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[Abstract] Background Primary anaplastic large T cell lymphoma (ALCL) of central nervous
system (CNS) can occur in people of all ages, and is usually unrelated with immunodeficiency. It is often
misdiagnosed as meningitis, especially tuberculous meningitis, on clinical practice and imaging examination.
In pathological diagnosis, the morphological changes of primary ALCL of CNS are similar to the systemic
ALCL and the anaplastic lymphoma kinase-1 (ALK-1) can be positive or negative. Being misdiagnosed as
meningitis, hormone therapy with glucocorticoid before biopsy is always used, and massive necrosis and a
lot of histocyte proliferation and phagocytosis can be found under histological findings. Therefore, when the
material is not enough, primary ALCL of CNS is often misdiagnosed as cerebral infarction or malignant
histocytosis and so on. This paper reports a case of primary ALCL of CNS and makes a review of relevant
literature, so as to summarize the clinical manifestations and elevate the recognition of clinicians and
pathologists on this disease. Methods and Results A 12-year-old boy was admitted because of fever,
worsening headache, numbness and weakness of right limbs. MRI showed local gyri swelling and abnormal
enhancement of pia mater in the right parietal lobe, expanding to the right temporal lobe, and pia mater
enhancement in the left parietal lobe. The right temporo- parietal lobe lesion biopsy revealed irregularly
shaped tumor cells of large size, rich and eosinophilic cytoplasm and horseshoe-shaped or kidney-shaped
nuclei. Immunohistochemical examination showed tumor cells positive for CD3, CD45R0O, CD30, ALK-1
and epithelial membrane antigen (EMA), and negative for CD20 and CD79a. Conclusion Primary ALCL
of CNS is an extremely rare tumor which is usually misdiagnosed as meningitis according to clinical and
imaging examinations. Therefore, for those patients who are considered as meningitis but with poor
treatment effect and replase of illness, brain tissue biopsy, which is an important means for diagnosis, or

cerebrospinal fluid cytologic examination, should be carried out as soon as possible.
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Figure 1 Axial T.WI showed a large
hypointense mass in the right temporo-parietal
lobe (arrow indicates)
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Figure 2 Optical microscopy showed pleomorphic neoplasm cells of medium-to-large size diffusely infiltrated in brain, with large,

pleomorphic, horseshoe-shaped or kidney-shaped nuclei and prominent nucleoli HE staining x 200 Figure 3 Optical microscopy

showed tumor cells strongly and diffusely positive for CD30 molecule in membrane Immunohistochemical staining (SP two - step

method) %200




.64 - o AR PR A 201345 1 A 1385 1 Chin J Contemp Neurol Neurosurg, January 2013, Vol. 13, No. 1
Rl PR Z R G U M I 2 M DR 200 Y VK UL 98 Y I AR A 3 A
Table 1. Clinical-pathological features of primary ALCL of CNS*
Literature resources Age Sex Location Clinical symptom C.hnlcal' Memngeal Outcome ALK-1
(years) diagnosis involvement
Chuang, et al * 46 Female Occipital/ HC':}[]&C]]G, weakness, - Adhesionto  No recurrence -
parietal lobe limited eye-movement dura after 25 months
Abdulkader, et al ™ 13 Male Frontal/ - Infection Positive CSF Dead within 3 +
parietal lobe cytology months
Buxton, et al "* 10 Female Parietal lobe - Tumor Falx cerebri  Tumor alleviated, +
enhancement  but died of
chemosepsis after 6
months
Ponzoni, et al "’ 29 Male  Frontal/ Headache, seizures '_l‘umor, Adhesion to No recurrence +
temporal lobe infection dura after 19 months
Sugino, et al ¥ 75 Male  Temporal lobe Dementia - Non-involved Dead after 6 months -
Rowsell, et al *’ 46 Male  Occipital lobe Ataxia, inability to - Non-involved Dead after 2 months -
ambulate
Merlin, et al " 13 Male Frontal lobe Headache, nausea, - Involving Relapse after +
diplopia leptomeninges 10 months
Rupani, et al """ 17 Male  Fronto-parietal/  Headache, seizures Tuberculosis  Adhesionto  Dead after +
eroding the skull dura 1 month
bone
Cooper, et al 2 39 Male Occipital/ Seizures, headache - Non-involved No recurrence +
parietal lobe after 9 months
Vivekanandan, et al "*’ 20 Male  Meninges Seizures - Involving No recurrence +
meninges after 8 years
The case in this paper 12 Male  Frontal/ Headache, fever, t[‘uber'culosis, Involving Present alive +
parietal lobe vomiting, numbness infection meninges
*4, positive, —, negtive; —, not reported
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