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A FAMILIAL CASE OF GORLIN-GOLTZ SYNDROME.

Ivelina Yordanovwa, Dimitar Gospodinoy, Yeselin Kirov*, Verkn Pavlown, Galja

Radoslavova

Department of Permatedogy end Venereology,
*Depariment of Cacology,
Medical University - Pleven, Bulgaria

SUMMARY:

Uorlin-Golte syndrome (G055 alwo known as Nevoid
Basal Cell Carcinoma Syndrome is o rare autosomal-
dominant disorder characierized mainky by the presemce of
mulitiple basal cell carcinomas | BCC), odoniogenic
keratocysts of the jaw and palmar pits. This syndrome is
associated with o wide spectrum of developmeninl anomalies
and meoplasms. A case of familial Gorlin-Goelir syndrome
with mamy of the common manifesttions is reporesd A 19
vear-obl woman nnd ber S0 year-okd mother with GGS are
presented. The disease stared respectively at the age of 18
an«d 22, with multiple basal cell carcinomas on the face and
upper extremities. Because of multiple cdontogenic
keratocysis of the jaws they two hove been treated surgically
Clinical, cramial CT. histological and dermoscopy images
from bath patiemts were shiained. Muoltple BOC in the
muother and the doughter were deiected, nodular and
superficial spreading. 10 - 30 mm in dismeter. The daophter
has many pits on her palms. Palmar peis have a charmctenisise
dermoscopy with red globules inside the flesh-colored,
slightly depressed lesions. The histological expminaticons
revealed different histological vananis of BOC. The X-rays
examination showed two jaw cysts in the daughier,
calcificatinns of the brain falx and bridpes of the s=lla mrcica
in both patienis. The BOC in the paisenis were ireabed with
cryosurgery and sargical excisions with good resolis. The
patients are followed wp. Im conclusion our cose
demonsirated muliisystemic involvemeni of GGS. The
combination of clinical, imaging and histelogical Amdings
is helpiul in identifying GG patients. It is important 1o make
an cardy dingnosis and a proper management in GOS, which
may have cancer predisposition. The genealogical annlysis
15 imporiant for the determination of the genetic fsk and
the prognosis for the proband’s relatives.

Key words: Gorlin-Goliz syndrome, basal cell
carcimomas, jaw odoniogenic keratocysts, palmar pits,
dermoscopy, cryosurgery.

I TRODLCTION:

Gorlin-Ooltz syndrome also known as Nevowud Basal
Cell Carcinoma Syndromee is o rare sutosomal -dominant
disorder characterized mainly by the presence of multiphe

basal cell carcimomins, odontepenic keratocysts of the jow
and palmar pils. This symdrome is associated with a wide
spectram of developmenial amomalies and neoplasms {131
We present o case of familial Gorlin-Goltz Symdrome.
characterized by multiple basal cell carcinomas.
odomlopenic kerlocysis and skeletal manifestations.

Case reports

A 29-year-ohd woman was admitted in our dermatbole-
pical depanment with mubtiple basal cell carcinomas on the
face and a 30 mm in diameter swelling in the right maxillary
region. She hod many pits on her pabms. Her 50-year-obd
moiher also had similar clinical symptoms. The disease
started with small modular basal cell carcinomas on the face
ond trunk when the daughter was |8 and the mother 22 years
oldl. Because of recurrent skin carcinomas with or withon
pizgment they both have been repeatedly treated surgically
with transient resull. They both have been operated on thrice
becamse of odoniogenic kerameysis of ibe jaws. Physical
examination showed the patienis were @il of statune — 15
and |85 cm mespectively. Pathological chanpes affecting
cardso-vasoular, respiraiory and the neural systems were not
ohserved. Demmatological staius in the danghter revealed
multiple nodular basal cell carcinomas on the skim of her
forchend, nose and temporal bone (fig. |1 She had mulbple
pigmented mevi on her trunk and many pits on her paims
ton, These pits had a chamcteristic dermoscopy with red
globules moinly distributed inside the fesh-colored amd
slightly depressed lesions (fig.2, 3. Dermatological siatus
in the mother showed muleiple nodulsr basal cell carcmomns
on the forebead. nose and chin 10 — 3 mm in diameter, Some
of them werne with eroded surfaces. She had two saperficial
spreading basal cell carcimomas 16 the miraorbital region on
ber befl eye and ber left arm (fig 4.5 Crnial CT revealed
calcifications of the brain flx and bridges of the sella turcics
in both patienis (fig. & a. bk, There were bwo jaw cysts in
the damghter. Her right maxillary sinus was filled with 2
liguid Formiatbon 4 L2 mms with & destructed frontal wall bt
without infiltration in the fsce tissoes. A similar formation
27725 mm without destruction and expansion was detected
in the left maxillary sims. There was a last molar retention
ifig. T The hisiological examinstions revealed d&ifferent
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