NATIONAL INSTITUTE OF PEDIATRICS IMMUNOLOGY SERVICE
NAME: ALEJANDRA SANCHEZ FERNANDEZ SEX: FEMALE AGE: 2 YEARS OLD. DATE OF BIRTH: ABRIL 04 2003. A 3 YEARS OLD FEMALE HAS A 9 YEARS OLD BROTHER WHO SUFFERED TOTIPOTENTIAL CELL TRANSPLANT BECAUSE SEVERE IMMUNODEFICIENCY, HE CURSED WITH A NEUROLOGIC INFECTION AND DIED.  THE PATIENT HAD A BIRTH WIEGHT OF 3900 gr AND 53 cm HEIGHT, BREAST FED UNTIL 2 MONTHS OF AGE. SHE DIDN’T RECEIVE IMMUNIZATIONS.
SHE BEGAN HER DISEASE AT ONE AND A HALF MONTH OLD WITH ABUNDANTS, LIQUIDS, BLOOD STOOLS. SHE WAS TREATED WITH CEFTRIAXONE WITH PARTIAL IMPROVEMENT. A PhD APPLY FOR STOOL CULTIVE WITH POSITIVE RESULT TO CAMPYLOBACTER YEYUNI. SHE RECEIVED CLARIITROMICYN 16MGKG FOR 14 DAYS. MOREOVER SHE RECEIVED MICONAZOL TO TREAT ORAL AND ESOPHAGEAL CANDIASIS.
BECAUSE TO BROTHER WITH IMMUNODEFICIENCY, WHEN SHE ARRIVED OUR HOSPITAL THE FOLLOWING STUDIES WERE DONE: CD3 0.2%, CD 20/19 0%, CD4 0.1%, CD8 0.1% CD 53 83%, IgM 4 MG/DL (20-40) IgG 415 MG/DL ( 310-852), IgA 6.6 MG/DL (3.5-67). WE DIAGNOSTICATED SEVERE COMBINED IMMUNODEFICIENCY WITH T- B- NK +, WE SUPPOSED DEFICIENCY IN ENZIMES OF RECEPTOR’S RECOMBINATION. WE RESTITUTED TOTIPOTENTIAL CELLS AND WE INICIATED HALOGENIC BONE MARROW TRANSPLAT WITH NEXT HLA COMPATIBILITY:
PATIENT A68 (28) Y A2, B39(16) Y B61(40), DR4 Y DR 11(5), DQ8(3), DQ7(3)
PATIENT`S FATHER A68(28) Y A2, b61(40) HOMOZIGOTUS, DR4 Y DR 11(5), DQ8(3) Y DQ7(3). HIGH RESOLUTION STUDY FOR DR PATIENT DRB1 0407 PATIENT`S FATHER DRB1 0407.
WE DECIDED TO ADMISTERED ONLY PARTIAL HIDROLIZED FORMULA CAUSE THE POSIBLE RISK TO ADQUIRED INFECTIONS BY BREAST FEEDING. WE ADMISTERED HER IMMUNOSUPRESOR TREATMENT AS ACONDICIONATED TREATMENT WITH  BUSULFAN 4MGKGDAY 4 DAYS, DAY -8  TO -6., CYCLOPHOSPHAMIDE 60MGKGDAY DAY -5 TO -4. IN SEPTEMBER 19 2003, OUR PATIENT RECEIVED HALLOGENIC BONE MARROW TRASPLANT WITH PRIOR MEDICATION WITH H1 BLOCKERS AND STEROIDS. WE ADMINITERED 120 ML OF AFERESIS PRODUCTS WITH A TOTAL COUNT OF 189,000 X 1O 3 . 98.5% MONONUCLEARS.
THE PATIENTS PRESENTED HOSTS AGAINTS DISEASE WITH PAPULES, PETECHIAS IN ABDOMEN. SHE WAS TREATED WITH METOTREXATE, CICLOSPHORINE AND METHILPREDNISOLONE. SHE HAD CMV POSITIVE TREATED SUCCESFULLY WITH GANCICLOVIR. SHE HAS NORMAL  BLOOD CITOLOGY, IMMUNOGLOBULIN LEVELS, LYMPHOCYTE SUBPOPULATIONS AND HAS COMPLETED HER IMMUNIZATION SCHEDULLE TWO AND A HALF YEARS AFTER THE STEM CELL TRANSFUSION.
