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Abstract

Autoinflammatory diseases include conditions resulting from abnormal innate
immune system activity, persistent or periodic attacks of inflammation occur, and lack
of high titers of specific antibodies. The genetic background has played an essential role
in their occurrence, and their gradual identification has provided the basis for a faster
diagnosis of the disease. Recurrent or persistent fever attacks are the main feature of
these disorders. In addition, inflammation of various systems such as skin, serous
membranes, joint and bone, and other organs is observed. Several treatments have been
used to control inflammation, including non.steroidal anti-inflammatory drugs,
corticosteroids and biological and non.biological immunomodulatory agents, which
have been relatively successful in controlling diseases.
Chronic inflammation over the years can lead to the secretion of various substances in
the body. With their deposition in multiple tissues, there is a possibility of systemic
amyloidosis and organ failure in many of these diseases.
This group's most common two diseases in Iran are familial Mediterranean fever and
Marshall syndrome. The late diagnosis of the first disease is associated with a high risk
of amyloidosis, and Marshall syndrome can severely affect the child's and parents'
quality of life.

Keywords: Autoinflammatory disorders, Periodic fever, Familial Mediterranean fever, Marshall
syndrome.
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4, Periodic Fever, Aphthous, Pharyngitis, Adenitis
3. Inflammasomopathy
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1. Autoinflammatory disorders
2. Pyrin
3. Mediterranean Fever-FMF
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2. Ubiquitin

3. Protein misfolding
4. Proteasome

15, TRAPS

%, CANDLE
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6. Mevalonate kinase deficiency
7. CINCA

8. Interferonopathy

°. Aicardi— Goutiéres syndrome
10, CANDLE
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7. Erysipelas

8, Cryopyrin-Associated-Periodic Fever Syndrome
19, Familial Cold Autoinflammatory Syndrome

20, Muckle-Wells Syndrome

21, Pyogenic, Arthritis, Pyoderma gangrenosum, Acne
22, Blau Syndrome
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27, Serum Amyloid A:SAA
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3, Systemic onset Juvenile Idiopathic Arthritis

4. Chronic Recurrent Multifocal Osteomyelitis

3. Deficiency of IL1-Receptor Antagonist

6, Synovitis, Acne, Pustulosis, Hyperostosis, Osteitis
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Abbreviations

ASC: Apoptosis-associated Speck-like protein containing a CARD

CANDLE: Chronic Atypical Neutrophilic Dermatosis with Lipodystrophy and Elevated temperature

CINCA: Chronic Infantile Neurological Cutaneous and Articular
CRMO: Chronic Recurrent Multifocal Osteomyelitis

DAMPs: Damage-Associated Molecular Patterns

DIRA: Deficiency of IL1-Receptor Antagonist

FCAS: Familial Cold Autoinflammatory Syndrome

FMF: Mediterranean Fever

JAK/STAT: The Janus Kinase/Signal Transducer and Activator of Transcription

MWS: Muckle-Wells Syndrome

NFKB: Nuclear Factor Kappa B

NLRP3: NOD-, LRR- and pyrin domain-containing protein 3
PAMPs: Pathogen-Associated Molecular Patterns

PAPA: Pyogenic, Arthritis, Pyoderma gangrenosum, Acne
PFAPA: Periodic Fever, Aphtous, Pharyngitis, Adenitis
RIPK1: Receptor Interacting Serine/Threonine Kinase 1

SAA: Serum Amyloid A

SAPHO: Synovitis, Acne, Pustulosis, Hyperostosis, Osteitis
SAVI: STING-Associated Vasculopathy with onset in Infancy
SOJIA: Systemic Onset Juvenile Idiopathic Arthritis

TRAPS: Tumor Necrosis Factor Receptor Associated Periodic Syndrome
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