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Hutchinson-Gilford Progeria Syndrome (HGPS), a rare genetic condition occurs one in every 8 million
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live births. HGPS is characterized by premature aging in various organs. The average survival rate of
the affected patients is 13 years, and their most common causes of death are myocardial infarction
and stroke. This disease occurs due to a gene mutation in the chromosomes of the patient. There is no

definitive treatment for progeria, and most patients die at the age of 8 to 10 years. Scientists are inter-
ested in identifying this syndrome, as it may reveal the signs of a natural aging process at an early age.

Progeria, Premature  :
aging : appendicitis.

The studied patient was older than the global average with no cardiovascular disease and suffered from

1. Introduction

utchinson-Gilford Progeria Syndrome
(HGPS) was described in the medical
literature for the first time in 1886. The
patient with HGPS has the physical char-
acteristics and appearance of an older
person [1]. In these patients, the aging process is 8-10
times faster than that in healthy people. According to the
Progeria Research Foundation, it is estimated that around
200 children worldwide have HGPS, but the exact num-
ber of these patients is still unknown [2]. Currently, no
effective treatment is known for this disease, and the pa-
tients are symptomatically treated with the administration
of aspirin, pravastatin, and growth hormone [3]. Stroke
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and heart failure are the causes of death in 75% of the
patients, and the average survival age is 13 years [4]. Due
to the rarity of this syndrome in the world, providing a
report of these patients can help to understand better the
specific characteristics of the patients with HGPS.

2. Case Report

The patient was a 15-year-old boy who was referred to the
Emergency Department of Shahid Rajace Hospital in Qa-
zvin City, Iran, for the treatment of severe abdominal pain
and nausea. He had a history of multiple hospitalizations
due to impaired growth and frequent infections. He was the
third child of the family, and his only brother and two sisters
were healthy. His parents had no consanguineous marriage
and no history of cardiovascular disease, underlying illness,
and hospitalization.
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Table 1. The patient’s biochemical test results

Normal value Test Normal value Test
Hemoglobin:12.3 14-18 g/dL Cholesterol:59 125-210 mg/dL
Hematocrit:37.3 42-52% Urea:9 8-20 mg/dL

White blood cells:13.1 5-10*10 pg/L Creatinine:0.6 0.5-1.5 mg/dL
Platelet:289 150-450*1073 pg/L Alanine transaminase:20 <41 U/L
Neutrophil:90 30-45% Aspartate transaminase:20 <41 U/L
Blood sugar level:94 70-110 mg /dL Alkaline phosphatase:396 64-306 U/L

Triglyceride:133 100-200 mg / dL

Amylase:24 <100 U/L

Sodium:136 135-145 mEq/L

Potassium:4.1 3.5-5.5 mEqg/L

According to general examinations, he was skinny with
short stature, senile look, prominent eyes, thin built body,
prominent sharp and slim nose, small chin, bald head,
coarse and wrinkled skin due to the loss of subcutaneous
fat, short and thick nails, and subtle and delicate tone. Lab-
oratory findings revealed that he had leukocytosis, which
was expected to be caused by appendicitis. Based on bio-
chemical tests, his levels of cholesterol, urea, and creatinine
were normal, and the echocardiography showed the ejec-
tion fraction of 60%, moderate stenosis mitral valve, and
moderate aortic valve insufficiency. The patient had normal
ElectroCardiogram (ECG) result with no arrhythmias. Fi-
nally, after completing medical examinations, due to the
diagnosis of appendicitis, the patient underwent surgery.
Table 1 shows the other test results. Figures 1 (A & B) and
2 show his X-ray images and ECG results.

Figure 1. X-ray images

3. Discussion

HGPS is transmitted as an autosomal dominant disorder.
This disease is caused by a mutation in the exon 11 of the
LMNA gene on the long arm of chromosome 1. This ge-
nomic instability leads to reduced cell proliferation, prema-
ture aging, and death [5]. Men are affected 1.5 times more
than women [6]. Affected children are short-statured and
underweight with an average height of 100 cm and an aver-
age weight of 12-15kg. These children grow normally at
birth, but by the end of the first year, their normal growth
and weight gradually slow down. At the end of the first de-
cade, the patient has the developmental characteristics of
a 3-year-old child [7]. The patient’s IQ remains normal.
Lipodystrophy leads to senile look and glyphic nose. The
involvement of the lower limbs with valgus deformity and
mid flexion causes a “Horse riding” stance [8].
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Figure 2. ECG results

The syndrome should be differentially diagnosed from
scleroderma, Cockayne syndrome, Rothmund-Thomson
syndrome, Werner syndrome, acrogeria, and ectodermal
dysplasia. In our patient, Cockayne syndrome was rejected
due to lack of photosensitivity, facial erythema, and ocular
defects, and his natural Q. Rothmund-Thomson syndrome
was ruled out because of the absence of erythema, poikilo-
derma, and cataract.

The age of onset of symptoms ruled out Werner syn-
drome. Acrogeria also appears at birth, and lack of coni-
cal teeth and hypotrichosis rejected ectodermal dyspla-
sia [8]. Moreover, due to precocious aging, high serum
levels of lipoprotein, cholesterol, and lipids are seen in
these patients [7]. The biochemical test results of the
blood samples and triglyceride and cholesterol levels in-
dicate the difference between the patient in the present
study and those of other case reports. The ECG results
showed a normal ejection fraction rate, which is different
from those of similar patients at this age. For example,
in the study of Akrami and Yousefzadeh the patient suf-
fered from severe valvular insufficiency, moderate pul-
monary hypertension, and asthma [5].

Another result is related to the normal levels of urea and
creatinine, whereas these values are expected to increase in
these patients. The patient in our study underwent an op-
eration due to the diagnosis of acute appendicitis, whereas
acute appendicitis is primarily a disease of young adults.
Only 5% to 10% of cases occur in older adults, and it is
associated with increased mortality in them due to delay in
atypical presentations, which leads to increased perforation
and intra-abdominal infection [9]. Compared with younger
adults, elderly patients have many underlying illnesses that
lead to their high mortality [10]. In our patient, no atypical
presentation and perforation was observed. No study was

found on a patient with HGPS that had appendicitis and un-
derwent an appendectomy.
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