
CHRONIC CHRONIC 
HAEMOPHILIC HAEMOPHILIC 
ARTHROPATHYARTHROPATHY

A/PROFESSOR JOHN YORKA/PROFESSOR JOHN YORK
INTERNATIONAL HAEMOPHILIA TRAINING INTERNATIONAL HAEMOPHILIA TRAINING 

CENTRECENTRE
ROYAL PRINCE ALFRED HOSPITALROYAL PRINCE ALFRED HOSPITAL

SYDNEYSYDNEY



HAEMOPHILIAHAEMOPHILIA

SEVERITYSEVERITY

FACTOR LEVEL (%NORMAL)FACTOR LEVEL (%NORMAL)

11 SEVERE (50% of cases)SEVERE (50% of cases)

11--55 MODERATELY SEVEREMODERATELY SEVERE

55--20       MODERATE 20       MODERATE 

2020--60      MILD60      MILD

FREQUENCY OF HAEMARTHROSESFREQUENCY OF HAEMARTHROSES

JOINT INVOLVEDJOINT INVOLVED

KNEEKNEE

ELBOWELBOW

ANKLEANKLE

SHOULDERSHOULDER

HIPHIP

OTHEROTHER





HAEMOPHILIC ARTHROPATHYHAEMOPHILIC ARTHROPATHY

ACUTE HAEMARTHROSISACUTE HAEMARTHROSIS

PRODROMAL STIFFNESS AND PAIN.PRODROMAL STIFFNESS AND PAIN.
TENSE, SWOLLEN, HARD, HOT, TENDER.TENSE, SWOLLEN, HARD, HOT, TENDER.
SHINY RED SKIN.SHINY RED SKIN.

KNEESKNEES
ELBOWSELBOWS
ANKLESANKLES
HIPSHIPS
SPINE SPINE -- RARELYRARELY
HAND HAND -- MAINLY POST TRAUMAMAINLY POST TRAUMA

RAPID PAIN RELIEFRAPID PAIN RELIEF
WITH APPROPRIATE FACTOR REPLACEMENTWITH APPROPRIATE FACTOR REPLACEMENT



PATHOLOGYPATHOLOGY

HISTOLOGY











CLIN. PATHOLOGYCLIN. PATHOLOGY

ACUTE BLEEDSACUTE BLEEDS

SUBSUB--ACUTE ARTHROPATHYACUTE ARTHROPATHY

CHRONIC ARTHROPATHYCHRONIC ARTHROPATHY





SUB ACUTE HAEMARTHROSISSUB ACUTE HAEMARTHROSIS

USUALLY AFTER 2 OR MORE ACUTE BLEEDS.USUALLY AFTER 2 OR MORE ACUTE BLEEDS.

PERSISTS DESPITE TREATMENT.PERSISTS DESPITE TREATMENT.

THICK BOGGY SYNOVIUM.THICK BOGGY SYNOVIUM.

MODERATE RESTRICTION OF JOINT MODERATE RESTRICTION OF JOINT 
MOTION.MOTION.

PAIN PAIN NOTNOT PROMINENT FEATURE.PROMINENT FEATURE.







CHRONIC HAEMARTHROSISCHRONIC HAEMARTHROSIS

SUB ACUTE CHANGES FOR 6/12SUB ACUTE CHANGES FOR 6/12

PROGRESSIVE CHANGES UNTIL PROGRESSIVE CHANGES UNTIL 

END STAGE FIBROTICEND STAGE FIBROTIC

CONTRACTEDCONTRACTED

TOTALLY DESTROYEDTOTALLY DESTROYED

BLEEDING OFTEN ABSENT OR INFREQUENT IN THE BLEEDING OFTEN ABSENT OR INFREQUENT IN THE 

LATE STAGES.LATE STAGES.









MANAGEMENTMANAGEMENT

PROPHYLAXISPROPHYLAXIS

ACUTE  HAEMARTHROSESACUTE  HAEMARTHROSES

SUBSUB--ACUTE ARTHROPATHYACUTE ARTHROPATHY

CHRONIC ARTHROPATHYCHRONIC ARTHROPATHY



PROPHYLATIC CLOTTING PROPHYLATIC CLOTTING 
FACTOR REPLACEMENTFACTOR REPLACEMENT

•• THREE OR MORE TIMES WEEKLYTHREE OR MORE TIMES WEEKLY--
FACTOR LEVEL FACTOR LEVEL ≈≈ 10%10%

•• PHYSIOTHERAPYPHYSIOTHERAPY
STRONG MUSCLESSTRONG MUSCLES

CYCLINGCYCLING
SWIMMINGSWIMMING
WALKINGWALKING
NONNON--BODY CONTACT SPORTS BODY CONTACT SPORTS 



ACUTE BLEEDSACUTE BLEEDS

1.1. ADEQUATE HAEMATOLOGICAL CONTROLADEQUATE HAEMATOLOGICAL CONTROL

2.2. REST 48 HOURSREST 48 HOURS

3.3. ASPIRATIONASPIRATION

4.4. MOBILISATION MOBILISATION -- ACTIVEACTIVE MOVEMENTS ONLYMOVEMENTS ONLY

ICE PACKSICE PACKS

ULTRASOUNDULTRASOUND

HYDROTHERAPYHYDROTHERAPY



DRUG  TREATMENTDRUG  TREATMENT

ANALGESICSANALGESICS
ANTIANTI--INFLAMMATORY AGENTSINFLAMMATORY AGENTS

NSAIDNSAID’’S, LOCAL I/A AGENTS,S, LOCAL I/A AGENTS,
CORTICOSTEROIDSCORTICOSTEROIDS

DMARDDMARD’’S, SPECIFIC AGENTSS, SPECIFIC AGENTS
IMMUNOSUPPRESSANTS AND CYTOTOXIC DRUGSIMMUNOSUPPRESSANTS AND CYTOTOXIC DRUGS
GENERAL SUPPORTIVE AGENTSGENERAL SUPPORTIVE AGENTS

ANTIANTI--DEPRESSANTSDEPRESSANTS
MUSCLE RELAXANTSMUSCLE RELAXANTS
BONE PROTECTIVE MEDICATIONSBONE PROTECTIVE MEDICATIONS



MMxx SUBACUTE ARTHROPATHYSUBACUTE ARTHROPATHY

Medical Medical synovectomysynovectomy -- synoviorthesissynoviorthesis

(DXRT)(DXRT)

radioradio--colloids (colloids (9090Yt)Yt)

((thiotepathiotepa))

((osmicosmic acid)acid)

rifampicinrifampicin

tetracyclinestetracyclines

ethamolineethamoline



SURGERYSURGERY

TERTIARY HAEMATOLOGY CENTRETERTIARY HAEMATOLOGY CENTRE

ADEQUATE SUPPLIES AND ADEQUATE SUPPLIES AND 
HAEMATOLOGICAL CONTROLHAEMATOLOGICAL CONTROL

ORTHOPAEDIC SURGEON ORTHOPAEDIC SURGEON 
EXPERIENCED IN HAEMOPHILIA EXPERIENCED IN HAEMOPHILIA 
SURGERY  SURGERY  





PSEUDOTUMOURSPSEUDOTUMOURS

MASSIVE HAEMORRHAGEMASSIVE HAEMORRHAGE
SKIN ULCERATIONSKIN ULCERATION

GANGRENEGANGRENE
PAINPAIN

SEPSISSEPSIS
FRACTUREFRACTURE

AMPUTATIONAMPUTATION
(BOWEL OBSTRUCTION)(BOWEL OBSTRUCTION)



PROBLEMSPROBLEMS

•• INHIBITORSINHIBITORS
•• SEPSISSEPSIS
•• HIV / HEP  C / CJD  / ? OTHERSHIV / HEP  C / CJD  / ? OTHERS
•• THE ANKLETHE ANKLE
•• THE ELBOWTHE ELBOW
•• OSTEOPOROSISOSTEOPOROSIS
•• THE ELUSIVE GENE THERAPYTHE ELUSIVE GENE THERAPY
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INHIBITORSINHIBITORS

PREVENTIONPREVENTION

rhrh FACTOR FACTOR VIIaVIIa
MASSIVE REPLACEMENTMASSIVE REPLACEMENT

IMMUNOSUPPRESSIVE AND CYTOTOXIC DRUGSIMMUNOSUPPRESSIVE AND CYTOTOXIC DRUGS

-- RETUXIMAB   RETUXIMAB   ““MabTheraMabThera””

PLASMAPHERESISPLASMAPHERESIS
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PAIN RELIEF AND DRUG PAIN RELIEF AND DRUG 
ADDICTIONADDICTION

•• NONNON--ADDICTIVE ANALGESICSADDICTIVE ANALGESICS
•• TRANSCUTANEOUS N STIMULATIONTRANSCUTANEOUS N STIMULATION
•• RELAXATION THERAPY, HYPNOSISRELAXATION THERAPY, HYPNOSIS
•• PAIN PROGRAMSPAIN PROGRAMS
•• LIAISON PSYCHIATRY   CBTLIAISON PSYCHIATRY   CBT
•• CONSULTATION WITH LAW CONSULTATION WITH LAW 

ENFORCEMENT AGENCIESENFORCEMENT AGENCIES



AN OLD BUT NEW PROBLEMAN OLD BUT NEW PROBLEM
AGEING AGEING 

GENERAL MEDICAL PROBLEMSGENERAL MEDICAL PROBLEMS
CARDIOVASCULAR, NEUROLOGICALCARDIOVASCULAR, NEUROLOGICAL

DEGENERATIVE JOINT DISEASEDEGENERATIVE JOINT DISEASE
HIP,  KNEE,   SPINEHIP,  KNEE,   SPINE

TRAUMA, FRACTURESTRAUMA, FRACTURES
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