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Atipik hemolitik iiremik sendrom tedavisinde ekulizumab tedavisinin
birakilmasi
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Giris: Hemolitik tiremik sendrom (HUS) mikroanjiopatik hemolitik anemi,
trombositopeni ve akut bobrek yetmezligi bulgulan ile karakterizedir. HUS gelisen
hastalarin %5-10"u atipik Hemolitik Uremik Sendromdur(aHUS). Bu hastalarda son
donem bobrek yetmezligi gelisme ve mortalite oranlar ytliksektir. Monoklonal Cs
inhibitérii olan ekulizumab kompleman disregulasyonunun neden oldugu aHUS
olgularinda yeni bir tedavi secenegidir. Biz burada aHUS tamis1 koydugumuz ve
ekulizumab ile basarili sekilde tedavi ettigimiz hastamizi sunacagiz. Olgu Sunumu: Daha
once saglikli olan 13 yasindaki kiz hasta ishalin eslik etmedigi karin agris1 ve kusma
sikayetyle hastanemiz acil servisine basvurdu. Fizik muayenesi normal olan hastanin
yapilan tahlillerinde; Hgb:10.1gr/dl, PLT:24 000/uL, WBC: 3100/uL, Ure: 231.5 mg/dL,
Kreatinin: 11.47 mg/dL, Urik asit: 8.95 mg/dL, LDH: 3205 U/L, idrar incelemesinde +2
proteiniiri, +3 hemoglobiniiri, her sahada 11 eritrosit saptandi. Periferik yaymada
sistositler goriildi. Hipokomplementemisi vardi. SARS-Cov-2 PCR ve antikoru negatif
bulundu. Pansitopeni nedeniyle kemik iligi aspirasyonu yapildi. Hematolojik malignite
ekarte edildi. Hastaya hemodiyaliz baslandi. Yapilan bobrek biyopsi sonucu trombotik
mikroanjiopati olarak raporlandi. Hastaya aHUS tanisi konarak ekulizumab tedavisi
baslandi. Uciincii doz ekulizumab tedavisinden sonra kreatin degerleri diistii ve
hemodiyaliz ihtiyact olmadi. HUS icin gonderilen genetik panelde mutasyon
saptanmamasi nedeniyle 12 dozdan sonra ekulizumab tedavisi kesildi. Hastamiz alt1 aydir
ekulizumab kullanmamaktadir. Son kontrolde kreatinin degeri 0.95mg/dl, Hgb: 13.5
mg/dl, Plt: 313x103/uL bulunmustur. Sonug: HUS’de erken tani ve ekulizumab tedavisi
ile oldukc¢a basarili sonuglar alinabilmektedir.
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Discontinuation of eculizumab therapy in the treatment of atypical
hemolytic uremic syndrome
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Abstract

Aim: Hemolytic uremic syndrome (HUS) is characterized by microangiopathic hemolytic
anemia, thrombocytopenia and acute renal failure. Atypical HUS (aHUS) accounts of 5-
10% of patients with HUS the rates of development of end-stage renal disease and
mortality due to HUS are high in these patients. Eculizumab, a monoclonal C5 inhibitor, is
a new treatment option in cases of aHUS caused by complement dysregulation. In this
article, we will present our patient who was diagnosed with aHUS and successfully treated
with eculizumab. Case report: A 13-year-old girl, who are healty before, was admitted to
the emergency department of our hospital with complaints of abdominal pain and
vomiting without having diarrhea. In the analysis of the patient whose physical
examination was normal, Hgb: 10.1gr/dl, PLT:24 000/uL, WBC:3100/puL, Urea:231.5
mg/dL, Creatinine:11.47 mg/dL, Uric acid:8.95 mg/dL, LD:3205 U/L, in urinalysis:+2
proteinuria, +3 hemoglobinuria, 11 erythrocytes were detected in each field. Schistocytes
were seen in the peripheral smear. She had hypocomplementemia. SARS-Cov-2 PCR and
antibody were negative. Bone marrow aspiration was performed due to pancytopenia.
Hematologic malignancy was ruled out. She underwent hemodialysis. Kidney biopsy was
reported as thrombotic microangiopathy. aHUS was diagnosed and eculizumab treatment
was started in the patient. After the third dose of ecelizumab treatment, the creatinine
values decreased and she didn’t need hemodialysis. Genetic panel for HUS was negative.
So, eculizumab treatment discontinued after 12 doses. Our patient has not been using
eculizumab for six months. The last creatinine level of the patient was found to be
0.95mg/dL, Hgb: 13.5 g/dl, Plt: 313x103/uL. Conclusion: HUS can be treated with
eculizumab successfully in the setting of early diagnosis.
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