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Lipodystrophia centrifugalis abdominalis 
infantilis accompanied by immunoglobulin 
kappa chain gene rearrangement 
successfully treated by a low dose of  
prednisone

Sir,
Lipodystrophia centrifugalis abdominalis infantilis is a rare 
localized lipoatrophic disorder mainly affecting children of 
Eastern Asian descent.1 The unclear pathogenesis leads to a 

Figure 1a: Depressed plaque in the abdomen with visible underlying blood 
vessels

Figure 1b: Hairloss on the depressed region of the scalp

Figure 1c: After the treatment, the abdominal depression ceased to enlarge 
and was replaced with some elastic tissue

difficulty in management of this rare condition. We present a 
case with immunoglobulin kappa chain gene rearrangement. 
Strikingly, the child showed a remarkable response to oral 
prednisone. Subsequently, we conducted a systematic review 
and summarized the characteristics of the 7 documented cases 
that were on systemic corticosteroids and discuss its potential in 
dealing with lipodystrophia centrifugalis abdominalis infantilis.

Therapy Letters

Figure 1d: New hair grew at the previously bald scalp
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Figure 2a: Skin biopsy showed focal lymphocytic infiltration around the 
atrophic adipose tissue (H and E, ×40)

Figure 2b: Lymphocytic infiltration around the atrophic adipose tissue  
(H and E, ×400)

Figure 2c: Lymphocytes infiltrated around adipose tissue showing positive 
immunohistochemical staining for CD3 (×40)

Figure 2d: Lymphocytes infiltrated around adipose tissue showing mildly 
positive immunohistochemical staining for CD4, (×40)

An 8‑year‑old boy visited our department with a 4‑month 
history of progressive erythema and depressed skin over the 
abdomen and scrotum accompanied by paroxysmal abdominal 
pain. He responded poorly to antibiotics. The child had no 
triggers like trauma or prior injection at the site. The patient 
was born at full term and fed normally with an unremarkable 
family history. A dark red, depressed plaque spreading from 
the left lower abdomen to the left thigh was seen with visible 
underlying blood vessels [Figure 1a]. Several inguinal lymph 
nodes were palpable. The scalp presented with depressed 
plaques and alopecia [Figure 1b]. Laboratory tests revealed 
normal blood cell count, electrolyte and glucose analysis, 
kidney, liver, and chest radiograph. Antinuclear antibodies were 
negative. Sonography of the inguinal lymph nodes showed 
inflammatory changes.

A skin biopsy taken from a representative lesion on the 
abdomen showed focal lymphocytic infiltration around 
the atrophic adipose tissue. Some lymphocytes contained 

hypertrophied, irregular nucleus [Figures 2a and b]. In 
order to differentiate inflammation from subcutaneous 
panniculitis‑like T‑cell lymphoma, T‑cell and B‑cell gene 
rearrangement test and immunohistochemistry on the 
biopsy were performed. Surprisingly, immunoglobulin 
kappa chain gene rearrangement was detected (tested 
by capillary electrophoresis combined with fluorescent 
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multiplex polymerase chain reaction). Immunohistochemical 
staining showed that the lymphocytes were positive for CD3 
and CD10, mildly positive for CD4, CD5, CD8, CD20, 
CD56, p53, bcl‑2, and bcl‑6 but negative for TdT and 
CD30 [Figure 2c‑2f].

The final diagnosis was lipodystrophia centrifugalis 
abdominalis infantilis, based on the clinical and 
histopathological findings distinguishable from lymphoma 
and collagen vascular diseases‑associated panniculitis. 
We prescribed oral prednisone at an initial dose of 20mg/d 
(0.83mg/kg/d). In 7 months, prednisone was tapered to 5mg 
once every 2 days [Figure 3]. Strikingly, the abdominal 
depression ceased to progress and showed signs of restoration. 
[Figure 1c]. Furthermore, new hair grew in the alopecis 
patches over the scalp [Figure 1d]. No obvious side effects 
or impairment of physical development was noticed. At the 
4‑month follow‑up, the lesions did not exacerbate or recur.

Immunoglobulin kappa chain is an isotype of light chains, and 
its gene rearrangement is a marker for clonal analysis of B 
cells. In our case, the skin biopsy presented as immunoglobulin 
kappa chain gene rearrangement, while the cell morphology 
and immunohistochemical staining result excluded lymphoma. 
Therefore, immunoglobulin kappa chain gene rearrangement 
indicated the immunological dysfunctions, lymphocyte 
hyperplasia and lymphocytes infiltration in the depressed lesion. 
However, as a rare manifestation of this gene rearrangement in 
lipodystrophia centrifugalis abdominalis infantilis, it become 
necessary to keep monitoring the possibility of malignancy.

The proposed aetiopathogenesis of this disorder includes 
infection, trauma, metabolic derangements, immunological 
dysfunctions, and apoptosis, while inflammation seems to be 
a common histopathological sign in the subcutaneous tissue 
with lymphohistiocytic infiltration.2 No standard therapeutics 
have been recommended. Multiple treatments, including 
systemic corticosteroids, chloroquine, penicillin, vitamin E, 
and ibuprofen, alone or in combination with topical therapies 
have been tried but revealed controversial effects.3

We speculate that oral prednisone might be a preferred 
treatment option owing to its anti‑inflammatory and 
immunoregulation effect. Therefore, we searched PubMed 
(U.S. National Library of Medicine, www.pubmed.
gov), Web of Science (apps.webofknowledge.com), 
Google Scholar (scholar.google.com), CNKI (www.
cnki.net, in Chinese), and Wanfang (www.wanfangdata.
com.cn/, in Chinese) databases with the keywords of 
‘lipodystrophia centrifugalis abdominalis infantilis’, 
found 72 publications. We identified 6 cases treated with 
systemic corticosteroids.

Figure 2e: Lymphocytes infiltrated around adipose tissue showing mildly 
positive immunohistochemical staining for CD8, (×40)

Figure 2f: Lymphocytes infiltrated around adipose tissue showing mildly 
positive immunohistochemical staining for CD20,  (×40)

Figure 3: Tapering schedule of prednisone
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The main characteristics of all 7 cases (including 
ours) are summarized in Table 1.2,4‑7 The clinical 
manifestations included depressed plaques (7/7), inguinal 
lymphadenopathy (3/7), and hair loss (2/7). Skin biopsy 
showed varying degrees of inflammatory infiltration in 
the degenerating adipose tissue. After treatment with 
systemic corticosteroids, favourable response was seen 
in 5 (71.4%) patients out of 7. In the successful cases, 
systemic prednisone or prednisolone was used at a dose 
of 1mg/kg per day. Among the 2 failed cases, case 5 
used prednisolone at 0.16mg/kg, whereas case 2 did not 
mention the dosage. No side effects were reported in 
these publications. Based on the 7 cases, we speculate 
that a low dose of systemic corticosteroids can reduce 
the inflammation and cause improvement. Nevertheless, 
when we choose systemic corticosteroids for patients, 
it is necessary to exclude relative and absolute 
contraindications like potential infection, development of 
pediatric patients, and timely tapering of the medication 
dosage.

To conclude, we were unable to find any previous reports 
of lipodystrophia centrifugalis abdominalis infantilis 
accompanied with immunoglobulin kappa chain gene 
rearrangement. The child responded well to a low dose of 
prednisone. It suggests that immunological dysfunction and 
inflammation have a strong association with this condition. 
We cannot exclude the possibility of spontaneous regression 
completely. However, after the treatment, skin recovery and 
hair regeneration over the depressed lesion occurred in our 
case. Therefore, we consider that a low dose of prednisone 
may be a preferred therapy for lipodystrophia centrifugalis 
abdominalis infantilis.
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