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Abstract

Background:

Rare diseases are groups of inherited diseases with low prevalence and fow
incidence. These patients present cognitive, physical or behavioral problems. In
addition, their family members may also be affected in the psychological, behavioral
or social identity and other aspects. Due to its rarity, the caregivers would usually
feel more pressure and emotional distress than others. Yet, only a few of them could
express their needs and feelings. In this study, we explored the level of parental
stress and emotional distress on caregivers of children with rare diseases, and
established a “Simple Screening Scale” to assess their needs for professional
assistance.

Methods:

We recruited 60 caregivers of children with rare diseases (disease group) from
the outpatient clinics of the Department of Medical Genetic and from the Patient
Association. Another 60 caregivers of children without major injuries or special
needs were recruited as the control group. Structured questionnaires parenting stress
index/short form (PSI/SF) and brief symptom rating scale (BSRS-5, emotional
distress severity assessment) were employed to explore the situation of parental
stress and emotional distress in caregivers, respectively. The basic information of
the children and their caregivers were also collected for the relevance analysis. The
results of the questionnaire were analyzed by "project analysis™ and "factor
analysis" to construct the “Parenting Stress and Emotional Distress Simple
Screening Scale".

Result:
The highest Parental Stress of caregivers in the disease group come from ”
i
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Parent-Child Interactive Dysfunctional ”, followed by ” Overall Parental Stress ”
and ” Difficult Children ”. Longer disease duration is associated with higher =
pressure on the domain of Parent-Child Interactive Dysfunctional. Relevant
variables analysis shows that higher parental stress is related to male patients, high
educated caregivers, more frequently clinics visit, and the needs of psychological
counseling and stress adjustment at the time of diagnosis. Caregivers who have a
patient diagnosed 2 or fewer years had the highest emotional distress. The question
of ” No.2 Feel easy to distress and anger ” had the highest score from all caregivers,
especially in the rare disease group. There are moderate positive correlations
between parenting stress and emotional distress (6=.517).

We extracted 10 questions from the above gquestionnaire and formulated
“Parenting Stress and Emotional Distress Simple Screening Scale” according to
project analysis and factor analysis. The interpretation of variation is 69.74% and
the Cronbach’s a is between .737 ~ .869.

Conclusion:

The study found a high correlation between the parental stress and the
psychological and social needs at the time of diagnosis, and feeling of emotional
distress.Accordingly, we developed the “Parenting Stress and Emotional Distress
Simple Screening Scale” as a quick assess to the degree of parental stress and
emotional distress of the caregivers of affected children. Through this screening

scale, we can provide assistance and referral when needed.

Keywords:

Rare disease, Parental Stress and Emotional Distress, Simple Screening Scale
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%7-1- @;zzf_:@f_ﬁ?yﬁ;zz_ﬁ_‘zgﬁvgwgqi» iz

alihile o3 neon (o) b
&8 (F)  n(%) & QR

M(SD) 6.9(5.0) 4.3(4.0)
0~3 3% 20(33.3) 33(55)
4~6 5% 17(28.3) 12(20)
7~11 5% 8(13.3) 11(18.3)
12~16 5% 15(25) 4(6.7)

< EE n(%) 391
ESYN 49(81.7) 41(68.3)
= 9(15) 16(26.7)
z= 1(1.7) 2(3.3)
Eau 1(1.7) 1(1.7)

= n(%) 715
H 29(48.3) 31(51.7)
7 31(51.7) 29(48.3)

5t /774 Pearson chi-square  (U): Mann-Whitney U Test ~ *p< .05. **p< .01. ***p< .001
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,?.,.:1524’5.1‘1" ,&vﬁ;ZE.UJ;
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& 8 (% )n(%) 000" -W)
M(SD) 6.9(5.0) 1.1(0.4)" 2.5(0.9)
0~3 % 20(33.3) 29(96.7) 4(13.3)
4~6 5% 17(28.3) 0(0) 12(40)
7~11 5% 8(13.3) 1(3.3) 10(33.3)
12~16 3% 15(25) 0(0) 4(13.3)
7P 7 n(%) 304
ok 49(81.7) 19(63.3) 22(73.3)
= 9(15) 9(30) 7(43.8)
= 1(1.7) 2(6.7) 0(0)
S 1(1.7) 0(0) 1(3.3)
.tj;xg] n(%)
5 29(48.3) 16(53.3) 15(50) .905
# 31(51.7) 14(46.7) 15(50)

gt =t 7572 Pearson chi-square (K-W): Krskal-Wallis Test ~ ***p< .001
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. N -ig3dE FLBERBE o
SERE e (N=60) (N:6)£*5) L&
=@ H n(%) 083

B8 10(16.7) 5@.30% || &
HEE A 50(83.3) 50(83.3)
HCA 0(0)) 5(8.4)
# #(#)n(%) 201V
B/ ME-I K E 27-58 20-68
M(SD) 38.5(7.0) 36.7(8.6)
<35 % 25(41.7) 25(41.7)
36-40 % 17(28.3) 23(38.3)
41~45 B 6(10) 8(13.3)
>45 7% 12(20) 4(6.7)
7 A2R n(%) .000"
B/ 0(0) 1(1.7)
[e 0(0) 5(8.3)
= (%) 3(5) 19(31.7)
HFR} 6(10) 11(18.3)
RE 33(55) 19(31.7)
WFERT oL E 18(30) 5(8.3)
¥ ¥ n(%) .000™*
iz 2(3.3) 33(55)
= 58(96) 27(45)
YUY i n(%) 565
CUE/[E 59(98.3) 57(95)
CUABIR[EE 1(1.7) 1(1.7)
ERSIENEES 0(0) 1(1.7)
A/ [E = 0(0) 1(1.7)
L3 5 n(%) 278
RKE 4(6.7) 10(16.7)
TR E 16(26.7) 17(28.3)
INKEE 39(65) 31(51.7)
H AN E(E 1(1.7) 2(3.3)
FIeT 2 T .000™
n(%)
<3 &I 0(0) 8(13.3)
3-5 BT 12(20) 23(38.3)
5-8 T 26(43.3) 18(30)
>8 HJT 22(36.7) 22(18.4)
F -+ 4385k n(%) 389
1 18(30) 27(45)
2 40(66.7) 25(41.7)
3 1(1.7) 6(10)
4 1(1.7) 2(3.3)
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N -833 e FALARE s
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X e A (N=60) (N=60) N
ARy M
n(%) =

=5 7(11.7) 11(18.3) |

B 53(88.3) 49(81.7)
H A B 228
n(%)

= 21(35) 14(23.3)

= 39(65) 46(76.7)

#i=t 7774 Pearson chi-square

(U): Mann-Whitney U Test
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#231-4 - BZIE-FRHERB2ENTEI2ENT BREL DA RNHEA
' N -4z d e =g e L
=8 s (N<60) FRLARE 5
ERp2ENT gm2eEnl || RE
(N=30) (N=30)
%% n(%) 1085
B 10(16.7) 2(6.7) 3(3.8)
HEHEE 50(83.3) 27(90.0) 23(76.7)
HoAtlr 0(0)) 1(3.3) 4(13.3)
# £ (F)n(%) .000™KW)
M-SRl 27-58 20-68 26-68
M(SD) 38.5(7.0) 33.0(7.8)" 40.3(7.9)"
<35 5% 25(41.7) 21(70) 4(13.3)
36-40 % 17(28.3) 8(26.7) 17(56.7)
41~45 5% 6(10) 0(0) 6(20)
>45 % 12(20) 1(3.3) 3(10)
7 AR AE n(%) .000***
B/ 0(0) 0(0) 1(3.3)
Eifas! 0(0) 1(3.3) 4(13.3)
= () 3(5) 10(33.3) 9(30)
=R 6(10) 5(16.7) 6(20)
FEE 33(55) 12(40) 7(23.3)
FerT A B 18(30) 2(6.7) 3(10)
% n(%) .000
48 2(3.3) 16(53.3) 17(56.7)
5 58(96.) 14(46.7) 13(43.3)
YAAFHE = n(%) 316
ES/EE 59(98.3) 28(93.3) 29(96.7)
ELASR[ENE 1(1.7) 1(3.3) 0(0)
F N IENE 0(0) 0(0) 1(3.3)
B/ = = 0(0) 1(3.3) 0(0)
R fE n(%) .305
K RE 4(6.7) 6(20) 4(13.3)
PR 16(26.7) 8(26.7) 9(30)
INFERE 39(65) 16(53.3) 15(50)
H ORI/ NMZEfE 1(1.7) 0(0) 2(6.7)
FlieT 300 .004"
*> n(%)
<3 ET 0(0) 3(10) 5(16.7)
3-5 EIT 12(20) 10(33.3) 13(43.3)
5-8 E T 26(43.3) 11(36.7) 7(23.3)
>8 BT 22(36.7) 6(20) 5(16.7)

2I-4 - BZIE-FHERB2ENTE2EN BEF DR AHEALT(F)
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. - E3Zi e FRARBERBE
AR Nat0) g |
Bp2 &1L ,&:)}%23123‘?’ P&
(N=30) (N=30) ||
3 L 4 i n(%) 028"
1 18(30) 16(53.3) 11(36.7)
2 40(66.7) 12(40) 13(43.3)
3 1(1.7) 2(6.7) 4(13.3)
4 1(1.7) 0(0) 2(6.7)
AR R 555
n(%)
x5 7(11.7) 6(20) 5(16.7)
= 53(88.3) 24(80) 25(83.3)
@ gLt 8 21(35) 4(13.3) 10(33.3) .087
n(%)
= 39(65) 26(86.7) 20(66.7)

485t 5% Pearson chi-square

(K-W): Krskal-Wallis Test
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ANOVA

X ¥ R BIT L x S A Bi  Std. B t Sig F Sig RZ(stepwme) R2(Enter)
Error L~ - #2
A Ie 1@ BpMomAE 2 B4R 8111 166 519 4888 000 24752 000 .299 402
—E ‘,
2.% lﬁ B P L AR 5 -1.554 .63 -260 -2.455° 0170 16.464™" .000 .366
FlEE i 1R 7 enpu) g -4 5209 211 308 2466 0170  6.083° .0170 095 134
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Extraction Method: Principal Component Analysis
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(The five-item Brief Symptom Rating Scale; BSRS-5)
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- BN 2B £ 4 (BSRS-5)(Brief Symptom Rating Scale)
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