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                                                                CLINICAL CASE 1 
Identification: E.C., 51 years old, male, born in Minas Gerais (Brazil), single, Caucasian.
HDA: Patient has a history of recurrent pneumonias (15 episodes in his lifetime, getting complicated in two episodes) since 1983, recurrent otitis (4 episodes per year), associated to sporadic episodes of diarrhea, without affecting his general condition. In 1999, after being submitted to several lab tests, reduced levels of immunoglobulins were found, with IgG= 427, IgM=16, IgA <4. Since then, he was diagnosed as having Common Variable Immunodeficiency and started a monthly replacement of human immunoglobulin.
    Since the diagnosis and the beginning of the treatment, the patient evolved without any other infections of respiratory tract and achieved a complete improvement concerning the episodes of diarrhea. He has a good nutritional response and did not present any sequels from the recurrent infections (bronchiectasis).

    Presently, he is being followed at the Clinical Immunology and Allergy Division at HC - FMUSP, having intravenous gammaglobulin replacement on a monthly basis, 400mg/kg each 28 days.
Medical History:  Vaginal premature delivery, identical twin . Pneumonias, sinusitis and recurrent otitis without internment. Chickenpox and measles without any complication. Adverse reaction to drugs: sulfa. Contact Dermatitis 

Family History   :

                    Father: asthma (deceased)

                    Mother: Systemic arterial hypertension, DM type 2 (deceased)

                    Twin brother: CVID/ recurrent diarrhea and respiratory infections
                    Brother: cervical malignancy (deceased)


    
                    Brother: AIDS (deceased)
                    Sister: chronic urticaria
 Habits: No alcoholism or use of tobacco 

 PHYSICAL EXAMINATION: Patient in good general conditions, lucid and space and time oriented, red-faced, hydrated, without fever, absence of lymphadenopathy, weight = 82 Kg, height = 170cm (IMC = 28,3)
ACV: RCR, 2T, FC= 88, PA= 130x80

AR: MV +, 
AGI: Flacid, round and painless abdomen, blumberg +, no palpable liver, palpable spleen
SNC: Lucid and oriented, no neurological deficits  
MM: present pulses, free leg, no edemas
Skin:actinic quetarosis in  MMSS and face, eczema in the forehead and nasolabial furrow.
Lab tests
	
	2002
	2003
	2004
	2005
	2006

	IgG
	523
	628
	654
	829
	802/765/724/764/

	IgM
	<1
	<4
	13
	6
	6

	IgA
	<4
	<4
	6
	8
	14


                                        Imunoglobulin levels (mg/dl)
  Immunophenotyping

	
	2002
	2003
	2004
	2005

	CD3
	1439
	983
	1012
	1088

	CD4
	439
	320
	223
	311

	CD8
	927
	647
	737
	722

	CD4/CD8
	
	0,48
	0,38
	0,43

	CD19
	
	137
	54
	79

	NK
	
	602
	
	719


Blood count: Hb -14,9, Htc-43,6,VCM-83,4,HCM-28,5,CHCM-34,2

Leukogram: Leuk-6350, N-4300, E-200, L-1400, M-500, B-0

Plaques: 234.000

Kidney and liver function: normal
Fecal score serial: negative
Urinanalysis and uroculture: negative
DTH (2004): candidin, tricophytin e PPD/ negative
Abdominal US (2006): homogeneous hepatomegaly
Torax CT (2006): microcalcifications in the medium lobe of right hemitorax
Lung Function normal (2005)

Digestive endoscopy (2005): gastritis light enantematosa with research of H. pylori negative
Lymphocyte Culture (2004): index = 26

Specific antibodies: Chickenpox IgG + e IgM -

                                Measles IgG + IgM - 

                                Hepatitis A IgG +, IgM –

                                Hepatitis B and C- serology and viral load negative

         HIV:negative
Autoantibodies negative (2006)

                                                  CLINICAL CASE 2
Identification: D.C., 51 y.o., male, born in Minas Gerais (Brazil), married, one son, attorney at law, Caucasian.
HDA: Patient with a history of recurrent pneumonia beginning at the age of 41. He presented around one episode per year with one hospital internment, associated to episodes of recurrent sinusitis (around 10 per year), recurrent diarrhea (12 episodes per year), with a weight loss of 20kg in the last five years.
     In 2001, after clinical investigation, reduced levels of serum immunoglobulins were found (IgG= 362, IgA=4 and IgM=16), when he was diagnosed as Common Variable Immunodeficiency. At the moment of the diagnosis, thorax CT showed: discreet bronchiectasis, abdominal US: splenomegaly with size increase of door vein and CT cheek bones: pansinusitis and septal deviation to R.
    Since 2002, he is on attendance at the Immunology Departmnet at   HC FMUSP and having gammaglobulin on a monthly basis of 500mg/kg 28/28 days ,and evoluted with improvement of respiratory tract, although the diarrhea acute and height loss still remains . It was already investigated malignancies,   gastrointestinal tract infections and other pathologies that could explain defecation with height loss and the maintainence of diarrhea even with proper levels of gammaglobulin, without a final conclusion, however.
Medical History
      Vaginal delivery, premature
      Identical Twin 

      Recurrent respiratory tract (pneumonias and sinusitis), with one internment for pneumonia
     Recurrent pneumonia/malabsorption syndrome
     Atrophic gastritis/ anemia 

     Superficial fungal leg L 2003

     Slight cranial traumatism with internment 30 years ago
Family History
                    Father: asthma (deceased)

                    Mother: HAS, DM type 2 (deceased)

                    Twin brother: CVI /   recurrent diarrheas and respiratory tract
infections 
                   Brother: cervical malignancies (deceased)
                   Brother: AIDS (deceased)
                   Sister: chronic urticaria
Physical Examination:

   Patient in regular condition, lucid and oriented, with temperature, red face, hydrated, skinned, absence of lymphadenopathy, weight = 49Kg, height = 170cm (IMC=16,9)

   ACV: RCR, 2T, FC= 80, PA=120x80
   AR: Vesicular murmur +, noises in basis of HTL, eupneic
   AGI: flacid abdomen, present aerial noises, negative blumberg.  
   SNC: lucid and oriented, no deficits. 
   Rinoscopia: greenish nasal secretion, septus of the nose deviation to R.
   MM: palpable pulses, no edemas.
   Skin: xerose

 Lab Examinations

                                     Imunoglobulins level
	
	2001
	2002
	2003
	2004
	2005
	2006

	IgG
	322
	435
	482
	671
	694
	647/553/532/678

	IgM
	11
	3
	10
	2
	13
	4

	IgA
	<5
	7
	10
	1
	5
	4


                                  Immunophenotyping

	
	2002
	2003
	2004
	2005

	CD3
	1081
	1058
	1630
	1323

	CD4
	361
	323
	450
	376

	CD8
	674
	813
	1067
	766

	CD4/CD8
	0,54
	0,4
	0,42
	0,49

	LB
	157
	110
	149
	87

	NK
	408
	481
	443
	477

	
	
	
	
	


 Blood count: Hb-11,2, Htc-33, VCM-100, HCM-33, CHCM-32
Leucogram: Leucócitos totais- 5170, N-2900, L-1900, M-400, E-100, B-0

Plaques :211.000

Vitamin B12: 61(180-914)

Acid Folic:11(>3)

Function of the kidney and hepatic: normal

Fecal score serial: negative

Urine 1 and uroculture: negative
Late cutaneous tests (2004): candidina, tricofitina e ppd/ negative

Abdomen USG (2006): homogeneous livemegaly
 CT Torax (2006): without meaning bronchiectasis in base of HT and discreet in medium lobe HT R
Poof of Lung Function normal (2005)
Digestive endoscopy (2005): chronic duodenitis moderate and irregular flattening of the villus
Nasofibroscopy (2004): suggestive of chronic sinusitis
Culture of lymphocytes (2004): index = 26

Research of specific antibodies: Hepatitis B - antiHBc +, sorologia and load viral for hepatitis C and HIV negative.

Autoantibodies negative (2006)

                                        Comparison of the patients` evolution
	
	Case 1
	Case 2

	Beginning of the symptoms/diagnosis
	28 years old /1999
	41 years old /2001

	History
	Infeccions respiratory tract and diarrhea
	Infeccions respitarory tract, diarrhea and weigth loss

	Clinical symptoms before gamma
	Sinusitis, pneumonia
	Sinusitis,pneumonia,otitis

	Clinical symptoms then gamma
	Redemption of the infections
	It gets better of the breathing infections, however it persits with appealing diarrhea and weigth loss

	Complication
	  -
	Malnutricion, brochiectasis

	Imunoglobulins level


	Satisfactory levels of IgG
	Satisfactory levels of  IgG

	Immunophenotyping


	Reduction CD4 and LB
	Reduction  CD4 and LB
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