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Pe3iome

BocnanurenpHbie 3a00JieBaHUSI YEMIOCTHO-JIMIICBOM 30HBI M CIIM3UCTOU
000JI0YKH TIOJIOCTH PTa COCTABISIOT OOJBIIYI0 YacTh KOMIUIEKCA CHUMIITOMOB,
BCTPEUAIOIIUXCS Y MAIIMEHTOB C UMMYHOIe(hULIUTaMU.

Heab uccaeroBaHus — OLICHUTh YAaCTOTY BCTPEYAEMOCTH BOCHAIMTENIBHBIX
3a00J€BaHUN CTOMATOJIOTMYECKOr0 MNpoduiiss y MNalMeHTOB C BPOXKICHHBIMU
OIIMOKaMU UMMYHUTETA.

Marepuanbl U Metoabl. Vccienyemas rpynmna nanueHToB CBepsIOBCKOM
oOnactHON KiIMHUYECKOW OOJBLHUIBI Ne 1 m OOJacTHON IETCKOW KIMHHYECKOU
oonbHULBI (T. ExaTepunOypr) Bimtodana 64 dyeaoBeka ¢ pa3IU4YHbIMU JUarHO3aMu
NEPBUYHBIX ~ UMMYHOJIEC(PUIIMTOB:  KOMOMHUPOBAHHBIE  UMMYHOJAEC(PUIUTHI,
aHTUTEJIbHBIE J1e(DEKThI, ayTOBOCIAIUTENbHbIE HapyIIeHUs, 1e(eKThl (ParouuTos,
nedeKThl ~ MMMYHHOM  JUCperyjsiiuu,  JAeQeKTbl  KOMIUIEeMEHTa,  He
BepU(UIIMPOBAHHBIN JUMAarHo3 C TMpU3HAKaMU HMMYHOAEPUUUTOB. Y Bcex
NAIMEHTOB MPOBOAMIICA OCMOTP UEIIOCTHO-JIMIIEBOM OOJacCTH U CIM3UCTOU
000JI0UKH TTOJIOCTH PTa.

Pe3yabTaTrsl U 00cyxkaeHusi. BpricHWwIM, 4TO JUMQaIEHUT YETIOCTHO-
JUIEBON 00JIACTH, PELIMIMBUPYIOIINE CTOMATUTBI, I3Bbl U XEUIIUT XapaKTePHBI JIs
BCEX UCCJIEeNYEMbIX IPYIII MallMEHTOB, KPOME TPYNIBI € iepeKTaMyu KOMILUIMMEHTA.
Hapsiny ¢ »TuMm, nuarHo3 — KaHAWI03 BBISIBJICH B JIBYX KJIACCHU(PUKAIIMOHHBIX
rpynmnax: y «KOMOMHMpPOBAaHHbIX HMMYyHOJehUuUTOB» (4,2% H3 TOATPYIIbI),
«aedextoB ¢arouuToBy (50% u3 nmoarpymnmnsl). Takas ke yacToTa BCTPEYAEMOCTHU
BEPXHEUEIIOCTHOTO CHHYCHUTA: y TIAIIMEHTOB C «aHTUTEIbHBIMU AehexkTammu» (46%
CJIy4aeB M3 MOJTPYIIbI), «ayTOBOCTAIIUTEIbHBIMU HapyieHussMu» (13% ciydyaen
U3 TOATPyNmIbl), W abcreccoB, (JISTMOH YENIOCTHO-JUIEBOM  00JIACTH:
«ayToBocnanutenbuble HapymeHus» (13% ciydaeB w3 moArpymnmsbl), «AeheKTbl
darorutoBy» (10% citydaeB U3 NOATPYIIIIHI).

Camblii  BBICOKMH  NPOLEHT  BOCHAJIMTENIBHBIX  CTOMAaTOJIOTMYECKUX

3a00J€BaHuM, y TaKUX Kak, XeluT (36% u3 Bcell uccienyemMoil rpymnibl) CTOMATUT
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(33% wu3 Bcelt wuccienyemoit rpynnbl) U auMmpanenur YJIO (31% wu3 Bcelt

UCCIIEyEMOU TPYIIIIbI).

VY NaluueHTOB C «ayTOBOCHAIMTEIbHBIMU HapyUICHUSMU» U «AedeKTaMu
¢daroruToB» OBLT JAMATHOCTUPOBAH MAKCHUMAJBHBIN «Ha0Op» HCCIEAyEeMBIX
BOCTIAJIMTENIBHBIX 3a00eBanuid. [Ipu 3ToM camoe 00bIIIoe KOJIMYECTBO JIIOICH U3
stux rpyni (60% u 70%, COOTBETCTBEHHO) UMEIU PELUIMBUPYIOLIUE CTOMATUTHI U
SI3BBI. Y EAMHCTBEHHOTO TAIMEHTAa C JIUAarHO30M <«JIe(PEKThl KOMILJTUMEHTA)
CTOMATOJIOTUYECKHUE BOCTIATIUTENbHbIE 3a00/1€BaHusl HE OOHAPYKEHBI.

BoiBOBI. B XoJie HUCCJICTOBAHUS YCTaHOBJICHBI HanoOoJee
paclpoCTpaHEHHbIE  CTOMATOJOTMYECKUE  TMPOSIBICHHS Yy  MAlMEHTOB  C
BPOXKJACHHBIMU JIe)eKTaMd HMMYHUTETa, a HUMEHHO, JUM(aACHUT YEIIOCTHO-
JIAIIEBOM 0071aCTH, XEHIIUT, CTOMATHUTHI U S3BBI.

[lonydeHHble JaHHBIE MOTYT CIYKHTh OCHOBOM Il  pa3pabOTKU
JAArHOCTUYECKUX  KPUTEPUEB, HANpPABICHHBIX HA  PAHHEE  BBISBICHUE
UMMYHOJC(PUITUTHBIX ~COCTOSSHUM B  CTOMATOJIOTUYECKOW TPAKTHUKE, YTO

ONITUMHU3HUPYCT KIIMHUYCCKYIO MApIIPYyTU3AIHUTIO ITAITUCHTOB.

KuroueBble cj10Ba: mepBUYHBIE UMMYHOACPUITUTHL, TUM(aTCHUT YETIOCTHO-

JIUIIEBOM 00J1aCTH, CTOMATHUT, XEHIUT, KaHIU]103, CHHYCHT.
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Abstract

Inflammatory diseases of the maxillofacial area and oral mucosa constitute
the majority of the symptom complex found in patients with immunodeficiencies.
The purpose — to assess the incidence of inflammatory diseases of the dental profile
in patients with congenital immune deficiencies. Materials and methods. The study
group of patients from the Sverdlovsk Regional Clinical Hospital No. 1 and the
Regional Children's Clinical Hospital (Yekaterinburg) included 64 people with
primary immunodeficiencies: combined immunodeficiencies, antibody defects,
autoinflammatory disorders, phagocyte defects, immune dysregulation defects,
complement defects, and an unverified diagnosis with signs of immunodeficiencies.
Results. Lymphadenitis of the maxillofacial region, recurrent stomatitis, ulcers and
cheilitis are characteristic of all the studied groups of patients, except for the group
with complement defects. The diagnosis of candidiasis was identified in two
classification groups: in "combined immunodeficiencies" (4.2% from the subgroup),
"phagocyte defects” (50% from the subgroup). The same frequency of occurrence
of maxillary sinusitis: in patients with "antibody defects" (46% from the subgroup),
"autoinflammatory disorders" (13% from the subgroup), and abscesses, phlegmons
of the maxillofacial region: "autoinflammatory disorders" (13% from the subgroup),
"phagocyte defects” (10% from the subgroup). The highest percentage of
inflammatory dental diseases, such as cheilitis (36% from the entire study group),
stomatitis (33% from the entire study group), and maxillofacial lymphadenitis (31%
from the entire study group), were found.

The maximum "set" of inflammatory diseases under study was diagnosed in
patients with "anti-inflammatory disorders™ and "phagocyte defects”. At the same
time, the largest number of people from these groups (60% and 70%, respectively)
had recurrent stomatitis and ulcers. In the only patient diagnosed with “complement
defects", inflammatory dental diseases were not detected.

Conclusions. Common dental manifestations in patients with congenital
immune defects were identified: lymphadenitis of the maxillofacial region, cheilitis,

stomatitis and ulcers. This will be useful for proper patient routing.



10.46235/1028-7221-17111-1DO

Keywords: primary immunodeficiencies, lymphadenitis of the maxillofacial

region, stomatitis, cheilitis, candidiasis, sinusitis.



10

11

12

13

14

15

16

17

18

19

20

21

22

23

24

25

26

27

28

29

30

10.46235/1028-7221-17111-1DO
1 BBenenue

Pa3znooOpa3ue reHeTH4ecKuX BapuaHTOB BPOKIECHHBIX OLIIMOOK HMMYHHUTETA
(BON) mnopoxxkmaer MHOroobpasue ux (PEHOTHUIMUYECKUX MPOSBICHUM, KaXKIbIH
HACJICICTBEHHBI CHHIPOM TMPEICTaBIsET KOMIUIEKC HapylIeHUH, KOTOphIE
3aTparvBarOT pasHble OpraHbl M cucteMsl [1, 2, 4, 5]. TIpobnemsl marosioruu B
MOJIOCTU pTa MPU HACJIEICTBEHHBIX CUHJIPOMAaX 4acTO OCTAIOTCS B TEHU OCHOBHOMU
natojoruu.  IlomoOHoe ~ siBIeHHME  MOXET  OOBSACHATHCA  HEBBICOKOU
OCBEJOMJIEHHOCTBIO CIELHAIMCTOB Y3KOoro mnpoduiis o mnpobiemMe MepBUYHBIX
uMMyHoaepuimToB. CToMatonornyeckue mposiBieHuss Ha ¢one BOU Tpelytor
CHEU(PUYHBIX 3HAHUH, CIIOCOOCTBYIOIIUX TUATHOCTHKE OCHOBHOTO 3a00JI€BaHUs
UMMYHHOU CHCTEMBI [6].

Cormacao 0030py 2019 roma, mpoBenenHomy aBTopamu Jahnavi Aluri,
Mukesh Desai, Maya Gupta u ap. B Unaum, cpeau 57 4YENOBEK C TIKEIbIM
KOMOMHUPOBaHHBIM UMMYyHOAepUIMTOM, B 21% ciiyyaeB BcTpeuascs KaHAWI03
nosoctu pra [/]. Hambonee dacto B JuTepaType OMHCHIBAIOTCA MOPAKEHUS
CIM3UCTON OOOJIOYKH TOJIOCTH pTa TPUOKOBOM WM BHUPYCHOM HPHUPOIBI
nHpexusaMu [8], KOTOpble MOTYT MPOSBIATHCS B TTOBEPXHOCTHBIX CIIOSIX TKaHEU
MOJIOCTU pTa WM B TIyOOKHWX, B BHAE sA3BEHHOro cromaTtuta. CHHIpOM
XPOHUYECKOTO KOXXHO-CIM3UCTOrO0 KaHAWAO03a HaOMIoJaeTcs TMpd MHOTHX
NEPBUYHBIX UMMYHOACPHUIMTHBIX cocTtosHusAX [13, 14]. Opnako Kak
CaMOCTOSITeNIbHOE 3a00J€BaHUE OH ACCOLMUPYETCS C BPOXKIACHHBIMU Je(eKTaMu
monekyn IL-17A/C/F u ux penentopoB. B cinyuae cunapoma aktuBanuu STATI
KOKHO-CJIM3UCTBIN KaHAMI03 COMPOBOXKAAECTCA Pa3IMYHBIMU OaKTepPHAIbHBIMHU U
BupycHbiMH HHOpekuusMu. Jlepumur CARD9, momumo kaHauI03a CIM3UCTHIX
00071049€K, CIIOCOOCTBYET Pa3BUTHIO WHBA3WBHBIX TPUOKOBBIX wHGekmuit [9, 11].
CoueTaHHOE MOpaXKEHUE KAHAMJIO30M U MHUKOOAKTEPUO30M XapaKTEPHO ISt
mytanuii rera RORC [10].

A(dTo3HbIe U SA3BEHHBIE TMOPAXKEHUS CIU3UCTOM TMOJIOCTH pTa YacTo
COMPOBOXKIAIOT ayTOBOCHAIUTENbHbIE CHHIPOMBI U ObLIM 3aperuCTPUPOBAHbI KaK

OJHO H3 CaMbIX 4YacCTbIX HpOﬂBJ’IeHI/Iﬁ HCCKOJIbBKNX CHHAPOMOB, BKJIHOYasd
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MEePUOANYECKYI0  JUXOpaaky, cuHapoM Mapmamia (PFAPA), cemeiinyio

cpenuzeMHOMOpcKyto uxopanaky (FMF) u runepummyHorinoOymuHemuto [12].

Takum oOpa3zom, BocnanuTelbHbIE 3a00I€BaHUs YETIOCTHO-IUIIEBOM 001aCcTH
¥ TIOJIOCTH PTa 3a4acTyl0 HMEIOT CIIOXHYIO STHOJIOTHIO M aCCOIIMUPOBAHBI C
UMMYHOAEPHUIIMTAMU, YTO TPEOYIOT KOMILJIEKCHOTO MOAX0/1a K JICUEHHUIO.

Hean ucciaenoBanus — OLIEHUTHh YACTOTY BCTPEYAEMOCTH BOCHATUTENIbHBIX
3a00JIeBaHUN CTOMATOJIOTHYECKOTO TPO(HMIS y MAMEeHTOB C BPOXKICHHBIMU
OIMOKAMU UMMYHHTETA.

Marepuajbl 1 METOAbI

B paGote 6buTH IpOaHaTU3UPOBAHBI TaHHbBIE 64-X manueHToB CBepI0BCKOM
oOnactHON KIMHMYECKOU OOJBHUILI Ne 1 m OO0sacTHON JETCKOW KIMHUYECKOU
oonbaMIB Topoaa ExatepunOypra (Tabdi. 1). O6mumii BO3pacTHOM Anamna3oH Jito1ei
ot 3 1o 70 net, u3 Hux 21 gyenosek — 3-6 jet, 21 yenoek — 7/-11 net, 14 yemoBek —

12-18 net u 8 yenosek crapiie 18 jer.

VY Bcex NanueHTOB MPOBOAMJIACH OLIEHKAa aHaMHE3a CTOMAaTOJIOTMYECKUX
3a00JsieBaHu# ¢ UCHoib30BaHueM Qopmbl 043-Y, BBITIOIHSIICS OCMOTP MOJIOCTH PTa,
(UKCHPOBAIOCH COCTOSIHUE TBEPABIX TKAaHEW 3yOOB, MapOAOHTa, CIM3UCTON
000JI0YKHM TOJIOCTH pTa U KOCTHOW TKaHuW. I[lepen mpoBeneHueM ocMoTpa ObLIO
MOJyY€HO WHAMBUAyaIbHOE HMH(MOPMHUPOBAHHOE COTJIaCH€ Ha MEIUIIMHCKOE
BMEIIATEIBCTBO OT MAI[MEHTOB WJIM WX 3aKOHHBIX MpeacTaBUTeNel (poauTeei).
Bce anarnossl ycTaHaBIMBAIUCh B COOTBETCTBUM C KpUTEPUSIMU MeXTyHapOaAHOU
kinaccudukaiuu oonesnert (MKB-10).

Cratuctuueckass oOpaboTKa [JaHHBIX, BKIIOYas MapaMeTpUyecKue M
HemapaMeTpHU4eCKUE METO/Ibl, OCYLIECTBIISIACH C UCIIOIB30BAHUEM MPOIPAMMHOIO
nakera IBM® SPSS Statistics® 20.

Pe3yabTaThl U 00CYKIEHMSE

VY manueHToB, BKIIIOUEHHBIX B UCCIIEI0OBaHUE, ObLIN OOHAPYKEHBI HE TOJIBKO
3yOO4YETIOCTHBIC aHOMAJIMKM, KOTOPBIC paHee YyKe omuchiBaiuch [3], HO H

BOCITAJINTEIIbHBIC 3a00JICBaHUS YeIOCTHO-THIeBoN obmactu (UJIO), cim3ucroit
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o0osouky TmonoctH  pra: «iuMmdaneHomatus UYJIO», «XEWIUT», «TIOCCUTY,

«BEPXHEYEIOCTHBIE CHUHYCHUTBD», «abcreccrl/dnermonsl UJIOy», «kaHanmosy,
«PEeLUIUBUPYIOIINE SI3BbI U CTOMATHUTHI CJIM3UCTON 000I0UKH MTOJIOCTH PTay.
CuMnroM «JIMM(aJIeHUT YeJTHCTHO-IULEBOH 001acTH» BCTpeyancs B
31,4% ciy4aeB, CHMOTOM «pelUAMBUPYIOIHE CTOMATUTHI M SA3BbI» COCTaBHII
33%, cuMnToM «XeWJMT» BcTpedaics B 36% ciaydaeB Cpeld IMalMEHTOB C

nepBuYHBIME nMMYyHOAehumTamu (ITA/I).

B 6 rpynne — «aedekThl KoMIIeMeHTa» JTUMQpaeHUTa YeIIOCTHO-IUIIEBOM
00J1aCcTH, CTOMAaTUTOB, 53B, XCUJIUTa OOHAPYKEHO HE OBLIO.

CUMIOTOM «KaHAWA03 CIU3UCTOM OOOJIOUKHU MOJOCTH PTa» ObUI OTMEYEH Yy
1,4% mnanuentoB. B moarpynmne ¢ HapylmeHUSIMA HMMYHHOW PEryJSIIUU OH
BcTpevalica y 50% nanuenTtoB (1 ciydail), a B moarpyrne ¢ KOMOMHUPOBAHHBIMU
uMMmyHoaepuimtamu — y 4,2% (1 ciyyqaii).

CUMIITOM «BEPXHEUENIOCTHON CUHYCUT» HaOmogancs y 14,2% mannueHTos ¢
nepBuYHbIMU UMMYHOAeuituTamu (11U ]1). B moarpynne ¢ nedekramu aHTUTEN €ro
pacnpocTpaHeHHOCTh JocTturia 46%, a B MOArpYIIE € ayTOBOCHAIUTEIbHBIMU
Hapymenusmu — 13%.

CumntoM «abcrieccbl UM (hJIETMOHBI  YETIOCTHO-JIUIIEBOM 00JacTu» ObLI
oOHapyxeH y 4% mnamueHToB. B moarpynme ¢ ayToBOCHAIMTEIbHBIMU
HapyleHussMu OH BcTpedancs B 13% ciyuaeB, a B moarpynmne ¢ jaeexramu
daroruroza — B 10%.

CumnroM «rioccut» otMmeuancs y 1,4% nanueHToB, Ipu 3TOM B OATPYIIIE
¢ HeBepU(ULIUPOBAHHBIMU IMATHO3aMHU €ro yacToTa coctasisiia 20%.

BbIBOALI:

1. KnuHndeckre TpOSBICHUS CTOMATOJOTMYECKOTO XapakTepa IpH
BPOXJICHHBIX HApYIICHUSX MMMYHHUTETa TMPEACTABIAIOT COOOH HE TOJBKO
3y0O0YEeNIOCTHbIE AaHOMAJIWKM, HO U BOCHAIMTEIbHBbIE 3a00JI€BAHUS YETIOCTHO-

JIUIIEBOM 00JIaCTH U CIM3UCTON 000JIOYKH MOJIOCTH PTa.
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CTOMATOJIOI'HYECKHUE BOCHAJIUTEJIBHBIE 3ABOJIEBAHUSA
DENTAL INFLAMMATORY DISEASES 10.46235/1028-7221-17111-1DO

2. Jlumdanenur YEJFOCTHO-JIULIEBOU o0JjacTy, XEHnT,
PEIUANBUPYIONINE CTOMATHTHI U SI3BBI HAN0OJIEE YaCTO BCTPEUAIOIUECS CUMIITOMBI
y TAIMEeHTOB ¢ TMEPBHYHBIMH HMMYHOACHUIIUTAMU. XapaKTep TEUCHUs
BOCIIAJIMTEIIFHOTO TIPOIIeCcCa B 3TUX CIydasiX OyJeT OTIMYaThCS yCTOWYUBOCTHIO,
PE3UCTEHTHOCTHIO K TPAAWIIMOHHOW TEpavK W PEakiyueld Ha OOMIYI0 Teparuio
BHYTPHBEHHBIMU UMMYHOTJIOOYJIMHAMH.

3. UccnenoBanHbie BpOXKACHHBIC OMMOKA UMMYHUTETA C TOYKH 3PEHUS
CTOMATOJIOTHH ITO3BOJISAT CO37aTh CIEIUAIbHBIC KPUTCPUU JTUATHOCTUKH IS
MIOMOII BpadaM B TOM, YTOOBI CBOCBPEMEHHO 3aro[03pUTh UMMYHOCPHIUT U

IIPAaBWJIBHO MAPLIPYTU3UPOBATH MALMEHTA.
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TABJIMIIbBI

Tadoauna 1. XapakTepucTuKa UCCIEI0BATEILCKUX TPYIII.
Table 1. Characteristics of research groups.

Ne Jlnaruo3 nepBUYHOTO UMMYHOIe(hULINTa Yucno
HCCIIEI0BATENIbCKON ITallMEHTOB
TPYIIIBI
1 KoMOuanpoBaHHbIE UMMYHOAEC(PUITUTHI 24
2 JleeKxThl aHTUTEN 13
3 AyTOBOCHAJIUTENIbHBIC HAPYIIICHUS 15
4 HedexTs! uncia u GyHKIHM GaromuToB 10
5 JleheKThl UMMYHHOMU JUCPETYJIAIINT 2
6 JleexThl KOMILJIEMEHTa 1
7 HepepudunmpoBaHHbIii 7Uar{o3 5
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Ta6auua 2. Pacnipeenenre cToMaToOIOTHYECKUX 3a00J1€BaHUM IO TPYIINaM

nauueHToB ¢ [T /.

Table 2. Distribution of dental diseases by groups of patients with PID.

CpenHekBaipaTUYHOE
Ne rpynmer | Yucno ciiyqaes, % | Menuana, % oTKioHeHue, Y%
JlumdaaeHuT 4enr0CTHO-TUIIEBOM 001aCTH

1 16,7 10,4 4,2
2 38,4 23 11,8
3 40 23 16%
4 50 30 96
5 50 50 355
7 20 12,4 6,2

PCHI/II[I/IBI/IPYIOH_[I/IC CTOMATUTHEI U SA3BbI
1 12,5 8,3 2,9
2 53,8 31 J
3 60 33 25,7
4 70 40 15
5 50 50 35,5
7 60 29 23,7

Xeunur

1 16,7 10,4 3
2 46 27 7
3 47 27 6.4
4 50 30 9,6
5 50 50 35,5
7 60 29 23,7
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