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جاسبکاوه •

کودکان اونکولوژیستهماتولوژیست•

هیات علمی دانشگاه جندی شاپور اهواز•



Case report

هیگاشیچدیاکبیمار 

Accelarated phase

کاهش سطح هوشیاری 



ساله۱۳پسر 
والدین منسوب نزدیک 

سابقه ی عفونت و بستری های مکرر تحت نظر ایمونولوژیست مشاوره جهت 

(ازدوماه قبل):سایتوپنیپان؛                         تب؛                              هپاتواسپلنومگالی
WBC:900- ارجحیت نوتروفیل     1700
HB:6-8
PLT:11_55000

ESR: 10

و ضعف عضلانیgateاختلال 

GCS 8-9:کاهش هوشیاری درسیر بستری 









• LP : نرمال

• BMA : reactive bone marrow without hemophagocytosis

• بیوشیمی:   AST :125

ALT :178

TG:NL

CHOL: NL

FIBRINOGEN: normal (lower limit)

Ferritin :925



درمان

دگزامتازون•

سیکلوسپورین•

عدم رضایت جهت شروع اتو پوزاید•

درمان آنتی بیوتیکیادامه •

رفتن میزان وبالاساعت ۷۲برگشت کامل علایم کاهش هوشیاری در عرض: نتیجه •
پلاکت ، هموگلوبین و گلبول سفید در عرض یک هفته



بحث

• HLH

• Chediak highashi and neurologic sign



CHS was first described by Beguez-Cesar in 1943 . In 1952 and 1954, Chediak – a Cuban 
hematologist – and Higashi – a Japanese pediatrician – reported new cases



Cellular and humeral immune 
deficiencies are realized in CHS.











accelerated phase:HLH
occurs in 85% of the cases

Fever

Jaundice

hepatospleenomegally

Lymphadenopathy

disseminated lymphohistocytic
infiltration of organs with       
hemophagocytosis that causes 
pancytopenia

hemorrhagic diathesis due to platelet 
and fibrinogen deficiencies.

Hypogammaglobulinemia and 
neutropenia have Chédiak–Higashi 
syndrome  also been seen in this



عوارض عصبی
هیستیوسیت ها در ارگان های مختلفانفیلتراسیون

انفیلتراسیونها بر اساس شدت آکسونو میلیندر غلاف دژنراتیوتغییرات •

astrocyte, neural cells

satellite cells

posterior spinal ganglion 

Schwan cells

• About half of the cases with CHS have neural manifestations include: neuropathy, stroke, coma and convulsion. 

• Neurological manifestations in exacerbation phase include behavioral disturbances,        walking disturbances, 
dysesthesias, Parkinsonism and paresthesia. 

• The other manifestations are; cranial nerve palsy, no-stretching of muscles, sensory defect and muscular weakness, 
dementia . Mental retardation

• Polyneuropathy is the most common manifestation of the neural system.

• Spinocerebellar degeneration and cerebellar cortical atrophy, spinal cord atrophy and essentially cerebral 
disseminated atrophy at temporal lobe have been observed in CHS. 



درمان



HLH-94 treatment protocol.



Cace)در فاز تسریع شده ؟اسپلنکتومی report)

• splenectomy may play a role in the "accelerated phase" of C.H.S., but new 
treatments (bone marrow transplantation) are necessary to remove the basic 
disease.  1985

• She was successfully treated with high-dose methylprednisolone at her first 
admission. At her second admission, splenectomy was performed to remove 
hypersplenism, and her clinical, radiological and hematological findings 
improved significantly.  1996

• The patient was given etoposide once a week and intravenous immunoglobulin 
monthly thereafter, which caused partial shrinkage in the size of the liver and 
spleen and improved the patient’s clinical condition . bone marrow 
transplantation as the only curative treatment 2018



درمان

• Combination therapy with rituximab and cyclosporine cause complete 
remission.. In some cases

• high dosage of methylprednisolone with or without splenectomy GCSF

• Aldesleukin (IL-2, Proleukin or interleukin 2)

• Allogenic BMT improvement of hematologic and immunologic symptoms if 
performed early, before the onset of accelerated phase. but it has no effect 
on neural and cutaneous-ophthalmic effects because of irreversible 
degenerative changes. 

https://www.cancerresearchuk.org/about-cancer/treatment/drugs/aldesleukin


پایان



Nerve conduction studies were performed mainly on
median and sural sensory nerves and the peroneal and
median motor nerves.





• changes in the function of neutrophils, natural killer (NK) cells, platelets, and melanocytes.

• defects are present – mainly in neutrophils which allows the classification of the disease as 
primary immunodeficiency

• In adulthood, Chediak-Higashi syndrome can also affect the nervous system, causing weakness, 
clumsiness, difficulty with walking, and seizures



In approximately half of all CHS patients, neurological 
manifestations appear in lymphoproliferative lymphoma-like 
phases such as seizures, mental retardation, and long tract 
signs. Those patients who survive the infections usually 
develop a progressive sensory muscular peripheral neuropathy 
which leads them to become wheelchair bound in their young 
adulthood



• The neurologic involvement is characterized by subtle and nonspecific early neurodevelopmental issues 
including learning and behavioral deficits in childhood followed in early adulthood by a progressive 
neurodegeneration with varying degrees of cerebellar dysfunction , peripheral neuropathy , spasticity , 
dystonia , parkinsonism , impaired cognition , and premature death

Allogenic bone marrow transplantation has been shown to correct the hematologic and immunologic 
complications of CHS and has been proposed as the only possible curative treatment if performed early, before 
the onset of accelerated phase. However, it has not been shown to reverse or prevent a further neurological 
deficit

• 1 Lymphohistocytic cell infiltration in different organs develops at the end stage of disease in older children. 

• 2 Degenerative changes are developed in the axons and myelin sheaths as the severity is accommodated by 
the severity of the infiltration.

• 3 Abnormal intra cytoplasmic inclusions arise in neurons including astrocyte, neural cells, satellite cells, and 
posterior spinal ganglion and Schwan cells in all age range of the patients. 

• Cellular and humeral immune deficiencies are realized in CHS









• Exacerbation phase: This phase is the most important and hazardous 
complication of CHS and 50% to 85% of the patients are involved in 
the exacerbation phase. Most of the patients who have entered in 
this phase after birth or after several years and die several months 
later. 21


