUD surrounded by dense brotic Figure 4. Opening of the bladder by en bloc dissection of
tissue in the abdominal wall. the 1UD with surrounded tissue.

Figure 5. Sutured hole in the bladder Figure 6. The last suture: peritonization
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WMA International Code of Medical Ethics

Adopted by the 3rd General Assembly of the World Medical Association, London, England, October 1949 and amended
by the 22nd World Medical Assembly, Sydney, Australia, August 1968 and the 35th World Medical Assembly, Venice, Italy,

October 1983 and the 57th WMA General Assembly, Pilanesberg, South Africa, October 2006.

DUTIES OF PHYSICIANS IN GENERAL

A PHYSICIAN SHALL always exercise his/her independent professional judgment and maintain the highest
standards of professional conduct.

A PHYSICIAN SHALL respect a competent patient’s right to accept or refuse treatment.
A PHYSICIAN SHALL not allow his/her judgment to be influenced by personal profit or unfair discrimination.

A PHYSICIAN SHALL be dedicated to providing competent medical service in full professional and moral
independence, with compassion and respect for human dignity.

A PHYSICIAN SHALL deal honestly with patients and colleagues, and report to the appropriate authorities those
physicians who practice unethically or incompetently or who engage in fraud or deception.

A PHYSICIAN SHALL not receive any financial benefits or other incentives solely for referring patients or
prescribing specific products.

A PHYSICIAN SHALL respect the rights and preferences of patients, colleagues, and other health professionals.

A PHYSICIAN SHALL recognize his/her important role in educating the public but should use due caution in
divulging discoveries or new techniques or treatment through non-professional channels.

A PHYSICIAN SHALL certify only that which he/she has personally verified.

A PHYSICIAN SHALL strive to use health care resources in the best way to benefit patients and their community.
A PHYSICIAN SHALL seek appropriate care and attention if he/she suffers from mental or physical illness.

A PHYSICIAN SHALL respect the local and national codes of ethics.

DUTIES OF PHYSICIANS TO PATIENTS
A PHYSICIAN SHALL always bear in mind the obligation to respect human life.
A PHYSICIAN SHALL act in the patient’s best interest when providing medical care.

A PHYSICIAN SHALL owe his/her patients complete loyalty and all the scientific resources available to him/her.
Whenever an examination or treatment is beyond the physician’s capacity, he/she should
consult with or refer to another physician who has the necessary ability.

A PHYSICIAN SHALL respect a patient’s right to confidentiality. It is ethical to disclose confidential information
when the patient consents to it or when there is a real and imminent threat of harm to the
patient or to others and this threat can be only removed by a breach of confidentiality.

A PHYSICIAN SHALL give emergency care as a humanitarian duty unless he/she is assured that others are willing
and able to give such care.

A PHYSICIAN SHALL in situations when he/she is acting for a third party, ensure that the patient has full
knowledge of that situation.

A PHYSICIAN SHALL not enter into a sexual relationship with his/her current patient or into any other abusive or
exploitative relationship.

DUTIES OF PHYSICIANS TO COLLEAGUES
A PHYSICIAN SHALL behave towards colleagues as he/she would have them behave towards him/her.
A PHYSICIAN SHALL NOT undermine the patient-physician relationship of colleagues in order to attract patients.

A PHYSICIAN SHALL when medically necessary, communicate with colleagues who are involved in the care of the
same patient. This communication should respect patient confidentiality and be confined to
necessary information.



Azerbaijan Medical Association

ABOUT

The Azerbaijan Medical Association (AzMA) is the
country’s leading voluntary, independent, non-governmental,
professional membership medical organization for
physicians, residents and medical students who represent all
medical specialties in Azerbaijan.

Association was founded by Dr. Nariman Safarli and his
colleagues in 1999. At the founding meeting, the physicians
adopted the Statutes and Code of Ethics of the Association.
The AzMA was officially registered by Ministry of Justice of
Azerbaijan Republic in December 22, 1999.

Since its inception, the AzMA continues serving for a
singular purpose: to advance healthcare in Azerbaijan.

+ Founded in 1999, the AzZMA provides a way for members
of the medical profession to unite and act on matters
affecting public health and the practice of medicine.

+ We are the voice of physicians who support the need for
organized medicine and want to be active within their
profession.

+ We are the representative for Azerbaijan doctors on the
world-wide level and the voice of Azeri physicians
throughout the world.

MISSION

The mission of the Azerbaijan Medical Association -is
to unite all members of the medical profession, to serve as
the premier advocate for its members and their patients, to
promote the science of medicine and to advance healthcare
in Azerbaijan.

GOALS

+ Protect the integrity, independence, professional interests
and rights of the members;

+ Promote high standards in medical education and ethics;

+ Promote laws and regulation that protect and enhance
the physician-patient relationship;

+ Improve access and delivery of quality medical care;

+ Promote and advance ethical behavior by the medical
profession;

Support members in their scientific and public activities;

Promote and coordinate the activity of member-
specialty societies and sections;

+ Represent members’ professional interests at national and
international level;

Create relationship with other international medical
associations;

Increase health awareness of the population.

The association’s vision for the future, and all its goals
and objectives are intended to support the principles and
ideals of the AzMA’s mission.

INTERNATIONAL RELATIONSHIPS

Since its establishment, AzZMA built close relationships
with many international medical organizations and national
medical associations of more than 80 countries. The following
are the AzZMA’s international affiliations:

+ Full membership in the World Medical Associations
(WMA) (since 2002)

+ Full membership in the European Forum of Medical
Associations (EFMA) (since 2000)

+ Full membership in the Federation of Islamic Medical
Associations (FIMA) (since 2002)

+ Associate membership in the European Union of Medical
Specialists (UEMS) (since 2002)

Especially the year 2002 remained with memorable and
historical events for AZMA such as membership to the World
Medical Association (WMA). Today we are extremely pleased
to represent our Association and to be a part of the WMA
family.

MEMBERSHIP

A person with medical background, who accepts and
follows the AzMA Statutes and AzMA Code of Ethics, may
become a member of the Association. The Code of Ethics of
the Association shall be the members’ guide to professional
conduct.

Membership in the AZMA is open to:

+ Physicians residing and practicing in Azerbaijan and
in abroad.

+ Medical students enrolled at medical universities or
schools

Retired physicians
Members can access a special members only area of the

AzMA website designed to provide the most up-to-date, and
timely information about organized medicine in our country.

To the non-member, we hope you’ll discover, through
our website how valuable Azerbaijan Medical Association is
to medicine in Azerbaijan and will join us.

MEDICINE’S VOICE IN AZERBAIJAN

As the largest physician membership organization in
Azerbaijan the AzZMA devotes itself to representing the inter-
ests of physicians, protecting the quality of patient care and
as an indispensable association of busy professionals, speaks
out with a clear and unified voice to inform the general pub-
lic and be heard in the highest councils of government.

The AzMA strives to serve as the Medicine’s Voice in
Azerbaijan.

For more information, please visit our website:
www.azmed.az
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