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Hemolytic Uremic Syndrome (HUS) consists of the triad of acute renal failure, thrombocytopenia and microangiopathic

hemolytic anemia. It can be typical or atypical. Atypical HUS is complement related. Cobalamin deficiency is among the

causes of secondary HUS. HUS can lead to End Stage Renal Failure (ESRD).

An 8-year-old male patient presented to the emergency department with complaints of nausea, vomiting, diarrhea and

fatigue. He had a history of Dandy Walker syndrome, epilepsy and growth retardation. His general condition was poor, he

tended to sleep, his blood pressure was high and his breathing was superficial. He was evaluated as HUS and hypertensive

encephalopathy due to acute renal failure, thrombocytopenia, anemia, retilulocytosis, elevated LDH, and schistocytosis. Since

pulmonary edema continuous venovenous hemodialysis (CVVHD) was started. On the seventh day, he had a hypertensive

attack, and intracranial hemorrhage was detected. CVVHD and plasma exchange (PLEX) were started, considering atypical

HUS due to recurrent attack, low C3 and neurological involvement. AdamTS result was normal, STEC was negative and

eculizumab was started and partial answer was obtained. He had a pulmonary hemorrhage and cardiac arrest one week apart .

After detecting high serum homocysteine level hydroxycobalamin, betaine, carnitine, folbiol and coenzyme Q treatments were

started considering the cobalamin C defect. No HUS attack was observed after this therapy. Eculizumab was stopped when no

genetic mutation for HUS was detected. MMACHC gene was normal and the level of methyl malonic acid was not compatible

with cobalamin C defect. Kidney transplant was performed from her mother shortly after.

In conclusion, HUS is one of the preventable causes of ESRD in children. There are primary and secondary causes.

Cobalamin defects should also be kept in mind, since it is a fast and easily accessible treatment when diagnosed early, and

homocysteine level should be checked in every HUS case.

Brain MR: PRESSCT:Right parietal hematoma

PA chest graph and thorax CT: Pulmonary haemorrhagia


