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[Table 1. Top Ten Reasons for Hospitalizations and ED Visits Among Patients with RTT (N=5,940)
[ B A C K G R O U N D J ICD-10-CM" [Description di;;‘ll;:z%?:é)
[Patients with >1 hospitalization,2% 1,603
. . X . F84.2 Rett syndrome 347 (21.6)
» Rett syndrome (RTT) is a rare neurodevelopmental disorder that primarily affects R56.9 Unspecified convulsions 236 (14.7)
B ; i H 1-3 J18.9 IPneumonia, unspecified organism 235 (14.7)
females and !s assomatgd Wltf? a range of mild to s§vere s.ymptoms. 419 Se“’—g—psisl rooeced oraarien o8 (124)
» The substantial concomitant disease burden associated with Rett syndrome (RTT) has G40.909 Epilepsy, unspecified, not intractable, without status epilepticus 169 (10.5)
. R91.8 IOther nonspecific abnormal finding of lung field 157 (9.8)
been established. J69.0 [Pneumonitis due to inhalation of food and vomit 134 (8.4)
« However, to date, there is limited research on comorbid conditions leading to healthcare ?::& ;evff, unspecifi eiifiefi e 153 (;-Z)
R . . piratory YD .
resource utilization in this poPmatlon' M41.45 NZLL‘urirrnejstl:rj; scglli;;swtlhoracotl)::bar region 80 ((5 0))
Patients with >1 ED visit,”® ' 2,289
R56.9 Unspecified convulsions 338 (14.8)
[ O B J E C T | V E S ] F84.2 Rett syndrome 295 (12.9)
RO05 Cough 249 (10.9)
G40.909 Epilepsy, unspecified, not intractable, without status epilepticus 226 (9.9)
. . . s . R50.9 Fever, unspecified 223 (9.7
To describe the top diagnostic reasons for hospitalizations and emergency department (ED) 106.9 Acute upper respiratory infection, unspecified 159 56_9;
visits among females with RTT. fé%%o 2"49—9;9‘1[?0';}81 uns) ecif_ife_ddof anism Eg Eg-g;
. onstipation, unspecifie A
R10.9 Unspecified abdominal pain 148 (6.5)
K94.23 Gastrostomy malfunction 146 (6.4)
|Abbreviations: ED: emergency department; ICD-10-CM: International Classification of Diseases, 10th revision, Clinical
[ M E T H O D S J Modification; RTT: Rett Syndrome
[Table 2. Top Ten Reasons for Hospitalizations and ED Visits Among Pediatric Patients with RTT
- Frequency of
IcD-10-CM’ Description .
H diagnoses, n (%
Data ISOUI'CE o - i . . Patients with >1 hospitalization,?* - 854 e
+ This study used pre-adjudicated administrative medical claims from the IQVIATM F84.2 Rett syndrome 229 (26.8)

H H . A A A A R56.9 Unspecified convulsions 158 (18.5)
Medical CIaImS.Data (Dx) détabase_ ( 1_/'_]/2016 10/31/2019), to Ifj'eml_fy patients with G40.909 Epilepsy, unspecified, not intractable, without status epilepticus 110 (12.9)
RTT, and describe the top diagnostic visits for health resource utilization. J18.9 Pneumonia, unspecified organism 109 (12.8)

R91.8 |Other nonspecific abnormal finding of lung field 81(9.5)
M41.45 INeuromuscular scoliosis, thoracolumbar region 77 (9.0)
. . R50.9 Fever, unspecified 64 (7.5)
Study design: J96.01 [Acute respiratory failure with hypoxia 63 (7.4)
A retrospective longitudinal cohort study design was used to address the study ggg,g;g E;gz;z‘;i“ansfec'fmd' intractable, without status epilepticus gg Eg'g;
objectives, with the index date defined as the date of the first-observed diagnosis of RTT Patients with 21 ED visit,”® 1,194
: : R56.9 Unspecified convulsions 215 (18.0)
and the observation period.
F84.2 Rett syndrome 184 (15.4)
G40.909 Epilepsy, unspecified, not intractable, without status epilepticus 149 (12.5)
R50.9 Fever, unspecified 141 (11.8)
Study population: RO5 Cough 140 (11.7)
Yy pop J06.9 \Acute upper respiratory infection, unspecified 109 (9.1)
+ Eligible female patients were required to have the index date as the first-observed K59.00 Constipation, unspecified 85(7.1)

X . . [ . . . J18.9 Pi i ified organi 79 (6.6
diagnosis of RTT (International Classification of Diseases, 10th revision, Clinical R10.9 ng”;e"c?f?; :{,‘j;’;ﬁ'n;j ;{n‘"’”'sm 7 Ee.o;
Modification [ICD-10-CM]: F84.2) in any position of the medical claim and patients were R91.8 [Other nonspecific abnormal finding of lung field 71(5.9)

. . . - {Abbreviations: ED: emergency department; ICD-10-CM: International Classification of Diseases, 10th revision, Clinical
followed until earliest of end of data availability or enrolment. Modification; RTT: Rett Syndrome
+ Diagnostic reasons for hospitalizations and ED visits during follow up were identified
based on ICD-10-CM diagnosis codes in the primary position of a medical claim for a [Table 3. Top Ten Reasons for Hospitalizations and ED Visits Among Adult Patients with RTT Frequancy of
hospitalization or ED visit. |CD-10-CM Description diagnoses, n (%)
e . . [Patients with >1 hospitalization,2% 749
» The most common reasons for hospitalizations or ED visits were reported using Ad1L9 [Sepsis, unspecified organism 153 (20.4)
frequencies with proportions. ;18?12 ;ntetumogia unspecified organism ﬁg ggg;
> ett syndrome X
+ All analyses were conducted on the overall population and in subgroups of pediatric (age J69.0 Pneumonitis due to inhalation of food and vomit 88 (11.7)
. R56.9 Unspecified convulsions 78 (10.4)
<18 years) and adult (age 218 years) patients. R91.8 [Other nonspecific abnormal finding of lung field 76 (10.1)
R50.9 Fever, unspecified 60 (8.0)
G40.909 Epilepsy, unspecified, not intractable, without status epilepticus 59 (7.9)
Study outcomes and statistical analysis J96.01 IAcute respiratory failure with hypoxia 57 (7.6)

y Y N39.0 Urinary tract infection, site not specified 48 (6.4)

+ Patient demographics evaluated on the index date were summarized using means, Patients with 21 ED visit,2® 1,095
L. . . _ . R56.9 Unspecified convulsions 123 (11.2)
standard deviations (SDs), and medians for continuous characteristics, and frequencies Fa4.0 Rett syndrome 111 (10.1)
and proportions for categorical characteristics. ROS Cough _ 109 (10.0)

R50.9 Fever, unspecified 82(7.5)

» The unique ICD-10-CM diagnosis codes occurring on the admission date of a K94.23 Gastrostomy malfunction 78 (7.1)

e 1 . A A q o A n a G40.909 Epilepsy, unspecified, not intractable, without status epilepticus 77 (7.0)
hospitalization or ED visit and in the primary position were identified as potential reasons N39.0 Urinary tract infection. site not specified 77(7.0)
for the corresponding visit. JR11%% Bneumc;fr_\i'c:j ulr;jpeqifield organism ;g Eg.g;

} ; . - . . . nspecified abdominal pain A
» Among patients with multiple types of visits on the same day, inpatient stays were K59.00 [Constipation, unspecified 68 (6.2)
P P ‘e {Abbreviations: ED: emergency department; ICD-10-CM: International Classification of Diseases, 10th revision, Clinical
prioritized over all other types of visits, followed by ED visits. Modification; RTT: Rett Syndrome
. . . . . . - Notes:
Consecutive days of mpatlent stays and ED visits were considered one visit. 1. Unique ICD-10-CM diagnosis codes occurring on the admission date of a hospitalization or ED visit and in the primary
[position were identified as potential reasons for the corresponding visit.
[2. Among patients with multiple types of visits on the same day, inpatient stays were prioritized over all other types of
isits, followed by ED visits.
[ R E S U L T S J 13. Consecutive days of inpatient stays and ED visits were considered one visit.
+ There were 5,940 females with RTT identified for this analysis. - Our findings corroborate the multisystem comorbidities experienced by patients with RTT and provide
« Of 5,940 eligible females with RTT there were pediatric: 3,078 [52%] and adult: 2,862 valuable insights to providers and caregivers on conditions leading to hospitalizations and ED visits in
[48%]). this population, including epilepsy, respiratory viruses, and infections.
* 1603 (27%) had 21 hospitalization and 2289 (39%) had 21 ED visit over a median
follow up of 2.4 years. REFERENCES
« Overall, the most common reasons for a hospitalization or ED visit included: 1. National Institutes of Health (NIH). Rett Syndrome Fact Sheet. Accessed February 26, 2021
0, 0, z ' 0, ol https://www.ninds.nih.gov/Disorders/PatientCaregiver-Education/Fact-Sheets/Rett-Syndrome-Fact-Sheet#3277_8
* RTT syndrome (22% and 13%, respectively), convulsions (15% for both visit types), 2. Glaze DG, Percy AK, Skinner S, et al. Epilepsy and the natural history of Rett syndrome. Neurology. Mar 16 2010;74(11):909-12
and epilepsy (11% and 10%, respectively). Pneumonia (15%) and sepsis (12%) were doi:10.1212/WNL.0b013e3181d6b852
(T 3. Motil KJ, Caeg E, Barrish JO, et al. Gastrointestinal and nutritional problems occur frequently throughout lfe in girls and women with Rett
more common reasons for hospitalizations, whereas cough (11%) and fever (10%) syndrome. J Pediatr Gastroenterol Nutr. Sep 2012;55(3):292-8. doi:10.1097/MPG.0b013e31824b6159.
were more common reasons for ED visits.
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