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EDs: Ectodermal Dysplasia

FUOQ: fever of unknown origin

CNS: central nervous system

EDAR :EDA receptor

EDARADD: EDAR associated via death domain protein.
HPV: Human papilloma virus

HSCT: Hematopoietic stem cell transplantation

IVIG: Intravenous immunoglobulin

CDC: Center of disease control and prevention
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Abstract

Introduction: Ectodermal Dysplasia (EDs) is a rare genetic disorder characterized by impaired
development of two or more ectodermal derivatives. The disease is characterized by the absence of sweat
glands (hypohidrosis or anhidrosis), malformed teeth (anodontia or hypodontia), and sparse hair (atrichosis
or hypotrichosis). In this article, two cases of Iranian identical twins with typical manifestations of
hypohidrotic ectodermal dysplasia are presented.

Case Description: Identical male twins at the age of 30 months presented with complaints of heat
intolerance and increased body temperature, and reluctance to wear clothes. The hair, eyebrows, and
eyelashes were thin, sparse, and completely blond. Wrinkles and hyperpigmentation around the eyes were
evident. On examination, they had anodontia of the mandibular and maxillary arches. Both patients
developed scaling from one week after birth, which was diagnosed as eczema and treated with
moisturizers. Cow's milk protein allergy was noted in the medical history of both twins. A history of
repeated serious infections in the past 30 months was negative. Both had suffered from epistaxis in warm
environments. Developmental and speech skills were normal in both twins. They were diagnosed with
hypohidrotic ectodermal dysplasia after a thorough examination

Conclusion: Ectodermal dysplasia is a rare but potentially life-threatening disorder. Physicians' awareness
of key symptoms, such as hypohidrosis, hypotrichosis, and hypodontia in young children, and peeling or
erythroderma in the neonatal period, leads to early diagnosis, management of hyperthermic, electrolyte,
and dehydration crises, and prevention of life-threatening complications. Despite the lack of a definitive
cure, patients can benefit from a multidisciplinary approach for timely treatment planning.
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