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A 16-YEAR-OLD GIRL, HAILING FROM
CHAPAI NAWABGONJ PRESENTED WITH

RECURRENT SWELLING OF FACE AND LIPS
FOR LAST 2 YEARS.



THE SWELLING INVOLVES MAINLY HER FACE,
LIPS, TONGUE AND PERI-ORBITAL REGION OF
BOTH EYES.



SHE WERETREATEDNITHI/V CORTICOSTEROID
AND ANTFHISTAMINE BUT THERESPONSESVERE
SLOW. EACH EPISODEOF SWELLINGTOOK 2-3
DAYS TO RESOLVE




WHAT IS UNIQUE TO THIS PATIENT

ARECURREN'IATTACK WITHOUTANY
PRECIPITATINGFACTORS DRUGS

ANO HISTORYOF ATOPY/ ALLERGY
ANO PRURITUS
ANO ASSOCIATEDURTICARIAOR RASH

ASHEREMAINED COMPLETELYASYMPTOMATIC
BETWEENITWO ATTACKS

ANO RESPONSHO STEROIDAND
ANTIHISTAMINES



HAE

AHEREDITARY ANGIOEDEMA (HAE) IS A
RARE AND POTENTIALLY LIFE-THREATENING
GENETIC CONDITION.

AOCCURS IN ABOUT 1IN 10,000 TO T IN
50,000 PEOPLE.

ADISEASE DOES NOT DISCRIMINATE BETWEEN
RACE, ETHNIC GROUPS OR GENDER.



SYMPTOMS:

EPISODES OF
AANGIOEDEMA

AEXCRUCIATING ABDOMINAL PAIN, NAUSEA
AND VOMITING

ALARYNGEAL OEDEMA



AUNTREATED ANGIOEDEMA CAN LAST OVER
48 TO 96 HOURS.

/&NCREASE FREQUENCY OF ATTACKS IN
PUBERTY



HISTORY ORHAE
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HAE

ABECAUSE THE DISEASE IS RARE, IT IS NOT
UNCOMMON FOR PATIENTS TO REMAIN
UNDIAGNOSED FOR MANY YEARS.

/&UNNECESSARY SURGERY HAS BEEN
PERFORMED ON PATIENTS EXPERIENCING
ABDOMINAL ATTACKS



COMMON TRIGGERS OF HAE ATTACKS

Trauma

Surgical/dental
procedures

.

Medications
Estrogen
ACE Inhibitor

e

AMANY ARE SPONTANEOUS

|

Stress

Menstruation

/

Pregnancy

" Infection




MAIN PATHOLOGY

U DECREASE OR DYSFUNCTION C1-INH

U SPONTANEOUS ACTIVATION OF
COMPLEMENT PATHWAY

U INCREASE LOCAL BRADYKININ
U VASODILATION & 1 PERMEABILITY



HMWK Cleaved 0
Release Bradykinin

Brodykinn
Receptor

Vascular Permeability
Angioedema




AI—IAE IS AUTOSOMAL DOMINANT
ADE NOVO MUTATION IN 25% CASES




HAE

ATvre 1
AABNORMAL LEVEL OF C1 INHIBITOR
A85%

ATYPE 2
AABNORMAL FUNCTION OF C1 INHIBITOR
Al 5%

ATvPE 3



DIAGNOSTIC TESTS

HAE Complement levels
C1 INH level C1 INH function

Normal/
elevated

AMeasurements should be performed
twice , at an interval of at least 1

month



TREATMENT OF HAE

ATRIGGER AVOIDANCE
ACARRY INFORMATION ABOUT CONDITION




TREATMENT OF HAE

ATREATMENT OF ACUTE EXACERBATION
ASHORT TERM PROPHYLAXIS

AMAINTENANCE THERAPY



ACUTE ATTACKS

AALL ATTACKS OF ANGIOEDEMA INVOLVING
THE UPPER AIRWAY ARE MEDICAL
EMERGENCIES AND MUST BE TREATED
IMMEDIATELY.



ACUTE ATTACKS

ACl INH REPLACEMENTINTRAVENOUS BLOOD PRODUCT)
A BERINER20U/KG (1000-2000 U) / CINRYZEL000 U

AICATIBANT(FIRAZYF) ISA BRADYKININRECEPTORBLOCKER

AEZALLANTIDE(KALBITOF) ISAN INHIBITOROF PLASMA
KALLIKREIN THEENZYMETHATRELEASEBRADYKININ



ACUTE ATTACKS

AIN OUR SETTING: WE CAN USE FRESH (FROZEN)
PLASMA

ADANAZOL AND TRANEXAMIC ACID SHOULD NOT
BE USED TO TREAT ACUTE ATTACKS.



SHORITERM PROPHYLAXIS

A TO PREVENT AN ATTACK DURING A MEDICAL/DENTAL PROCEDURE
A PATIENT-SPECIFIC TRIGGER E.G. EMOTIONAL STRESS

OPTIONS

ADANAZOL 600 MG 5 DAYS PRIOR AND 2-5 DAYS
AFTER PROCEDURE

AC1 INHIBITOR 1-6 HOURS PRIOR AND SECOND
AVAILABLE AFTER PROCEDURE

AFRresh (FROZEN) PLASMA




MAINTENANCE THERAPY

TO REDUCE FREQUENCY, DURATION AND SEVERITY OF ATTACKS.

OPTIONS:

ADANAZOL

AC1 INHIBITOR

ATRANEXAMIC ACID — CHILDREN




ACONTRACEPTION

APROGESTOGEN PILL, DEPO-PROVERA OR INTRA-UTERINE
DEVICE

APREGNANCY
ADANAZOL IS CONTRA-INDICATED.
AC] INH AND TRANEXAMIC ACID CAN BE USED



THANK YOU



