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Hemophilia: A Rare Bleeding Disorder Resulting from
Deficiencies in Blood Coagulation Factors

Lack or low level of

Hemophilia A clotting factor VIII
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Hemophilia

Relationship of Bleeding Severity to

Severe type

» Factor level < 1%
» Spontaneous bleeding

Into joints or muscles,
predominantly in the

absence of identifiable
hemostatic challenge
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Moderate type

Factor level 1-5%
Occasional

spontaneous bleeding;
prolonged bleeding with
minor trauma or surgery
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Clotting Factor Level

WFH GUIDELINES for the MANAGEMENT of HEMOPHILIA 3 edition
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(Ramathibodi Hemostasis and Thrombosis Center)

 Founded by the faculty on November 10, 2022.

 Provides care for all inherited and acquired bleeding and
clotting disorders.

 Aims to integrate medical science into patient care and
serve as a model for comprehensive patient care.
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(Ramathibodi Hemostasis and Thrombosis Center)

KPI :
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Bleeding Management
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Hotline Consultation
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Pros and Cons of the Hemophilia Hotline
Telephone Consult Service
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INTRODUCTION

+ Factor prophylaxis in people with hemaphilia (PWH) can decrease annualized bleeding

rate but some PWH still require additional factor replacement for episadic bleeding

+ For this reason, a 24-hour hemophilia hotline telephone consultation for PWH and other
bleeding disorders was initiated in 2003.

« The service provides not only for patients and parents but also academic teaching

purpose for physicians in training and hemophilia nurses.

OBJECTIVES I

+ To report the advantages and problems of the 24-hour hemophilia hotline telephc e
consulation service at the International Hemaphilia Training Center-Bangkok, Faculty of
Medicine, Ramathibodi Hospital

MATERIALS & METHODS I

+ The electronic record of hatline consultation was created in July 2022,

+ Data, including diagnosis, reason for consultation, stiologies, sites of bleeding, &1d
initial management, from the telephone call were collected during July 2022 to Jly
2023. (Figure 1)

« Definition: Appropriate call was defined as the calls that related bleeding problems or
medical illness. Whereas Inappropriate call was defined by the calls that were not

related to the bleeding problems ar urgent medical illnesses.

Figure 1A; Patient information Figure 1B; Bleeding symptom

Rama Hemophilia Hotline

Figure 1C; Management suggest by physician or nurses
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+ Atotal 30 calls were recorded during one-year period. (Figure 2)

* Nineteen of calls (63%) were defined as appropriate calls, including 13 bleeding
symptoms and 6 other illnesses.

= Eleven of calls (37%) were defined as inappropriate calls, including 3 calls of postpone
appointments, and 8 miscellaneous non-urgent issues of laboratory results and hospital

service.

Figure 2. Record of 30 hotline calls

u Bleeding symptoms
u Other ilnesses
= Postpone appointment

Miscellaneous

- Among 13 patients with bleeding symptoms, 11 were diagnosed with severe hemophilia,
and 2 with other bleeding disorders.

- The causes of bleedings, bleeding locations and initial management are shown in
Table1

Table 1. Demegraphic data of 13 bleeding symptom

mber of cases (%)

Diagnosis
Hemophilia A 9 (70)
Hemophilia B 2 (15)
Other bleeding disorder 2 (15)
Cause of bleeding
Spontaneous 8 (62)
Trauma 5 (38)
Site of bleeding
Joint 4 (30)
Soft tissue 4 (30)
Epistaxis 2 (18)
Dental 1 (8)
Broken arm 1 (8)
Menstruation 1 (8)
Management suggested by physicians or nurses
RICE (Rest, Ice, Compress, Elevate) 3 (23)
RICE and factor replacement 7 (54)
Hospitalization 3 (23)

= Overall, reduction of hospital visits was demonstrated in 10 of 13 consultations (77%)
- Three patients were advised to visit hospital with the symptoms of a broken arm,

massive epistaxis and hypermenorrhea

CONCLUSIONS

* The Hemophilia hotline had shown the advaniage in reducing hospital visits and
encouraging early treatment.

+ Challenge arose form its misuse (37%) and placing an unnecessary burden on medical
personnel.

+ Therefore, the campaign to emphasize the purpose of this service to the patient's

community is mandatory

Figure 2. Record of 30 hotline calls

m Bleeding symptoms
® Other ilinesses
m Postpone appointment

Miscellaneous

« Among 13 patients with bleeding symptoms, 11 were diagnosed with severe hemophilia,

and 2 with other bleeding disorders.
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The Hemophilia Hotline Telephone Consult Services

Results

« Atotal of 30 calls were recorded during a one-year period.
19 calls (63%) were defined as appropriate, including:

- 13 related to bleeding symptoms

- 6 related to other illnesses
« 11 calls (37%) were defined as inappropriate.

« Overall, areduction in hospital visits was demonstrated in 10 out of 13
consultations (77%).

« Three patients were advised to visit the hospital due to:
- A broken arm
- Massive epistaxis
- Hypermenorrhea
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The Hemophilia Hotline Telephone Con

Conclusion

sult Services

 The Hemophilia hotline has demonstrated advantages
In reducing hospital visits and encouraging early

treatment.
« Challenges arose from its misuse (37%), p

unnecessary burden on medical personnel.

acing an

A campaign to emphasize the purpose of t
within the patient community IS necessary.
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Life-Threatening Bleeding

Maziaanaaniitiluaunsafiedda (ife threatening bleeding) Mg N9 A
Lﬁfamaﬂ"luai’mvd’ﬁﬁmvﬁu ANa9 lUdUnaY gnan ﬁaqtﬁiaﬁuﬁ’q"l@ 152
nauLianinien ﬂwuuaamaammum Lldulssdan (compartment
syndrome) K}V ﬂﬂﬂmu‘ﬂ iliopsoas M%"ﬂmﬂ@ﬂ@@ﬂwwﬂwm Hb mm >2 g/dl
UsaRAIbALARA >2 unit
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CPG: wwmsnisquadihadilhaalunimauazdilaansasunames 7 Ndidansan 0y nmAaasgniaw
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Massive bleeding

mMazidsglaanlsuiunn (massive bleeding) N8N
1. Mziaanaanau V/S unstable 1158
2. Ll@AARANNINNI 1.5 mi/kg/min >20 U9 %52 >150 ml/min 1158

3. >50% blood volume loss in <3 hr

CPG: wwmsnisquadihadilhaalunimauazdilaansasunames 7 Ndidansan 0y nmAaasgniaw
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Emergency Severity Index (ESI)
E SI |eve| 1 *Patient requires immediate life-saving intervention _

ESI |eve| 2 ePatient is in a high risk situation, is disoriented, in Hemophilia

severe pain, or vitals are in danger zone Patient

o|f multiple resources are required to stanilize the Within
ES I | eve I 3 patient, but vitals are not in the danger zone

1 hour
*If one resource is required to stabilize the patient
ESI level 4

«|f patient does not require any resources to be
ESI level 5 [z

https://www.ramacnec.com/AD/DocumentFile/20220813142057_File_Effectiveness%20Triage%20in%20ER%20.%20ES|%20Triage_%E0%B8%9E%E0%B8%A7.%E0%BS
%81%E0%B8%99%E0%B8%81%E0%B8%81%E0%B8%B2%E0%B8%8D%E0%B8%88%E0%B8%99%E0%B9%8C.pdf
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Nursing Practice
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massive bleeding 158 life-threatening bleeding U3a b
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* yntLilu life-threatening bleeding 158 massive bleeding Tulng
waunwnglszartinurasgniRunasunndilszantnusagan
glanmnana gl 30 W uazngli 60 W lu

nsol non-life-threatening bleeding
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Management
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* BPINFAIFUIMHLADADDN LUANDY LEUNDINITENRY LIAQG
LW ALARSLTNTULNNSZAY 100% Laglimassana CT brain
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Acute bleeding in
hemophilia and FVII

deficiency
I
I I |
Life threatening
Non-life threatening
bleeding or massive Factor VIl deficiency
bleeding
bleeding
I
I I
rFVila 20-30 mce/ke
Hemophilia Factor VIl deficiency Hemophilia or
FFP
I |
I I | I
rFVila 20-30 mce/ke
Mo inhibitor “Inhibitor or No inhibitor “Inhibitor
“FFP
®Hemophilia A: PrFVila 90-120 mce/kg UrFVila 90-120 mce/ks
raise factor clotting
Factor VIl 50 u/ke or o or
activity as table 1
Hemophilia B: aPCC 50-100 u/ke aPCC 50-100 uw/'ke
Factor IX 100 u/'ke

Notify hematologist within 30 minutes for life-threatening bleeding/massive bleeding and within 60 minutes for non-life threatening bleeding.
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Factor Replacement

Type of hemorrhage

Peak level
(%)
Joint 40-60
Superficial muscle 40-60
lliopsoas or deep 80-100
Deep laceration 50
Bleeding per dental or gum 40-60

* Continue until resolved

Hemophilia A Hemophilia B

Treatment  Peaklevel  Treatment
duration (day) (%) duration (day)
1-2 40-60 1-2
2-3 40-60 2-3
5-7 40 5-7
1-2 40-60 1-2

ddd

CPG: LLuQVI’Nm?mLL@N‘]J'JHN?JQF;IEITNWL@EILL@ filansaunames 7 NNIABAREN W DTANEATRNIEY
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