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CASE REPORT

 Sweet’s Syndrome (SS) is an idiopathic disease characterized 

by various skin lesions including tender erythematous papules, 

plaques, or nodules. SS is associated with fever, malaise, peripheral 

blood neutrophilia, and an elevated erythrocyte sedimentation rate. 

[1]. Common Variable Immunodefi ciency (CVID) is a primary 

immunodefi ciency of unknown etiology requiring life-long 

Intravenous Immunoglobulin (IVIG) replacement therapy. Intrinsic 

B-cell defects and abnormalities in helper T cell–mediated activation 

of B cells lead to IgG, IgA, and occasionally IgM antibody defi ciencies 

cause recurrent bacterial infections [2].

We report a rare case of an adult patient with long-lasting history 

of CVID treated with IVIG who subsequently developed SS. To date 

only two pediatric cases of co-occurrence of SS and CVID have been 

described in the literature [3,4].

A 70-year-old white man with a history of CVID on prolonged 

IVIG replacement therapy presented with tender, erythematous, 

well-demarcated papulonodules on the dorsal hands and tender 

draining erythematous nodules on the right knee and the right calf. In 

addition, he developed a painful deep red nodule on the right buttock. 

He denied having fever, chills, prior trauma, or any new medications.

Th e patient’s past medical history revealed similar tender, 

sometimes draining lesions on the body presented intermittently for 

the last few years which typically subsided with courses of antibiotics 

and with warm compress applications. His PMH was remarkable for 

vitiligo, aff ecting his face and distal fi ngers, diabetes, and atrial fl utter. 

Th e physical examination revealed multiple, well-demarcated 

deep red colored papulonodules on the dorsal hands (Figure 1) and 

two draining lesions on the medial side of the right knee (Figure 

2), and on the posterior aspect of the right calf. In addition, he had 

draining cystic mass on the left  medial buttock located superior to 

the rectum. Diff erential diagnoses included bacterial infection, 

leukemia cutis, leukocytoclastic vasculitis, and SS. Th e punch biopsy 

was performed. Given his history of CVID and Methicillin-Resistant 

Staphylococcus Aureus (MRSA) infection, the patient was started 

on combined intravenous vancomycin and piperacillin/tazobactam 

therapy. However, the blood culture and cultures from draining 

lesions on the leg were negative. His laboratory studies showed mild 

anemia and neutrophilia. A diagnostic work up for occult malignancy 

was negative. 

Histopathological examination of the lesion from the right dorsal 

hand demonstrated a dense interstitial, predominantly neutrophilic 

infi ltrate with abundant apoptotic debris, extravasated erythrocytes, 

and reactive vasculitis (Figure 3), fi ndings compatible with Sweet’s 

syndrome, in the absence of an infectious etiology. 

Th e combined intravenous vancomycin and piperacillin/

tazobactam therapy resulted in no signifi cant diff erence in symptoms 

of SS and therapy with doxycycline was initiated. However, due 

to developed photosensitivity reaction, patient was switched to 

minocycline 100 mg twice a day. Th erapy with minocycline resulted 

in a rapid and complete resolution of SS.

SS, known as acute febrile neutrophilic dermatosis, was fi rst 

described by Dr. Sweet in 1964. Investigators believe that Interleukin 

(IL)-2, and interferon-γ may play a role in the development of SS [5].

According to Esterly, tetracyclines have been eff ective in reducing 

neutrophil chemotaxis [6]. Clinical improvement has been reported 
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 Sweet’s Syndrome (SS) is an idiopathic disease characterized by various skin lesions including tender erythematous papules, 
plaques, or nodules on the face, neck, trunk, and upper extremities, and associated with pyrexia and malaise. Common Variable 
Immunodefi ciency (CVID) is a disease of unknown etiology. Intrinsic B-cell defects and abnormalities in helper T cell–mediated activation 
of B cells lead to IgG, IgA, and occasionally IgM antibody defi ciencies cause recurrent bacterial infections. 

 We present an adult patient with long-lasting history of CVID treated with Intravenous Immunoglobulin (IVIG) who subsequently 
developed SS. To the best of our knowledge only two cases of co-occurrence of these two clinical entities have been described in the 
literature.

 We have consulted a patient with CVID who was hospitalized with tender, erythematous, well-demarcated papulo-nodular lesions on 
both hands and tender draining erythematous nodules on the right knee and calf. In addition, he developed a painful deep red nodule on 
the right buttock area. His blood culture and cutaneous cultures from draining lesions on the leg were negative. A skin biopsy revealed 
neutrophilic dermatosis consistent with SS. Therapy with minocycline resulted in a rapid and complete resolution of SS.

 Although the etiopathogenesis of SS is unknown, investigators believe that interleukin (IL)-2, and interferon-γ may play a role in the 
development of SS.

There are two cases of pediatric-onset SS who subsequently were diagnosed with CVID. In our case an adult patient with long-
standing CVID subsequently developed SS.

Figure 1: Well-defi ned deep red papulonodules on the dorsal surface of the 
right hand.
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in the studies using minocycline in neutrophilic dermatoses [7]. 

Minocycline attenuates the pro-infl ammatory process in keratinocytes 

by reducing the protease-activated receptor 2-mediated production 

of IL-8 [8]. Both doxycycline and minocycline are highly lipophilic, 

however minocycline is 5-fold more lipophilic than doxycycline, and 

has 47% higher concentration in skin than in serum  [9].

Given the patient’s history of recurrent erythematous nodules 

over the body and the absence of histological examination, we raised 

the possibility of recurrent SS in the past. 

To date, this is the fi rst case of the adult patient with long-standing 

CVID associated with SS. We emphasize the necessity of tissue biopsy 

for the defi nitive diagnosis and proper management of SS.
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Figure 2: A fi rm erythematous draining nodule on the right knee.

Figure 3: Medium power view of the biopsy specimen from the right dorsal 
hand shows a dense interstitial, predominantly neutrophilic infi ltrate with 
abundant apoptotic debris, extravasated erythrocytes, and reactive vasculitis 
(hematoxylin-eosin).
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