CCC- Syndromes & Eponyms

	ARTHRITIS, VASCULTITIS, GLOMERULONEPHRITIS, AUTOANTIBODIES


	AUTOANTIBODIES

	Anti-centromere antibody
	70% 

20% 
	CREST

Systemic Sclerosis

	Anti-double stranded DNA antibody
	50%
	SLE

	Anti-endomysial antibody
	V Good
	Coeliac disease

Dermatitis herpetiformis

	Anti-gliadin antibody
	V Good
	Coeliac disease

Dermatitis herpetiformis

	Anti-LA antibody
	
	SLE
1o Sjogren's syndrome

	Anti-RNP antibody
	
	Mixed Connective Tissue Disease & SLE

	Anti-Ro antibody
	30-40%

30-60%

10-65%
	SLE
Sjogren's syndrome

Congenital heart block 

	Anti-Sm antibody
	
	SLE

	Antinuclear factor
	95%

80%

60%

30%

30%
	SLE

Systemic Sclerosis
Sjogren's syndrome

Polymyositis

Dermatomyositis

Still's disease
Others

	Anti-KLM antibody
	
	Autoimmune Chronic Active Hepatitis

	Anti-mitochondrial antibody
	95%
	Primary Biliary Cirrhosis

	Anti-smooth muscle antibody
	97%
	Autoimmune Active Hepatitis
Primary Biliary Cirrhosis 

Primary Sclerosing Cholangitis

	Anti-neutrophil cytoplasmic antibody- c-ANKA
	90%
	Wegener's Granulomatosis

UC, Churg-Strauss syndrome

	Anti-neutrophil cytoplasmic antibody- p-ANKA
	
	Primary Sclerosing Cholangitis, Churg-Strauss syndrome

	Anti-Scl70 antibody
	
	Pre-scleroderma


	THE CIRCLES!!!

	
[image: image1]


	SERO-NEGATIVE ARTHRITIS i.e. (without serum rheumatoid factors) (Pub Car)…All are HLA-B27 and cause Sacoiliitis. NB: Whipple’s Disease is Seronegative but does not normally cause Sacroiliitis (It still can!!).

	PSORIATIC ARTHRITIS

	UC

	BECHETS: SEE VASCULTITIS

	CROHN’S

	ANKYLOSING SPONKYLYSIS

	REITERS


	REITER'S SYNDROME
	PAIR…Sticky Ureiter

	· Genital form related to sex.

· Enteric form related to GI Infection

HLA-B27 Assoc…PAIR 

· Psoriasis, Ank Spond, IBD, RS
	· Urethritis

· Conjunctivitis

· Arthritis (seronegative)


	BERGER'S DISEASE
	Aka IgA Nephropathy

	Glomerulopathy (Commonest cause worldwide) present in 50% of children with recurrent episodes of macroscopic haematuria

· Kidney Burger…(Bread + OH +  HIV Infected Ankle)
	· Assoc with…

· Coeliac Disease

· Alcoholic Liver Disease

· Ankylosing Spondylitis
· HIV


	VASCULITIS

	Def
	· VASCULITIDES are range of disorders in which PRIMARY pathological process is inflammation of blood vessels.

· Many other diseases ( SECONDARY vasculitis. E.g.

· INFECTION: Pyogenic bacteria, TB, syphilis, viruses, Fungi, parasites
· INFLAMMATORY: SLE, RA

	PP
	The vasculitides are rare and often present with non-specific symptoms and signs; as a result the diagnosis may be delayed.

	Class
	Reclassified according to size of the vessels affected and role of various auto-antibodies in diagnosis and pathogenesis. See below

	Mx
	Mainly Steroids +/- cytotoxic agent (cyclophosphamide).

	LARGE VESSEL VASCULITIS (defined as Aorta / Significant Branch)

	GIANT CELL ARTERITIS

· Do another time

	TAKAYASU'S DISEASE

· Do another time

	MEDIUM VESSEL VASCULITIS

	CLASSICAL POLYARTERITIS NODOSA (PAN)

· Multiple aneurysms at vessel bifurcations
· Tissue damage due to ischaemia caused by: Acute thrombosis of inflamed artery / Arterial stenosis due to fibrosis

	KAWASAKI'S DISEASE

· Do another time

	SMALL VESSEL VASCULITIS (include arterioles, capillaries, venules)

	ANCA-associated…

	WEGENER'S GRANULOMATOSIS                                   (90% c-ANKA +VE)
· Variant of PAN: Pulmonary Disease: Upper and Lower respiratory tract lesions (nose, sinuses, lung).

· GN (Focal or Diffuse).
CHURG-STRAUSS SYNDROME                                       (50% p-ANKA +VE)
· Asthma and blood eosinophilia together with an eosinophilic vasculitis.

	Immune complex-associated…

	HENOCH-SCHONLEIN PURPURA

· Systemic Variant of IgA Nephropathy- Common in children. S&S: Polyarteritis of large joints, Purpuric Rash on extensors, Abdo S&S, GN. Prog: 50% Remission; 15-20% ( Renal Function. 3-5%

	Anti-glomerular basement membrane-associated…

	GOODPASTURE'S SYNDROME

· Found in young men.

· Glomerulonephritis

· Pulmonary haemorrhage (haemoptysis & SOB)
· Autoantibodies to Glomerular and Pulmonary basement membrane
· Assoc: SLE, MS, Bechet’s

	Others…

	BEHCET'S SYNDROME                             Use a BECKET to collect the RAIN
· Recurrent oral and genital ulcers

· Arthritis (seronegative)
· Iritis

· Neurological disease


	SJOGREN'S SYNDROME
	Jog Through MAPLE Leaves

	· Assoc: renal tubular acidosis, adverse drug reactions and lymphoma.
	· Mouth dry

· Arthritis: RA or others.

· Parotid enlarged

· Lymphoma

· Eyes dry (Keratoconjunctivitis sicca and/or xerostomia, with

	BUDD-CHIARI SYNDROME
	

	· Path: Thromboses within hepatic vein, including adjacent inferior vena cava.
	· Hepatomegaly

· Ascites

· Abdominal pain

	REYE'S SYNDROME
	

	Cause: Viral cause postulated. some appeared to follow influenza or varicella infection. Aspirin
	· Severe, non-inflammatory, progressive encephalitic illness of children with fatty infiltration of liver

	EHLERS-DANLOS SYNDROME
	

	· Abnormalities of collagen production
	· Bruising, wide scars, laxity of joints and hyperelasticity of skin

	KALLMAN'S SYNDROME
	

	· X-linked / Autosomal recessive disorder
	· Hypothalamic GnRH ( and deficient olfactory sense

	PEUTZ-JEGHER'S SYNDROME
	

	· Autosomal dominant condition
· Patients often present with small bowel intussusception before the age of 10 years
	· Multiple hamartogenous polyps of GI tract - most often in small bowel but may occur affect any portion of tract

· Mucocutaneous pigmentation - mainly, of lips, buccal mucosa, genitalia, hands and feet

	RAMSAY HUNT SYNDROME
	

	· ( Cause- Reactivated Herpes

· ( Comp- Reduced Hearing
	· Sensorineural deafness, vertigo and facial paralysis

	CRIGLER-NAJJAR SYNDROME
	

	· May be autosomal dominant
	· Rare form of congenital non-haemolytic hyperbilirubinaemia

	CREST SYNDROME
	

	· Localised form of systemic sclerosis.
	· CALCINOSIS - Palpable nodules in hands due to calcific deposits in subcut tissue

· RAYNAUD'S PHENOMENON - ischaemia ( atrophy of finger pulps

· OESOPHAGEAL Dysmotility - if absent, then CRST syndrome

· SCLERODACTYLY - Tightening of skin of fingers resulting in tapering

· TELANGIECTASIA - Multiple, large and on the fingers

	RAYNAUD'S PHENOMENON
	

	· Episodic attacks of digital ischaemia on exposure to cold, or less commonly, emotional stress
· Assoc: Many including…SLE, PAN, Sjorgen’s, Myelpma, MS Leukaemia, Vibration, CREST.
	· White - Ischaemia; then

· Blue - Rewarming with slow blood flow; then

· Crimson - normal colour returns; may be accompanied by throbbing pain and swelling due to reactive hyperaemia

	LAMBERT-EATON SYNDROME
	

	· Presynaptic myasthenic syndrome characterised by impaired release of acetycholine from nerve terminals.
	· 60% of patients have small cell lung carcinoma


PLACENTA ACCRETE: 
See GPN
Rehydration:

CHILD: Mild <5%, Mod 5-10%, Severe >10%

Calculate volume required in 24 hours: Percentage dehydrated x Body Weight x 1000 = No of Mililitres

STARTING DOSE: 
1 Kg = 1000 ml / 24 hours

MAINTENANCE:

0-10 Kg 
( 100ml / kg / 24 hours

10-20 Kg 
( 50 ml / kg / 24 hours

>20 Kg 
( 20 ml / kg / 24 hours

E.g. Maintenance for 8% Dehydrated Toddler weight 24 Kg ( 1000 + 500 + 80 = 

MARFAN'S:

Mitral valve prolapse

Aortic Aneurysm

Retinal detachment

Fibrillin

Arachnodactyly

Negative Nitroprusside test (differentiates from homocystinuria)

Subluxated lens

Nephrotic syndrome: causes for secondary nephrotic syndrome 

DAVID:

Diabetes mellitus

Amyloidosis

Vasculitis

Infections

Drugs

Carpal tunnel syndrome causes 

MEDIAN TRAP:

Myxoedema

Edema premenstrually

Diabetes

Idiopathic

Agromegaly

Neoplasm

Trauma

Rheumatoid arthritis

Amyloidosis

Pregnancy

Carpal tunnel syndrome: causes 

TRAMP:

Trauma (occupational)

Rheumatiod arthritis

Acromegaly

Myxoedema

Pregnancy

Felty's syndrome: components 

SANTA:

Splenomegaly

Anaemia

Neutropenia

Thrombocytopenia

Arthritis (rheumatoid)

Carcinoid syndrome: features 

FACADE:

Flushing

Asthma

Cor pulmonale

Ascites

Diarrhoea

Endocardial fibrosis







































































































































































































(2) Kawasaki's


Disease


(Medium Sized Vasculitis)


 (3) Giant cell


arteritis


(4) Takayasu's


disease


(Large Sized


Vasculitis)











GLOMERULO-NEPHRITIS





SERO NEGATIVES:


Psoriatic arthritis


Uc


(Bechet’s -see below)








VASCULITIS





ARTHRITIS








Crohn’s


Ankylosing sponkylysis


Reiters




















(1) Bechet’s Disease


(Small Sized Vasculitis)











(1) PAN


(Medium Sized Vasculitis.


(2) Henoch


Schonlein


Purpura                                  


(Small Sized


Vasculiitis)





Not Seronegative Arthritis)





 (1)Wegener’s


Granulomatosis


(2) Churg-Strauss


Syndrome


(3)Goodpasture’s


Disease, 


 (Small Sized


Vasculitis. Also


Cause


Haemop-


tysis)





(1) Berger’s 


Disease (IgA Nephropathy,


Assoc


With


Ank Spond)
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