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Hereditary hemorrhagic telangiectasia (HHT) is a hereditary, autosomal dominant, vascular dys-
plasia characterized by mucocutaneous telangiectasia, epistaxis, gastrointestinal bleeding, and
iron deficiency anemia. Epistaxis in HHT is a recurrent and debilitating symptom, which is dif-
ficult to manage. Many methods have been tried with little success. Bevacizumab (Avastin®),
a VEGEF inhibitor, has been recently tried intranasally or systemically to control the recurrent epi-
staxis. We report three patients with HHT who were treated with intranasal bevacizumab ap-
plication together with cauterization. In all three patients, recurrent epistaxis decreased consid-
erably with improvement in quality of life. Here we describe the application methods, treatment
results, and complications with literature review. We believe that this is the first report of treat-
ing epistaxis in HHT with intranasal application of bevacizumab in South Korea.
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Table 2. Epistaxis severity score

Question Score

How often do you typically have a nose bleed?
(coefficient 0.14)

— Less than monthly 0
— Once per month 1
— Once per week
— Several per weak
— Once per day

g~ W N

— Several each day

How long does your typical nose bleeds last?
(coefficient 0.25)

— <1 minute 0
— 1=5 minutes 1
— 6—15 minutes

— 16—30 minutes

AW N

— >30 minutes

How would you describe your typical nose bleeding
intensity? (coefficient 0.25)

— Not typically gushing 0
— Typically gushing or pouring 1

Have you ever sought medical attention for your
nose bleeding? (coefficient 0.30)

- No 0
- Yes 1

Are you anemic (low blood count) currently?
(coefficient 0.20)

- No 0
- Yes 1

Have you ever received a red blood cell fransfusion
specifically because of nose bleeding? (coefficient
0.31)
— No 0
- Yes 1
Six questions are answered, the number of the response is mul-

fiplied by the respective coefficient, and the sum of these gives
the raw epistaxis severity score®
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HTT Treated with Bevacizumab I Lee M, et al.

20149 79 319 oA HIEEo| WAL BA] AlERE EA
2 AAY 6,602 HEA 9 +8S skl H7] 42

= Algstelth o] % HlEdo| A&E 0] 20149 94 22¢ Al
HAY bevacizumab X &5 BFQITE FAF 0 ESS 74004 24}
gt A 6,308 7t eyt Al HA A 1070DA
20154 69 Zof| H]EE S/l AlellA 2J2= oAl Wedst
I(Fig. 1E and F), 20154 69 8dof| Y] A bevacizumab
BE oI Ao g ARERE WA 24 deld

aZo] &

o

ox N x@ o

R=Xe3]
= A

> #2

544 FA7F 20105 E A SEEAR] HiEE S AR
WLkt A EAE eSS ool MehRbetd
A2, W A Al AAHER 8, Y, vk o
HAEE 9 B A 284 1 emd] ¥S AT S
kel 4= 919l o (Fig. 2A and B), &J3FolHA], ojm{Uof|A]
TR A G TS| 7HEEo] stk o oA o=
2he A7)14a%4 9D 8 septodermoplasty S Al3HRS 1
CGAA AT 78, HE8 CTE A22ak4d =)

2o] 99}
e Y L AFUDBY, FERAT|FL AP S 9

Sk olofl 2011 12 19437} 20124 39 219¢] bevacizumab

Table 3. Calculation of the raw and normalized epistaxis severity score (ESS)

Question Response

Multiplied by Coefficient Result

1 Less than monthly
Once per month
Once per week
Several per weak
Once per day
Several each day
2 <1 minute
1=5 minutes
6—15 minutes
16—30 minutes
>30 minutes
3 Noft typically gushing
Typically gushing or pouring
4 No
Yes
5 No
Yes
6 No
Yes

X 0.14

X 0.25

X 0.25

X 0.30

X 0.20

X 0.31

— O — O — O — O h W N — O Ot b W N — O

Total

Raw score

Normalized ESS={Raw Score/Denominator (2.71)} x 10. The responses to each of the six questions are assigned a weighted integer
that is multiplied by the question’s coefficient. These are added to yield the raw score. The raw score is then normalized by divid-
ing the raw score by the maximum possible score (2.71), then multiplied by 10 to give the normalized ESS.2 HHT: hereditary hem-

orrhagic telangiectasia

www,jkorl.org 615



Korean J Otorhinolaryngol-Head Neck Surg 1 2016;59(8):613-9

N

5 @3
S4A| FA7F 20000858 AR REE ARl HiEE e AR
sl FAdRAEae TS oo et &
AR, e A AR AR v 7, &0 oA
EAER 2 9 U 234 LS em] WIS AR T
= WEd g qlglen Y A R A SR 5
o

AW 717, 2L robHA|, opHA|, PRl A 43

A= g59] 7HEgo] Atk 5 HollA 1995d=
of H]E4 wAwS w2 H2lo] 9igith 20119 10 13Y
bevacizumab A|EE 13] QFQtTh S2AF A ESS 450014 F+A}
T 5 2R L0S = HAFTE FAF 5 2094 vt

S~I0% A%HE FEo| T a7k gl F7HH el

616

Fig. 1. Nasal endoscopic finding of
case 1 patient. Before 1st bevaci-
zumab treatment, right (A), left (B).
One month after 2nd bevacizumab
treatment (arrow indicates area of
decreased vascularity), right (C), left
(D). 9 months after 3rd bevacizumab
treatment, right (E), left (F).

WA Abzlo] ol 91 ghot &t

vl

1A
A RN TS ol A g Izt ST
Q=AY bevacizumabe ©]43H= A& At Eo] 2
o] ®uE1 9r}” Bevacizumaba 3417 o
AAek= A3 7S & FE FARA], T4
GRS dhot ] A X AAZIHAT ¢Fe) %1y
AA5= @77} Qlct 20049 Food and Drug Adminis-
trationof| 4] o)/ tiet SApollA Fof7t 5lH o], %l
Y Z2 Aol tiet SatollA etstetarizte] HE
B2 AE I et

Bevacizumabs 304 B A PB4 FSof| AF-8-5E

5

Hi



HTT Treated with Bevacizumab I Lee M, et al.

Fig. 2. Nasal endoscopic finding of the case 2 patient. Before 1st bevacizumab treatment, right (A), left (B). 7 days after 1st bevacizum-
ab treatment, right (C), left (D).
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Table 4. The raw and normalized epistaxis severity score (ESS)
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Question Case 1 Case 2 Case 3
Preop Postop Preop Postop Preop Postop
1 5 3 4 1 3 2
2 1 1 4 2 1 0
3 1 1 1 0 1 0
4 1 1 1 0 1 0
5 1 1 1 0 0 0
6 1 0 1 0 0 0
Normalized ESS 7.4 6.3 9.6 2.4 4.5 1

preop.: pre-operative, postop.: post-operative
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