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Rare diseases dentists should know about: Part 1.
The rare disease system and rare diseases in the
dental clinic

2|3} eJAF7E otof & 3] Ak Part 1. 3| AESA| =9 2] of| Ask= 3] A-E

Yeonmi Yang

1,23

Department of Pediatric Dentistry and Institute of Oral Bioscience, School of Dentistry, Jeonbuk National University, Jeonju, Korea
?Research Institute of Clinical Medicine, Jeonbuk National University, Jeonju, Korea
3Biomedical Research Institute, Jeonbuk National University Hospital, Jeonju, Korea

A rare disease is a disease with a prevalence of <20,000 people or unknown prevalence because of difficulty in
diagnosis, as determined standards set by the Ministry of Health and Welfare. In 2024, 66 new rare diseases were
added to the list, bringing the number of nationally managed rare diseases from 1,248 (2023) to 1,314 (2024). In
a retrospective study of rare disease patients presenting to pediatric dentistry, the top diseases included 23 cases
of Lennox-Gastaut syndrome, 20 cases of Moyamoya disease, 17 cases of Tetralogy of Fallot. In the study of pa-
tient cooperation, about 58.3% of patients reported negative cooperation. 113 patients (30.8%) received general
anesthesia for dental treatment and 55 patients (15.0%) were sedated. According to a survey of parents of children
with rare diseases, the highest need for payment support for dental treatment for children with rare diseases
is prosthetic treatment (59%), followed by orthodontic treatment (58%), general anesthesia and hospitalization
(46%). When it comes to dental care for children with rare diseases, caregivers feel that the most needed improve-
ment is more specialized dental facilities (54%), followed by expanded reimbursement (49%) and more specialized
dental staff (42%). When patients with rare diseases are able to eliminate oral pain through dental care and are
able to eat better through the mouth, their systemic health can improve. Therefore, it is important to continue to
advocate for policy proposals to provide national coverage for dental care so that patients with rare diseases have
access to quality dental care. (J Korean Dent Assoc 2025, 63(3): 111-116)
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Figure 1. Distribution of rare disease patients according to the special exemption code.
The special exemption codes classify diseases eligible for medical cost exemptions in
South Korea. V269 covers congenital heart defects like atrial septal defect and Fallot
syndrome. V233 includes Lennox-Gastaut and West syndromes. V900 applies to ultra-
rare diseases. V128 is for Moyamoya disease. V217 includes William’s, Angelman, and
CATCH22 syndromes. V158 relates to conditions causing short stature. V117 covers
metabolic disorders, and V159 applies to Down syndrome.

Table 1. Retrospective rare disease patient classification and distribution using KCD codes
Classification KCD code  Patient (n, %)
MSK  Diseases of the musculoskeletal system and connective tissue MO00-M99 1(0.4%)
END  Endocrine, nutritional and metabolic diseases E00-E90 20 (7.2%)
CON  Congenital malformations, deformations and chromosomal abnormalities Q00-Q99 149 (54.0%)
DIG Diseases of the digestive system K00-K93 1(0.4%)
CIR  Diseases of the circulatory system 100-199 20 (7.2%)
NER  Diseases of the nervous system G00-G99 47 (17.0%)
PSY  Mental and behavioural disorders F00-F99 4 (1.4%)
BLO Diseases. of the blood and blood-forming organs and certain disorders involving the immune D50-D89 10 3.6%)
mechanism
RES  Diseases of the respiratory system J00-J99 0 (0.0%)
Etc.  Rare diseases without KCD code not assigned 24 (8.7%)
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Table 2. Caregiver’s requests in dental treatment for patients with rare diseases

Question Caregiver’s requests %

Financially burdensome dental care General anesthesia and hospitalization 40
Orthodontic treatment 38

Prosthetic treatment 38

Restorative treatment 19

Pulp treatment 13

Fluoride application 6

Dental treatment that requires insurance coverage Prosthetic treatment 59
Orthodontic treatment 58

General anesthesia and hospitalization 46

Restorative treatment 39

Pulp treatment 27

Fluoride application 23

Dental care system that requires improvement Increase in specialized dental care facilities 54
Expansion of insurance coverage 49

Increase in specialized dental professionals 42

Coordination with pediatricians 32

Oral care information 14
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