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nyOIUKOBANCS U He HAXOOUMCS HA PACCMOMPEHUL 8 OPYeUX U30AMeNbCMEax

QDunancuposanue’. omcymcmayem

AUATHOCTHYECKHUE KPUTEPUUA ITY3bIPHBIX TEPMATO30B:

OB30P JIMTEPATYPbBI
AHHOTANUA
B nanHOW cTaThe mpeACTaBICHBI KIIOYEBBIE JIMATHOCTUYCCKUE KPUTEPHUH JIEPMATO30B,
MPOSIBJISIONINXCS  OJMHAKOBBIM  TIEPBUYHBIM  MOP(HOJIOTHYECKUM  AJIEMEHTOM — IIY3BIPEM.

PaccMoTpeHbl OCHOBHBIE 3THOJIOTHYECKUE (PAKTOPHI, KIMHUYECKUE MPOSBICHUS U COBPEMEHHBIE
MOAXO/IbI K TUATHOCTHUKE U JICUCHUIO C YUETOM MEXAYHAPOIHBIX U HAIIMOHATIBHBIX PEKOMEHIAIUH.
[IpencraBieHbl KIMHUYECKHUE IPUMEPHI U CCHUTKU Ha aKTyalbHbIE UICTOYHHUKY JIMTEPATYPHI.

[IpucyrcTBUEe AHIIb OJHOTO MOP(OIOTHMUYECKOTO 3JIEMEHTAa, KOTOPBIA SBISIETCS KIIOYEBBIM
MIPU3HAKOM JIECSATKOB JIEPMATO30B, HEM30EKHO 3alycKaeT alropuT™ auddepeHnnanbHoMl
nuarHocTukd. Ilpu e€ mnpoBeneHUHM CleIyeT YYUTHIBATh COBOKYIHOCTh KIMHUYECKHX H
1a60paTOPHBIX MPU3HAKOB, MO3BOJISIFOIINX ONPEICIIUTh YPOBEHb PACTIOJIOKEHUS My3bIPs, XapaKTep
BOCIHAIUTEIBHOW pEaKluu, BOBJCUEHUE CIM3UCTBIX O0O0JI0YEK U OCOOCHHOCTH TEUYECHHUS
3a0oJeBaHMs. ITO HEOOXOIMMO, TIOCKOJIbKY, HECMOTpPSI Ha CXOKECTh KIMHUUYECKUX MPOSBICHUM,
9TH 3a00JIeBaHUS UMEIOT PA3UYHBIA IMMaTOoreHe3, 4To TpeOyeT YTOYHEHHUS IUAarHOCTHYECKHUX
KPUTEPHEB JUIs Ha3HAYEHUs NaTtoreHeTndyeckoil Tepanuu. CoBpeMeHHas AepMaToJIOTUs ONUPALTCs
Ha MHOTOCTYNEHYAThI AMArHOCTUYECKUIN AITOPUTM, BKIIOYAIOMINI CYyObEKTHBHBIC OIIYILEHUS
00JBHOTO, THIATENBHBIN COOp aHaMHE3a, MOP(HOIOTUIECKYIO OLIEHKY BBICHITAHUMN, IIUTOJIOTHUECKOE
UCCIIeIOBAaHUE, OHOINCHI0O C  TOCIHEAYIONIMM  THUCTOJOTMYECKMM  HUCCIEJJOBAaHHEM U
MMMYHOJIOTHYECKHE TECTBI.

KiroueBble cjioBa: my3bIpb, HCTUHHAS My3bIpyaTKa, reprneTugopMHbIi nepmatut JropuHra,
cuHapoM Jlaienna, ITMarHOCTUYECKUE KPUTEPHH.

BBenenne

[Ty3sIpHBIE IEpPMATO3bI MPEACTABISAIOT COOOW Tpynmy JAepMaTOIOTHYECKUX 3a00JIeBaHHM,
pa3HBIX MO MEXaHW3MY Pa3BUTHsI, KIUHUKE, JIEYEHUIO U MPOTHO3Y, OObEeINHSIEMbIC TIEPBUYHBIM
MOP(OJOTHYECKUM 3JEMEHTOM B BuJe my3bips. [ly3plph mpencraBiser coO0d MOIOCTHOE
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oOpa3oBaHue, 3ar0JIHEHHOE CEPO3HBIM, CEPO3HO-TEMOPPArMYeCKHM WM THOWHBIM SKCCYAAaTOM,
nramerpom 6osiee 0.5 MM, pacrionararomnieecs B mpeenax snujaepmuca win noa Hum [ 1,2]. Ucxoas
U3 3TOTO, pa3iuyaloT MHTpa’MepMallbHble U cyOoanuaepmanbHble my3sipu [3]. [ly3bipp MoXkeT
OBICTPO BCKPBIBATHCS C OOpa30BaHMEM 3PO3UHM WM COXPAHATHCS JJIUTEIBHO NPU IUIOTHOM
nokpeimke [4]. B 3aBUCMMOCTH OT YpOBHS 3ajieTaHUsl MY3bIpA  KIACCUPHUIIUPYIOT:
UHTpadNuJepMaibHble OyJUIE3HbIE JEpMaTO3bl, CyOdNUIepMaibHble OYIIE3HBIE JI€PMATO3bl U
Jpyrue JepMarosbl, KIMHUYECKas KapTHHA KOTOPBIX MOXET CONPOBOXKJIATHCS 0Opa30BaHUEM

ITY3bIPEH.
Lenp maHHOM craTh — OOOOIIEHHE COBPEMEHHBIX MPEACTABICHUN 00 JAMarHOCTUYECKHUX
KPUTEpUSX IY3BIPHBIX JIEPMAaTO30B — IMy3bIpyaTku oObikHOBeHHOW (Pemphigus Vulgaris),

repretudopmuoro aepmarura lropunra (Dermatitis Herpetiformis) u cunapoma CruBeHa-
Jlxoncona/cunapoma Jlaitesma (SJS/Toxic  Epidermal Necrolysis), co cBeaenusmMu 00
0COOCHHOCTSIX KIMHUYECKOH KapTHHBI, MAaTOJIOr0-aHATOMHYECKOTO0, UMMYHO(IYOPECIEHTHOTO,
CEepOJIOTMYECKOTO MCCIICOBAaHUN M MPUHIMIAX TEpaluu ¢ Y4ETOM MEKIYHAPOIHBIX IOJIXO0JI0B
(EADV, nanmonansHblie mpotokoiel M3 PK, anexkrponnsie 6a3s PubMed, Cyberleninka, eLibrary).

OcHoBHAasl YaCTh

IMy3bipuaTtka oObIkHOBeHHasi (Pemphigus Vulgaris) — 3aboneBaHve ayTOMMMYHHOM
MIPUPOJIBI, TPOSIBIISIONIEECS OO0pa3oBaHMEM HWHTPASTUACPMAIBHBIX ITY3BIpEH, (HOPMUPYIOIIUXCS
BcieicTBHE akaHToM3a. CoBpeMeHHbIe 0030pbl MOATBEPKAI0T, YTO My3bIpyaTKa OObIKHOBEHHAS,
B [10JIABJISIOIIEM OOJIBIIIMHCTBE CIIYYaeB, OMOCPEI0BaHA AyTOAHTUTEIaMU K iecMorienHy-3 (Dsg3)
u, pexe, k nrecmorienny-1 (Dsgl) [5-7].

JAmarHocTuyeckue KpUTEPUM AJIsl My3bIPYATKH 00LIKHOBEHHOM:

1.KanmoO6er w aHamHe3: CYOBEKTHBHO OOJIE3HEHHOCTb, MeEIIAloNias MpUeMy IHIIH,
runepcanuBanus [8]. Hawano, kak mnpaBWiio, MOCTENEHHOE, CKJIOHHOE K XPOHHUYECKOMY U
PELUAUBHUPYIOIIEMY TEUEHUIO.

2.KnuHuueckass KapTHHA: CbIllb Oyijie3Has MOHOMOp(QHas, OOBIYHO MEPBBIE BBICHIIAHUS
MOSIBJISIIOTCS. Ha CIM3UCTBIX 000JI0UKAX MOJIOCTU pTa, HOCA, TJIOTKU M/WUJIM KpacHOU Kaiime ryo0, a
3aTeM B IIPOILIECC BOBJIEKAETCS KOKa TYJIOBHILA, KOHEYHOCTEH, MaXOBbIX U MOIMBIIICYHBIX BIIa1H,
JUIa, HApYXKHBIX I[IOJIOBBIX OpraHoB [9]. Breichimanusi mpeAcTaBieHbl BSUIBIMU ITY3BIPSIMH,
3PO3USIMH, KOPKAMHU.

3.XapakTepucTHKa My3bIps:

- Ily3blpu UWHTpadmuaepMabHble, C BSUJIOW TOKPBIILIKONH, OBICTPO BCKPHIBAIOIIKMECS C
o0pa3oBaHUEM SIPKO-KpPaCHBIX 3pO3Uil C OOphIBKAMHU SMIHAEPMHUCA HA KOXKE /MU CIHU3UCTHIX
000JI0YKaX;

- [ly3bIpu pacmosioxkeHbl Ha BHEIIHE HEM3MEHEHHON KOXKE;

- CKJIOHHOCTb K CIIUSHUIO U IepU(PepuIecKoMy pocTy;

- BeicTpoe BeckphITHE My3bIpeld Ha CIIM3UCTON 000I0YKE B BUJE IPO3UU C OOPHIBKAMHU IITUTEIHS;

- Bropuunsie Mmopdonoruueckre 3eMeHThl: ITUTEebHO He3aKuBarolue 00JIe3HEHHBIE SPO3UU
1 KOpKH (pUCyHOK 1,2).

4.]lnarHocTU4ecKre CUMITOMBI U (PeHoMeHbl: cuMmnToM Hukonbckoro, cumntom AOGcCo-
XaHceHa, CHMIITOM «TPYIIH» — MOJ0XKUTENbHO (pucyHok 1,2) [10].

- Cumnrom Hukonbckoro: I crenens - orcnoiika snuaepmuca (3MUTENNs) NPU OTTATUBAHUU
MUHIIETOM CTeHKH My3bIps. Il creneHs - oTcioiika snuepMuca nNpu TPEHUU KOXKH MEXKIY JABYMS
ny3sipsiMu. 11l crenens - oTcnoika snmuaepMuca Npu TPEHUU KOKU BJIAIH OT BBICHITTAHU;

- CumnroM Ac6o-XaHceHa: yBeIUYeHHE IIOMAIN Ty3bIps MPY HaJaBIMBaHUE MalbIeM Ha €ro
MOKPBIIIKY;

- Cumnrom «rpymu» H.J. IlleknakoBa: B BepTUKaIbHOM MOJOXKEHUU Iy3bIpb MPUOOpETaeT
(dbopMy TpyIIM 3a CUET CMEILEHHS IKCCYAaTa BHU3.
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Pucynok 1,2. JInutenbHo He3akuBaroue 00JE3HEHHBIC YPO3UH Ha MECTE BCKPBIBIIIETOCS
My3bIpsi, KOPKH, TUIIEPIIUTMEHTALM B yIJIax pra.
Cumnrom HUKOJIBCKOTO MOJIOKUTENBHBIN, AaKAHTOJIUTUYECKUE KIETKH OOHAPYKEHbI

5.JlaGopaTopHbIe UCCIIETOBAHMUS:

- Huronormyeckoe wuccieaoBaHue: OOHApYKEHUE AaKAHTOJIMTUYECKUX KIETOK B Ma3Kax-
OTIIeYaTKaX CO JIHA CBEXXHX PO3UHN CIM3UCTHIX 000JI0UEK U/UITH KOXKHU.

- Ilaronoro-anaromMmuyeckoe UCClI€JOBaHUE OWUOINCUHHOrO MaTepuana: oOHapyKeHue
MHTpPadUIepMaiIbHOrO Cynpada3albHOrO aKaHTOJIN3A.

- [Ipssmoe ummynoduryopectieaTHoe uccienoBanue ([IM®D/DIF): BeisaeHue otinoxenuit 1gG,
IgA wwm C3  KOMIOHEHTa  KOMIUIEMEHTa Ha  TIOBEPXHOCTH  SMHJCPMaTbHBIX
KEepaTHHOLIUTOB/3MUTEIUOLIUTOB, c (hopMupoBaHHEM CTPYKTYPBHI, HaNOMHHAIO LI
«MEJIKOSTYCHCTYIO CETKY.

- Henpsmoe  ummyHoduyopecuentnoe  uccienoBanue  (HUD/IIF):  BeisBienue
HUPKYTUPYIOLIIX IgG, IgA ayTOAHTHUTEN K MMOBEPXHOCTHBIM aHTUTCHAM
KEepaTHHOLIUTOB/3MUTEIUOLIUTOB.

- NUmmynodepmentnsiii anamuz (M®DA): BwisBienue antu-Dsgl w/mnmm antu-Dsg3 19G
ayroantuten [11-13].

PaznuyHble MArHOCTHMYECKHE KPUTEPUH HUMEIOT pa3Hblil  ypOBeHb yOEeAUTEIbHOCTU
pexomeHaanud  (ypoBeHb JIOCTOBEPHOCTH JOKa3aTenbcTB). Tak, Hampumep, (eHomeH
Hukonbckoro u HamM4Me akaHTOJIMTUYECKUX KJIETOK B Ma3Kax-OTIeYaTKaX SBJISIOTCS BAKHBIMU U
JOCTYIHBIMU, HO HE TATOTHOMOHUYHBIMH JUarHocTH4YeckuMu npuszHakamu [14]. Ilo muenuto Joly
P., Horvath B. (2020) He pexkomeHIyeTCsi MPOBOAMUTH KiaccMuecKuil cumntoM Hukonbckoro,
cCuMTas, 4YTO, CYIIECTBYIOT JAPYrH€ METOJbl OICHKHM AaKTUBHOCTU 3a00JIeBaHUS W YTO HET
HEOOXOIMMOCTH BbI3bIBAaTh HOBBIC MOPAKEHHS Y MAlMEHTOB, Y KOTOPBIX YXKE MUMEIOTCS dPO3HH
koxu [11].

[Ipy mpoBeneHWU MATONOTO-aHATOMUYECKOTO M HMMMYHO(MIYOPECUEHTHBIX METOJ0B
HCCIeIOBAaHUSI HEOOXOTUM TMpPaBHIbHBIN BBIOOp MecTa IJis B3ATHS OHMOIICHMHHOTO MaTepuaa.
Hanpumep, npu B3sTHH OMOTICUIHOTO MaTepuana JUIsl MaToJI0ro-aHaTOMUYECKOTO MCCIeI0BaAHUS
MPENNOYTUTEIBHO BBIOMPATh YYACTOK KOXMU WM CIM3UCTOH OOOJNOYKM U3 00JacTu
CBEXKEC(OPMUPOBAHHOTO TMY3bIPs, a JUIsl TPOBENEHUS HUMMYHO(MIYOPECIEHTHBIX METOJOB
UCCIIEIOBAHUS — y4acTOK BHUJIUMO 3JI0POBOM KOXH, TMOJYYEHHBIH PAOM C OYaroM MOPaKeHHS.
Nmetorcs manHble 00 MCMOMH30BAHUH BBIIIUIIAHHBIX BOJIOC TS MIPSAMOM UMMYHO(ITYOPECIEHITUU
(TTN®) B crienuann3upoBaHHBIX TAOOPATOPHUSX C IO AMATHOCTUKH HCTUHHOM my3bIpuaTku [11].

Henpsimoe  ummyHodumyopecuieHTHOe — uccnenoBanue  (HU®D)  tpebyer  Hanmuuus
CHEINATM3UPOBAHHOTO O000pY/IOBaHUs, CTaHIAPTU3HPOBAHHBIX CYOCTpaToB (KOXka 4YeIOoBeKa,
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MUIIEBO]T 00€3bSHBI I MOPCKOW CBUHKH), TPABUIILHOM TEXHUKH B3SATHsI OMOIICHITHOTO MaTepuaia
U €ro TPaHCHOPTUPOBKH, No3TOoMy HM® MOXeT nmoATBEpIWTH AMATHO3 Iy3BIPYATKH, HO HE
SIBJISICTCS 00S13aTEIbHBIM METOJIOM [15].

Anrturen-cnenuduueckue ceponorndeckue ananusbl (HUD/IIF) n/unun UDA) ucnionb3yrores
KaK U1 WICHTU(PUKANUN CIeNU(DUIHBIX ayTOAHTHUTEN, C LEJIbI0 TUATHOCTHKH, TaK W IS
KOJIMYECTBEHHOTO M3MEPEHUS YPOBHS aHTUTEJI, TO3BOJISIS 00ECTIEUMBATh MOHUTOPUHT 3a00J1€BaHUS
W Tepanuy, ¥ YaCTHYHO TMPOTHO3UPOBATh AKTUBHOCTH 3a00JIEBAHUS 1O YPOBHSM ayTOAHTHUTEIN
[16,17].

Taxum 06paszom, mo mueHuI0 EBpornieiickoii akagemMuu nepMatoiiorun 1 Beneposoruu (EADV,
2020), uznoxenHoro B raiiaitne S2K 1o BEAECHUIO MAIMEHTOB C My3bIPYATKON OOBIKHOBEHHOM,
JUTsl TIOCTAHOBKHU JTMArHO3a HEOOXOJUMBI XapaKTepHasl KIWHUYECKas KapTHHA U TOJIOKUTEIIbHBIN
pe3ynbTaT npsiMmoro uMmMmyHodiyopectientnoro uccnenaoanus ([IMD/DIF).

[lo muenuto Joly P. u coast. (2020) ecnu IIM® nHenoctynHa, JUisi TOCTAHOBKU JHMArHo3a
«ITy3bIpYaTKa OOBIKHOBEHHAs» MOXET OBbITh JOCTAaTOYHO XapaKTEepPHOM KIWMHUYECKOW U
TUCTOJIOTMYECKOW KapTUHBI, U OOHAPYKCHUSI CPEIHUX WM BBICOKUX YPOBHEU IUPKYIUPYIOITUX
anTu-Dsg3 w/mmu antu-Dsgl 1gG ayroantuten. J[ns MOCTAaHOBKM MMMYHOJIOTHYECKOTO JHArHO3a
clenyeT TPOBOIUTH JHOO0 mpsiMoe uMMyHO(pmyopeciienTHOoe wuccnenoBanue ([IUD), mmbo
nmmyHO(DepMmeHTHBIH aHaim3 (MDA) mis BeisBienus antu-Dsgl w/mmm  antu-Dsg3  1gG
ayroaHnTuten, oo ob6a metona [11,17].

B cnydasx aTtumuuHOTO TEUeHHsS 3a00JIeBaHMS, TOJO3PEHUS Ha TapaHEOIIACTUYECKYIO
My3bIPYaTKy WIM HAJIWYUS MPU3HAKOB JIPYroro ayTOMMMYHHOTO OYJUIE3HOTO JepMaro3a, MOTYT
OBITH BBITIOJHEHBI JOMOJTHUTEIBHBIC NMMYHOTIATOJIOTHUECKHE HCCienoBaHus, Takue kak HUO,
MHKPOCKOTIHS HA MOYEBOM ITy3BbIPE KPBICHI H/WJIM KIMMYHOOIOTTUHT/UMMYHOTIperunuUTaus [15].

TakTuka JeyeHust

Lenbto neueHuss npu My3blpyaTke OOBIKHOBEHHOM SIBJISIETCS JIOCTIKEHHUE KOHTPOJIS
3a00JieBaHUS U TOJJIEp’)KaHUE peMUCCHH. MeInKaMeHTO3HOE JieUeHHE BKIIOYAeT CUCTEMHBIE
TIIIOKOKOPTUKOCTEPOUIHBIE CPEACTBA B BRICOKUX /103aX Ha HAYAJIBHOM 3Tarle, ¢ MOCIEAYIONINM UX
CHIKCHHEM JI0 moepkuBaromux 103 [18]. B cBsi3u ¢ BO3MOXHBIMU CEPhE3HBIMU MOOOYHBIMHU
sbdekTaMu, CBS3aHHBIMH C JUIMTEIBHOW M BBICOKOJO3HOW Tepamueil TIIIOKOKOPTHKOUIAMHU,
clieqyeT BKIIIOYaTh aJbIOBAHTHYIO HMMYHOCYIIPECCUBHYIO TEpaluio, TaKyl0 Kak PHUTYKCHMao,
MUKO(eHonata Mo(eTus, a3aTHONPUH, METOTPEKCAT, HUKIOCIIOPUH Ui CHUKEHUS 3aBHCHUMOCTH
OT CHCTEMHBIX TJIOKOKOpTHKOMI0B [18-21]. B  gomomHeHWe MOTYT  NPHMEHSATHCS
JKCTpakopropaibHas (oToxumMuoTepanus, IazMadepe3, a TakkKe MeCTHas Tepamus
IIOKOKOPTUKOCTEPOUAAMHU B aHTHCeNTHKamu [ 19].

3a mocnennue 15 et B murepaType coodmanock o 6osiee uem 1000 manueHToB ¢ My3bIpYaTKOMH,
IOJIy4aBIIUX JICUCHHE PUTYKCMMAaOOM (MOHOKIIOHAJIBbHBIM aHTUTEIOM K Moliekyiae CD20 na B-
mumbonuTax). Putykcumad cHavama HMCMONb30BAJICSA AJS JICUEHHUS TOKENbIX (opM, a 3aTeM B
Ka4eCTBE Teparuu MepBoil JUHUH, I0CTUTast TOJIHON pemuccun y 80-90% marmenTos [19,22].

I'epnerudopmusbiii JIepmatur Jdropunra (') — 3a0oieBaHre ayTOMMMYHHON IPHPO/IBI,
MIPOSIBIISAIONIEECs: 00pa30BaHUEM CYOdNUIEPMATIbHBIX ITY3bIpeil, COTPOBOXKIAIOIIEECS BBIPAXKEHHBIM
3y/I0M, TPEUMYIIECTBEHHO MOpaXkalllee pa3rudaTeNbHble MOBEPXHOCTH. 3ab0JieBaHUE TECHO
CBSI3aHO C IJIIOTEHOBOM SHTEpOIaTHel, XapakTepusylomieecss BbIpaOoTKoW ayroanTturen IgA x
TpaHncriayramuuase TG2 u TG3, kotopsie npu I'JI/] oTki1aAbIBaIOTCS B TOBEPXHOCTHOM COCOYKOBOM
cioe nepmel [23].

JAnarnocruyeckue kpurepum aiasa I'JI/1:

1.KanoObl 1 aHamHe3: CyOBEKTMBHO BBIP@KEHHBIH 3yJ, *’KeHHe, NokaiabiBaHue. Hauwano
MOCTENEHHOE, TeUCHHE XPOHUUECKOEe, PEIIMBUPYIOLIET0 XapakTepa. AHAMHECTHUECKUE JaHHbIE
0 BOCIIAIUTENILHBIX IIPOIIecCax B )KEIYJA0YHO-KUIIEYHOM TPAKTE, IPUEM IpernapaTos io1a 1 6poma,
MEPEHECEHHBIX HH(EKIMOHHBIX 3a00J€BaHMX, AYTOAIEPrHUECKUX IMpoIeccax, MOPAXKEHUIX
MICYCHH, 3I0KAYECTBEHHBIX OMYXOJIsX (MapaHeoIuIaCTHIECK i AepMaTos) [24].
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2.Knunuueckas KapTUHA:

- Cpmp 3ymsmas mnoguMopdHas, CUMMETpUYHAs, CKIOHHAS K «reprneTu(OPMHOIN
rpymmupoBke. OTHOBPEMEHHO WM C HEOOJIBIITUM WHTEPBAIIOM MOSBIISIFOTCS MY3BIPHKU, TY3BIPH
MAMYyJIbI, TyCTYIIbI, BOJABIPH, PACTION0KECHHBIC HA OTPaHUYCHHBIX SPUTEMATO3HBIX yIaCTKAX;

- Jlokaim3anusi TPEHMYIIECTBEHHO HA pa3rHOAaTeNbHBIX IMOBEPXHOCTIX. [lopakeHue
CIIM3UCTBIX 000JI0YEK, KaK MPaBUIIO, HEXapAKTEPHO;

- KoXHBIM BBICHITIAaHUSAM MOTYT IIPEIIICCTBOBATh CUMIITOMBI OOIIET0 HEIOMOTAHHMSI, TYBCTBO
M¥OKCHHSI M TIOKQJIBIBAHUS TIEPE]] TIOSIBIICHUEM TIEPBBIX BBICHITIAHUH, CMEHSIOIICECS MYYHTEIbHBIM
3y/10M;

- W3-3a cBoeil 3ynsmiell Mpupoasl MEPBUYHBIC MOPAKEHUS YaCTO «MACKHUPYIOTCS» MEHeEe
CHETM(PUICCKUMH MPOSIBICHUSMH, TAKUMH, KaK SKCKOPHAIINH, SIPO3UN U KOPKH;

- KoxHbIe MMOpaXkeHUs, KaK TIPABHIIO, 3AKUBAIOT O0e3 00pa3oBaHus pyOI0B.

3.XapakTepucTuKa Mmy3blps:

- Cy0anuiepMabHbIe TY3bIPH C TUIOTHOW TIOKPBIIITKOH, Pa3IMIHBIX Pa3MEPOB, C CEPO3HBIM HITH
MYTHBIM, HHOT/Ia TEMOPPArHIeCKUM COACPKUMBIM (PUCYHOK 3,4);

- [Ty3bIpH pacrosioskeHbl Ha SPUTEMATO3HOM OTEYHOM (OHE;

- Opo3uu OBICTPO MUTETUIUPYIOTCS, OCTABIISAS THIIEPITUT MEHTAIUIO;

- [lopaxxenue cIM3UCTHIX 000J0YEK HE XapakTepHo [14,24].

4.CumntoM HUKOITBCKOTO — OTpHIIATENbHBIN (pUCYHOK 3,4).

Pucynoxk 3,4. Ily3bIpu ¢ IJIIOTHOM MOKPBILIKOM Pa3iIMYHbIX Pa3MEPOB, IpUTEMA, IPO3HH,
kopkH. CuMnToM HUKOJIBCKOIO OTpULIATENbHBIN, AKAHTOJUTUYECKHE KIETKH — HE OOHApy»KEHO

5.Monnas mpo6a Snaccona — nomoxutensHo. [Ipo6a HA MOBBIIIEHHYIO YyBCTBUTENHHOCTD K
WOy CYIIECTBYET B 2-X BapuaHTax: KOKHbIA TecT ¢ 50% Ma3pio ¢ HOAUIOM KaJldsl WM MPUEM
BHYTpb 5% pacTBopa Hoanaa kaimus. Yder npoObl mpoBoauTcs yepe3 24 yaca. IIpu oGoctpenun
CTapbIX 0YaroB WJIM MOSBIEHUH HOBBIX IPOOA CUUTAETCS MOJIOKUTENBbHON. PaHee mpoBouBIIECcs
NaTy-TeCThl ¢ HOJIUAOM-Kalus ObLI MOJOXKUTENbHBIMH JIMIIb Yy YacTH OOJBHBIX M B HACTOSIIEE
BpeMs IPAKTUYECKU HE UCITIOIb3YETCS.

6.JlaGopaTopHasi AMarHOCTUKA:

- lluTonoruueckoe uccieioBaHKe: B COAECP)KUMOM ITy3bIpeld MHOTOUYHCICHHbIE S03MHO (B,

- IlaTonoro-anatomMuyeckoe HcCCleIOBaHHE OWOTICUWHOIO Marepuaia: oOHapyX eHHe
Cy0aIuAepMaIbHOTO My3bIpsl U ONpeZeNieHne B Hel cojep)kaHus (uOpuHa, HEUTPODMIBHBIX U
503MHO(MIBHBIX JIEHKOLUTOB, aKaHTOJIN3a HET,

- Ilpsmoe ummyHnoduyopecuentnoe uccinenoBanue (I[IMD/DIF): BblsBiIeHHE 3€pHUCTHIX
oTioxeHui |gA B COCOUKOBOM cJI0€ JIEpMbI B OHONTATE KOXKU;
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- UDA: BrisiBinenue |gA-aHTUTEN K TKAHEBOM TpaHCT0TaMuHaze U coaepkanust |gA-anturen
K DHJOMU3HIO B CBIBOPOTKE KPOBH [25].

XOTs sABHBIE JKEIYJOYHO-KMIIEYHBbIE CHUMITOMBI pPEIKHM, Yy 4acTh mnauueHtoB ¢ [J1J1
HaOmoaeTcss atpodusi BOPCHHOK B TOHKOM KHUIIIEYHUKE, @ Y OCTAIbHBIX - BOCHAIUTEIHHBIC
M3MeHeHus 1o Tuny uenuakuu [24]. B cnyuae moarBepxkaenus auarnosa ['JIJ] pekomenmyetcs
OIIEHUTh COCTOSTHUE J>KETYJOYHO-KUIIEYHOTO TpaKTa U Hajauuue ocioxHeHuil. [lpum nHamuuum
MOKa3aHUM MTPOBOIUTCS SHIOCKOHUS U OUOTICHUS TOHKOW KHIIIKH.

AKkpanbHasg mypnypa 1 IeTeXuu — yacTas KoxHasg HaxoAka y nauueHToB ¢ I'JIJ] u Mmoxer naxe
MPEACTABIATL cOO0M HavalbHOE MposBICHHE 3a0osieBanus [26]. ['emopparudeckue mopakeHus
KOXXH TIOPAKAIOT MPEUMYIIECTBEHHO NalbIbl PyK M HOr (manblieBas myprmypa). llockosbky
MypIypHbIE HW3MEHEHUS MOTYT OBITh HEOOJBIIMMHU U TPYAHOOOHAPY)KMBAEMBIMH, CJIEAYET
PacCMOTPETh BO3MOXKHOCTH TPOBEACHHUS aKpaJbHOW JEPMATOCKONHUH BO BpeMs (DHU3UKAIBLHOTO
ocmoTpa [27].

Kpowme Toro, y maruentoB ¢ I'JI/] onmucansl HekoTOphIe aHOMAIMK 3y00B. OHU TIPOSIBISIOTCS
MPEUMYIIIECTBEHHO JePEeKTaMH SMaM TOCTOSIHHBIX 3YOOB KaK y JETei, Tak M Yy B3POCIBIX.
lNopuzoHTaneHbie OOPO3AKH, YTIYOJIEHUS UM W3MEHEHHE IBETa - HauOOoJIee YacThie MPOSBICHUS
Ha 3y0ax y marmenToB ¢ ['JI/] [28].

['ucTomaronornueckue manHple camu 1o cebe He mo3BositoT auddepenuuponats '] ot
IpYrUX ayTOMMMYHHBIX OyJie3HbIX 3a00JeBaHMil, XapaKTepHU3YIOLIUXCS 00pa3oBaHUEM
CcyOammUAepMabHBIX ITY3bIpeid, TaKuX, KaK IMHEHHBIN IgA nepMarto3, OyiIe3HbIi meMGUron/I, aHTH-
p200/namuauH /! memMUTOW WU BOCHAIUTEIbHBIA BapuWaHT MPHOOPETEHHOTO OYIIe3HOTO
srumepMoiinza. Ilostomy mpsimas mmmyHOyopecueHius (IIM®/DIF) saBmsieTcs «3070ThIM
cTaHgapToM» jnabopatopHoit muarHoctuku ['JI/[, To ecTh €€ HEOOXOaUMO MPOBOIUTH JIOOOMY
YeJIOBEKY ¢ MOJA03PCHUEM Ha JaHHBIN aepMaTos [29].

B 2021 rony Betz J. u coaBT. B cCBO€M HCCIIEIOBaHUHU TOKA3aJId, YTO OMPEIACICHUE aHTUTEN K
TG3 aBasieTcs OoJiee YyBCTBUTEIBHBIM I quarHoctuku ['J[/1, yem onpenencuue anturen k 1G2
u sugomusuio (anti-EMA) [30]. Takum 006pa3oM, aBTOpbI PEKOMEH/IYIOT UCIIOIb30BaTh aHTUTENA K
TG3 (ecnmm TecT MOCTYIEH) KaK CEPOJOTHYCCKUM MapKEép NIEpBOM JWUHUM IS JUATHOCTHUKH
repreTuopMHOTO JepMatuTa J[opuHra, B COUETaHMM C MNPAMOIl HUMMyHOIyopecueHIuei
(ITUD/DIF) [29]. Tect Ha IgA-ayroanTuTena k TG2 moyqr1 MMPOKOE pacIpoCTpaHeHUE, TaK Kak
OH HEJOPOT U MPOCT B BHINOJHEHUH, IOSTOMY TEKYILME PYKOBOASAIINE NMPUHIHIBI EBpornelickoro
oOImiecTBa JIeTCKOM racTpo’HTeposioruu, renartonorun ¥ nutanusg (ESPGHAN) pekomeHayroT
MDA TG2 B xauectBe Tecta nepBoit muHuM npu ['JI/], mockonbKy oH OoJsiee TOCTyneH B oOIiei
IpaKTUKEe U SABIIETCA Oojiee KomuecTBEHHBIM [31]. YpoBeHBb CHIBOPOTOUYHBIX aHTHUTEI K G2
CHIDKAETCS JI0 HOPMBI Y MallMEeHTOB, COOI0JAIONINX OE3TIII0TEHOBYIO IMETY, U CHOBA MOBBIIIACTCS
IIPH peluarBax 3a001eBaHusl, IIOATOMY 3TOT TECT MPEANOYTHTEIHHO UCIIONIb30BATh JJIs1 KOHTPOJIS
npuBep>xeHHoCcTH nuere y nauuedToB ¢ ['JIJ1 [30,31].

Takum oOpazom, no MHeHHUI0 EBporneiickoil akagemMun nepMaronoruu u Beneposoruu (EADV,
2021), m3noxxeHHoro B raimnaiine S2K 1mo IuarHoCTUKE U TEparuu TeprneTHGOPMHOTO IepMaTUTa
Hropunra, s noctaHoBku nuartosa ['JIJl HeoOxomuma xapakTepHas KIMHUYECKas KapTUHA U
BBISIBIICHHE 3€PHUCTBIX OTIOXKeHuil IJA B COCOYKOBOM cjo€ JepMbl MpU  OPSIMOM
umMmyHodayopecreHTHOI Mukpockonuu (ITM®/DIF) [29].

TaxkTuka Jie4eHus

[Toxxu3HeHHas Oe3rTI0TeHOBAs AUETa C JANCOHOM WM 0€3 HETO SIBJISIETCSI OCHOBHBIM METOJ0M
neuenus [JIJI, apyrue Mertonel InedeHusl (Hampumep — cynbdacangasWH, CHUCTEMHbBIE
TJIFOKOKOPTUKOCTEPOHIbI ) 3HAYUTENHHO MeHee A dekTuBHbI. [lokn3HEeHHAs OE3TTII0TEHOBAs TUeTa
HeoOXoMMa B KaXJOM Cilydae, OJHaKo e€ clieyeT HauyMHATh TOJIbKO TOCJE 3aBEepIICHHS BCEX
HEOO0XOIMMBIX THArHOCTUYCCKUX UCCIICI0BAHUI 1 oaTBepxaeHus quarHosa ['JIJ1 [29].

[Toxxu3HeHHass Oe3rNIIOTEHOBAsT JUETA - OCHOBA, MOXKET MO3BOJIMTh OTMEHUTh MEIUKAMEHTHI
MIpH CTOMKOM pemuccun. BaxkHo n3beratb mpoayKTOB, COIEPIKALIUX HE TOIBKO ITFOTEH (TIIICHHUIIA,
POXb, TUMEHb, 110102, XJIe0, MaKapOHHBIE U3IENHS, XJIeO00YT0UHbIC U3/IEIHs, HAIUTKA HA OCHOBE
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3JIaKOB, TaKMX KaK IIMBO U T. J.), a TaKke Hoja (MOpPEnpoAyKThl, MOpCKas pblOa), U MPOIYKTHI,
KOHTaKTHPOBABIIIKE C TIFOTEHOM BO BpEMsI TPaHCIIOPTHPOBKHU U XpaHeHus [32].

Jlo Tex mop, moka Oe3rII0TeHOBAas [ueTa He cTaHeT dPGEeKTUBHOH (depe3 6-24 MecsIia), 1arcoH
saBisieTcss HamOomnee 3()(PEeKTHBHBIM CPEICTBOM JICUCHHsI KOKHBIX MpOsIBICHUH W 3yma [29].
[Ipu3Haku U CUMOTOMBI TepHeTU(HOPMHOTO JepMaTHTa OOBIYHO HCYE3al0T B TeueHue 3-4 mHeil
mociie Havasia mpuémMa JarcoHa, a OTMEHa JIalicoHa PUBOUT K PEIMINBY B TEUCHHUE HECKOIBKUX
nuedt [33]. HaunHaTh AarncoH ciaeayeT ¢ HU3KUX /103 U MOCTENEHHO MOJHUMATh 10 25 MT' B HEJIEIIO
no 200 mr. B mommepxkwuBaromieir ¢daze 0,5-1 MI/Kr/meHb MOMKET KOHTPOJIUPOBATH 3yI H
MpeJOTBpAIlaTh PA3BUTHE HOBBIX KOKHBIX MopakeHWil. CTporas W mocTosiHHass Oe3rII0TeHOBAs
JIeTa CIIOCOOCTBYET OBICTPOMY CHMYKECHUIO JIO3BI IATICOHA, M 'y OOJIBITUHCTBA MAI[IEHTOB TEPAITUIO
JaTICOHOM MOKHO TOJIHOCTBIO mpekpatuth [29,31,33].

JnuaepMoIuTHYECKHE JekapcTBeHHble peakuuu (JJIP) — 310 ocTpble, )KU3HEYTpOKaOIINE
AUIEPTUYECKUE PEaKIMH KOXXU M CIU3UCTBIX, XapaKTEPU3YIOIIHECS MAaCCOBBIM TMOPAKEHUEM U
OTCJIOGHUEM DJMHUACPMUCA, UHAYIIMPOBAHHBIE MPUEMOM JICKAPCTBEHHBIX MpemnaparoB. Mmerorcs
JaHHbIE O BIJIMAHUM HMHQPEKIUOHHBIX areHToB B pa3Butuu OJIP [34]. B ocHoBe nexur
MPEUMYIIECTBEHHO T-KJIETOYHO-OTMOCPEIOBaHHAsT IUTOTOKCHYECKass pPEaKIys Ha aJlIepreHsl.
NmMmyHHass  peakius TOPUBOAUT K AOHACPMATLHOMY UM OIUTEJIHAIBHOMY  HEKpO3Yy,
COTIPOBOXIAIOIIEMYCSI BEIPAKEHHBIMUA CHCTEMHBIMU CUMITTOMAaMH.

Cungpom CrtuBeHca-/[PDKOHCOHA W TOKCHYECKHM SIUIASPMAIbHBIA HEKPOJW3 B HACTOSIIEE
BpEeMSs CUMTAIOT BApUAHTAMHU OJIHOTO 3a00JIEBAHUS C PA3IUMYHOM CTETIEHBIO TSKECTH, Ha3bIBAEMOTO
AMUJAEPMAIbHBIM Hekpoau3zoM (OH).

Ot mwionmaay nopaxeHHON KOKH BBIICISIOT:

- cunapoM CruBeHca-/[xoHcoHa - MeHee 10% nmoBepXHOCTH Telna;

- cunapom Jlaitenna (Tokcuyeckuil snuaepMmanbHbli Hekposims, TOH) — Gomee 30%
MMOBEPXHOCTH TENA;

- mpomexxyTrouHas popma - nopaxenue 10-30% nosepxHoctu tena [35].

JAmnarnocruueckue kpurepum ais JH

1.2Kano6s1 1 aHamMHe3:

- Hauano octpoe, ¢ BbIpaK€HHON MHTOKCUKALUEH, TPOrPECCUPYIOLUM MMOPAKEHUEM KOXKU U
CIIU3UCTBIX 000JI0YEK, MOPaKEHUEM BHYTPEHHUX OPraHOB;

- JlanHple O TmpueMe JIeKapCTBEHHBIX MpenapartoB (CynbpaHuIaMuibl, [-TaKTaMHbIE
aHTHUOMOTHKY, IEBOMULIETUH, (PTOPXUHOJIOHBI, HECTEPOUIHBIE TPOTUBOBOCHIAIUTEIbHBIC CPEACTBA,
QIIOYPUHOJ, MPOTUBOAIIIICTITUYECKHE NTPenapaThl, HAPKOTHUECKUE MpernapaThl, BAKIIMHBI U JIP).
Mexnay npremMoMm Ipenapara v pa3BUTHEM KIIMHUYECKON KaPTUHBI MOKET IMTPOUTH OT 2 10 8 HeJeb
s (GopMHpOBaHHS MMMYHHOTO OTBETa. B OTHENBHBIX CIIy4asX MOTYT OBITh PAcCMOTPEHBI
npemnapaTsl (HampuMmep, ¢ JUTUTEIbHBIM MIEPHOIOM MOTYBBIBEICHHUS ), HAUaThIe 10 3 MECSIEB Ha3al
[36].

2. KinuHuyeckas kapTuHa:

- Tunuunele TOpakeHUs TMPEACTABICHBl J3PUTEMOHN, KPYMHBIMH MY3BIPSAMHU, OBICTPO
BCKpbIBaroluecss ¢ oOpa3oBaHHEM OOIIUPHBIX SPKO-KPACHBIX U OOJIE3HEHHBIX JPO3UH,
OKaliMJIEHHbIE OOPBIBKAMHU MOKPBIIIEK My3bIpel («3MUIepMaTbHbIH BOPOTHUKY), a 3aT€M YUaCTKH,
YaCTUYHO OTCJIOMBIIETOCS SMHUAEPMHUCA, HAMIOMUHAIOUIUE «MOKpoe Oenbe» (pUCYHOK 5,6,7).
[TopaxxeHue MOKeT 3aXBaThIBATh OIPOMHBIE TUIOIIA]IN

10



Bonpocul oepmamonocuu u seneponocuu, Ned (94), 2025

Pucynok 5,6,7. DpureMa ¢ 00pa3oBaHUEM My3bIPEH U OCIEAYIOIINM OTCIOCHUEM KOXKH.
Cumnrrom Hukosasckoro HOHO)KHTGHBHBIﬁ, AKaHTOJIUTUYCCKHUEC KIICTKH - HE 06Hap}I)KGHO

- [TouTH BO Bcex Cirydasix OTCIIONWKA CIM3UCTBIX 000109eK 0OBIYHO Pa3BUBACTCS OJHOBPEMEHHO
B HECKOJIBKUX 00JacTsIX. DTH 3PO3UBHBIC MOPAKEHHS CIM3UCTHIX YaCTO OYeHBb OOJIe3HEHHHI [37-
39];

- Moxer HaOmIOAAThCS TEHEPATU30BaHHAS DJpUTEMa C HEKPOTHYECKUMH TMOPAKCHUSIMU
AMUJICPMICA,;

- OCHOBHBIM CHMITOMOM DSIHACPMAIBLHOTO HEKPOJHM3a SIBJISETCS MACCHBHOE OTCIIOCHHE
AMUEpPMHUCA.

3. CumnroM HHUKOJIBECKOTO — JIOKHOIIOJIOKUATENIBHEINA. EIé 0MHOW NOTEHIIMAIbHO IIOJIE3HOM
muhdepeHInanTbHO-TMarHOCTUYECKOH  OCOOCHHOCTBIO  SIBJISIETCS  OTIPEICIICHHE  «BJIKHOTOY
cumnroma Hukonbckoro (wet Nikolsky's sign) — mpu ocMoTpe Ha My3bIps, JHO BBITJISIIAT BIaXKHBIM
BCIICJICTBUE TOJPIUJCPMATBHOTO OTCIOCHHS. OTO OTIMYACTCS OT «CYyXOTro» CHMIOTOMa
Hukosbckoro, mpr KOTOPOM AHO IY3bIpsi OCTA€TCs CyXuM (Hampumep, Npu CTaQrIOKOKKOBOM
CUH/IPOME OILIAaPEHHOMN KOKU HJIM OCTPOM I'eHepaln30BaHHOM SK3aHTEMAaTO3HOM IycTyiése) [39].

4. JJabopaTtopHbIE UCCIICAOBAHUS:

- Huromnoruueckoe wuccienoBaHHe HECHEHUPUUHO: OOHAPYKHUBAIOTCS HEKPOTUUYECKHE
KEPaTUHOILIUTHI M KJICTOYHBIC IETPHUTHI,

- IlaTomoroanaToMu4eckoe HCCICIOBaHHE OWOIICMMHOIO  Marepuaja:  MaCCHBHBIN
arionTo3/HEKPO3 KEPATMHOLIMTOB, 3aTParMBalOIIUil BCIO TOJILY DSIHUAEPMHUCA, a HE TOJBKO
MEXKJIETOYHOE TMPOCTPAHCTBO WM Oa3allbHBIM ClI0H, 0OpazoBaHue wienud Haja 0azanbHOM
MeMOpaHOH, cyOanuiepManbHas OTCIOKWKA AHUIEPMICa, clladasi BOCHAIUTEbHAsI MHUIbTPAIUS B
nepMe. AKaHTOJMTUYECKHE KIIETKU OTCYTCTBYIOT (PUCYHOK 5,6,7).

Ecnu Ouworicus HEBO3MOXKHA, CielyeT B3SATh Kak MHUHHUMYM BEPXHIOIO YacTb MY3bIpi U
UCCIEeI0BaTh €€ MOJ MUKPOCKOIOM, YYMTHIBAs, YTO YPOBEHb PACHICIUICHUS MOXHO OIpPEIEIUTh
MoCJIe aKKypaTHOTO B3sTHUs 00pasna [39].

Anneprudeckie TECThl UMEIOT OTPaHUYCHHYIO TOCTOBEPHOCTh: HCTUHHBIM QJIJIEPTEHOM YacTo
SIBJISIETCS HEU3BECTHBIN METa0OINT, a He HATUBHBIN npenapart [40].

[Ipn auarHocTHKe NAIMEHTOB PEKOMEHIYyeTCsl MPOBOIUTH MPOTHOCTHYECKYIO OIEHKY IO
mkane SCORTEN (severity of illness score for toxic epidermal necrolysis, crenenp TskecTH
3a00JIeBaHUS MTPH TOKCUYECKOM SMHUepMaIbHOM HEKPOIU3e), mpeanokennoi Guegan S. u coasT.,
J0Ka3aBIny0 CBOIO 3PGEKTUBHOCTH B OlleHKe cMepTHOCTH [41]. Onenka 10KHA MPOBOJUTHCS B
TEUYCHHE MEePBBIX 24 YacoB MOCJe MOCTYIUICHUS U Ha 3-i JICHb.

TakuMm 0o0pa3oM, MO MHEHUIO U3JIOKEHHOTO B raijnaiiHe S3 Mo AMATHOCTHKE U TEparuu
cuapoma CtuBeHca-/[)KOHCOHAa M TOKCHYECKOTO SMHAECPMAIbHOTO Hekpoimsa (2024), cuutarot
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YTO, QHAMHE3 U KIMHUYECKHE [aHHbIE C OLIEHKONW JUHAMMKU KOKHBIX IOPAaXEHUM HMMEIOT
pelaroliee 3Ha4eHUe JUTsl MOCTaHOBKH auarHo3a [39].

TakTHKa JieyeHus

TakTuka BKIIOYaeT B ce0s OTMEHY TNPOBOLUPYIOIIETO JIEKAPCTBEHHOTO CPEJNICTBA,
MOJJIEPKUBAOILYIO TEpalUi0 B YCIOBUSAX PEaHHMMALlMOHHOTO OT/AEJICHMs, HalpaBiICHHYIO Ha
o0JieryeHue CUMIITOMOB H ITPEIOTBpaIleHHe OCIoXHeHNUH. [loaiepKuBaromas Tepanusi BKII0YaeT
MHQY3MOHHYIO TEpamnuio, NPUMEHEHUE CHUCTEMHBIX TIIOKOKOPTHKOCTEPOHIOB, Iu1a3madepes,
BHYTPUBEHHOE BBEJIEHUE HMMYyHOINoOynuHa [42]. Taxke HCHOIB3YIOTCS CUMITOMATUYECKUE
CPEICTBA JJIsl CHH)KEHUS MHTOKCUKALUU, CHATUS BOCIIAJIEHUS M YCKOPEHUS 3a’KUBJICHUS KOXKU.

[IpumeHeHre pa3IMYHbIX HMMMYHOCYIPECCUBHBIX MM HMMYHOMOIYJIUPYIOLUIUX METOJ0B
Tepanuy BbI3bIBA€T MPOTHUBOPEUYMBBIE MHEHHS B HAaydyHOUM JuTepaType. BoJbIIMHCTBO aBTOpOB
PEKOMEHIyeT Ha3HAYE€HUWE CUCTEMHOM HMMYHHOCYIPECCUBHOW WM WMMYHOMOIYJIUPYIOIIEH
Tepanuy JIMIIb B cllyyae mporpeccupoBanus npouecca [43-45]. [IporpeccupoBanue onpeaenseTcs
KaK JajbHEeHIIee paclpoCTpaHEeHHE SpPUTEMbI, BOSMOXHOE C 00pa30BaHUEM IY3bIpEl/0TCI0EHUEM
koxku. OOpa3oBaHHE HOBBIX IY3bIpEH Ha YK€ JPUTEMATO3HON KOXE WM UX OTCIOCHHE HE
cuMTaeTcs nporpeccupoBaHueM. [103ToMy cucTeMHYIO Tepanuio cleAyeT Ha3HauyaTh TOJIBKO B TOM
cllydae, eciH IPOrpecCUpOBaHUE SIK3aHTEMbI/SpUTEMBI IIPOU30IILIO B TEUEHUE MOCTIEIHUX 24 4acoB.
Ecnu HabnmoaeTcst TOJIBKO MpoTrpeccHpoBaHie 00pa30BaHUs Iy3bIpeil, TeparneBTHUecKas MoJib3a
CHUCTEMHOM Tepamuy COMHHUTENbHA [39].

3akioueHue

Kak BuAHO M3 mpeAcTaBIeHHBIX OMUCAHUI Pa3IMYHBIX HO30JOTMYECKUX (OpM, MY3bIpb, KaK
MEepBUYHBIN  MOp(doJornueckuii  37MeMeHT, TpeOyeT BHHUMATENBbHOTO uddepeHInaIbHO-
JMArHOCTUYECKOTO aHajii3a, MOCKOJIbKY MOXeT HaOJoAaTbecs Hpu 3a00JIeBaHUSAX PA3IUYHOM
STHOJIOTUU. B JMarHocTHKe ayTOMMMYHHBIX ITy3BIPHBIX JE€pMAaTO30B CIIEyeT Y4YUTHIBATh
KIMHUYECKYI0 KapTUHY, BKJIIOYas aHaMHE3 M (QU3MKaibHOE 00cCJel0BaHUE, THCTOMATOIIOTHIO U
MOJIOKUTEIBHBIN pe3yNbTaT MpsAMoi UMMyHOduIyopectieHTHOM Mukpockoruu ([TU®D), oOGsrano
MIPOBOJMMOM Ha KOXKeE BOKPYT o4ara MopaXeHHsl, WM CEPOJIOrHUYeCKOe BhISBICHHE AyTOAHTUTEI K
COOTBETCTBYIOIIUM SIUTEIHATBHBIM aHTHUreHaM. FIMMyHOIMAarHOCTHYECKHUE TECThl HEO0OXO UMbl
g auddepeHunanbHO AUATHOCTUKM Pa3IMYHBIX ITY3bIPHBIX JE€pMaTO30B, OCOOEHHO, IS
JIepMaTo30B, XapaKTEPHU3YIOMIMUXCS OO0pa3oBaHHEM CyOdMHIEpPMAIbHBIX MYy3bIpeil, Tak Kak
TUCTOJIOTHYECKas KapTHHA JJIl HUX BcexX OyneT oanHakoBa. [Ipu MHTpasnuaepMaIbHbIX My3bIPSX
BAXKHBI METOJIbI, IMOATBEP)KJAIOLIUE AaKAHTOJIM3 - CHUMNTOM HHKOIBCKOTO, LHMTOJIOTHYECKOE
BBISIBJICHHE aKAaHTOJIUTUYECKUX KJIETOK, THCTOJIOTMYECcKasi KapTHHA, OJHAKO 10 ITBEPAUTH AUArHO3
MOTYT TOJIbKO UMMYHOAUAarHocTu4Yeckue TecThl. [lpu nepmaTosax, KIMHUYECKas: KApTHHA KOTOPBIX
MO>KET COTIPOBOXKIAThCSI 00pa3oBaHUEM ITy3bIpeil, Harpumep mpu cunapome CtuBeHca-/xoHcOHa
u TOH, anamHe3 M KIMHHYECKHUE JAHHBIE C OLEHKOW IUHAMHKHU KOXKHBIX MOPAKEHUH UMEIOT
pelaroiiee 3Ha4eHue sl IOCTAaHOBKH IMarHo3a.
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Myooenep Kakmoigbicol: Asmopiap myooenep KaKkmuvleblCbIHbIY HCOKMbIEbIH MATIMOeOi

Aemopnapoviy yreci: bapnvik agmopiap ocvl MaKkaiansl sxcasyea mey 0apedsicede Kamoicmul. Byn mamepuan
backa 6acblILIMOAPOa HCAPUSNARY YULIH OYPbIH MITIMOCIME2EH JHeaHe DacKka DACLIILIMOapObIY KAPAYbIHA
YCOIHBLIMARAH

Kaporcvinanowvipy: kopceminmezen

KOIIPIIIKTI JEPMATO3JAPJIBIH JUATHOCTUKAJBIK KPUTEPUJIEPI:
9/[EBUETKE IOJIY

AHHOTAUA

byn makanmama Gipaeit GacTanksl MOPQOJIOTHSIIBIK 3JIEMEHT — KOIIPIIIK apKbUIbl KOPIHETIH
JepMAaTO3ap IbIH HET13T1 JUArHOCTHKAJIBIK KpUTepHitiepi 6epiiren. XalbIKapaiblK JKOHE YIITTHIK
YCBIHBICTAPJIbI €CKEPE OTHIPHII, HETI3T1 STHOJOTUSIILIK (haKTopIap, KIMHUKAIBIK KOPIHICTEP KOHE
JTUArHOCTHKA MEH eMJCY/IH 3aMaHayd TOCUIIepl KapacThIpbuiaasl. KIMHUKAIBIK MbIcaIgap MEH
©3EKT1 9JIcOMeT Ko3/IepiHe CUITeMeNep KeATIPUIreH.

Onparad AepMaro3aapAblH Herisri Oenrici OoJbIm TaOBUIATBIH Oip FaHa MOPGOIOTHSIIBIK
3JIEMEHTTIH 001ybl quddepeHIINAIIb JUarHOCTHKA aITOPUTMIH icKe Kocaabl. OHBI JKy3ere achlpy
Ke3IHJe KOMIPIIIKTIH OpHalacy JEHreriH, KaObIHY pEaKIMSICHIHBIH CHIIAThIH, IIBIPBIIITHI
KaOaTTapAblH KAaThICYbIH JKOHE aypy arbIMBIHBIH €PEKIICIIKTEPIH aHBIKTayFa MYMKIHIIK OCpeTiH
KJIIMHUKAJIBIK JKOHE 3€PTXAHAIIBIK OCNTUICPiH KUBIHTHIFBIH €CKEPY KaXeT. OUTKEH1, KIIMHUKAJIBIK
KOPIHICTEPIHIH YKCACThIFBIHA KapamMacTaH, OyJI aypyjap OpTypil IaTOreHEe3re He, COJ YIIIH
MMaTOTCHETUKAJIBIK TEPANHUSHbI TaFaWbIHIAYIbIH JAHATHOCTUKAIIBIK KPUTCPUMJICPIH HAKThLIAY/IbI
tanan ereai. Kazipri 3amaHfbl IepMaTOJIOTHS KOII CAThLIbI IMATHOCTHKAJIBIK AJITOPUTMIe CYHEHE/I,
OHBIH IIIIHJIE TAIlUEHTTIH CYOBEKTHUBTI ce3iMJiepi, aHaMHE3[I MYKHAT >KHHAYy, OepThenepiai
MOPQOJOTHSIIBIK Oaranay, LHUTOJOTHSUIBIK 3€pTTey, OUOTCHS, THUCTOJOTHSUIBIK 3EepTTeY JKOHE
MMMYHOJIOTHSIJIBIK 3€PTTEYIIED.

Tyiinai ce3aep: kemipirik, HarbI3 Kemipiiik, reprnetudopmasr JropuHr nepmatuTi, Jlaiemn
CUHJPOMBI, IMaTHOCTUKAJIBLIK KPUTEPHUIIIED.
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DIAGNOSTIC CRITERIA FOR BULLOUS DERMATOSIS:
LITERATURE REVIEW

Annotation

This article presents the key diagnostic criteria for dermatoses manifested by the same primary
morphological element - the blister. The main etiological factors, clinical manifestations, and
modern approaches to diagnosis and treatment are considered, taking into account international and
national recommendations. Clinical examples and references to current literature are provided.

The presence of only one morphological element, which is a key sign of dozens of dermatoses,
inevitably triggers a differential diagnosis algorithm. When conducting it, a set of clinical and
laboratory signs should be taken into account to determine the level of localization of the blister, the
nature of the inflammatory reaction, the involvement of mucous membranes, and the peculiarities
of the course of the disease. This is necessary because, despite the similarity of clinical
manifestations, these diseases have different pathogeneses, which requires clarification of
diagnostic criteria for prescribing pathogenetic therapy. Modern dermatology relies on a multi-stage
diagnostic algorithm, including the patient’s subjective sensations, careful history taking,
morphological assessment of rashes, cytological examination, biopsy followed by histological
examination, and immunological tests.

Keywords: blister, pemphigus, dermatitis herpetiformis, Lyell’s syndrome, diagnostic criteria.
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Mpyooenep Kakmoigbicol: Asmopnap myooenep KaKkmuvleblCbIHbIY HCOKMbIEbIH MATIMOEUO]

Aemopnapoviy yneci: bapnvik agmopiap ocvl MaKkaiansl sxcasyea mey dapedsicede Kamoicmul. Byn mamepuan
backa 6aceLILIMOAPOa JHCAPUSNARY YULTH OYPbIH MITIMOCIME2EH JHeaHe DacKka DACLIILIMOapObIY KAPAYbIHA
YCOIHbLIMAEAH

Kapowcvrtnanowtpy: kopceminimezen

JOPUHI'TIH YUIBIK TOPI3AI AEPMATUTIHIH CAJBICTBIPMAJIbBI
AUNATHOCTHUKACHI

AHHOTALMSA

Makanana JlropuHrTiH ymielk Topisai aepmarutidid (Dermatitis herpetiformis Duhring)
KIIMHUKAIBIK KOPIHICTEpI MEH OHBIH 0Oacka yKcac Tepi aypynapbiHaH auddepeHranst
JTUArHOCTUKAChl KapacThIPbUIFaH. AypYAbIH TATOTCHE3IHIEe TIIOTeHre ce3MTanaslKk mneH IgA-
TOYeNIIi UMMYH/IBIK PEAaKIMSIHBIH PoJli TalgaHaibl. JFIOpUHT AepMaTo3blH Oyiuie3ni neMQurous,
BYJIBIapibl MeMQUTyc, IPIHIIKTI MCOpHa3, KOI TYPJi KAIKBIKTHI dpUTEMa >KOHE KaparaibiM
VIIIBIKTaH aKbIpaTyJaFbl HET13T1 KIMHUKAJIBIK J)KOHE UMMYHOTIATOJIOTHSUIBIK OCTiiep KOpCeTUIreH.

Tyiinai ce3mep: JOpUHITIH VINBIK TOpI3Ji JAEPMATUTI, CAJTBICTBIPMAJbl JHATHOCTHKA,
TJIFOTEHTE Ce3IMTaIBIK, UMMYHIBIK PEaKIIHs.

JIIOpMHTTIH YIIBIK TOPI3Ai AEPMATUTI - CHPEK KE3/IeCEeTiH, CO3bUIMAJbl, ayTOUMMMYHIBI Tepi
aypybl. On amramn per 1884 sxbuibl amepukanabiK jaepmatosior JI. lropunr cumarrarad [1-5].
AypyIbIH KIMHUKAIBIK KOpiHici moauMopdThl OepTienepMer (TYHIHIIEK, KOMIPIIiK, KOMipUIiKIIe,
KYJIpeyiK), KaTThl KbIIIYMEH XoHE OepTIenepiH CUMMETPUSIIBI OpHAACYbIMEH CUIIATTaNlaIbl.
Jropunr aepmaro3sl (JFOpUHITIH YIIBIK TOPI3Ai JEPMATHTI) IIFOTEHIe Ce3IMTall SHTEpONaTHIMEH
(LIenMaKusIMeH) THIFbI3 OAMIaHBICTBI, COHIBIKTAH OJ1 KEHIC IICIMaKUSHBIH TEPUTIK KOPIHICI peTiHIe
KapacThIpbLIaabl [6].

AypynblH AaMybl TIIOTEHT€ UMMYHIBIK PEaKIMsIMEH OaiaHbICThL. [ MIOTEH KypaMbIHAArbl
rMaauH pparMeHTTepi ackazaH-1mekK *KoblHaa |gA TUIITI aHTHIEHENEePAIH TY3UTyiH OenceHaipei.
byn anTuaenenep smumepmalii TpaHCTIIyTaMHHAa3aMEH JKOHE JIepMalifii TpaHCTIIyTaMHHa3aMeH
KELIeH TY3iM, 0JIap/bIH JepMaii OypTikTepe KUHAJIybIHA OKeJe/Il.
NMMyHAB! KelleHaep HEUTpopuibAepal TapThil, HNPOTEOJUTHKAIBIK (epMeHTTep OeiiHeni -
HOTHXKECIH/IE SMUEPMHUC ACThIH/IA KOMIPIIIKTEP TY3UIeIi.

Nmmynasl ¢uyopecueHnus 3epTreyinae aepmanii Oyprikrepae |gA anbIKTamansl - Oy
JIMAarHO3 KOIOJaFbl HETI3r1 KpuTepuii 0otk Tadbuiaas! [1-5].

18


mailto:sagidoldina_lk@mail.ru

Bonpocul depmamonocuu u seneponocuu, Ned (94), 2025

JIfopuHT 7epMaTo3bl KaTThI KBIITY, KYHAIPY ce31Mi kKoHE TONTacKaH OepTIelepMeH KOpiHeIl.
beprnenep keOiHece: MIBIHTAK, Ti3e, KaybIPBIH, Oell, Oekce allMaKTapblHIA CHUMMETPHSLIIBI
OpHaJIacapl.

AypynbiH O6acTanmysl oieTTe OipTiHACN JaMbll, OipHEIIe anTajaH )KOHE aif/laH aca KaJFaca/bl.
Aypy Te3 apazna CO3bUIMAJBl TYpre aiHanmaabl, 3 aigaH | KpUIFa JEHIH KOHE OJaH J1a Y3aKKa
CO3BUIATBIH pEMHCCHsI Ke3eHJepiMeH y3ulin oThipansl. Tepimeri OepToenepIiH aiIblHIa KaJIIbl
QIICI3IIK, a3/1all IeHe KbI3YBIHBIH KOTEPLIYi, IaHIIy Ce3iMi KOHE KU1 KaFaai/ja KbIIIbIHY OaliKaTybl
MYMKiH. BepTneniH mbIHaibl MoJUMOpGU3MiI TOH, OJ IPUTEMATO3IBI JAKTapIblH, KYJIAIpeyik
Topi3ai A draopecueHIMsIIAPABIH, TYWIHIIEKTEP, KOMIPUIIKTEp MEH KOIIpIICKIIeNepIiH Karap
naiina OonmyeiMeH cumartanaabl. UlsHaiipl  mommMopdusM  KanFaH — ToIMMOpdu3MMeEH
TOJBIKTBIPBUIA/IBI. DPUTEMATO3/bl JIaKTap OJETTE IIAFbIH, JOHTENIeK IIIIH/I >KOHE alKbIH
mekapanel  Oomanel.  OmapiaplH  Teric  O€Ti  3KCKOpualus —cajJapblHaH KUl  CBI3BIKTHI
CBIIBIPBUTYJIApMEH  JKaOBUIBIN, CEPO3Ibl JKOHE TEeMOPPArusiiblK KaOBIKTApMEH —KarTaiajpl.
DpuTeMaTo3 bl JaKTap OTIIENI CHITaTTa 00JIa Ibl: KEHEHIeH TaMbIpiiapJaH CYWBIKTHIKTBIH IIBIFybIHA
OaliaHBICTHl OJap KYJIIpeylK Topi3/Al Ty3UIiCTepre aiHambll, NepudepHsulbIK ecyre *koHe Oip-
O1pIMEH KOCBUIbIN, KbI3FbUIT-KOrUIIIp TYCTI, JOHIreNeK, koOiHece (PecTOHAbl UPEKTENIreH HeMece
epeKille TMINIHAlL, aWKbIH IIeKapanbl KeH omakrap Ty3yre Oeilim keneni. Kenipuik,
KONIPILIIKIIEIepiH 1ITHAET] CYHBIKTHIK KEMKEHE, 0JIapAblH OPHbIH/AA KaOBIKTap TY3U1e/1, al oJiap
JKapbUIFaH JKaraiia, keOiHece SKCKOPHUIMSHBIH dCepPIHEH, dpo3usIap maiaa 6oaasr [7-8].

JIIOPMHTTIH YIIBIK TOpi3/Al JEpMaTUTIHIH KIMHUKAIBIK KepiHicTepi KenTereH Oacka Tepi
aypyJapblHa yKcac OOJFaHJIBIKTaH, OHBIH CalbICThIpMalibl (auddepeHnuanipl) TMarHoCTUKAChIH
KYPrizy - 1epMaToJIOTUsAJaFbl ©3€KT1 Macese OOJIbIN TaOblaabl.

JIIOpUHTTIH VIIBIK TOpI3[I JEPMATUTIHIH Kejeci aypy TypJepiMeH CalbICThIPMAIbI
JTUArHOCTHUKACKI: IPIHIKTI IIcopuras, oymiesai nemduroiia, nemduryc, KapanaibiM YIIbIK, KOOTYPJI1
JKAIKBIKTBI spuTema [9].

IpiHaikTi mcopras3abiH JIOpUHTTIH YIIBIK TOPI3A1l IEPMATUTIHEH albIPMaITbLUIBIFBI

IpiraixTi (ycTyne3ai) ncopuas xoHe JFOPUHTTIH YIIBIK TOPI3/Ii IE€pPMATUTI - MaTOreHe31 MeH
KIIMHUKAIBIK KOpPIHICTEpl opTypmi, Oipak Keibip CBHIPTKbI OenrinepiHe OaiIaHBICTHI ©3apa
IaTacThIPbUIYbl MYMKIH €Ki Jepmato3 Typi. Eki aypy na co3puiMalbl, KaiTamaHOaabl aFbIMMEH
eTelll kKoHE ayTOMMMYHIBIK MEXaHU3MJEpPre Heri3fenreH. Auaiga oJiapAblH STHOJOTHUSIIBIK
(daktopiapbl, NaTOMOPGOJIOTHSIIBIK ~ CPEKIISTIKTEPT  MEH  eMJey  TocuUiaepl  alKbIH
ailbIpMaIIbUIBIKTApFa Ue.

IpiHIIKTI Tcopra3 - KIACCHUKAIBIK ICOPHA3JIbIH ayblp TYPl OOJBIN TaOBLIAILI KOHE OHBIH
JaMybIHJAa  TYKbIM  KyaJaWThIH  OCHIMIUIIK, WMMYHABIK  OJKYHEHIH  JUCQYHKIUACHI,
HEUPOIHJIOKPUH/IIK JKOHE METa0OJMKAIIBIK OYy3bUIBICTApP HETI3r1 pesl aTkapanbl. Aypy kesinae T-
TUMGOIUTTEPAIH I[IaMaJaH ThIC OENCeHYyl HOTHIXKECIHAE KEPATUHOLUTTEPIIH Mpoiaudepannschl
KyIieieni, KaObIHY MeAUaTOpIAphl OOJIHIIN, AMUAESPMUC IIIIH/IE CTEPUIIBAL IpIHAIKTEp (TTyCcTyIanap)
Ty3ineni [9].

JltopuHT IepMaTo3bl - TIIOTEHTe Te30eylunikneH OainaHbicThl IQA-Toyen1i ayTOMMMYH/IBIK
aypy. OHbIH MaToreHe3iH/e ek KaObIpFrachlHaa TY3UIETIH aHTUTIIMAIMH/IIK aHTHICHEIep MEH Tepi
KamWUIsSipJapblHAa KUHAIATBIH UMMYHABIK kemenaepaid (IgA) pemi epekmie. byn kemenaep
JIepMaHbIH eMi3iKilenep aiMarbiHAa HEHUTpouiIIepAiH IIOFbIPIAHYbIH JKOHE KOHIpIIIKTEepaiH
naiaa 0oJybIH TyAbIpaas! [9].

IpinaikTi mcopua3 keOiHe »keaen OacTanblm, Kbi30a, *KaNMbl SJICI3MIK KOHE WHTOKCUKAIUS
OenruiepiMeH KaTap >Kypenai. Tepideri Herisri »JeMEeHT — CTepwidi IpiHIIK (MycTyha), O
rurnepeMusIanFal MHQUIbTpalUsaiIbsl Herizae opHanacansl. [lycrynanap Oipirin, ipiHAi omakrap
MeH “ipiHjil KenJep” Ty3yl MyMKiH. AypyablH reHepalu3aluslaHFaH TYPIHIE Tepi 3aKbIMIaHYbI
KEH KaWblJIbII, HAYKACTBIH YKAJIIIbI )KaFrAaiibl auTapIbIKTal HALlapJIan Ibl.

JlropuHT AepMaTo3blHAa Tepineri 6eprnenepaid MopdoIorusics moJIuMopThl: TYHIHIIEKTEp,
KOMIpIIIKTep MEH KOIipIIeKIIeNep IiH )kKoHe Kele MycTyna Typinae 00J1ybl MyMKiH. DJIeMEHTTEep
onerTe repnetudopMIbl, SFHU TONTACKAH TYpJle, CAMMETPHsUIBI OpHaiacazpl. KebiHece MIBIHTAK,
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Ti3e, JKAyBIPBIH, O6Kce aiiMakTapbl 3aKpIMAananbl. KeIIIbIHY JKoHE KYHAIpy ce3iMi ailKbpiH
Oaiikanazpl, OyJ1 aypyFa TOH JUAarHOCTUKAIBIK Oeiri OOIBIT caHaIa bl

IpiHuikTi  MCOpWAa3IblH — THCTOJOTHSIJIBIK — KepiHiciHAe osmuaepmuc imriHae — Kogoj
MUKpPOITyCTYJIanapbl, aiiKplH aKaHTO3, TUIIEPKEPaTO3 KOHE Mapakeparo3 aHbIKTaianasl. KaObiHy
MHOWIBTPATHI HETi31HEH HeHTpodmiaep MeH T-TuMpOIUTTEpIeH TYpaIbl.

JIFopuHT JepMaTO3bIH/1a MUKPOCKOIHUSUIBIK 3€PTTEY HOTHIKECIH/IE IEpPMaHbIH eMi3iKIIeIepinae
HelTpoduiaep MEeH 303MHOMDMINEPIiH HIOFBIPIAHYBI, AMHISPMHUC ACTBIHAA KOMIpIIIK TYy3iTyi
Oaiikananpl. UMMyHO(DITYOPECHEHTTIK 9MICIIEH 3epTTereHae Oa3anabl MeMOpaHa OOWBIHIA KOHE
JepMaHbIH eMizikmenep aiimarsiHaa |gA IMMYHOTTIOOYIMHACPIHIH TY3UTiMIepi aHbIKTanansl. by
KOPCETKII aypyIbIH THATHOCTUKAJBIK “ITHIH CTAaHAAPTHI OOJIBIT TaOBLIAIBL.

[piHaikTi mcopuasblH TUArHOCTUKACH! KJIMHUKAJBIK KOPIHICKE KOHE OMOICHS JIepeKTepiHe
Herizneneni. UMMyHOJIOTHSUTBIK 3epTTeyiepie apHaiibl aHTHICHETIep aHbIKTaIMAiIbI.

JIfopuHT epMaTo3bIH TUarHocTUKanayaa Snaccod ceiHaMachl (MO CBIHAMAChl) MaHbI3bI POl
aTKapajpl: Tepire o1 epiTiHAIC] JKaFbUIFaH XKepJe kaHa Oepriie maiina 0oyl ChbIHAMaHBIH OH
exeHIH kepcetenl. COHbIMEH Katap, UMMYyHO(IyopecueHIus apKbuibl |gA Ty3uTiMaepiHiH 001yl
JIMarHo3/1bl HAKThLIANs! [9].

Bbynnesni nemouroiaTeiH {ropUHT AepMaTO3bIMEH CalIbICTBIPMalibl TMarHOCTHKACKL: byriesai
neMpuroi xoHe JIOPUHITIH repneTu@OopMabl JepMaTo3bl — UMMYHABIK >KYHEHIH OY3bLIYBI
HOTWIKECIHJIE JAMHUTBIH ayTOMMMYHJIBIK Oyiie3/i JepMaro3nap ToObIHA >kaTanbl. byn eki aypy
KIIMHUKAJIBIK TYPFBIIAaH YKcac — €KeyiHjae A€ KemipulikTi (Oymue3ni) aiaeMeHTTep Oaikaianbl,
CO3BUIMAJIBI, KaTalaHOaIbl aFBIMMEH OTe/l JKOHE eTJe KacTa kKul Ke3aecel. Anaiaa oapabsiH
MaTOTEHE3IIK MeXaHU3M/epl, T'MCTOJOTUSUIBIK KOPIHICI MEH HWMMYHOJIOTHSUIBIK epeKIIeNKTepi
enoyip apIpManibUIbIKKa Me. COHIBIKTAH OYJI JepMaTo3apabl aKbIipaTta OUTy JQJ IUarHo3 KOO
MEH THIM/II €M TaFaibIHIay/a mentyii MoHre ue [9].

bynne3ni mnemdurodinm -  TepiHiH Oazanael  MeMOpaHachlHa  Kapchl  OarbITTalIFaH
ayTOaHTHUJICHEJEP/IIH TY3UTyIMEH CHUIaTTajJaThlH ayTOMMMYHIBIK aypy. Herisri anturenumep -
BP180 (BPAG2, komnaren XVII) sxone BP230 (BPAGL), oap remumecMocoMaiapabliH KypaMbIHa
kipeni. byn anTtuaenenep Oazanbapl MeMOpaHaHBIH OY3bUIYBIHA JKOHE CYORMHAEpMAIIbI
KOIIPITIKTePiH TY3UTylHE OKeeIi.

JIropuHT J1epMaTo3bl - TIIFOTEHTe TO30CYHIUTIKIICH JKOHE IMIEKTErl DHTEPOIMATUSIMEH THIFBI3
OaititanpicThl  IQA-TOyeni ayroMMMYHJIBIK JepMmaro3. [laToreHesiHme TiuaguHTE KapcChl
AHTHUJCHEJIEPIIH TeP1 KaMMLIAPJIapbIHAA )KHHATYBI )KOHE JCepMaHbIH eMi3ikiesnep aiimarsiaa IgA
MMMYH/BIK KEIIECHACPIHIH TYHYBI IISHIYIIi pei aTkapaabl. by nporecc HEUTpoUIbIIK KaObIHY
PEaKIMACHIH TYABIPBII, KOMPIIIKTEPAiH Ty3UTyiHe ceber 0oJrabl.

bymnnesni nmemduroiin kebiHe erie kacTtarbl aJaMJapia JaMUbl SKOHE JKeIesl HeMece
CO3BLIMAJIBI aFBIMMEH oTe/l. Tepine kepHeyii, ipi, CYUBIKTBIKKA TOJIbI KOMIPIIIKTEp Maiiaa 60aaabl.
Onap kebiHece 3puUTEMAaTO31bl HEMECE KaJBINTHl Tepi Heri3iHae opHamacanbl. Kemipmiikrep
KapbUIFAH COH 3pOo3UsuIap Maina 00, Te3 snuTenu3anusuianasl. KeimbiHy 0ap, 6ipak alKblH
emec. KemipuikrepAiH OpHBbIHIA MUTMEHTALMS KalTybl MYMKIH [9].

JropuHr nepMaTo3sl KeOiHEe OpTa kacTa OalKalaJbl KOHE TEepiHIH IIBIHTAK, Ti3e, *KaybIPbIH,
OeKkce aillMakTapbIHAAa CUMMETPUSIIbI, reprneTu(opMIbl TONTACKAaH OOPTIENEPMEH CHIATTaIalbl.
Bbacrankpl sneMeHTTep - TYWIHIIEKTEpP, KOMIPIIIKTep MEH KOMipIIeKIIenep; oJap KaTThl KbIIIbI,
KYiaipy ce3iMiH Tyablpajibl. AypyaAblH epllyi HOATHI TaraM HeMece Adpl KOJNJaHyMeH KYIIEHi
MYMKIiH.

bynne3ni mem@uroiinra rucToONIOTHSIIBIK 3€pTTeY Ke3iHAe CyOsmuIepManb/ibl KeIIpIIiKTep
KOHE OJlapAblH aifHanackiHAa 5303UHOGMIbAEpre Oail KaObIHY HMH(DUIBTPATHI AHBIKTATA[BI.
NmmyHOodayopecieHTTIK 3epTTey Oazanbasl MemOpana OoiibiHaa 1gG xoHe C3  CHI3BIKTHI
TY3UTIMIEPIH KepceTeal - Oy aypyAblH 0acThl IMarHOCTUKAJIBIK OENTici.

JIfopvHT JepMaTO3BIHBIH THUCTOJOTHICHIHIAA Jla CYOdMUIepMalbIbl KOMIPIIIK aHBIKTAIAIbI,
0ipaKk OHBIH EpeKIIeNiri-IepMaHblH eMi3IKIIeNnepinae HeHTpoduabaep MEeH 303MHO(DUIBIACPIIH
tTonrtanybl. UMMyHO(DIyopecleHTTIK 3epTTeyae 6a3aibasl MeMOpaHa MEeH eMi3iKInenep aiMarbiHaa
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rpanymsapisl tanteri IgA Ty3irimzaepi Oadikamansl. Bys allbIpMamibuUIBIK €Ki aypyzabl HAaKThI
aXbIpaTyFa MYMKIHJIIK Oepei.

JIOpUHT  IepMAaTO3bIHBIH MEM(HUIyCIEeH CaJIbICTBIPMalbl JTHAarHOCTUKACHl: JIFOpUHITIH
reprneTu(opMIBl 1epMaTO3bI XKoHE eM(UTYC - eKi TYPJIl ayTOUMMYH/ABIK OepTresni Tepi aypyiapsl.
OmapnaplH  eKkeyl Jie KOHIpUIIKTI AJIeMEHTTep TYy3UlyiMeH cumarraiajgsl, OipaKk maToreHesi,
KITMHUKAJIBIK aFbIMBI MeH UMMYHOJIOT HSUTBIK oenrinepi MYJIIEM e3relie.
JropuHT nepMaTo3bl KeOiHE TIOTEHTe Te30eyiTikiieH OaianbicThl |gA-Toyenai peakius 0oJica,
nemMQuryc - 1eCMOCOMAIIBIK KYphUIbIMAapFa Kapchl 1gG anTraeHENepAiH TY3UTyIHEH TybIHIAUTHIH
ayblp aKaHTOJUTHUKAIBIK Tporecc. Ockl €Ki aypyablH CalbICTBIPMAbl JHATHOCTUKACH JYPBIC
JMarHo3 KOIoJa MIenIyIri MaHbI3ra ue [9].

JItopuHT epMaTO3bI-TJIIOTEHIe TO30EYIIUTIKKE HEri3[e/IreH ayTOUMMYH/IBIK JepMaTo3. Aypy
Ke3IH/e 1IEeKTeri TIWaJWHre Kapchl aHTUACHENEep Ty3UIN, ojlap TEpiHIH KamwmuIspiapblHAA
xuHakTanaael. MMmyHaelk kemenaepAid (IgA) mieryi HOTHXKECIHAE JEpMaHbIH €MI3IKIIeep
aliMarbIHIa HEHTPO(DUIbIEP MEH 03MHOBUIED KUHANBII, Komipirikrep Ty3inexni. Mo ocepi Gy
MPOLIECTI KYILIEHTIN, aypyAbIH OpIIyiHE BIKIAJ eTel.

[lemduryc (Bymbrapibl Typi) - SHHUAEPMHUC JKacylIaJapblHbIH apacblHIarbl OaillaHbICKA
KayanThl JECMOCOMAIIBIK aKybI3gapra (jecMoriiewH-1 skoHe -3) Kapcebl OarbiTranran 1gG
ayTOaHTHICHENIEPIIH ocepiHeH AaMuabl. HoTrmkeciHae akaHTOIN3 - SIHISPMUC JKacyalapbIHBIH
aXbIpaybl TYbIHIANABI. Byl KyOBIIbIC KOMIPIIIKTIH 3MUASPMHUC IITHAE, SFHU WUHTPa3nIepMalibl
JeHreiIe Ty3inyine ceden 6omamsl [9].

JItopvHT 1epMaTO3bIHBIH 0acThl epeKIleniri - OepTHeHIH reprneTudopM/ibl, SFHH TONTACKaH
TYpJe opHanacysl. Tepine TyHIHIIEKTep, KOMIpIIIKTep MEH KemipiieKiienep naiga 6onaapl. Onap
CUMMETPHSIIBI OpHAJIacajbl, KoOIHECEe MIBIHTAK, Ti3€, XKAYBIPBIH, 0OKCE aliMaKTapbIHAa KEe3eCe/i.
Kpimbiany MeH KyHIipy ce3iMmi eTe allKbiH. bepTtrenepaiH OpHBIHIA 3pO3HsUIap MEH KBIPTHICTAp
ty3ineni. Kinereit kabatrap cupek 3aKbIMIanabl.

[Temduryc KIMHUKAJIBIK TYPFBIIAaH KYKa KaOBIpFaJIbl, T€3 >KApPbUIATHIH KOMIPIIIKTEPIIH
TY3UTyiMeH cumartanazsl. Kemipiiikrep Tepi MeH kiiereit kabarrapaa naiaa 6onassl. Epre kezene
aybI3 KYBICBIHBIH 3PO3HsUIaphI KUl O1piHIi 0enri 60bin Tabbutaabl. Kemipinik skapbulFaHHaH KeHiH
aybIpaThiH, 0asy »Ka3bUIAThIH 3po3usiiap Kajaabl. Aypyra ToH - HUKOJIbCKHMI cCUMIITOMBI (Tepire
JKaHaMa KbICBIM TYCIPTreHJIe SIHUIACPMHC CBIIBIPBUIBIT KeTefl) >koHe AcOo-XaHceH Oenrici
(kemipmIiKTiH METIH 6acKaHaa CYWBIKTHIK Taparl, Kejemi yikeieni) [9].

JltopuHr JepMaTo3bIH JUArHOCTHKalayAa UICMIyIll pesl aTKapaTblH 3epTTey - TiKeynen
UMMYHOpIIyopectieHIns. byt oic apKbUIbl JepMaHbIH eMi3IKIIeaepiHae rpanyasapiasl Tunteri 1gA
Ty3u1iMaepi anbikTanaasl. CoHbIMEH Katap, S11acCOHHBIH MO/ ChIHAMAChl OH HOTHIKE Oepei - o
KarbUIFaH aiiMakTa »kaHa OepTiie naiina 601abl.

[lempuryc pauarHo3pl KIMHUKAJIBIK OCNriiep MEH LUTOJIOTUSIIBIK 3€pTTEy apKbLIbl
JoNeNnieHeli:  KarbiHAbIAa  akaHTonuTukanblk  (TumaHk) — skacymamapel  aHBIKTaNAfbl.
Nmmynodayopecuenuusga snunepmuc iminae 1gG men C3 “topner” yarige opHanacaasl. by exi
0enri aypyAblH HAKTBUIBIFBIH JOJICIACH/I1.

JIfopyHT  JIepMaTo3bIHBIH ~ KapamaiibiM  vinbikiieH  (Herpes — simplex)  cambicThipMansr
JIMarHOCTHKACHI

JltopuHrTiH repretHdOpMIbl IepMaTo3bl KOHE KapamaibiM yinslk (Herpes simplex) -
KJIMHHUKAJIBIK TYPFbIIaH yKcac OepTreni 3IeMEHTTEPMEH CHUIaTTalaThiH, OIpaK 3THOJOTHICHl MEH
naToreHesi tyOereini aiblpManibUIBIKTapbl O0ap exi Typiai aypy. Eki xarjaiina na xemipImikTi
(Besukynes3ni) Oeptmenep maiiga OoJsiafbl, COHABIKTAH aJFalllKbl KepiHicTepiHae Oip-OipiMeH
IIaTaCTBIPbUIYbl MYMKIH. Jlom fAuMarHo3 Koo YIIIH KJIMHUKAIBIK, THUCTOJIOTHUSUIBIK JKOHE
MMMYHOJIOTHSUIBIK €peKIIeTIKTepiHe CYHEHIN CaabICTBIPMAaIbl TalAay KYPrizy Kaxer [9].

JIIOpUHT J1epMaTO3bI-CO3bLIMAIIBI AyTOMMMYH/JIBIK Tepi aypybl. OHBIH NaTOT€HE31HIH HET131Hae
TIIIOTEHre Te30eyIiIiK kaTelp. HaykactapiplH opranu3Minae riuaauHre Kapesl 1gA antuaenesnep
TY3UIII, OJIap JAEPMaHBIH EMI3IKIIeNepiHe KUHAKTAIBIN, HUMMYHABIK KAaObIHY pEaKIUsChIH
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TybIHIATagpl. byn mpomecc HeWTpodmibIepAiH JKMHANIYbIHA, KEHIH CyOsnuaepMatbasl
KeIipIIKTep i Ty3iTyiHe anbin kenei. Mo nmpenaparraps! aypy/IbIH opIlyiH KyIeHTesi.

Kapanaiibim yiisix (Herpes simplex) - JHK-kypamasr Herpes simplex Bupycoiabiy (HSV-1
xoHe HSV-2) ocepiHeH DaMUTBIH KYKHajbl aypy. Bupyc Tepi MeH MIBIpBIITHI KaOaTTarbl
AMUTEIMONMTTEPTe CHIll, JKacymainriiik keoOeweni. XKacyma ecTpYKIHSICH HOTHXKECIHIE YCak
BE3UKyJaap naiga Oonaapl. AypynblH KalTalaHyblHa OPraHU3MHIH UMMYHJIBIK 9JCIpeyi, cecc,
KBI3Y, CYBIK THIO CHSKTHI (hakTopiap acep eremi [9].

JfopuHT nepMmaro3blHAa OepTie dIeMEeHTTepi reprneTudopMabl  (TONTackKaH) Typae
OpHaJylaca/ipl, CHMMETpUsUTBI cunarta. beprnenep Keimwmasl, kyipipeni. Kebine mbrHTak, Tise,
XKaybIpbIH, OOKCe aiMakTapblHIa Oalikanmaabl. Kemipurikrep »XapbUFaH COH, 3pO3HUsUIAp MCEH
KbIpThICTap Kananael. Kinereit kabaT cupek 3akbIMIaHaIbl. Aypy CO3BIIMAIIBI, TOJKBIHIBI aFBIMMEH
eTe/Il.

Kapanaiieim ymisikra (Herpes simplex) Beptrenep ke0iHe epiHHIH KbI3bUT XKHETIHAC, MYPHIH
aifHayacelH/1a, KeHe JKbIHbIC aliMarbIH/a naiiaa 6onaabl. bipHeme kyH OypbIH KYHIIpy, allbITy,
HIAHITY ce31Mi Oaiikanaapl. ¥ cak, MOJAIP CYMBIKTBIKKA TOJBI BE3UKYJIAIap MIOFBIPJIAHBII TY3UIE/II.
Kemipmrikmienep >kapbulblll, yCak 3po3ustiap MeH KaObIKTap Kayanael. Kaltamanyra Oeiim, >kui
cTpecc Hemece HWHGMEKUMIBIK (akTopiapJaH KeiH epuiual. Aypy BHPYCTHIK CHIATTa
OOJIFaHBIKTaH, KYKITAJGI [9].

JltopuHT 1epMaTo3bIHAa HISNIYIIi pesifl TiKeJled UMMYHO(IIYOPECIIEHTTIK 3epTTey aTKapabl.
byn onic apkeuiel nqepManbiy emizikmenepinae IgA Tysutimaepi anbikranagsl. CoOHbIMEH KaTap,
SAnaccoHHBIH O/ ChIHAMachl OH HOTHXe Oepel — WO JKaFbUIFaH JKepiiep/e KaHa OepTre maiiga
0omaapl.

KaparaiipiM yIITbIKTa BUPYCOJIOTHSIIBIK KoHE MOJIeKynanbIK oictep (IITP, Bupyc uzomsiusicer)
KOJIaHbUIabl. [{UTONOTHSIIBIK 3epTTey Ke31HIe KOeMsApOoIIbl allbll JKacylanap MEH BUPYCKa TOH
[UTOTIATHSIIBIK ©3repicTep KOPIHEI.

KenTyp:i ankpIKThl spuTeMa MeH J[FopUHT JepMaTO3bIHBIH CaJIbICTHIPMabl JUArHOCTUKACHI.

Kentypii xxanksikTsl 3puteMa (KXXD) sxone J[ropuHT nepmaTo3sbl - ekeyi e 0epTiiesi, KenTypiri
AIIEMEHTTEPMEH OTETIH JAePMaTOJOTUSIIBIK aypyiap. KinMHuUKanbIK Typrbiian Oyl eki aypy Kenae
yKcac KepiHic 0epyl MYMKIH: €KeyIHJE JIe KOIIPIIIKTep, IPUTeMaIbl JaKTap, TYHIHIIEKTEp KOHE
spo3usiap Keszecenl. Ajaiiia, oJlapAblH STHOJOTHUSCHI, MATOreHe3l, KIMHUKAJIBIK aFbIMbl MEH
MMMYHOJIOTHSUIBIK epeKiIenikTepl mMyigem o3reme. COHIBIKTaH CalbICThIpMaibl JUArHOCTHKA
KYPrizy - AypbIC IMarHo3 KO MEH TUIMJ1 éM TaKTUKAChIH TaHJIay/a eyl MaHbI3Fa ue [9].

JItopuHT 1epMaTo3bl - CO3bUIMalbl AyTOMMMYHJIBIK aypy. Herisri natoreneTukanbik (hakTop -
TJIFOTEHTE (JIOH aKybI3biHA) Te30eymutik. [ mmaaunare kapeol Ty3uireH IgA anTuaeHenep AepMaHbIH
EeMIZIKIIENePIHAe JKUHAKTAIBII, >KEPTUTIKTI WMMYHIBIK KaObIHY PEaKIMAICBIH TYBIH/IATaJIbl.
Hormxkecinne HedTpoduibaep MeH 303UHO(PUIBIACD JKUHATBII, CyOIMUAepMAaNb/Ibl KOMIPIIIKTEP
TY31U1e/I1.

Kenrypai kankeiktel sputema (erythema multiforme exsudativum) - keGiHe WHQEKIMSIIBIK
HEMece JOpUIIK ajNIepTrUsIbIK PEaKUUsSHbIH HOTHXKECIHIE TaMUTBIH JKeled Tepl KoHe Kiaereu
KabaThIHBIH 3aKbIMIANTybl. Ko sxaraaiina aypyabliH KO3abIprbIiisl - Herpes simplex Bupycel, cupek
Karnaiia MHKoIIa3Ma HeMmece JASpulik auieprennep. IlaroreHesiHiH HEri3iHIe — UMMYHIBIK
KEUIeHJEpAIH TaMbIp SHAOTENUIIHE IIeryi, HOTH)KECIHAE BACKYJIUT MEH SMUICPMHUC HEKPO3bI
naMubl [9].

JlropuHT AepMaTo3blHa OepTHesnep CUMMETPHUsIIbI opHanacaabl. Kemipuiikrep, TyHiHIIEKTep,
JaKTap MEH 3po3Usulap Karap Kesjecell. DJIeMEHTTEp TOITAChIN, «repneTH(OopMIIbl» OpHanacy
Oepeni. KplmbiHy, Kyiaipy, ambITy ce3iMi ailkblH. Heri3iHeH WIbIHTaK, Ti3e, JKaybIpblH, OeKce
aiimakrapbiHaa Oaiikanaapl. Kinereil kabar cupek 3akpIMAaHaAbl. Aypy CO3BIIMAJIbI, TOJKBIHIBI
(pemuccusi )xaHe epIy) aFbIMMEH OTe/I1.

Kentypii xankbIKThl pUTeMaa aypy >kefen Oactasnajbl, Kui HHPEKIHUIIaH HeMece JdpiJeH
KeiliH. beprnenep keHeTrTeH maiia OOJbIN, AEHEHIH, asgK-KOJAbIH, OET MEH epiHHIH TepiciHe
opHasiaca/ibl. Herisri aieMeHT - «ke3 HblcaHachl (MHUILIEHb TYPIHAET]) Marysa: OpTachblH/1a KOKIILI-
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KYJITIH JaK, aifHajachblHIA KbBI3BUI XHEK Ooiajsl. AybI3 JkoHe Oacka Kulered kabaTtrap xui
3akpIMaaHaasl [9]. Aysip Typinge (CtuBeHc—/>)KOHCOH CHHAPOMBI) KOMIPIIIKTED, SpO3UsIIap, ACHE
KbI3YbI, JKaJIbl MHTOKCUKALUs OalKanmanel. AypyAblH Y3aKThIFbl 2—4 amTa, TOJBIK >Ka3bUTyMEH
asKTanajel, Olpak KalTamaHybl MYMKIiH.

KopbIThIHABI

JIIOpMHTTIH VINBIK TOPI3AiI JEPMATUTI - KIWHUKAIBIK KOPIHICI OOWBIHINA KOITEreH
JepMaTo3aapra YKCAUThIH Kypaeni aypy. JuddepeHnuanapl TuarHocTHKaga aHaMHE3IIK JIePEKTED,
MOP(DOJIOTHSUIBIK  DJIEMEHTTEPIH CHIIAThl, CUMMETPHSUIBLIBIK, UMMYHOJOTHSIIBIK 3€pTTEyJep
HOTIDKEJNEpi My pest arkapaabl. EH MaHBI3IBICH - TiKeJIel MMMYHO(IyopeceHIus dIicinae
IgA TyitipiikTepiHiH AepMOIaNIIIAPIIB aiiMaKTa aHBIKTATYbI OOJIBINT TaObLIa/Ib.
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CPABHUTEJIbBHAA TUAT'HOCTHUKA I'EPIIETUYECKOI'O
JAEPMATUTA AIOPUHT A

AHHOTaIUA

B cratee paccMaTpuBaKOTCS KIMHUYECKHE MPOSIBICHUS TeprneTH(GOPMHOTO JepMaTuTa
Jropunra (Dermatitis herpetiformis Duhring) u ero muddepennnanbras TMarHoCcTHKA ¢ APYyrUMU
CXOJJHBIMH KOKHBIMH 3a00JICBaHUSIMH. AHATU3UPYETCS POJIb YyBCTBUTEIBHOCTH K IITIOTEHY U |gA-
3aBUCHMOM MIMMYHHOH peakuuu B maTtoreHese 3adosieBanus. [IpiuBeieHbl OCHOBHBIC KIIMHUYECKNE
¥ IMMYHOTIaTOJIOTHYECKHUE PU3HAKH, IO3BOJISIONINE OTINYUTH AepMaTos [Jropunra ot Oyaié3Horo
neMmuronsa, ByaprapHOH My3bIpUaTKy, MyCTYAE3HOTO TICOpHa3a, MHOTO(GOPMHOMN 3KCCYAaTHBHON
SPUTEMBI U ITPOCTOTO TepIIeca.

KaioueBsbie cioBa: repnernopMHbI aepMaTuT JlfopuHra, cpaBHHUTENbHAs IMAarHOCTHKA,
YYBCTBUTEIBHOCTb K TIIFOTEHY, IMMYHHBIH OTBET.
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COMPARATIVE DIAGNOSIS OF HERPES DUHRING'S DERMATITIS

Annotation
The article discusses the clinical manifestations of herpetiform dermatitis Duhring (Dermatitis
herpetiformis Duhring) and its differential diagnosis with other similar skin diseases. The role of
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gluten sensitivity and IgA-dependent immune response in the pathogenesis of the disease is
analyzed. The main clinical and immunopathological signs that make it possible to distinguish
Duhring's dermatosis from bullous pemphigoid, vulgar pemphigus, pustular psoriasis, erythema
multiforme and herpes simplex are presented.

Key words: Duhring's dermatitis herpetiformis, comparative diagnosis, gluten sensitivity,
immune response.
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HACJTEACTBEHHBIE 'EHOJAEPMATO3bI 1 MOJIAPHO-PE3LIOBAS
I'MIIOMUHEPAJIN3ALIUA: OB30P JIMTEPATYPBI

AHHOTAIHUA
B cratee mpencraBieH 0030p HACIEACTBEHHBIX T€HOJEPMATO30B M MOJSPHO-PE3IOBOM
TUTIOMUHEPAU3allii, COMPOBOXKIAIONIUXCS HApPYIICHUSIMH CTPYKTYphl sMmanu 3yooB. Ocoboe
BHUMAHUE YJIEJIEHO MaTOTeHe3y, I'€HETUYECKUM MeXaHU3MaM, KIWHUYECKUM IMPOSIBIECHUSM B
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noJioctd pra U JuddepeHnrnanbHO JUarHOCTHKE MOJIIPHO-PE3IOBONM TMIIOMHUHEPATIH3AUA 1
amesioreHe3a HecoBeplleHHOro. OnucaHbl CTOMATOJIOTUYECKUE MPOSIBICHUA  OYyIIE3HOIO
SMUAEPMOJIN3a, UXTUO30B, SKTOJAEPMAIIbHBIX AUCIIA3UNA U JPYTUX CHUHIAPOMAIbHBIX COCTOSIHHUM.
[TomuépkHyTa BaXXHOCTh PAHHETO BBISBICHHS HACJICACTBEHHOW MPHUPOIBI Ie(PEKTOB AMAIH JUIS
BBIOOPA ONITUMATIBHON TAKTUKH BEACHUS MAIMEHTOB ¥ MEXIUCIUILIMHAPHOTO TOAXO0/ .
KuroueBble cioBa: MOJSPHO-pE3LIOBasi TMIIOMHHEpAIN3alllsl, aMeJIOr€He3 HECOBEPILECHHBIM,
TeHO/IEPMAaTO3bI, OyIIE3HBIN AMHUACPMOIIN3, UXTHO3, SKTOAepMANIbHAS TUCIIA3US, Je(PEKTh dSMalIH.

Momnsipro-pe3noBasi runomunepanusaims (MPI, anrn. Molar-Incisor Hypomineralization,
MIH) - 310 HapylieHHe pa3BUTHS dMajid 3yOOB, MPH KOTOPOM OJMH WIJIM HECKOJIBKO TEPBBIX
MTOCTOSIHHBIX MOJISIPOB, @ 4acTO U pe3libl, IMEIOT YYaCTKHU MOHMKEHHON MHUHEpaIu3aluu. OMallb
npu MPI' HOpMmanbHOI TONIIMHBI, HO «MEJOBas», MOPHUCTas, C MIATHAMU OT OENoro N0 KEITO-
KOPUYHEBOTO L[BETA, CKJIIOHHA K ITOCTAIPO3UBHOMY cKoity. Pacnipoctpanénnocts MPI' B monyssinnu
COCTaBJISIET B cpeHeM 0koJio 13,5% nereii (B pa3HbIX perMoOHax Moka3aresb BapbupyeT oT 2-3% 10
40%) [1]. Ortuomoruss MPI' cumraercs MynbTU(AKTOPHOM: mpennonaraercs BIUSHUE
HeOIaronpusATHBIX MTpe- U epUHATAIbHBIX (JaKTOPOB, YACTHIX 3a00I€BaHU 1 JTMXOPAZ0K B pAHHEM
NETCTBE, HApYLUIEHUN NUTAaHUS W OKpYXKaroUed cpenpl. ['eHeTHYeCKHX MyTalMii, HanpsAMYyo
BbI3bIBatonux MPI', Ha cerognsimiHuid eHb HE BhIsBIEHO; MPI™ paccMarpuBaeTca Kak pe3ynbTaT
CHUCTEMHOI'O BO3JEHCTBHS HAa CO3PEBAIOIIYIO AMallb B KPUTHYECKHI MEpHOJ Pa3BUTHS MEPBBIX
MOJISIPOB | pe3ioB. Tem He MeHee, mpobiema MPI™ akTyanbHa BBUAY BBICOKOM YaCTOTHI, CJIO’KHOCTH
neueHus (3yObl ¢ TMIIOMUHEPATN30BaHHOM dMaIbl0 OYEHb YYBCTBUTENbHBI U JIETKO Pa3pyILAIOTC)
U BIUSHUS HA KA4YECTBO KU3HU JICTEH.

OTnenbHO — CylIeCTBYeT TIpynmna HacleICTBEHHBIX  3a00JeBaHMM, M3BECTHBIX  Kak
T€HO/IEPMATO3bI - BPOXKIEHHBIE HAPYLIEHNUS Pa3BUTUS KOXKU U €€ MPUAATKOB (BOJIOC, HOT'TEH, 3y00B
U 1p.), BBI3bIBAEMBIE MYTallUSIMU OTJEIBHBIX '€HOB. MHOTME T'€HOepMaTO3bl HOCAT CUCTEMHBIN
XapakTep U CONMPOBOXKIAOTCA MOPAKEHUEM HE TOJIBKO KOKH, HO U CIIM3HUCTBIX 000JI0YEK, a TaKKe
aHOMaJIMSAMHU Pa3BUTHUs 3yOOB, BKJIIOUAs HAPYIIEHUS MHHEpATU3aLUM SMald. DTO OOBsACHSETCA
OOIIIHOCTHIO AMOPHOHAIBHOTO TPOUCXOXKIEHUS dMajau W snuaepmuca (oba dopmupyrorcs us
aktonepmbl) [2,3]. B HOopMe mna  ¢GopMHpOBaHMS TOJHOIIEHHOW OHMaiM HEOOXOIUMBI
CKOOPJIMHHPOBaHHAs paboTa aMeno0JIacTOB M MHTEIPUTET 0a3aabHON MeMOpaHbl 3yOHOT0 3auaTka.
ITpu MyTanusx reHoB, KOAUPYIOIUX OENKU JepMO-3IUAEPMAIBLHOIO COCIMHEHNS U KEPATUHBI,
IIPOUCXOUT HapyIIeHUWEe NMPUKpEIUIeHUs Wi (QyHKIMHM amesno0nacToB, 4yTo BeAET K AedexTam
CTpYKTyphl 3Manu [4]. Y DanMeHTOB € TE€HOAEPMAaTo3aMM MOTYT HaOIIOAaThCs pa3IMuHbIE
aHOMaJuu 3yOOB: THUIIOIJIAa3Usl SMald (HEIOpa3BUTHUE W HCTOHYEHHE), TUIIOMHUHEpaIu3alus
(HermoJIHOE CO3peBaHMe IMAJM), a TaKkKe aHOMalIuu (OopMbI, pa3Mepa U uucia 3y0oB (Hampumep,
KOHYCOBM/JIHas hopMa, MUKPOJOHTHS, TUIIO- WK OJIUTO0HTHS) [2,3]. B 0030pHOM Hccie10BaHuN
OTMEUEHO, YTO NPAKTUYECKU IPHU BCEX TUIAX BPOXKAECHHBIX MXTHO30B OIMCAHbl T€ WU HHBIC
cToMaTojoruyeckue oTkinoHeHus [5]. Haubonee yacto BeTpedaroTcsi MHOXKECTBEHHBIN Kapuec U
CTpYKTypHbIe JedeKkThl 3yOoB (MOYTH Yy HOJOBHHBI HanMeHToB) [5]. Orto mnoauépkuBaer
HEOOXOJUMOCTh  YAENATh 0c000€ BHUMAaHHME COCTOSHMIO IOJIOCTH pTa 'y  OOJBHBIX
HaclleICTBEHHBIMU JiepMaTo3aMu. Huxke paccMoTpuM Haunboliee moka3aTeabHbIe T€HOAEPMATO3bl,
CBSI3aHHBIE C HApPYIICHUSMH dMaJH.

Byanésnelii  smmaepmoam3 (BJ) - rpynma  HacleACTBEHHBIX — 3a00seBaHUM,
XapaKTEPU3YIOIINXCS BBICOKOM XPYIKOCTBIO KOKH U CIIM3UCTBIX: ITY3bIPH U DPO3UN BO3HUKAIOT ITPH
MUHUMaNbHOM TpaBme. Bbigensior Heckonbko ¢opm bBD:  mpocTyro, mnorpaHuyHyio,
mctpodudeckyto u cupapoMm Kunmiepa. Ycranoieno, uro moutd 100% mammeHTOB C
orpaHuYHbIM B3O MMEIOT aHOMalIny 3Majy B BUJIE T€HEPATN30BaHHOW WJIM OYaroBOM rMIOIIa3uy.
OMainb MOXET ObITh KpailHe TOHKOH, C 60pO3KaMH U SIMKaMH, UM TOKPBITOH MHO>KECTBEHHBIMU
TOUeYHBIMHU Aedexramu [2,5]. MoneKynsipHO OCHOBOM 3TOTO SIBJICHUS SBJISIIOTCS MYyTalluy FEHOB,
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KOJUPYIOMHX OelKku 0a3aibHONW MeMOpaHbI AMHUTEIHS — MPEKIE BCETO KOMIIOHEHTOB JITAMHHHUHA-
332 (reust LAMAS3, LAMB3, LAMC2) u xomutarena XVII (COL17A1) [6]. PerneccuBHbIC MyTaliu
3THX TEHOB TPUBOAAT K CHHAPOMY C MOPAKCHHEM KOXH U HECPOPMHUPOBAHHOW HMAIBIO
(reHepaM30BaHHOW TUNOIUIa3Wed, MO0 CYTH - CHHIPOMaldbHOW (opMe ameloreHesa
HecoBepieHHoro). [lokazatenen (axkT, 4TO TeTepO3UrOTHBIE HOCHUTEIH HEKOTOPBIX MYTaIluil
LAMAS3, LAMB3, COL17Al1 He WMEIOT KOXHBIX CHMITOMOB, HO Yy HHX HaOIIOIaeTCs
JIOKAJTM30BAHHBIM THUMOIUIACTHYECKUH Je(EeKT dMaiu, KiIacCH(PUIUPYeMbIii Kak HECHHIPOMHBIN
aMeJIoreHe3 HeCOBEPIIEHHBIN [4]. DTO moa4EpKUBaAET, YTO SMAJIEBbIE TKAHU 00JI€€ YyBCTBUTEIHHBI
K JIaHHBIM T€HHBIM JIe(peKTam, 4eM KoxKa.

Knuangeckun 3yObl mpu  BD  BRITISAAT  KENTOBATO-KOPUYHEBBIMH, C [IEPOXOBATOM
MOBEPXHOCTHIO; AMajb MECTaMH OTCYTCTBYeT, OOHax€H JeHTHH [2]. PeHTreHosoruvecku
SMaJeBbI CJIOM OYEHb TOHKUUA WM HepaznuuuM [2]. [ToMUMO KOJMYECTBEHHOTO HEIOCTAaTKa
SMaj, OTMEUAIOTCS M KA4eCTBEHHBIC HApyIIeHUs €€ CTPYKTYphl: HAaNpuUMep, HEmpaBUIbHAsS
OpraHu3aIysl MpU3M SMajd U OTKJIOHEHHE KPUCTAUIOB THAPOKCHAIATHTA (3TO BBISIBISUIA TIPH
MUKPOCKOTTMYECKOM HCCIeoBaHUM) [7]. Y Takux MamreHTOB PE3KO MOBBIIIEH PHCK Kapueca u
MaTOJIOTUYECKON cTUupaeMocTu 3y0oB [5,2]. [IpuunHbI - Kak CHUKEHHAsI TPOYHOCTh AMaJH, TaK U
BHEIIHKUE (DAKTOPHI: 3aTpyJHEHA TUTHEHA TMOJIOCTH pTa (M3-3a OOJIE3HEHHOCTH TPH MY3BIPAX U
9PO3USAX BO PTY), MATAaHUE MSTKOW YrIEBOIAHOW MUIel (BBIHYXICHHAs TUETa TPH MOPAKCHUH
MUIIEBO/IA U CIIM3UCTOM PTa) U CyXOCTh mosiocTu pra [5]. st mpumepa, B padote E. Sadler u coanr.
(2005) ommcan manueHt ¢ mytamued rena LAMB3: y Hero Bce TOCTOSHHBIE 3yObl HMMENH
BBIPQKEHHYIO THUIOIUIA3UI0 AMAIM U MHOXKECTBEHHBIH KapHuec, TpeOyronmidi 0oco0oro moaxona K
neueHuro [7].

Jlnarnoctuka Oy/ui€3HOTO SMUAECPMOIIN3a OOBIYHO YCTAaHABIMBACTCS C POKIACHHUS (IO KOKHBIM
MIPOSIBJICHUSIM U JAHHBIM T'€HETUYECKOro TecTUpoBaHus). CToMaronoruyeckas OLEHKa BBISBISET
XapaKTepHYI0 KapTUHY THNOIIasuu smanu. JluddepeHuupoBats 3TH U3MEHEHUS CIeyeT Mpex/ie
BCEIO C HM30JIMPOBAHHBIM HECOBEPIICHHBIM aMesoreHe3oM u ¢ ¢iaroopo3oM. B ornmume ot
HECHUHJPOMHOI'O aMeJIOTeHe3a HECOBEPIIEHHOTo, pu bD Bcerna npucyTcTBYIOT COMYTCTBYIOIINE
nepmartojiornueckre cuMnTombl. OT (dirooposa ke sMmaieBbie aedexTsl npu bD oTnmuaroTcs
HEPaBHOMEPHOCTHIO, ACUMMETPUYHOCTHIO M COYETAHMEM C HMCTOHYEHHEM sSManu. B cropHbIX
CIyJasX TPOBOAUTCS MOJEKYISIPHO-TEHETHUYECKUN aHaIM3 ‘“TEHOB KaHAWIATOB” (Hampumep,
LAMB3, COL17Al u np.) u1st moaATBEp K ACHUS TUarHosa [2].

[Tanmentsl ¢ BD Hy)natoTcs B 0co00H TakTUKE BeACHHS MOj0cTH pra. OCHOBHBIC 3a/1auu -
npoduiakTUKa Kapueca U MaKCHUMallbHOE€ COXpaHEHHE 3yOOB, MOCKOJBKY MPOTE3UPOBAHHE U
UMIUIAHTalMs 3aTpyAHEeHbl. Pexomenayercs pa3paboTka MHAWBUIYaIbHBIX MPOTPaMM THTHEHBI,
oOyueHue MSITKMM METOJaM 4YHCTKU (MCHOJIb30BaHUE YIABTPAMSITKMX IIETOK, MHIAAALIIUX
omnojackuBatenei) [5]. HeoOxomumo IUETONOTHYECKOE COMPOBOXKACHHUE MJIsi CHUKCHUS
MOTpeOJIeHUs caxapoB, YUUTHIBAsI BBIHYKJIECHHBIM MPUEM MSATKOM yriieBoaucTou numu [2,5]. dus
3aIUTHl CIa00W 3Malli MPUMEHSETCS] IOKPHITUE YSI3BUMBIX 3yOOB KOpOHKaMu: 1Mo JaHHbIM J.T.
Wright (1993), netsm ¢ reHepann3zoBaHHOM runoriazueit smanu npu JEB mokazano xak MOXHO
0oJiee paHHee MOKPHITHE MOJIAPOB U PE3II0B KOPOHKAMU M3 HEPIKABEIOIICH CTaJId BO N30eKaHHE UX
CTHUPAaEMOCTH U pa3pylieHus [5]. AHaIoru4Hble MOIX0Abl UCIIONB3YIOTCS U IPU THKENBIX opmax
MPI' — Tak, MOKpHITHE MEPBBIX MOJISIPOB CTATBHBIMHU KOPOHKAMH 3apEKOMEHJ0BANO cedsl Kak
s dekTuBHBIN crtocob coxpanenus 3yoos mpu MPI' [8]. ¥V nanuentoB ¢ b3 u o6mnpHbIM Kapruecom
HEpeNKO MPUXOIUTCS MPOBOJUTH CAHAIIMIO TOJIOCTU pTa MO OOIIel aHecTe3uel, yYuThIBast UX
HU3KYIO TOJIEPAHTHOCTh K JUIUTEIbHBIM MaHUIYJALMSAM U PUCK TpaBM ciuU3ucTOil [S5]. B cimyuae
CWJIBHO Pa3pyIICHHbIX WIW MH()UIMPOBAHHBIX 3yOOB MOKAa3aHO WX yJaJleHHE, YTOOBl YCTPAaHUTh
XpOHHUYECKHEe oyaru uHpexuuu [5].

Takum oOpa3om, BeJleHHE MALUEHTOB ¢ OYIE3HBIM AMUACPMOIU3OM - MEXKIUCIUILTUHAPHAS
3a/ava, TpeOyrolas ydacTusi AepMaToiora, CTOMaToJIora U IPYTUX CHEeIHaTUCTOB.

HNxtno3 - oOmee Ha3BaHWE TPYNNbl HACIEACTBEHHBIX OOJIE3HEH C HapylIeHHEM
KepaTUHHU3AIUU, MPOSBISIOMMXCS AUPPY3HBIM TUMEPKEPATO30M KOXKHU. Psn BpOKIEHHBIX
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MXTHO30B COINPOBOKIACTCS aHOMANUsIMH 3yOOB. B 0030pHOM HCCe0OBaHMM YCTaHOBJIEHO, YTO
MPAKTUYECKH MPH BCEX TUIAX UXTHO3a OMHUCAHBI T€ WM WHBIE CTOMATOJIOTUYECKUE OTKIOHEHUS
[5]. Haubosnee 4acTo BCTpEHarOTCS MHOXKECTBEHHBIN Kaphec U CTPYKTypHbIE Ne(eKThl 3yOoB
(moutu y 41% nauuenTtos) [5].

Cpemn  ¢dopm wuxTHO3a 0CcO00O€ BHHMAaHWE NPUBICKAIOT JIAMEUIAPHBIA ~ MXTHO3,
XapaKTePU3YIOIUICS TeHEPATU30BAHHBIM TUTACTHHYATHIM MICTYIIEHHEM KOXH C POXXIeHHsS. B
MOJIOCTH PTa y AETEH C JIaMEeJUIIPHBIM MXTHO30M YacTO OTMEYAIOTCs Ae(eKThl SManu U paHHUH
kapuec. B kinnHuueckoM ciaydae AByx OpatbeB (14 u 12 ner) ¢ nameNIsipHbIM HXTHO30M Y 000UX
BBISIBJICHBI MHO’KECTBEHHBIE KaPHO3HBIE TTOJIOCTH, & TAK)KE YUJAaCTKH 00ECIIBEUCHHOH, CIIab0i dMaln
Ha MoJisipax [9]. ABTOpBI NOTUEPKUBAIOT, YTO A€(PEKTHI IMAIIU U KapUec — OObIYHbIE TIPOSIBICHUS Y
JeTel C JIaMeJUIIPHBIM MXTHMO30M, YTO TpeOyeT paHHEro Haudaja npoduiakTuueckux mep [9].
[TprumrHBI SMaNeBbIX HAPYIICHUH 10 KOHIIA HE SICHBI: 00CYXTaeTcs Kak BIMSHAE CaMOW MyTalluu
Ha au(QepeHIIpoBKY ameno01acToB, TaK U BO3MOXKHOE BO3JICUCTBUE CUCTEMHBIX (DaKTOPOB
(HampuMep, JUTMTENbHAsT TEPaIusl PETHHOUIAMH, COIYTCTBYIOIINE MUTATENbHbBIE ASOUIUTHI WIN
4acThle UHPEKIIUU B JIETCTBE).

Cunapom KID (kepatitis-ichthyosis-deafness) - penkuii renomepmaro3, mpu KOTOPOM
COYETAIOTCSl BPOXKIEHHBIN WXTHO3 KOXH, KepaTHT (TIOpa)KeHWe POTOBHIIBI) W TiayxoTa. OmmcaH
MpUMeYaTeNbHBIN ciTydaii: y HoBOpoxa¢HHOTO ¢ KID-cHHIpOMOM ITpH pOKICHUHN MTPUCYTCTBOBAIN
HaTaJbHbIE 3yObI (TIPEXKIEBPEMEHHO MTpope3aBiInecs pe3isl) [S]. XoTs Takue paHHHE 3yObl OOBITHO
00yCIIOBIICHBI MECTHBIMU (PAKTOPAMH, X HAJMYME MOYKET YKa3bIBaTh HA HApYyIICHHUE PETYISIIHN
pa3BUTHS 3yOHBIX 3a4aTKOB MPU JaHHOM cuHApoMme. B mocnenyromem y nauuentos ¢ KID taxke
oTMedanu AeeKThl YMaIN M BRICOKYIO CKIIOHHOCTb K Kapuecy [5].

Tpuxoruoaucrpopus (TTD) - 310 HaciaeaCTBEHHOE 3a00JCBaHME W3 TPYIILI HAPYIICHHMA
JHK-penaparuu, nposBIisomieecs: MXTHO3U(POPMHON KOKEH, TIOMKUMH «TUTPOBBIMI» BOJIOCAMU
(C TOHWXEHHBIM  COACpPKAHWEM CEepbl) M  YMCTBEHHOM  OTCTAJIOCThIO. 3yObl  TIpH
TPUXOTHOTUCTPODHUHN TOXKE CTPAAAIOT: 3Majlb TOHKAas, TUIOIJIAa3UpPOBaHHAsI, OBICTPO CTUPAETCS U
nopakaercss kapuecom [10]. CormacHo naHHbIM HarnmoHanbHOW OpraHm3aliyd 10 PEAKUM
3aboneBanusiM (NORD), y manmentoB ¢ TTD yacto HaGmromaeTcsi HeOopa3BUTHE 3y00B, a SMallb
HACTOJIBKO cjabasi, 4To 3TO MPHUBOIUT K permauBupyoomemy kapuecy [10]. TTD wmoxHO
paccMaTrpuBaTh Kak CUHIPOM, 3aTParuBaloLIUil BCe MPOU3BOIHBIE SKTOAEPMbI, BKIItOUYasi 3yObl.

Cungpom Ilerpena-Jlapccona — 5TO BPOXIEHHBIM HMXTHO3, COMPOBOXKIAIOMIUHCS
HEBPOJIOTUYECKUMU HapYIICHUAMH (MyTalus reHa (epMeHTa allbJeTruIIeTUIPOreHas3bl KUPHBIX
KUCTOT). Y Takux OOJbHBIX OINHCAaHBI 3aJep)KKa MPOpe3blBaHUs 3yOOB M YACTBIM KapHec;
CTPYKTYpHBIE aHOMAJIMM SMalM Takxke BcTpeuarorcs [5]. OOmue MexaHus3Mbl, OOBICHSIONINE
npoOieMbl € 3y0aMH MpPU MXTHO3aX, BKJIIOYAIOT XPOHUYECKYIO CYXOCThb CJIHM3UCTBIX H
TUMNOCATUBAIMIO (M3-32 MOPAKEHUS KOXKHBIX XKeN€3), M0OO0UHOE IeHCTBUE CUCTEMHBIX PETUHOUIOB
(KOTOpBIE MOTYT BJIHMATH HA Pa3BUTUE MU U SMU(U3APHBIX IIACTHHOK), @ TAaK)KE€ BO3MOXKHOE
HEMOCPEJCTBEHHOE y4acTHe MYTaHTHBIX OelIKoB (Hanpumep, KoHHeKCHHOB npu KID-cunapome) B
mporeccax amenoreHesa. JlmarHoctTuka 3yOHBIX HapyHICHHM NPU HXTHO3€ HE MPEACTaBISET
TPYOHOCTEH — JOCTaTOYHO OOBIYHOTO OCMOTpA: BUIHBI MHOXKECTBEHHBIE MEJIOBUIHBIC WIU
MMUTMEHTUPOBAHHBIE MATHA Ha YMAJIH, KAPUO3HBIE OJIOCTH; YaCTO MOPAKEHBI KaK MOJIOYHBIE, TaK U
noctostHHbIe 3yObl. JnddepeHuupyror 3T1 u3MeHeHus ¢ GuIroopo30M U HadyalbHBIMU KapHO3HBIMU
NopaxeHUusIMU. B monb3y cucteMHON MpHpoJibl Ae(EKTOB FOBOPUT UX PACHPOCTPAaHEHHOCTh Ha
MHOTHUX 3y0ax BHE 3aBUCMOCTH OT T'MT'ME€HBI.

OcHOBHBIE MepBI — YCUJIEHHAs MPO(UIaKTHKA (YacThle OCMOTPBI, Ipo(ecCHOHaIbHAs TUTHEHA,
¢dTopnpoduIaKTHKa), CBOEBPEMEHHOE BOCCTAHOBJICHNE BBISBICHHBIX JI€(DEKTOB SMallU U JICUeHHUE
kapueca. Mcmonp3yloTcs MHUKPOWHBA3MBHBIE METOJbl — pPEMUHEpANU3yIollas Tepamus |
MHOUIBTPALMS DMATTU CMOJIOHN TP TOBEPXHOCTHBIX MEJIOBBIX MATHAX, repMeTusanus gpuccyp. [pu
oOmupHBIX JAedekTax Ha >KeBaTeNbHBIX 3y0axX ONTHMAIbHO paHHEE MOKPHITHE KOPOHKAMH
(CTanbHBIMM MJIM 3CTETHUYECKMMHM). BaXXKHO y4YHUTBHIBaTh BO3MOXKHBIE COMYTCTBYIOIIHUE COCTOSIHMS:
HampuMmep, Yy TMAalUMeHTOB C HXTHO30M HEpeAKO HaOdrofaeTcs MalbMapHO-TUIAHTapHBIN
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THIIEPKEPATO3, 3aTPYIHSIOMMNA YXOJ 3a MOJOCThIO PTa, WM HEBPOJOTUYECKHE IPOOJIEMBI,
TpeOyromme 0co0oro moaxosa (cenamnus Mpyu JICYSHUU U 1p.). B 1emom BeneHne Takux OOIbHBIX
JOJKHO OBITh MHIMBHIyaTU3HPOBAHHBIM C YIETOM TSIKECTH JIEPMAaTO3a.

AMenoreHes HecoBepumieHHbIii (AH) - »5TO0 rpynma HaclaeACTBEHHBIX HapyLIEHUN
¢dbopmupoBanus sManu 3y00B. OHM MOTYT HACIIEOBATHCS ayTOCOMHO-IOMHHAHTHO, ayTOCOMHO-
PELIECCUBHO WJM CLEIIEHO ¢ X-xpomocoMmoi. B ommmume ot MPI, npu amenorenese
HECOBEPIICHHOM JIe(EeKT 3aJI0’KEH TeHETUIECKH, U SMaJlb BCEX MM OOJIBIIMHCTBA 3yOOB OpayKeHa
C MOMEHTA MPOPE3bIBaHMS. BBIIENIIOT HECKOIBKO OCHOBHBIX KIMHHUKO-TEHETHUECKNX TUTIOB AH:
THIOTUIACTHYECKUI (9Mallb TOHKAas, HEJIOPa3BHTa KOJMYECTBEHHO), THIOKATBIH(DUINPOBAHHBIN
(3Manb  HOpPMAaJdbHOM  TOJIIMHBI, HO  MsrKas, HEAOCTATOYHO  MHHEPATU30BAHHAs),
TUIIOMAaTypalMOHHbIN (IPOYHOCTh AMAJIM CHUYKEHA, OHA HENpo3padHas, ¢ NECTPOM OKpackoil) u
koMOuHUpoBaHHbIe GopMbl [11]. M30mupoBaHHbIN (HECUHIPOMHBIN) aMeNIoreHe3 HECOBEPIIEHHBII
BBI3BIBACTCS MYTAlMSIMH TEHOB, KOJWPYIOIIMX OCIKH SMalIeBOTO MaTpUKca W (EepMEHTHI €ro
cospeBanmsi: AMELX (amenorennn), ENAM (sHamennn), MMP20, KLK4, FAM83H, WDR72,
C4orf26 u np. [4]. Tlommumo 3TOTO, U3BECTHBI cCUHApPOMHBIE GopMbl AH, korma nedekt smanu
COYETAeTCs C APYrUMH HAPYIICHHUSIMH.

Kak ormeuaiiocs, rereposurorasie Myraniuu LAMA3, LAMB3, LAMC2, COL17A1 npuBoasT K
JoKanu30BaHHOMY runoriactuyeckomy AH (mo cytu, k msrkoi ¢opme bD y nHocureneit) [4]. B
SMaJM TaKuX TMAlMEHTOB HAOIIOIAIOTCS XapaKTepHbIe 0OPO3JIKH, SUCHUCThIE YIrayOaeHus u olIee
WCTOHYEHHE »HMmajeBoro ciosi [4]. MHTepecHO, YTO B OTAENBHBIX COOOIICHHSIX OTMEUYEHO
MPEUMYILIECTBEHHOE MOpaXeHHE MHOT0-OYyrOpKOBBIX 3yOOB (MOJIIPOB U MPEMOJISIPOB) MpHU
OTHOCHUTEIILHO JTydIlIeM COCTOSTHUU pe3noB [ 12]. Takas kapTuHa MokeT HartloMuHaTh MPT, oHaKO
MIPH JIeTAJIbHOM aHaJIM3€ BBISICHSAETCS HAacJIeICTBEHHBIN Xapakrep nedekra.

Oxroaepmanbuble gucriazuu  (DJ1). Llenblii  psim  CHHIPOMOB  Pa3BUTHS  DKTOJAEPMBI
COTIPOBOXKIACTCSI OJTHOBPEMEHHO aHOMAMSIMU KOKH (M/ MM BOJIOC, HOT'Tel) 1 3y0oB. Hampumep,
cuagpom EEC (akTponmakTuius-sKToaepMaibHas AUCIUIA3UsS-pacIlesiiHa) U POACTBEHHBIM €My
cuagpom AEC (cumgpom Hay-Wells), Bwi3BanHble MyTanusmMu TeHa P63, mposBIistoTcs
pacieaMHamMy, aHOMaJIUSIMUA KOHEYHOCTEH, HCTOHUEHUEM KOXKHM U BOJIOC, @ CO CTOPOHBI 3yOOB —
TUTIOTUTa3UeN AMaiM; 3yObl YacTO KOHYCOBHIHBIC WJIM HemopasButhie [3]. Jpyroit mpumep —
TUIOTHAPOTUYECKAs SKTOJepMalbHas nuciuiasusi (Myrauuu reHa EDA uinu reHoB cUrHalIbHOTO
kackaga EDAR/EDARADD): xapakTepu3yeTcsi OTCYTCTBHEM IOTOBBIX JKEJIE3, PEAKUMU TOHKUMHU
BOJIOCaMU U 3y0aMu aHoMaIbHOU Gopmbl. [locTosHHBIE 3yOb! TP rUnoruaporuyeckoit 31 00b19HO
YaCTUYHO OTCYTCTBYIOT (TUIIOJOHTHSI) UJIM HMMEIOT XapaKTEpHYI0 KOHUYECKYI0 (opmy; sMalb
MOXET OBITh OTHOCUTEIILHO COXPAHHOM, HO TOHKOW W CKJIOHHOHM K m3HOCY [3]. CHHApPOM OJ0HTO-
OHHXO-AepMaiabHON mucriasuu (myramuss reda WNT10A) - emié oauH peakuil mpumep:
COMPOBOXKIACTCA TUIEPKEPATO30M KOXKHU, AUCTpOodHeil HOTTed W BBIPAKEHHBIMU 3YOHBIMU
aHOMaNUsIMU  (TUIOJIOHTHSI, THUMOIJIA3usl HMald, MEIKHUE <«IUTBIKOBUAHBIE» pe3lbl) [3].
WNukontunenus nurmenrta (cupapom broxa-Cynbeubeprepa, X-ClEIUICHHBI JOMUHAHTHBIA TeH
IKBKG/NEMO) - reroiepMaTos, mpu KOTOPOM Y BEDKUBIINX JEBOYCK HAOIIOAAIOTCS XapaKTEePHbIC
MpaMOpPOBH/IHBIE MUTMEHTHBIE TIOJIOCH! Ha Koke, anoManuu cetdatku U [{HC, a B monoctu pra —
TOTaJIbHAsl AaHOJIOHTUS WJIM OJIMTOJIOHTHS, 3yObl KOHYCOBUAHBIE ¢ nedextamu smanu. DokaabHas
naepmanbHas runomiasus (cunapoMm lomma, X-goMuHaHTHOe 3a0o0JjieBaHHME) MPOSIBIISAETCS
TUHEHHBIMU aTpO(PUUECKUMH YYacTKaMH KOXH B COUYETAaHHH C 3yOHBIMH aHOMAIUSMU;
MpUMEYaTeNbHO, YTO Y TAaKHX MAIlMEHTOB OINUCAHBI JIMHEWHBbIE ACPEKThl dMalu BAOJIb JHHHMA
bnamxo [3] - sMans mopaskeHa MO3auYHO, IOBTOPSISI ITyTH MUTPALIMKA YMOPHUOHATBHBIX KJIETOK, YTO
IPSIMO YKa3bIBa€T Ha T€HETUYECKUN MO3aULIU3M.

Tricho-dento-osseous (TDO) cuHapoM - 3TO ayrOCOMHO-IOMHHAHTHOE 3a00JieBaHHE,
BbI3bIBaeMoe Mytarei rena DLX3. [loMmuMo KyzapsiBBIX BOJIOC B MJIAZICHYECTBE M TOBBIIIEHHOMN
IUIOTHOCTH KOCTEW, Yy TMalueHTOB HaOrofaeTcss TOKENBIA THIOMHUHEpaian3oBaHHBIH AH
(>KenTOBAaTO-KOPUYHEBAs MSTKas dMallb) U TaypOJOHTU3M (yBEIWYCHHBIE MYyJbIIAPHBIE KaMephl
moutsipoB) [12,13]. Tlo cyru, TDO - 310 cunapomansHas popma AH, mpu KOTOpO# CTpaatoT Takxke
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BoJiocel U ckenetT. JuddepenmupoBars TDO oT HecurapomHoro AH moMorarmT ComyTcTBYIOIIHNE
IIPU3HAKK (AaHAMHECTUUYECKUE JAHHBIE O BPOXKIEHHBIX AHOMAIMSIX BOJIOC, MATOJIOTUU PA3BUTHS
KOCTel) ¥ reHeTnyeckoe tecruponanue [ 13].

KiroueBoe oTiinyne HacIeACTBEHHBIX ()OPM TUIOIUIA3UK/TUIIOMUHEpATU3aiy dManu o MPT
— MX TeHEPaJIM30BaHHBIA XapakTep U ceMeiiHblii anamues. Ecnu npu MPI™ nedextsl orpannyeHbl
[IEPBBIMU NTOCTOSHHBIMHU MOJISIpaMH U (YaCTHUYHO) PE3LAMHU, TO IIPU aMEJIOT€HE3€ HECOBEPILIEHHOM
0OBIYHO @aHOMAJIBHBI BCE TPYIIIBI 3yOOB B TOW MJIM MHOW CTEMEHH. YK€ MO0 COCTOSHUIO MOJIOYHBIX
3y00B MOKHO 3ano703puTh AH: yacTo smMas MOJIOYHBIX TOKE HapyIIeHa (B TO BpeMs Kak npu MPT'
MOJIOYHBIE 3yObl MHTAKTHBI). BaskHbI JaHHBIE CEMEMHOT0 aHaMHEe3a: HATMYHE OX0XKUX Mpo0IeM ¢
3y0aMu y poauTeNnel Wiu ONM3KUX POJICTBEHHUKOB YKa3bIBAE€T HA HACJIEICTBEHHOE 3a00JIeBaHUE.
JlaGoparopHas TMarHOCTHKA BKJIIOYAET T€HETUYECKUM aHaJIU3 — CEroHs JIOCTYIIHBI TAHETU T€HOB
JUIsL BBISIBIICHUS MYTalUd IIpU aMeEJIOT€HE3€ HECOBEPIICHHOM. [ 'MCTOJIOrMYECKOE HMCCIIETOBAaHUE
sManu (HampuMmep, yIaJI€HHOTO 3y0a) MOKa3blBaeT M3MEHEHUs, XapaKTepHbIe Ui KaXKJI0ro THIa

AH (npu runomnazud - SManb TOHKasg, HO C HOPMaJbHOW MMHEpalu3aluen; Mpu
TUHOKaTbUU(UKAIIMY - HOPMaJbHOW TOJIIIMHBI, HO OYEHb HM3KON MUHEpaIu3alud U BBICOKOM
MOPUCTOCTH; MpPH TUNOMATypaluu — 3aJepkka OelKkoB MaTpukca B sManu U T.1.). [lpum

HE0OX0IMMOCTH TpoBOAUTCS nuddepeHIanbias AMarHocTuka ¢ (paroopo3oM, KOTOPEIM MOTYT
OomMO0YHO O00BACHUTH Ju(dy3HbIe MATHA Ha 3y0ax. OngHako (Ir00pO3 OOBIYHO UMEET
reorpauueckyro NpuBsA3KY U IPYNIOBOM XapakTep, Torjaa kak AH - cemeitnsiit. Kpome toro, npu
TKENOM (UIF00pO3e 3yObl MUTMEHTHPOBAHbI B KOPUUHEBATHIM 1[BET, HO COXPAHSIIOT HOPMAaJIbHYIO
pensedHyo (Gopmy; B To Bpems kak npu AH wacTto HabGmiomaeTcs aHoMaibHas aHATOMUS
(HampuMep, criiakeHHble Oyrpbl, OTCYTCTBHE MPUBBIUHBIX (GUCCYp U IIP.).

Jleuenne AH. TakThka 3aBUCUT OT TsDKECTH mopakeHHs sMand. [lpum n€rkux ¢opmax
(HarmpuMep, JIOKaJlbHasl TUIOIIA3MUsl IPU COXpAaHHON TBEPAOCTH AMAIHM) BO3MOXKHO 3CTETHUECKOE
3aKphITHE JE(PEKTOB KOMIIO3UTHBIMM PECTaBPaLlUsAMM WM KEPAaMHUUYECKUMHU BUHHpaMU. Y Aereil ¢
Oosiee BbIpaXKEHHBIMHU (POpMaMK TUIIOMUHEPAIN3ALUH TPUMEHSIOT TO3TAHbIN IOX0/1: BDEMEHHOE
BOCCTAHOBJICHHE /1€(EKTOB CTEKIOMOHOMEPHBIMHM WJIM KOMIIOMEPHBIMHM MaTepHajaMyd B PaHHEM
BO3pacTe, a 0 Mepe pocTa — 3aMeHa UX Ha 0oJiee JOJrOBEYHbIE KOMIIO3UTHI MJIM KOPOHKHU. IIpn
reHepanu3oBaHHoM AH, BBI3bIBalOIEM THIIEPUYBCTBUTENBHOCTh U CTHPAEMOCTh, ONTHMaJIBHBIM
peleHreM SIBJIIeTCSl TOTAJIbHOE MOKpBITHE BCeX 3yOOB KOpoHKamH. B mMonomom Bo3pacte uyacto
UCIOJb3YIOT CTAHJAPTHBIE KOPOHKU U3 HepKaBeroleil cranyu Ha Mouisapbl (kak u ipu MPI), 4ro
cpa3y ycTpaHseT 00JIEeBYI0 YyBCTBUTEIbHOCTD U 3alIuIaeT 3y0 [5]. B nanpHeiiem 3T BpeMeHHbIe
KOPOHKHU MOKHO 3aMEHUTh Ha OCTOSTHHbIE IPOTE3bl. DCTeTUUECKHE 1e(EKThl PPOHTAIBHBIX 3yO0B
YCTPAHSAIOT  KOMIIO3UTHBIMH  PECTABpalMsAMU WIM  KEPaMHYECKMMHU  BUHUPAMH  IOCIIE
npopesbiBanus. OOs3aTesibHa JUIMTENNbHAS PEMUHEPATU3UPYIOLIasi Tepanus: Kypchbl alllIMKaIUi
¢bTopuoB M KanbLuH-PoChATHBIX COCTaBOB JJIs YKperwleHus osManu. Ilpu HekoTopsix
CUHJIpOMHBIX (popmax AH TpebyeTcst MeXAMCHUIUIMHAPHOE BEJICHHUE: TaK, y NalueHToB ¢ bO unun
SKTOJICPMAIBHOM JAMCIUIa3Mel CTOMATOJIOTMYECKOE JIEYEHUE MPOBOIUTCA C Y4ETOM OOIIero
COCTOSIHUSA (Hampumep, npu runorugpotuyeckoit /1 Moxxker norpeGoBaThCsl MPOTE3UPOBAHUE U3~
32 OTCYTCTBUSI MHOTHX 3yOOB; mpu BD - 5eueHue moa Hapko3oM Ui NPENOTBPALICHUS TPaBM
ciuzuctoit). Llenb JiedeHuss - BOCCTAHOBUTH (DYHKIMIO M 3CTETHKY, a TaKKe IpedOTBPATUTH
OCJIOXKHEHUS (Kapuec, MyIbIUThI, THPEKIINN) B aHOMAJIbHBIX 3y0ax.

Jns muddepennmanbHoit tuarnoctuku MPIT 1 reneTnuecku 00ycia0BISHHBIX 1€(EKTOB IMAIIH
B KJIMHUYECKON MPAKTUKe BaXHO oTiIM4aTh MPI' kak caMOCTOSATENBHYIO HO30JI0THIO OT CXOJHBIX
HapyLEeHWH SMalli IpU HACIECTBEHHBIX 3a00sieBaHMsIX. OCHOBHBIE KPUTEPUH 3TO:

1) Pacnpenenenue nedextos. [Ipu kiaccuueckoil MOJSPHO-PE3LOBOM I'MIIOMHHEpATU3aUH
MOPAXKEHBI TOJIBKO MEPBbIE MOCTOSHHBIE MOJIAPBI M YacTHUHO pe3ipl (B ~20-30% ciyuaes). pyrue
3yOBI (ITPEMOJIAPHI, KIBIKH, BTOpble MoJisipbl) pu MPI" unTakTHEL. HanpoTus, npu reHeTnyecku
00ycII0BIEHHOM Jie(heKTe (aMeI0reHe3 HECOBEPIIEHHBIN, CHHIPOMBI) OOBIYHO BOBJICYEHBI BCE 3yObI
o0enx yedrocTed WiM, MO KpaiiHell Mepe, aHOMaJMsl HE OTPAHMYMBAETCS NEPBBIMH MOJISIPAMHU.
Hanpumep, npu Oyini€3HOM SMUAEpPMOIIN3€E TUIOIUIA3HS SMaJId TeHEepaTN30BaHHAas, 3aTParuBaeT u
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BpEMEHHbBIC, U TOCTOSHHBIC 3YObI [2]. ¥V Hocureneit myramnmii rena LAMB3 (msarkas gopma BJ)
MOTYT MPEUMYIIECTBEHHO CTPaJaTh MOJSPHI, HO U pe3lbl 00bIYHO UMEIOT AedexTsl [4]. Ecnmm y
MaryeHTa MHOTHE 3yObl (BKITIOUasi MOJIOYHBIE) UMEIOT CXOJHBIE MATHA WM Pelibe(hHbIC SMaJICBbIC
Ne(EeKTHI - 3TO B MMOJIb3Y HACIEICTBEHHOTO HAPYIIEHUS 3MaJH, a He H30JaupoBanHoi MPT.

2) ConyrcrBytomue nposiieHus. MPIT - 1no  ompeneneHuio  M30JMPOBAHHOE
CTOMATOJIOTMYECKOE COCTOSIHUE Y MHAY€ 3J0POBOro peOEHKA. Y TaKUX MAalMEHTOB HET aHOMaJIUl
KOXXH, BOJIOC, HOTTE€W WJIM JAPYTUX CHUCTEMHBIX HapylieHuid. B To ke Bpemsi reHOJ1epMaTO3bl
MIPOSIBIISIIOTCS. MyJAbTUCHCTEMHO. Hamnune y peOéHKa KOKHBIX CUMIITOMOB (TIy3bIpH, LIETYIICHUE,
MUTMEHTHBIE MATHA), TPOOJIeM ¢ HOT'TAMHU (OHUXOUCTPO(dHs), BOJIOCAMHU (THIIOTPUXO3, JIOMKOCTB)
WU JIPYTUX BPOXKAEHHBIX MOPOKOB (PacIleIHBI, aHOMAJIUKM CKEJeTa) — CepbE3HBIN apryMeHT
npotuB MPI" u B o3y cuHapoMHOTO uartosa. K npumepy, komOuHalus y nanueHTa 1e(ekToB
SMajgu + OTCYTCTBYIOIIMX/KOHUYECKHX 3YOOB + CYXOM KOXHM W OTCYTCTBUS IOTOOTICICHUS
YKa3bIBAE€T HA SKTOACPMAIIbHYIO AUCIIIa3uto, a He Ha MPI'. [Ipu MPI' ke BHenIHuiA BUI U pa3BUTHE
pebEHKa B HOpPME; B aHaMHEe3e MOTYT OTMEuaThCsl 4acThle OOJIE3HW B PaHHEM JETCTBE, HO 0e3
IIPU3HAKOB HACJIEICTBEHHOTO CUHAPOMA.

3) Xapaxkrep smaneBbix HapymieHuid. MPI™ xapakTepusyeTcsi MUMEHHO TUTIOMHHEpaTU3aIuei -
HOPMAJIBHOW TOJIIMHOW SMaJld MPU CHIDKEHHOW TIOTHOCTU. [I0oATOMY Ha MOBEpXHOCTH 3yOOB
BHJIHBI MAaTOBBIE MEJIOBUIHBIC MUJTH CBETJIO-KOPUIHEBBIC MSITHA, YACTO OTPAHUYCHHBIE 110 TTOIIA/IH,
WHOT/Ia C KparmyaTbiM BUAOM. [Ipu reHeTn4eckux ke nedexrax HepeaKo MPUCYTCTBYET THIOTUIA3Us
- KOJMYECTBEHHAs HEXBAaTKa SMaju. 3yObl MOTYT HWMETh ATUIUYHYIO (OpPMY: YMEHBIICHHBIC
pa3Mepsbl, CriakeHHbIE Oyrpbl, TOYEUYHBIE SIMKA W Oopo3asl Ha sMmanu. Hampumep, mpu X-
creri€HHoM runoruiactuueckoM AH Ha Bcex 3y0ax MMEIOTCS MHOXKECTBEHHBIE MEJKHE SIMKH
(pitted enamel), pasaomepHo pactpenenéunsie o moBepxuHoctu [11]. s MPI' Takas xaptuHa
HeXapakTepHa — KOHTYp AMalld MpH Heil 0OBIYHO HE HapyIIEH, CTPaJaeT TOJbKO € BHYTpEHHEe
kadectBo. Otimyaercs u uBeT: npu MPI' msiTHa MOTyT OBITH OEJBIMH, KPEMOBBIMH HJIA CBETJIO-
KOPUYHEBBIMHU; TMPU HEKOTOpPHIX BUAaXx AH »smans ObBaeT Hempo3payHOW MeENOBOW (IIpH
rUToMaTypamuu) 100 TEMHO-KOPUYHEBOM M MATKOW (TpU THMOKAIBIU(PUIIMPOBAHHOM THIIE).
Pazymeercs, 3Tu pa3nuuust TOHKH U TpeOyroT omnbita. HOrIa HE06X0AMMa PEeHTIeHOJUarHOCTHKA!
Ha IPULIETBHBIX peHTreHorpammax 3yoos ¢ MPI™ TomuHa smManu BeITISIAUT HOPMaIbHON, KOHTYD
HE HapyleH (MOXET JIMIIb CJerka CHIXKATbCA PaJUOILNIOTHOCTH); HMPU TUIOIUIA3UH K€ Oyaer
3aMETHO paBHOMEPHOE UCTOHUYEHHE IMAJIEBOTO CJIOSl Ha BCeX 3y0ax.

4) Anamue3s u cemeitHocTh. [Ipu cOope anamHe3a y peOéHka ¢ mogo3pennem Ha MPI™ BaxxHO
BBISICHUTB: HE OBLJIO JIM y HEro TsDKENBIX 3a00seBaHMi, peclupaTOpHBIX MPoOiIeM WM Mpuéma
aHTHOMOTHKOB B IIEpBbIE 3 ro/1a KU3HU — Takhe (aKTOPhl YACTO BCTPEUAIOTCA B aHAMHE3E JIeTel ¢
MPI'. Taxxe MoJie3HO CIIPOCUTH, OBLIU JIM MOXO0KKE MPOOIEeMBbl C IEPBBIMU MOJISIpaMu Y OpaTheB
WU cecTép — HMHOTJA OTMEYAaeTCsl CeMeiiHas mpeapacrnojiokeHHocTh kK MPIT (xots yé€rkoro
MEHJIeNIeBCKOro HacienoBanus HeT). C Apyroil CTOPOHBI, IPU MOJO3PEHUN HA HACIEICTBEHHBIN
neeKT SMaau YyTOUYHAIOT CEMEHHBI aHaMHe3 10 3y0aM U 1epMaTOJIOTHYECKUM TUarHo3aM: eclid y
ONMU3KUX POJCTBEHHUKOB €CTh MOJOOHBIE M3MEHEHMsI 3yOOB MM W3BECTEH T'€HOJIEPMAaTo3, 3TO
MOATBEPKIaeT F’eHeTUUECKYI0 Tpupoay Aedexra. Hanmpumep, eciiu MaTh nanueHTa ¢ JeTCTBa UMela
OYEHb IUIOXYIO SMajb - BEJIMKa BEPOSTHOCTh ayTOCOMHO-IOMUHAaHTHOTO AH; ecnu xe poaurenu
3JI0pOBBI, a y peOEHKa reHepaTn30BaHHBIA AeEeKT dMaau - BO3MOXKHA CIIOHTaHHAsI peliecCUBHAs
MyTalus Wik X-CHEIUICHHOE COCTOsSIHME (eCiM ManueHT - Manbuuk). [Ilpu MPI poaurenu, kak
MPaBWJIO, HE UMEIOT MOJOOHBIX MpOoOJieM ¢ AMallblo (MOTYT OBITh MHOYKECTBEHHBIE KapHUO3HBIE
pa3pylIeHus BCIEACTBUE HEIOCTATOYHOTO YXO0/a, HO CTPYKTYPHO UX SMallb HOPMAaJIbHA).

Takum oOpazom, muddepennnansuas auarnoctuka MPI™ 1 HacneacTBeHHBIX Ie)EKTOB HMANU
OCHOBBIBAETCS] HA KOMIUIEKCHOM OLIEHKE: JIOKAJIM3AllMsl U CTETIEHb MOPAXKEHUS SMaJI, HaJTM4Kie BHE
CTOMATOJIOTMYECKUX CUMIITOMOB, CEMEHHBIN aHAMHE3 U pe3yIbTaThl MOJIEKYJIIPHO-T€HETUYECKOTO
uccieoBaHus. B CIOXKHBIX Ciiydasx 1menecooOpa3Ha KOHCYIbTAIUsS Bpadya-TeHETHUKa M IEIeBON
F€HEeTUYEeCKUd aHanmu3 (maHelnb TEeHOB HKTOJAEPMAJbHBIX JUCIUIA3MM W aMeoreHesa
HecoBepiieHHOro). [lpaBunpHas AMAarHOCTHKA HMEET HE TOJBKO aKaJeMHUYecKoe, HO H
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MPAKTUYECKOE 3HAUCHHE: OHA MMO3BOJISIET IPOTHO3UPOBATH COCTOSIHUE JIPYrUuX 3yOOB, IJIAHUPOBATh
MPOQHUIAKTUKY OCTIOKHEHUHN 1 HHPOPMHUPOBATH CEMBIO O PHCKAX JIJIsi TOTOMCTBA.

MouisipHO-pe31oBasi THIOMUHEpAIU3alMsl - PacpOCTPaHEHHOE COCTOSIHUE, IIPEICTaBIISIOIIEE
CephE3HYyI0 MPOOJIEMy B JIETCKOW CTOMATOJIOTHMHU, OJHAKO OHO HE CBSA3aHO C HACJIEICTBEHHBIMU
3200JICBaHUSIMH 1 BO3HUKACT 110/ BIUSHUEM BHEITHUX ()aKTOPOB Ha Pa3BUBAIONIYIOCS dMalb. B TO
K€ BpeMsi CYIIECTBYET Psijl PEAKUX HACIEICTBEHHBIX F€HOJAEPMATO30B, IPU KOTOPHIX HAPYIICHUS
CTPYKTYpPBI 3Maji 3yOOB SIBIISIOTCS YacThl0 KIMHUYECKOW KapTUHBL K TakuM COCTOSIHUSM
OTHOCATCS OYJUIE3HBIM OSMUICPMOJIH3, Pa3IUYHBIC BapUAHTBI HWXTHO30B, OSKTOJEPMAIbHBIE
JUCIUIA3UU, a TaKKe HECUHIPOMHBIM aMmesioreHe3 HecoBeplueHHbIN. [lopaxeHnue 3y00B mpu HUX
MOXKET HAllOMHHATh MOJIIPHO-PE3IOBYI0 THIIOMUHEpATU3alnio (HampuMep, ACPEeKThl 3aMETHBI
MIPEUMYILIECTBEHHO Ha MEPBBIX MOJIApax U pe3lax), HO OObIYHO OHO 0oJiee pacHpoCTpPaHEHO U
COYETaeTCS C APYTMMHU aHOMAJUSMHU (ITaTOJIOTHsI KOXKH, BOJIOC, HOTTEH M T.1.). ['eHeTHUeckue u
MaTOT€HETUYECKUE MCCIICTIOBAHUSI TTIOKA3AJIH, YTO Psiji T€HOB (HapuMep, CyObeTMHUIIBI JaMUHHHA-
332, komnaren XVII u ap.), MyTaiiuu B KOTOPBIX BBI3BIBAIOT JACPMATOJIOTUYECKUE 3a00JIeBaHNUS,
KPUTHYECKH BaXKHBI U Ul HOPMaJILHOTO (OpMUPOBAaHUS dMaiH [2,6]. DTO 0OBSICHSET CXOJACTBO
HEKOTOPBIX (PCHOTUITMYECKUX MPOSIBIICHUN HA KOXKe | 3y0ax. J[JIs MpakTUKYIONINX CIICIHATNCTOB
BKHO TOMHUTH O TOJOOHBIX MEPEKPECTHBIX MPOSBICHHUSX: y MAIMEHTOB C HACJICICTBEHHBIMHU
CUHIPOMAMH CIIEyeT PETYJSIPHO MPOBOJUTH 0OCIEIOBAaHWE TOJIOCTH PTa, a MPU BBISIBICHUH Y
pebEHKa HEOOBIUHBIX Ne(EKTOB IMaM — IIeJICHANPaBICHHO COOMpaTh aHAMHE3 W OCMaTpPUBATh
KOJXY U BOJIOCHL. PaHHSISI TMarHOCTHKA TEHOIEpMaTo3a MO3BOJISIET BRIPA00TATh ONTUMATBHBIN TIJIaH
BEJICHUS, MTPETOTBPATUT OCIOXKHEHHS (KaK CTOMATOJIOTHYECKUE, TaK U CHCTEMHBIC) H YIy4IIHTh
KaueCTBO JKU3HU TManueHTa. JledeHue 3y00B nMpu reHeTHYECKH 00yCIOBICHHBIX IeeKTax SMaji B
1esoM 0azupyeTcs Ha MPUHITMIAX, CXOIHBIX ¢ Tepanueit MPI': MmakcuManbHOE cOXpaHeHHEe 3yOHBIX
TKaHEH, 3a1nTa 0cadIeHHON SMav (KOPOHKHU, TePMETHKH ), THTEHCHUBHAS MTPO(PHITAKTHKA Kapreca
Y TIEpCOHU(PHUIIMPOBAHHBIN MOJAXO C YIETOM 0COOCHHOCTEH 0bmero 3adoseBanusi. CoOBpeMEHHbIS
UCCIIEIOBAHUSl 10 JAaHHOM TeMe MpPOJOJDKAIOTCS — M3Y4aloTCsl MOJIEKYJISpPHbIE MEXaHU3MBbI
amelioreHe3a IpU TIEHOJEepPMaTo3ax, pa3pabaThIBalOTCS HOBBIE MaTepUalbl Ul YKpEIUIeHUs
nedekTHoM dManu. Takoi MEeXIMCIUIUTHHAPHBIA TTOAXO01, 00bETMHSIONINN YCHUIIHS CTOMATOJIOTOB,
T€HETUKOB W JIEPMATOJIOTOB, TO3BOJIMT B OyaymieM A00uThes Oojee 3((HEKTUBHONW TOMOITH
ManueHTaM ¢ peIKUMH FeHeTHYECKUMH CHHAPOMAaMHU, 3aTParuBaromuMuU 3yObl.
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TYKBIM KYAJIAUTBIH TEHOJEPMATO3JIAP ’)KOHE MOJISIPJIBIK A3Y
TICTEPAIH THIIOMUHEPAJIM3ALIUACHIL: OAEBUETKE IOJY

AHHOTALUA

byn wmakamaga wmomspibl-keckim runomuHepanuzanusackl  (MKIY) JkoHe TIC SMaliHiH
OY3bUTYBIMEH KOPIHETIH TYKbIM KyaJalThlH TeHOoJAepMaro3lap KapacTelpbuiraH. llaTtorenes,
TEeHETUKAIIBIK MEXaHU3MJIEP, aybl3 KYybICBIHAAFbl KIWHUKAJBIK KepiHicrep xoHe MKI Men
KETUIMEreH aMeNoreHe3 apachlHIarbl auddepeHmanapl ITUarHOCTHKara epekuie Haszap
aynapburFaH. bymie3ni smuaepMolid3, MXTHO3, JIKTOAEPMAalIbl JUCIUIa3Hs KoHe Oacka ma
CUHAPOMJBIK >KaFJaiap cUMaTTalFaH. DMallb aKayJapblHBIH TYKbIM KyalayIIbUIBIFBIH €pTe
AHBIKTAY/AbIH MAaHbBI3ABUIBIFEl  JKOHE MYIbTUIUCIUIUIMHAPIBI TOCUIAIH — KaXETTUIri aram
KepceTiieni.

Tyi#inai ce3mep: MOISAPIBI-KECKIN THIOMUHEPATH3aIUsIChl, JKETUIMETEeH aMeJIOoreHes,
reHoJIepMaTo3aap, OyIe3 i SMUAePMOIN3, UXTHO3, SKTOAEPMAIbl TUCIUIA3HS, SMalb aKayJlaphl.
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HEREDITARY GENODERMATOSES AND MOLAR-INCISOR
HYPOMINERALIZATION: A LITERATURE REVIEW

Annotation

This review article discusses molar-incisor hypomineralization (MIH) and hereditary
genodermatoses associated with enamel structure defects. It emphasizes the pathogenesis, genetic
mechanisms, oral clinical features, and differential diagnosis between MIH and amelogenesis
imperfecta. Dental manifestations of junctional epidermolysis bullosa, ichthyoses, ectodermal
dysplasias, and other syndromic conditions are described. The importance of early identification of
genetic enamel defects and an interdisciplinary treatment approach is highlighted.
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AHHOTanuA

[IpencraBneH KIMHUYECKUH CIy4ail y MAalMEHTa MYXKCKOTO ToJia ¢ PEIKUM T€HETHUYECKUM
3a00JI€BaHUEM - AHTHIPOTHYECKOW JKTOJAepMaibHOUM nucrazuei (cuuapom Kpucrta-Cumenca-
Typena), HaxonuBIIEMCSl Ha CTallUOHAPHOM JICUEHUH B KiIMHUKEe Kazaxckoro Hay4yHOTO LIEHTpa
JEPMAaTOJIOTUH U UHPEKIIMOHHBIX 3a00JI€BaHU.

Cob6cTBeHHOE HAOMIOIEHUWE M W3YyYEHHUE JUTEpaTyphl MOKa3ajo, YTO TaKUe MPHU3HAKH, Kak
OTCYTCTBHE pecHHUI] M OpoBeil, 3y0OB, mopeneHue BOJIOC, CyXas, TOHKas W CBETJIas KOXka,
OTCYTCTBHE MOTOBBIX K€Je3 SIBJISIOTCS paHHUMH MPU3HAKaMHU, TI0 KOTOPHIM MOKHO 3ar0J03PUTh
Cungpom Kpucra-Cumenca-Typena, npu oOOHApy>KEHHH KOTOPBIX HEOOXOJUMO TMPOBECTH
TeHEeTUYECKOE HCCIIEeI0BaHUE, YTO TMOMOXKET B CBOEBPEMEHHOM IM0J00pEe a/JeKBaTHOM TAaKTHKU
BEJICHUS STUX MalMeHTOB. [l0CKOIbKY MyTalus BCEro OJHOTO T'eHa CIOCOOHAa M3MEHUTH IIENbIe
CUCTEMBbl - KOXY, BOJIOCHI, 3yObl, TEPMOPEry/SAlHI0, TO JaHHBIM HAalMeHTaM Tpedyercs
MYJIbTUIUCIUILUIMHAPHOE HAOMIOEHUE Yy CHEIUAIMCTOB Pa3UYHbIX Mpoduieil, 4To mpuHeceT
3HAYUTENIbHOE O0JIETYeHHE KU3HU ITUX MalMEHTOB.

N3ydyeHne Takux NATOJIOTHUN, HECOMHEHHO, JIOJDKHO 3aTparuBaTh OYEHb BAXKHBIM aCHEKT
TeHETUYECKOTO KOHCYIBTUPOBAHUSA NIEpe]] INIAHUPOBAaHUEM OEPEMEHHOCTH.

KiroueBble cjioBa: AHTHIPOTUYECKAs OSKTOJEpMajbHas UCIUIA3Usl, TUMNOTHUAPOTHYECKAs
JKTOJAEpMallbHasg auciiasus, cuHapoMm Kpucrta-Cumenca-TypeHa, MynbTUAMCHUILTHHAPHOE
JIeUYeHUE.

Anrugporuyeckass 9KToJepManbHas jucmiasus  (cunapom  Kpucta-Cumenca-TypeHa)
ABIIICTCSI  HACJEACTBEHHBIM  3a00JieBaHMEM, IPH  KOTOPOM  IPOUCXOJUT T'€HETHYECKH
0OyCJIOBJICHHOE HapylIEHHE pPa3BUTHS HApYKHOTO 3apoJbIIIEBOTO JHUCTKa (3KTOoZepMmbl). B
pe3yiapTaTeé 3TOrO0 OCHOBHBIE CHMIITOMBI TaTOJIOTMM 3aTParMBalOT HMMEHHO IPOM3BOJHbIE
9KTOJIEPMBI — KOXY, BOJIOCHI, 3yObl, HEKOTOPBIE XPSIIH, TOTOBBIE, CAJIbHBIE U MOJIOYHBIE JKEJIE3bI.
XapakTepHbIH U1 aHTUAPOTHUECKOM IKTOIEPMAJIBHOM AUCIIIIa3UN KOMIUIEKC CUMIITOMOB B pa3HbIE
r'oJibl, HE3aBUCHUMO JPYT OT JIpyra onucbiBanu Bpad-repanesT /x. Typen B 1848 rony, cromarosior
JUx. Kpucr B 1913-M u nepmaroBeneposor X. Cumenc B 1929-m roay [1].

[lepBoHaYaNbHO CYMTAIIOCH, YTO HACTIEOBAHUE 3a00JIEBaHUS POUCKXOAUT UCKIIIOUUTEIHHO T10
CLIETUIEHHOMY € X-XpOMOCOMOW MEXaHU3My, B HACTOSIIEE BPEMS BBIABICHBI KaK ayTOCOMHO-
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peliecCuBHBIC, TaK U ayTOCOMHO-JOMUHAHTHBIE (GOPMBI AucCIUIa3uu. BerpeyaeMocTs 3a001eBaHuUs
— 1 ciyyqait Ha 10 000 ThICS'Y HOBOPOXKIACHHBIX, U U3-3a TOTO, YTO CTATUCTUYECKH Yallle BCTPEUACTCA
CIIETIJICHHOE C TOJIOM HACJIEJ0BaHUE, NpEBANMpYIOIIee OOJBIIMHCTBO MALUEHTOB - MYKYHHBI.
Kenmune! yame 00yet0T OECCUMITOMHO U MX B CTaTUCTUKE HE yuuThIBaioT. Cuniapom Kpucra-
Cumenca-TypeHa pa3BuUBaeTCsl B pe3ylibTare HapylleHus curHanbHoro nytu EDA — EDAR —
EDARADD — NF-kB, peryaupymoomero MoOpQporeHe3 53KTOACPMaIbHBIX TPOU3BOAHBIX, B
pe3yibTare TaHHOW MYTalluu KOka 3a0bIBaeT c(hOpMHUPOBATH COOCTBEHHBIC TIPUAATKH.

KakoBbl xe (enoTunuueckne ocoOeHHOCTH MaHHOTO 3aboneBaHus? ToHKas, cyxas Koxa C
MOPIIIMHAMH U IIETyIIEHUEM, PEIKHE BOJIOCHI, BIUIOTH JI0 MTOIHOTO OOJIBICEHUS; IOTOBBIE M CaJIbHBIE
Y CIIM3UCTHIC JKEJIe3bl HEI0PA3BUTHI IIU MTOJTHOCTHIO OTCYTCTBYIOT, TUTIOJOHTHUS HITH a/I0HTHUS, 3yOBI
MEJIKHE, C TUTIOTUIa3MPOBAHHON 3MAJIbIO, YITHBIE PAKOBUHBI 1€(hOPMHUPOBAHBI, PEIKO BCTPEUACTCS
THIIO- WIH aIlIa3usi MOJIOYHBIX JKeJIe3 MM COCKOB, HEIOPAa3BUTHE HOCOBBIX PAKOBHH, JAUCTPOHS
HOTTEH, YMCTBEHHAs! OTCTAIOCTh, OPOHXHAJbHAS aCTMa, KaTapakTa, BPOXKJICHHAS TIIyX0Ta, popma
JIMIIa HeTPaBUIIbHAS, BCIIEICTBUE HETOPA3BUTHS XPSIIEBOH TKAaHH: OOJIBION JI00 ¢ BEIpaKEHHBIMHU
OpoBsIMU, 3amaBIias nmepeHocuna [2].

B nanHO# craThe MpencTaBieH KIMHUYECKMM cilydall y MYX4uHbl 20 JeT, KOTOpbIi ObLI
IUTAHOBO TOCIUTAJIM3UPOBAaH B cranuoHap Ka3zaxckoro HayyHOro I€HTpa AE€pMAaTOJIOTUM U
MH(EKITMOHHBIX 3a00JeBaHUN ¢ JKajo0aMH Ha TIOJHOE€ OTCYTCTBHE BOJIOC Ha Teje, peIaKue
€IMHUYHBIE BOJIOCHI HAa BOJIOCHCTOM YacTU TOJIOBBI, CyXOCTh M YTOJIIICHHE KOXH HA JIQJAOHIX U
CTOTax, a TAK’K€ B PallOHE HAIKPECTIOBOHM siMkH (pucyHOK 1,2,3,4). OTMeUYaeT TOHKYIO, CYXYIO

Pucynok 1,2,3,4. ’KanoOwl Ha OJTHOE OTCYTCTBHE BOJIOC HA Telle, PEAKUE €NUHUIHBIC BOJIOCHI
Ha BOJIOCHCTOM YaCTH FOJIOBbI, CYXOCTh M YTOJIIIEHUE KOKU Ha JaJI0HSX U CTOMAX, a TAKXE B
paiioHe HaJKPECTIIOBOM SIMKU
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KOXY Ha TeJ€, 4acThle 3a1opsbl (CTyI y nanueHTa oo 1 pa3 B 6 1Hell), IOCTOSHHOE 4yBCTBO I'0JI01a
(HecMoTpst Ha OOJIBIIOE KOJIMYECTBO YHNOTPEOIsIEMON MUIIM - MPEUMYIIECTBEHHO OeKa,
HaChIIIeHUE He HacTynaeT). [lanuenT npeabsaBiser kanoobl Ha MPOOIEMBI CO 3pEHHEM, COCTOUT Ha
yuéTe y o(TanbMOoJIora ¢ AMAarHo30M MHOTIHS CJIa00# cTereHu. Y MalueHTa OTMEYAeTCs aieprus
Ha COJIHEYHBIH CBET M CBETOOOS3Hb, OH MOCTOSHHO HOCHUT KENKY M COJIHIIE3AIIMTHBIC OYKH,
nosib3yetcst cpeactBamu ¢ SPF 1 He BbIXOAUT Ha OTKpbITOE cosHIle. Co cioB namnuenra, nocie 10
MUHYTHOTO NpeObIBaHUS HA COJTHEYHOM CBETE, Y HETO OTMEYAETCs CTOMKasi TUIIEpEeMUs KOXKH, a B
MOCIIEAYIONIEM Pa3BHBACTCS OXKOT. M3-3a MOTHOTO OTCYTCTBHUSI OTOBBIX XKeJNE3, My)KUYHMHA OYEHb
OBICTPO TIeperpeBaeTcs, U TeMIepaTypa Teia J0JIro ocTaéres nmoBeieHHon. [1o 3Toi nmpuuune, a
TaKKe TOCIE TPaBMBI CTOMBI MAIUEHT OB BBIHYXKACH MPEKPATHTh 3aHITHA CIOPTOM.
OO0cneryemMbIii OTMEYAET BHIPAXKEHHYIO CJIa00CTh, YAaCThI€ TOJIOBHBIE 0OJIM M TOJIOBOKPYXKEHUS 110
yTpam.

Pe6Enok oT 2 GepeMeHHOCTH, BTOPBIX po1oB. bepemenHocTh mpoxoauia Ha oHe anemun. Bec
npu poxaenuu - 3700 rp, poct 54 cm. Jlo 3-X 1€T 0TMEUaIoCh MOJIHOE OTCYTCTBHE 3yOOB, MO3XKE
npope3anuch 4 kibika. B Bo3pacte 7 et pe6b&Hok Obu1 00caenoBaH B PecriyOniMKaHCKOM TIEHTpE T.
Acrtana, T71€¢ BhICTaBWIM nuarHo3: Octpasi peBMaTudeckas jguxopaaka. Mamas xopes. [Ipomamnc
MuTpanbHOro Kiamana 1 crenenu. [locine, B T. MockBa OblT KOHCYJIBTUPOBAaH T€HETHKOM, TaM JKe
BBICTABJICH JMAarHO3: AHTHIPOTHYECKAs HKTOJEpMalbHas JWCIUIA3Hs, THIT HAcJIeIOBaHHS X-
cueruieHHbI perieccuBHbl (Cunapom Kpucra-Cumenca-Typena).

OObekTHBHO Ha cebs oOpamaeT BHUMaHWE CBETJIas, TOHKas, cyXas Koka, OOJBIION J00,
XOpOIIO BBIpaKEHHAsi HaJOpPOBHAsI Jyra, TOJCThIe BEKH, UCUEPUYCHHBIE MOPIIMHAMH, 3arlaBInas
CeIUTOBUJIHAS TIEpPEeHOCHIIa, JaeOopMUpOBaHHbIE ymu. llammeHT amekBaTeH, OXOTHO HAET Ha
KOHTaKT, COCTOSIHME yJI0BJIeTBOpUTEIbHOE. Bec - 60 kr, Poct - 169 cMm.

O6cnenoBanne: B OAK u OAM 06e3 Hapymenuil. Ha pentreHorpadun obenx KHUCTEH ¢
3aXBaTOM JIYYE3alsICTHBIX CYCTaBOB B 2-X MPOCKUUSIX: APTPO30apTPUT CYCTABOB KHUCTEH C
3aXBaTOM JIy4e3arsicTHBIX cyctaBoB (-1 cr. Ha pentrenorpadum obemx crom ¢ 3axBaToM
TOJICHOCTOMHBIX CYyCTaBOB B 2-X MPOEKIUAX: APTPO30apTPUT CYCTaBOB CTOIBI, TOJIEHOCTOITHBIX
cyctaBoB 0-1 ct. KoHCYynbTHpPOBaH peBMaTOJIOTOM, 3aKiatoueHue: PeaktuBHas aptpomnartus. [Ipoba
¢ 10JI0M U KpaxMasoM IoKa3aja IMOJIHOE OTCYTCTBUE MOTOBBIX JKeJle3 y MalueHTa.

Tepanus yBIaXHSIOMMMH KOMIOHEHTaMH M (U3HOJEUEHUE 3HAUYUTEIbHO YIIYUIIWIH
COCTOSTHUE KOKU MAI[MeHTa, U OH ObLI BBHIITUCAH C PEKOMEHIAIUSIMU.

Xouercs OTMETUTb, YTO BBUICYUTH JAaHHOE 3a00JieBaHHE IOJHOCTHIO HENb3sl U BpaueOHOE
BMEILIATEIBCTBO CBOJUTCS K MOAEPKKE HOPMAIBHOM JKU3HEIeATEIbHOCTH OpraHu3Ma MalueHTa.

HeobxonmuMo Ha3zHayuTh JIe4eOHYIO M YXOJOBYIO YBJIQKHSAIOIIYI0 KOCMETHKY, SMOJICHTBHI.
Bo3MoxHO HapyxHOE NMpUMEHEHHE KOPTUKOCTEPOUIHBIX Ma3eil, AJsl TOro, YToObl YMEHBIIUTH
CYXOCTh KOXXHBIX TOKpOBOB # auckoMdopr. Taxke HYKHO 3aHUMAThCA MPOQPUIAKTUKON
BTOPUYHBIX OakTepUajbHBIX W TPUOKOBBIX HHGpEKUUHA. B HEKOTOpBIX cllydasx Ha3Ha4aeTcs
¢doToneuenue. UToObI HE TOMYyCKaTh NEperpeBa MPUMEHSIOT BlIaXKHbIE OOTHUPaHUs U HAXOXKICHHE B
MPOXJIATHOM TMOMEIIEHUU U OOMIbHOE MUThE B kapy. Kpome Toro, pekoMeHayeTcss MOCTOSHHO
OTCIIEKHUBATh TeMIiepaTypy Tena. OTCyTCTBUE WM aHOMaJIUH 3yOOB UCHPABISAIOT Y CTOMATOJIOTA-
OpTOJIOHTA: CTaBAT KOPPEKTUPYIOUIUE CHUCTEMbI, C JalbHEHIIed WMIUIaHTaluel, 3yOHOe
npote3upoBanue (¢ 3-x ser). BaxHo coOmonath Mepsl NpoQHIAKTUKU Kapueca, MPOBOAUTH B
MJIQJIIIEM BO3pacTe PEMHUHEPATU3UPYIOLIYIO Tepanuto, (TopupoBaHHe, 3yOOB y NalMEHTOB
3a4acTyro Majio (Okojo 6), Hy)kHO cOepeub Te, 4TO ecTh. [IpoOmemMbl co 3peHHeM pemarTcs y
odranbpmMoIIora, NaueHTy IPOMUCHIBAIOT YBIAXKHSIOLIUE KaIlJIi, HAlpUMep, HCKYCCTBEHHAs Cle3a.
Ecnmu  oskronepManbHas JUCIUIA3USl  OTATOLIEHA HMMMYHOJIE(UIIMTOM, TAlMEeHT BBIHYXAEH
INPUHUMATh MpenapaTsl 1Jis MOAJeP KK UMMYHHOI cucTeMBbl, obeperarb cedst 0T HH(EKIIMOHHBIX
3aboneBanuii [3].

BonbHOM o/mKeH ObITh XOPOIIO HHPOPMHUPOBAH O COOCTBEHHOM COCTOSIHUH, Ul TOTO, YTOOBI
C TIOMOIIBI0 TIOHUMAaHUS HIOAHCOB 3a00JI€BaHUS MOKHO OBIJIO CaMOCTOSITEIIBHO KOPPEKTHUPOBATh
COCTOSIHHE, TEM CaMbIM IpeI0TBpalias TsHKENbIe OCIEACTBHS.
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BoiBoabl: K panHuM npu3HakaM, MO KOTOPBIM MOKHO 3alof03puUTh y nanueHta CUHIpOM
Kpucra-Cumenca-Typena, OTHOCSATCS OTCYTCTBUE PECHMI] M OpOBEH, MOpeIeHHE BOJIOC, Cyxas,
TOHKasi M CBETJas KOXa, TuneprepMusi HesicHoM »sthojoruu. [lpu oOHapyxkeHuu panee
MEPEYHUCICHHOTO HEO0OXOAUMO MPOBECTH T'€HETHUYECKOE HccienoBanue (cekBenupoanue EDA /
EDAR/EDARADD). 310 MmOMOeT B CBOEBPEMEHHOM I10,100P€ a/IcKBaTHON TAKTUKHU BEJACHUS STHX
nauueHtoB. Jledenune nereit ¢ cuHapomoMm Kpucra-Cumenca-TypeHa - CHMNOTOMAaTHYECKOE.
MynpTUAMCHUITIMHAPHOE HAOIIOAEHUE Y IIeAnaTpa, CTOMaTojora, 3HI0KpPUHOJIOra, KapAuoJora,
racTpO3HTEPOJIOra, ajuleproyiora, AepMaToJiora, HEBpoONaTojora, OKyJIlucTa U OpTolNeaa MPUHECET
3HAYUTENIbHOE O0JIErYeHNEe )KU3HU 3TUX MAalUEeHTOB. TaKkke peKoMEeHI0BaHO: TepMoMeTpust 3 pa3a
B CYTKH, AHMeETa, Ooraras MpoAyKTaMH, COACPKAIUIUMU KaJbIIU, BUTAMUHBI U MHUKPOIJIEMEHTHI,
perynspHoe uccnenoBanue OAK u OAM.

3akarouenue: Cunapom Kpucra-Cumenca-TypeHa - mpumep Toro, Kak MyTalysi BCEro 0J1HOTO
reHa crocoOHa U3MEHUTD 1LIETIble CUCTEMBI: KOXKY, BOJIOCHI, 3yObl, TEPMOPETYISIUIO.

3aHuMasACh U3y4YE€HHUEM TaKHUX MMATOJIOTUH, MBI HE MMPOCTO TIOMOTaeM €AMHUYHBIM MAIlMEHTaM -
MBI pacraxkoBbIBaeM (yHIAAMEHTAJIbHbIE MEXaHU3MBbl SMOpHOreHe3a U audepeHIMpoOBKY TKaHEH.
3arparuBaeTcsi OYeHb BaXKHBIM aCIEKT T€HETUYECKOTO KOHCYIBTHPOBAHMS TEpe]] TUIAHUPOBAHUEM
OEpEMEHHOCTH.

Kpome Toro, 3T0 CHMHIpOM, TZie paHHSsS AMArHOCTUKA OYKBAaJbHO CIIacaeT KH3Hb: JICTH,
TUIEHHBIE TTOTOOTCIICHHS, PUCKYIOT TIOTHOHYTH OT THUIEPTEPMHUH B TIEPBHIC TO/IBI KU3HHU. 3HAHUE
¥ TOHWMaHWE TPHU3HAKOB SKTOJACPMATBHON AHTHIPOTUYECCKUN TUCIIIA3UM TIO3BOJISIET BOBPEMS
pacrmo3Harh OMAaCHOCTH IS TAI[MEHTa, HAIIPABUB €T0 K TeHETHUKY, TPENYyIPEInUTh MIeperpeB, HauaTh
CBOEBPEMEHHYIO JEPMAaTOJIOTUYECKYI0, CTOMATOJIOTUYECKYIO M TICUXOJIOTHYECKYI0 Koppekuuto. 1
HEMAJIOBAXHO, YTO M3y4YCHHE HTOW MATOJIOTMM MMEET 3HaueHUEe IJI Pa3BUTHUSl pereHepaTUuBHON
MEIUIIMHBI - TaK KaK MOHMMaHWe cUTHaNbHBIX mytet £DA, EDAR yxe ceityac ucnonb3yercs B
AKCIIEPUMEHTAX IO BHIPAIIMBAHNIO HCKYCCTBEHHBIX 3a4aTKOB 3yOOB M BOJIOCSHBIX (DOJTUKYIIOB [4].

OToT KIMHUYEeCKuH ciaydaii Obut mpeacrabieH 31.10.2025 roma ma HaydHo-npakTtuueckoi
koH(pepeHun «V obpazoBaTenbHas akaJeMusi MyJIbTUIUCIUILUIMHAPHON JepMaTOBEHEPOJIOTUN» B
pamkax BcemupHoOro aHs ncopuasa v 3aHsu1 3 MECTO.
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*Xam anvicamvin aemop: A.C. blovipvicosa — «Kazax Oepmamonocusi Jcone UHOEKYUsIbIK aypyiap
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Myooenep Kakmoiebicol: Asmopnap myooenep KaKmulebiCblHblY HCOKMbIZbIH MATIMOeO]

Aemopnapoviy yreci: bapnvik agmopnap ocvl MaKaiansl sxcasyea mey 0apedsicede Kamvicmul. Byn mamepuan
backa 6acblILIMOAPOa HCAPUANARY YULIH OYPbIH MINIMOCIMEEH JHeaHe DacKka DACLIILIMOApObIY KAPAYbIHA
YCOIHbLIMAEAH

Kaporcvinanowipy: xopceminmezen

KPUCTA-CUMEHC-TYPEH CUHJIPOMBI: KJIMHUKAJIBIK KAFJIAN

AHHOTanuA

Kazak Jlepmarosorus xoHe WHOEKIUSIBIK aypyilap FHUIBIMH OPTAJIBIFBIHBIH KIMHUKACHIHIA
CTAIIMOHAPJIBIK eMJIeyie OOJFaH aHTHIPOTUKAIBIK IKTOaepMatbbl quctuiazus (Kpucra-CumeHc-
Typen cUHAPOMBI) CHpPEK KE3JECETIH T'e€HETHUKAJIBIK aypybl Oap €p MalUeHTTIH KIWHUKAIBIK
JKar1aiibl YCHIHBUIFaH.

OnebueTTepii 63 OakpUIaybl MEH 3epTTeyl KIPMIKTep MEH KacTap.blH, TiCTepAiH O0IMaysl,
MIAIITBIH KYKApYbl, KYPFakK, KYKa KoHE aKIIbLI Tepi, Tep Oe3nepiHiH 00aMaybl CUSKTHI Oenriiep
Kpucra-Cumenc-TypeH CHHIpPOMBIHA KYIIKTEHYIIH aJIFalikbl Oenriiepi OOJbINT TaObIIaTBIHBIH
KOPCETTl, OJlap aHBIKTAJFaH Ke3[e TeHETUKAIBIK 3epTTey XKYPri3y KaxkeT, OyJl yaKbIThLIbI
COMKECTEHIIpyre KOMEKTeCe 11 OCHI MaMEeHTTEP/ 1 OacKkapyabiH 6apabap TakTukachel. Tek Oip TeHHIH
MYyTaIUsChl OYKUI OKyWenepal - TepiHi, IHamThl, TICTEPMAl, TEPMOPETYIALHUSIHBI ©3repTe
aJaThIH/BIKTaH, Oy MalMeHTTepre op TYpJi NpoduibAeri MaMaHdapAblH Kellcanaibl OaKblIaybl
KaXeT, OYJI MalMeHTTEPAiH oMIpiHe alTapJIbIKTal >KeHUIIIK OKeJIeIi.

MyHali nmatosiorusiap/ibl 3epTTey KYKTUIIKT1 Kochapiamac OYphIH T'€HETHKAJIbIK KEHEC
OepyaiH eTe MaHBI3Abl ACIIEKTICIHE dcep €Tyl KEPEK.

Tylinai ce3dep: aHTHAPOTUKANBIK OSKTOAEPMAlbAbl  JIUCIUIA3US, THUIOTHAPOTUKAIIBIK
sKTOAepMalb bl nuctuiaszus, Kpucra-Cumenc-TypeH cuHAPOMBI, KeTicalaibl eM/EY.
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CHRIST-SIEMENS-TOURAINE SYNDROME: A CLINICAL CASE

Annotation

A clinical case is presented of a male patient with a rare genetic disease, anhidrotic ectodermal
dysplasia (Christ-Siemens-Turner syndrome), who was hospitalized at the Kazakh Scientific Center
for Dermatology and Infectious Diseases.

My own observations and study of the literature have shown that signs such as the absence of
eyelashes and eyebrows, teeth, thinning hair, dry, thin, and light skin, and absence of sweat glands
are early signs that may indicate Christa-Siemens-Turner syndrome. If these signs are detected,
genetic testing should be performed to help select the appropriate treatment strategy for these
patients in a timely manner. Since a mutation in just one gene can alter entire systems - skin, hair,
teeth, thermoregulation - these patients require multidisciplinary monitoring by specialists in
various fields, which will greatly improve their quality of life.

The study of such pathologies undoubtedly touches upon a very important aspect of genetic
counseling prior to pregnancy planning.

Key words: anhidrotic ectodermal dysplasia, hypohidrotic ectodermal dysplasia, Christ-
Siemens-Turner syndrome, multidisciplinary treatment.
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Bknao aemopoe: Bce asmopvi éuneciu pasmoyenHwill 6K1a0 8 paspaboOmKy KOHYenyuu, 6vINoaHeHuUe
00pabomKu pe3yibmamos U HAnUCaHus cmamou. A6mopul 3a5861a10M, 4Mo OAHHLIIL MAMepual pamee He
nYyOIUKOBANCS U He HAXOOUTNCS HA PACCMOMPEHUY 8 OPYeUX U30AMENbCMeax

Dunancuposanue: [luromnoe ucciedosanue npoBOOULIOCh 8 PAMKAX OHOHNCEMHO20 PUHAHCUPOBAHUSL C
npedocmasaenuem |\CAP sxcnpecc-mecmos na BUY, BI'C u anmumena x cugpunucy

PE3YJbTATHI BUOIIOBEJEHYECKOI'O UCCJEIOBAHUS CPEJM JIOJEN,
YHOTPEBJAIOHNINX THBEKIIMUOHHBIE HAPKOTUKMU,
MNPOBEJEHHOI'O B I'OPOJE ITABJIOJAP B 2024 I'O1Y

AHHOTaUA

B crathe mpexacraBieHbl pe3ynbTaThl MUIOTHOTO OMOIOBEIEHUYECKOTO HCCIIEIOBAHUS Cpeau
JIUL, YHOTPeOSIOIMX MHbEKIIMOHHBIE HAPKOTHKH, IPoBeAEHHOTO B ropoe [laBnoaap B 2024 roxy.

B unccnenoBanuu, OblIM YCOBEPIIEHCTBOBAHBI KPUTEPUH BKJIFOUYEHUS PECIIOHIEHTOB, METOIbI
pacuéra BBIOOPKM M TIpoleayp OTOOpa Y4acTHUKOB, a TaKKe ONTUMHU3UPOBAaH Ipolecc coopa
CepOJIOTMYECKUX M IMOBEACHUYECKUX NaHHBIX. [IpemycMoTpeH mepexoj K 3JeKTpOHHBIM (popmam
perucTpanuy, YCUJIEHbl CHUCTEMBl KOHTPOJS KayecTBa, MOJEPHU3HPOBAHBI HHCTPYMEHTHI M
BHEJIPEHO FKCIpecc-TecTupoBanue ais uccinenaosanus Ha BUY, BI'C u cuduiuc (3amena aHanmza
CYXOM KaIu KaluUIIPHON KPOBH).

[IpumeHeHa ycOBEpIIEHCTBOBAHHAS METOAOJOTHs, YTO OOECHEeYMsIO BBICOKYIO TOYHOCTh
oneHkn pacnpoctpanéanocty BUY, BI'C wu cudwunmca, mMO3BOJWIO BBISIBUTH KIIFOUYEBBIC
noBeicHYecKue (akToOpbl pUCKa U YIY4YIIMTh MOHUTOPUHI Iporpecca B JOCTH)KEHHUU IEJEBBIX
nokasareneit FOHDUC «95-95-95» [1]. JlaHHOE HCCIEIOBaHHE PACIIHPHIO HOCTYIHOCTb K
COBPEMEHHBIM MPOQPHIAKTUYECKUM MPOrpaMMamM, BKIIOYasi CaMOTECTUPOBAHUE U JTIOKOHTAKTHYIO
poUITAKTHKY.

KuroueBble cjioBa: KII0OUEBbIE TPYIIBI HACETIEHUS, OMOMOBEIEHYECKOE UCCIIEIOBAaHKE, JIIOH,
yHnoTpeOIsIonue NHHEKIIMOHHBIE HAPKOTHKHU, pacrpocTpaneHHoct BUY, Bupyca remarura C,

CI/I(bI/IJ'II/Ica, HpO(bI/IJ'IaKTI/ILIeCKI/IC IIporpaMmbl, JOKOHTAKTHAas HpO(l)I/IJ'IaKTI/IKa, CaMOTCCTUPOBAHHC Ha
BHY.

AKTYaJIbHOCTh

OnHuM 13 OCHOBHBIX myTel pacnpoctpanenus BUU-undexnuu B [1aBmogapckoii o6aacTu, Kak
u B Kaszaxcrane B 1enom, sBIseTCS NapeHTEpabHbIA NMPU UHBEKLMOHHOM HApPKONOTPEOICHUH.
Puck nepenaun BUY-undexkuuu npu HeOe30MaCHBIX MApEHTEPATbHBIX MPAKTUKAX 3HAYUTENBHO
BBIIIIE, YEM IIPU HE3ALLUIIECHHBIX IOJIOBBIX KOHTaKTaX, o3ToMy nonaganue BUY B nomysmsmuio
JIVUH npuBoguT K OBICTPOMY pPacHpOCTPaHEHHIO MH(EKLUUU 4Yepe3 COBMECTHbIE MHBEKIHUH C
UCIOJb30BAHUEM HECTEPWJIbHBIX ILIIPHULEB, MWIJ, HPUCHOCOONEHUH M  pacTBOPOB UL
MpPUroTOBIEHUST HapkoTuka. Pacmpoctpanennocts BUY-undexnuu cpeau JIYUH mo manHbM
SMUJIEMHOJIOTMYECKOTO CISKEHUs 3a pacnpocTpaHeHHocThio BUY-ungexmuun (3CP) 2022 rona
cocraBmia - 14,5%, uto BbIlIEe YeM cpeau cekc paboTHukKoB (2023r. — 2%) U cpeau MyXKUuH,
HUMEIOIIHX ceKC ¢ MyxurHamu (2023r. — 6%).

[TaBnogapckass o6nacTb OblJa BbIOpaHa MNHJIOTHBIM — PETMOHOM  JUIA  HPOBEAEHUS
OMOTIOBEJICHYECKOTO HCCIIEIOBAHUSL CPElU JIUL], YHOTPEeONISIONUX HHBEKIHUOHHBIE HAPKOTUKU
(JIVUH), B cBsi3u ¢ BbIcoKo# pacnpoctpanéHHocTbio BUY B pernone. Ilo nannsm 2022 rona,
pacrpoctpanénnocts BUY cpenu JIYUH B ropone IlaBnogap coctasnsina 14,5%, BI'C - 46,9%,
aHtuten K cupuiaucy - 2,9%. VHbEeKIHMOHHOE yNOTpeOieHHe HApKOTHUKOB MPEUMYIIECTBEHHO
(UKCHPOBAIOCH CPEM MYKUMH: MOKa3aTeIu cpeay MYKYMH ObUIM B 5,4 pa3a BbIIIE, UeM Cpeau
KEHILHH.
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JIVUH ocrtaroTcss 0JHOM M3 KIIIOYEBBIX I'PYIII, ONPEACIAIOIMNX AMHAMUKY snuaemMuid BIY,
BupycHoro remaruta C u cuduiamca. Bpicokas ysa3BUMOCTh 3TOH Tpymmbl 00yclIoBIIeHA
COBMECTHBIM HCHOJb30BaHUEM HHBEKIIMOHHOTO 000pYyIOBaHMS, HEOE30MACHBIMH CEKCYallbHBIMU
MPaKTUKAaMU M COLMATBHONW MapruHaIu3aIueii, 4To CIoCOOCTBYET (DOPMHPOBAHUIO CKPBITHIX
odaroB MH(MEKIHA, CIOCOOHBIX PACIPOCTPAHATHCS 3a MpPEAeibl JAHHOW TPYIIBI U 3aTParuBaTh
oOiee Hacesenue [2].

Baytpu nonymsiiuu JIVUH nabmtogatoTes moCTOSTHHBIE M3MEHEHUS: TIOSIBIISIFOTCSI HOBBIE BUIBI
HAapKOTHYECKUX BEIIECTB, METOJbl HMX pACIPOCTPAHEHHS, OCOOCHHOCTH WPUTOTOBICHHUS W
yrnotpebsieHust. OTH  (akTOpsl MOTYT OKa3blBaTh 3HAYMTENBHOE BIIMSHHE Ha JalbHEHIIee
pactpoctpanenne BUY u  comyrctByrommx — uH(eknmid.  [IpoBemeHme  perymspHBIX
OMOIMOBEACHYECKUX MCCIIEI0BaHUN MO3BOJIAET AETAaIbHO M3Y4YHTh MOBEJIEHYECKHE OCOOEHHOCTU
JIVUH u Ha OCHOBE MOJYYEHHBIX JAaHHBIX KOPPEKTUPOBaTh MPO(UIAKTUYECKHE CTpaTeTHH,
pa3pabaThiBaTh II€JEBbIE€ MPOTPAMMBI CHWKEHHUS PHUCKAa W YAy4YIIaTh SMUIEMHUOJIOTHYECKUN
KOHTpOJIB [3].

Hean: npoBectu ananu3 pacnpocrpaneHHoct antuten k BUY, BI'C u cudunucy, a Takxke o
BupycHoll cynpeccun BUY u Qaxrtopax, cBszaHHbIX c mnepepaueil BHUY, B coueranuu c
MOHHUTOPHHIOM TMOBeAeHUYecKuX Moaenen cpenu JIYUH ropoaa Iasmonap.

Martepuag u meroabl uccjaenoanus: [[ns npusnedenus JIYHUH B Bo3pacte 18+ et B ropoae
[TaBogap MCHoNB30BaJICS METOMA BBHIOOPKH, ympasisieMoil pecronaentamu (Respondent-driven
sampling — RDS) [4]. UWnxrepBbroepsl cobupamn wuHGOpPMAIUMO O JeMOrpaduuecKux
XapaKTepUCTUKaX M PHUCKOBAHHOM MoBefeHHH. OOpas3ipl KpOBH TECTUPOBAINCH HAa MECTE
MPOBEACHUST MCCIEOBAHUS C HCIOJb30oBaHWeM dkcmpecc-tectoB Ha BUY, BI'C, cudunuc u
BupycHyo Harpy3ky BUUY (BH). B3pemennsie orieHkn ObLTH TIOJIyUEHBI ¢ MCTIOJIb30BaHneM RDS-
Analyst.

Pa3mep BbIOOpKH: [ocTurHyTHId pa3zmep BbIOOpkH (400) mpeBBICHI IIE€JIEBOM MOKa3aTelb
(370) na 8,1%.

Pesyabrarsl: B uccnenoanuu npussuio ydactue 400 JIVUH, u3z vux 60 xenmmH u 340
MyxunH (Tabnuma 1). MenuanHblii BO3pacT 0OCIEAOBAaHHBIX COCTaBWUI 32 TOHa, MPU STOM
YKEHITUHBI ObLTH MOJI0Ke MY>kuuH (30 jeT mpoTtus 33 jeT).

Pacnpoctpanennocts anturen k BUY cpenu JIVMH cocraBuna 9,0% kak cpeau KEeHILMH, TaK
U Cpellu MY>KYHMH, YTO YKa3bIBaeT Ha COMOCTaBUMBIA YPOBEHb MOPAKEHHOCTH B OOEUX IpyMmax.
AHajornyHas CUTyalys oTMedeHa 1 s couetanHou nnpeknun BUY+BI'C, pacripocTpaHeHHOCTh
B KOTOPOM cocTaBuja B 1esioM 8,6%.

Tab6muma 1. Pacipoctpanennocts 6nomapkepos cpeau JIYUH B ropone IlaBnonap, 2024 r.

XaparepreTik JKenumunel My>KUUHBI Bcero
n=60 n=340 n=400
ﬁ%ﬁ;ﬂi&m 30% (27 - 36) 33% (28 - 38) 32% (28 - 37)
PacnipoctpaneHHOCTD 9.0% 9.0% 9.0%
artuTen kK BUY (0-21.7)* (5.6 - 12.5)* (5.3-12.7)*
PacnipoctpaneHHOCTD 58.6% 50.3% 50.3%
arturen kK BI'C (42.4 - 75)* (42.1 - 58.6)* (42.3 - 58.3)*
PacnipocTpaneHHOCTD 8.5% 8.6%
o & BUY n BIC 8.9% (0- 21)* (5.2 - 11.8)* (4.9-12.2)*
PacnipocTpaneHHOCTB
aHTHUTEI K BO30YIUTEIIO - 0.6% (0-1.3)* 0.5% (0-1.1)*
cuduimca

* Toueunas onierka B % (95% JAN)
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Pacnpoctpanennocts anturen k Bupycy rematuta C (BI'C) cocrasuia B nenom 50,3%, Gomnee
BBICOKME 3HAYEHMsI 3apErUCTPUPOBAHbI cpeau >keHUIUH (58,6%) Mo cpaBHEHHIO C MYXYMHAMHU
(50,3%).

Pacnipoctpanénnocts anturen k Bupycy remnarutra C (BI'C) okazanach 3HaYUTENIBHO BBIIIE U
cocraBmia 50,3% B o0mieii rpymrie, mpu 3ToM 00Jiee BEICOKUE 3HAUCHHSI 3aPETUCTPUPOBAHBI CPEIN
xeHuuH (58,6%) no cpaBHeHuto ¢ myxunHamu (50,3%).

AnTuTena K BOo3Oyautento cuduiica BoIABISUIUCH peako - 0,5% B oOuied rpymme, ciydau
OTMEUYEHBI TOJILKO CPEN MY>KUHUH.

B nenom pesynbraThl CBUAETENLCTBYIOT O BbICOKON pacnpoctpaneHHocTd BI'C u BUY, uto
MOJTBEPXKAAaeT HEOOXOJAUMOCTh YCHJICHHS MPO(MUIAKTUYECCKUX, JAUATHOCTHYECKHX M JIEYeOHBIX
MEpPONPUATUHI B JAHHOW KIIFOYEBOU IpyIIIE.

PacnipoctpaneHHOCTh OCHOBHBIX (popM prckoBaHHOro mnoseneHus cpeau JIYMH B ropone
[TaBnonap nmo ganHeiM 2024 roxa, ¢ pa3/eleHMEM IO MOy OTpakeHbl B Tabnuua 2. OmacHoe
WHBEKIITMOHHOE MOBEICHNE B TeueHue nocineanux 30 nuei npaktukoBainu 66,8% pecrioHIEHTOB B
LIEJIOM, ITPH 3TOM CPEJIU KEHIIMH JIaHHbIN oKa3aTesnb Bolie (77,8%), ueM cpeau myxuuH (64,7%).

BonsmmucTBo JIVUH coolbmmianu 00 ynoTpediaeHNN HUHBEKIIMOHHBIX HAPKOTUKOB 00JIee 0JHOTO
paza B Hememo 3a mocinenHuit mecsi (70,5%), 9TO yka3plBaeT Ha BBICOKYIO MHTCHCHBHOCTH
ynoTpeOieHus, ocodeHHo cpenu xeHwH (78,1%) nmpotus 69,1% y MyXduH.

Tabnuma 2. PuckoBannoe nosenenue cpeau JIYUH B r. [1aBnonap, 2024 r.

XapaxkTepucTuku™ JKeHmnnbI My)X4unHBI Bcero

Hebe3onacHoe
UHBEKIIMOHHOE [I0BEIEHNE 77.8% 64.7% 66.8%
B TeueHue mociaeanux 30 (64.9-90.7) (58.4-70.8) (61 -72.5)
THEen**
Ynotpebnenue
ﬁ:ﬁfgf;?:;{ Igc))(ﬂee OJIHOTO 78.1% 69.1% 70.5%

P a (66.3 - 89.9) (63.2 - 74.9) (65.4 - 75.7)
pasa B HEJICIO B TCUCHUE
nociaenaux 30 nuen
Iepenosuposka 14.4% 8.2% 9.2%
HapKOTHUKaMU B TCUCHHUE (1.8 - 26.7) (45-11.8) (5.5-12.8)
nociaenuux 12 Mecsies
Hcnonp3oBanue
Mpe3epBaTHBa IIPH
MHOCJIEIHEM II0JIOBOM aKTE 32.5% 43.1% 41.3%
C IIF00OBIM TAPTHEPOM B (17.7 - 47) (35.6 - 50.5) (34.7 - 47.9)
Teuenue nociaeqaux 30
THEN

* Toueunas onerka B % (95% JAN)

** Jlrobas w3 CHenylImuX NpakTHK 3a mocieqaue 30 JHEN: COBMECTHOE HCIONb30BaHUE
IITPULIOB/UTI, HA0Op mpenapara M3 OJHOW EMKOCTH HECKOJBKHUMH JIOAbMH, TepeIrnBaHUE
COJIEP’)KUMOTO MEXY IIMPUIIAMH, UCTIOJIb30BaHKE O0IIeH )KUIKOCTH JUTsl IPOMBIBKH, CMEIIINBAHUE
KPOBM C HapKOTHUYECKHM BEIIECTBOM, MPUMEHEHHE TOTOBBIX IIMPHUIEB WU Tepeaada Yxe
WCIOJIb30BAHHBIX HIMPHUIIEB TPETHUM JIUILIAM

@akThl TNEpeo3UPOBKM B TEUCHHE NOCIeTHUX 12 MecsueB Obuin oTMeuyeHbl y 9,2%
OTIPOIICHHBIX, IPU 3TOM JIaHHBII MOKa3atenb cpean >keHIuH (14,4%) mpeBblian TakoBOM cpean
Myx4uH (8,2%), 4TO yKa3bIBaeT Ha MOBBIIIEHHBIE PUCKU IS )KEHCKOM MOATPYIIIHL.
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Hcnonp3oBaHue mpe3epBaTUBA MPH IOCIEIHEM IOJIOBOM KOHTAKTE C JIIOOBIM HapTHEPOM
0CTaBaJIOCh HU3KUM U cocTaBmio 41,3% B oOmieil rpynme, npu 4eM >KEHIIUHBI PEKEe UCHOIB3YIOT
npesepBatuBbl (32,5%) 1o cpaBHeHMIO ¢ My>)kunHamu (43,1%).

B nenom naHHbBIE yKa3bIBalOT Ha BBICOKMM ypOBEHb IOBEICHYECKUX PUCKOB cpeau JIYIMH,
0COOGHHO B YAaCTH WHBEKIMOHHOTO ¥ CEKCYaJbHOTO TIOBEJIEHHS, 4YTO MOJYEPKHUBACT
HEO0XOAMMOCTh YCHIICHUS TPOPHUIAKTHUECKUX POTPAMM CPEIH JAaHHOH KIIFOYEBOW TPYIIIIHI.

VYpoBeHb oxBarta Npo(MIAKTUYECKUMHU IMPOTpaMMaMH, B HOpPMax M KPAaTHOCTU COTJIACHO
HOpPMAaTHBHBIM JIOKyMeHTaM [5], u TectupoBanuem Ha BUY JIVUH B ropone [TaBnogap B 2024 roxy
HemocTaTouHbli (Tabmuua 3). OcBeIOMICHHOCTh O JOKOHTAakTHOM mpodunaktuke cpeau JIVIH
cocraBmia 28,3%, npu 3toM (pakrrueckoe npumeHenne JIKII ocraercs kpaitne Hu3kum - 0,6%.

Tabmuma 3. OxBat mporpamMmamu npoduiaktuku U TectupoBanne Ha BUY cpeau JIYHUH B T.
[TaBnonap, 2024 r.

XapakTepucTuku™ n=400
OcgenomienHocts 0 JIKIT 28.3% (23.0 - 33.5)
B nacrosimiee Bpemst npuanmarot JIKIT** 0.6% (0.1-1.2)
OxBaT nmporpamMMamu npoduirakTuku™ ** 37.5% (31.0 - 43.9)
[Monyuanu npoduITakTHUECKHE YCIYTH OT ayTpry- 27% (21.6 - 32.4)
pabOTHHKOB B TEUYEHHE MOCIIEAHUX 6 MECSIICB

TecrupoBanue Ha BUU B Teuenne mocieqaux 12 mecsien™* 61% (54.8 - 67.3)
Hcnone3oBanne camorectupoBanus Ha BUY B TeueHne 1.5% (0.4 - 2.7)
nocienaux 12 Mmecsues**

* Toueunas ouenka B % (95% JAN)

** Cpenu Bcex J0JIeH, UCKITIOYas TE€X, KTO yXke 3Hall 0 cBoeM BUU-110y10)KUTEIPHOM CcTaTyCe
*#% Kak MUHUMYM 2 yCIIyru B T€YEHHE MOCIEIHUX 3- MECALIEB U3 CIEIYIONINX: MPe3epBaTUBBI,
HITPUITBI, yCTHAsE nHGopMarius o cHkennn pucka BUY cpean Bcex BUU-oTpuniatenbHbIX JTHIT

OxBar nmpouiIakTHYECKUMU MporpaMMaMu B 1eioM coctaBui 37,5%, a nmpodunaktudeckue
yCIyTU OT ayTpud paOOTHUKOB B TEYEHHE MOCIEAHMX 6 MecsleB Mojaydand Jumb 27%
PECIOHJIEHTOB, YTO OTpaXKaeT OTPaHUYEHHBIN 0XBaT HanboJiee YI3BUMbBIX MPEJCTaBUTENEH TaHHOM
TPYIIIBIL.

TectupoBanue B TeyeHue mnociaeaHux 6 wmecsueB npouum 61% JIVUH, omnako »ToT
MOKa3aTesb OCTAeTCS HEJOCTATOUYHBIM ISl PAHHETO BBISIBIICHUS HHPEKIINU.

Hcnonp3oBaHne CcaMOTECTUPOBAHMS MPAKTUYECKW He pacnpoctpaHeHo - 1,5%, uro
CBUJETEIHCTBYET O HU3KOM IOCTYIMTHOCTU WM HH(OOPMHUPOBAHHOCTH O JAHHOH YCIIyTE.

B nenom no curyanuu, He0OXOAUMO PACIIMPATH 0XBAT MPO(UIAKTHIECKUMH IPOTpaMMaMu,
aktuBHO npoasurath [IKII u camoTecTupoBanue, pacupsTh JOCTYIHOCTh TECTUPOBAHUS 32 CUET
ayTpuu pabOTHUKOB M MHHOBaMOHHBIX (hopm cpenu JIYUH B r. [TaBnonap.

[IpouieHTsl, MOKa3aHHbIE Ha rpaduKe, OTHOCATCS K YCIOBHBIM IensM 95-95-95. Bricota
CTOJNIOIIOB TpECTaBIsAeT Oe3ycIOBHBIE MPOICHTHI Ui KaXA0To Mokaszarens cpenu Bcex JIVUH,
xuBymux ¢ BUY. Ilnanku norpemHocreit npenctasistor 95% AU (pucynok 1).

Huarnoctuka, oxBaT APT, cHWKEeHUsS BUPYCHON Harpy3ku o00s3aTeIbHO CBSI3aHO C HATUYUEM
JOKYMEHTA, YAOCTOBEPSIONMI JTUYHOCTh. A Takxke ¢ oco3Hanuem JDKB JIYVUH na uzmenenus
PUCKOBaHHOTO MOBE/ICHHS HA MEHEE PUCKOBAHHOE, KEJIaHUE KU Tb, U IPUHUMATH JICUCHHUE.

44



Bonpocul depmamonocuu u seneponocuu, Ned (94), 2025

100%
90%
80% I
70%
60%
oo 849%
40% (0 0
Ao S 87%
20%
10%
0%

JIYUH, xusymue ¢ BUY (%)

JnarHocTrpoBaHbI Ha APT C BHUpycHOH cymnpeccuen

Pucynox 1. IIporpecc B noctmxkenun nenet «95-95-95» cpenn JIYUH
B 1. [TaBrosap, 2024 r. (n=43)

Ha pucynke 2 nokazan kackag npenocrtasienus [KII cpeau JIVUH B r. [1aBmoaap.
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Ocgenomienst o JIKIT Koraa-nmn6o npuHumanm [puaumarot AKII B
JKII HACTOsIIIEe BPEMsI CPENU TEX
KTO KOTJa-TH00 IpUHUMAIT
JKII

Pucynok 2. Kackan npepocrasinenus JKII cpenu JIVIH
B I. [TaBmosap, 2024 r. (n=363)

Ocgenomnennocts JIYUH, npuem JIKII cBs3an ¢ metoaukoii uccnenoanus - PJIC (Bb16opka,
MOCTPOEHHAsl CAMUMHU peCIioHJIeHTaMu). B nccnenosanue npusiekanuch HoBble JIYHHBI, KoTOpbIe
HUKOTJ]a paHee He NPUBJIEKATNCh B MPO(UIAKTHYECKHE MporpamMmbl. B naHHOM ciyyae ux
OCBEJIOMJICHHOCTb cocTaBmia - 28%, npunumatot JIKII B HacTosee Bpems — 17%.

BpIBOIbI

- MHccnenoBanue BbIABIIIO pacipocTpaHeHHOCTh aHTutTen kK BUY cpenn JIVUH na ypoBHe
9%, BI'C - 50,3%, xoundexmun BUU/BI'C - 8,6%. Ilo cpaBHenuto ¢ uccnenopanuem 2022 rona,
rae pacupoctpaneHHocth BUY cocraBnsma 14,5% (95% AU: 10,1-19,0), Tekymas omeHKa HIXE,
OJIHAaKO IEPECEKAIOINECs TOBEPUTEIbHBIE UHTEPBAJIBI YKAa3bIBAlOT HA TO, YTO CHMKEHUE MOXKET
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OBITh CTATUCTUYECKH HE3HAYUMBIM. Pacripoctpanennocts antuten k BI'C octaercs cxoxeit (50,3%
npotuB 46,7% (95% HAU: 40,2-53,3)). PacnpocTpaHeHHOCTh AHTHTEN K CHUQIINCY TaKXKe HE
MOKa3bIBaCT 3HAYUTEIBHBIX U3MEHEHHI 110 cpaBHEHHIO ¢ 2022 roaoMm - 2,9% (95% JIU: 0,8-5,0).

- Cpemun BUY-nonoxurensubix JIYUH 83,8% 3nanu o cBoem craryce, 97,4% u3 Tex, KTo
3HaJ 0 cBoeM cratyce, noiydanu APT u 86,8% u3 tex, kro nonyuan APT u npoien recTupoBaHue,
JIOCTUTIIM BUPYCHOM CYMPECCHH, YTO OTpa)kaeT 0OHAJEKHMBAIOIIUN MPOTrpecc, B OCOOCHHOCTH B
noctuxeHuu nepBbix 95%. B nenom, 69% JIYUH, xuBynmux ¢ BUY, umenu BUpycHYIO CylpeccHio.

- Bricokne mnokazarenu HEOE30MaCHOTO HHBEKIMOHHOTO TMoBeneHus (66,8%) u Huzkoe
WCII0JIb30BaHue mpe3epBaTHBOB (41,3%) nmpomomkaroT criocoOcTBoBaTh nepeaade BUY-nndekmmm.
OrpanudeHHbll oxBaT mnpodumiakTuueckumMu mnporpammamu  (40,1%), HU3KHI  ypOBEHb
tectupoBanus Ha BUY, auskas ocsenomiieHHocTh 0 JAKIT (28,3%) 1 nucnons3osanue JIKII (0,6%)
YKa3bIBaIOT Ha CYyIIeCTBEHHbIE TPoOenbl B podunaktuke BUY-undexunu.

Pexomenpanuu

Yeunute npodumnaktudeckyro padoty cpeau JIVUH, ¢ poxycom Ha:

- CHU)XXEHHME PHUCKOB HE0e30MacHOr0 HMHBEKIMOHHOro mnoBeneHus (66,8% NpakTUKYIOT
MHBEKIUHU 6€3 CTEPHIIBHOTO 000pYyI0BaHUS);

- MIOBBIIIIEHNE UCTIOIb30BAHUS MPE3EpPBATUBOB MPHU CEKCYyalbHBIX KOHTaKTax (41,3%);

- pacmmpenue oxpara nporpamm JKII, tectupoBanus u nHGOpMaMOHHO-00pa30BaTEIbHBIX
MEpPOTIPUATHI, YTOOBI YBEIMYNUTH OCBEIOMJIEHHOCTh U JOCTYH K MPOQMIAKTUUECKUM CEpBHCAM
(ocBemomutenHocth o JIKII ceituac 28,3%, ucnonbzoBanue JIKIT - 0,6%);

- IloBbiieHne MHPOPMHUPOBAHHOCTU M IPENOCTABIIEHUS YCIYT camoTecTHpoBanus Ha BUY
(1,5%).

- IloBpimenune oOmeit BupycHoi cynpeccuun cpeau JIYUH Beime 69% 3a  cuer
JOTIOTHUTENBHBIX MEp MOJIEPKKU (KOHCYIbTUPOBaHME, HamoMuHaHus, npusiedeHue HIIO u
HOBBIX KJINEHTOB);

- Ilponmoikate peryisipHblii MOHUTOPHUHT pacnpocTtpaHeHHocTn aHtuten Kk BUY, BI'C u
cudunucy cpeau JIYUH, Bkitouas o1eHky:

- 0XBaTa NPOPUIAKTUYECKUMHU IPOTpaMMaMu;

- MOKa3aTrejeil TeCTUPOBaHHUA, OCBEIOMIIEHHOCTH O cBoeM BUY craryce u NOKOHTaKTHOMU
PO UITAKTHKH;

- oxBata APB Tepanueil u noctmkenus BupycHoi cynpeccuu cpeau JDKB JIYHUH.

- pacimidpeHHe MporpaMMbl  MPO(UIAKTUKA MEepeo3UpOBOK, BKiIOUas oOydeHHe
pacrno3HaBaHUIO CUMIITOMOB U 00ecliedeHre JOCTYITHOCTH HAJIOKCOHA, C MPHOPUTETHBIM OXBATOM
xeHmuH-JIYH.

- CokycupoBath pecypcenl Ha noBsiieHue oxsata JIYUH npoduiakruueckumu nporpaMmMmamMu
(B Hacrosmiee Bpems 40,1%) 3a cyer BbAETIEHUS TOCYAAPCTBEHHOTO coluanbHOro 3akaza HITO.

NMenHno OuOMOBENEHUYECKUE HCCIEIOBAHMS Cpeld KIIIOYEBBIX TPYII HACENEHUS MOTYT
MPEIOCTAaBUTh PENPE3CHTATUBHBIC JAaHHBIE Ui OINpeleleHus MaciiTada mpoOieM, CBS3aHHBIX C
BUY-undexnueit u mporpecca yCWIHi, HAmpaBIE€HHBIX Ha HMX peUIeHHE, A IMepecMoTpa
nokasaresueit 3pPpekTUBHOCTH MPOPUIAKTUIECKUX MEPONPUSTHI M X COBEPIICHCTBOBAHMUS, IS
dbopMupoBaHUs IeNel W 3a/1ad IUTAHUPYEMBIX MpoQIporpaMmM, pacuera TpeOyeMBIX pPECcypcoB.
Pe3ynbTatel JaHHBIX MCCIENOBAaHUI OYAyT CIIOCOOCTBOBATH pa3pabOTKE W COBEPILIEHCTBOBAHHIO
HAay4yHO OOOCHOBAaHHOW TOJUTHKH M TMPO(UIAKTHUECKUX BMEIIATEIbCTB 32 CYET MOJyYeHUs
JOCTOBEPHBIX JAHHBIX O TMOTPEOHOCTSX KIIIOYEBBIX TPYMN HACelIeHHUS B MPOPUIAKTHUECKUX,
MEJIMLIUHCKUX U COLUATIBHBIX YCIIyrax.

CnHcok MCcnoIb30BaHHBIX HCTOYHHKOB:
1. Tlonutnueckas nexnapauus no BUY u CIIN/ly: uckopeHeHrne HepaBeHCTBA M CTAHOBJICHUE

Ha Ilyts, MIO3BOJISIFOIIAN HUCKOPEHUTH crma K 2030 rofy.
file:///C:/Users/%D0%9B%D0%BE%D0%BB%D0%B8%D1%82%D0%B0%20%D0%AE%D1
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Politicheskaya deklaraciya po VICh i SPIDu: iskorenenie neravenstva i stanovlenie na Put',
pozvolyayushchij iskorenit' SPID k 2030 godu.
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2. Biobehavioural Survey Guidelines for Populations at Risk for HIV. PykoBoacteo BO3 o
CTaHJIapTy MpPOBeAEHUsI OMOMOBENIEHYECKUX OMPOCOB JUIsl KIFOYEeBBIX rpynm, Bkitouyas JIVUH u
Ipyrve, C  ONHMCaHHWEeM  HWHIUKATOpOB,  JAu3aiiHa, BBHIOOPKM U cOopa  JaHHBIX.
(https://www.who.int/publications/i/item/978-92-4-151301-2?utm_source=chatgpt.com)

Biobehavioural Survey Guidelines for Populations at Risk for HIV. Rukovodstvo VOZ po
standartu provedeniya biopovedencheskih oprosov dlya klyuchevyh grupp, vklyuchaya LUIN i
drugie, S opisaniem indikatorov, dizajna, vyborki i shora dannyh.
(https://www.who.int/publications/i/item/978-92-4-151301-2?utm_source=chatgpt.com)

3. CDC Biobehavioural Survey Guidelines (Global). PykoBoactBo mo mpoBeacHHIO
OWomnoBeleHUeCKHX  oOciaenoBaHM  cpeau  KiIoueBblx  rpynn (B T.4.  PWID)
(https://stacks.cdc.gov/view/cdc/50667/cdc_50667 DS1.pdf?utm_source=chatgpt.com).

CDC Biobehavioural Survey Guidelines (Global). Rukovodstvo po provedeniyu
biopovedencheskih  obsledovanij  sredi Klyuchevyh  grupp (v t.ch. PWID)
(https://stacks.cdc.gov/view/cdc/50667/cdc_50667 DS1.pdf?utm_source=chatgpt.com).

4. NHBS-PWID2022 Formative Assessment Manual. (https://archive.cdc.gov/iwww_cdc
gov/hiv/pdf/archive/nhbs/NHBS-PWID2022_Formative_Assessment_Manual.pdf?utm_source=
chatgpt.com

5. Ilpuka3z Munuctpa 3npaBooxpanenust PecryOnuku Kazaxcran ot 19 oktsa6ps 2020 roga Ne
KP JICM-137/2020 «O06 yTBEp>KICHHH MpaBUI MPOBEACHUS MEPONPUATUH MO MPOPUIAKTHKE
BUY-undexumy.

Prikaz Ministra zdravoohraneniya Respubliki Kazahstan ot 19 oktyabrya 2020 goda Ne KR
DSM-137/2020 «Ob utverzhdenii pravil provedeniya meropriyatij po profilaktike VICh-infekcii».
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I'.M. AxmeroBal, JLIO. l'anuna'*, A.Y. lepoucaiosa’,
I'.K. XacenoBa®, A.M. AcbLIXaHOBa’
L«Kaszak JlepmaTonorus sxoHe HHPEKIUANBIK aypyap FeUIbIME opTaisEsh [IDKK PMK,
Anmarsl K., Kazakcran
2«ITaBnonap o6mbicThK XKUTC-TiH anabiH amy koHe Kypecy kKeHinaeri opTaasirsy KMKK
[TaBnonap k., Kazakcran

*Xam anvicamvin aemop: J1.1O. I'anuna — «Kazax depmamoinoaust jcone UHQEeKyusivlK aypyiap eblibimu
opmanvizvly IDKK PMK, Anmamer ., Kazaxceman, e-mail: epid_@kncdiz.kz

Mpyooenep Kakmoiebicol: Asmopnap myooenep KaKkmuvleblCbIHbIY HCOKMbIEbIH MATIMOEUO]

Aemopnapowviy yneci: bapnvik agmopiap ocvl MaKkaiansl sxcasyea mey dapedsicede Kamoicmul. Byn mamepuan
backa 6acbLILIMOAPOa HCAPUSIAHY YULIH OYPbIH MITIMOCIME2EH JHeaHe DacKa DACLLIBIMOApPObIY KAPAYbIHA
YCOIHbLIMAEAH

Kapocornanowvipy: [urommuoix 3epmmey ICAP-ka AUTB, HCV scone mepesee Kapcol anmuoenenepee dceoel
mecmmep bepe omuvlpvin, OI00HCEMMIK KAPAHCHLIAHObIPY ulenbepinoe JKHCypeizindi

2024 KbLJIbI ITABJIOJAP KAJTACBIH/IA KYPI'I3IUVI'EH UHBEKIIUAJIBIK
ECIPTKI KOJITAHATBIH ATAM/JIAP APACBIHJAATBI BUO-MIHE3-KYJIBIK
SEPTTEYIHIH HOTHU/XEJIEPI

AHHOTAIUA

Makanana 2024 xbutel [1aBnomap KamacklHAa KYPriziireH HHBEKITUSIIBIK €CIPTKI KOJITaHATHIH
azamIap apachlHIAFbl MJIOTTHIK OMO-MIHE3-KYJIBIK 3€PTTEYIHIH HOTHKENEPl KETIpUITeH.

3eprrey OapbIChIHA PECIIOHIECHTTEP/Il KOCY KPUTEPUMIIEP], IPIKTEY/II €CENTey SICTEPl JKOHE
KaTBICYIIBLIAPIbI  IPIKTEY Mpoueaypagapbl >KETULMIPUIAl, CEPOJOTHSUIBIK >KOHE MIHE3-KYJIBIK
JepeKTepiH XKUHAY Mpoleci OHTAMIaHABIPHULAbL. TipKeyliH 3JeKTPOHIBIK HbICAHJIAPbIHA KOIlY
KO3JIeJITeH, callaHbl OakplIay sKyhenepi KyImenTul, Kypanaap ®KaaFelpThuiasl xxoHe AUTB, BI'C
XKoHe Mepesre (KamwuLIpiblK KaHHBIH KYpPFaK TaMIIBICHIH TajJayAbl aybICTHIPY) 3€pTTEy YILIiH
IKCIIPECC-TECTICY SHTI3 UL

AWTB, XBK xoHe Mepe3/iH TapalyblH OaranayblH >KOFapbl JANIITIH KaMTaMachl3 €TETiH,
MiHE3-KYJIBIKTBIH HETi3r1 Kayil (akTopiapblH aHBIKTayFa KOHE IOHQﬁHC-TiH "95-95-95"
HBICAHAJIBl KOPCETKIIITEePiHE KOJI KETKI3YAEri Mporpecc MOHUTOPHHIIH KaKCapTyFa MYMKIHIIK
OepeTiH JKeTUImIpiireH oficteMe KoimaHbuiael [1]. Bynm 3eprrey e3iH-631 TeKcepyal KoHE
OaiimaHpicKa JeWiHri mnpodMIaKTHKaHbl KOcCa aifaHia, 3aMaHayd MOpO(UIaKTHKAIBIK
OarapiiamManapra KOJDKEeTIMILTIKTI KEHEHTTI.

Tyiinai ce3aep: XalbIKTBIH HETI3r1 TOMNTAphl, OMO-MIHE3-KWIBIKTHI 3€PTTEY, UHBEKIUSIIBIK
ecipTki KonmaHaTelH anmamaap, AWTB-ueiH Tapamysl, C rematuTi BUPYCHL, Mepes,
npouIakTUKaiIbIK OargapiaManap, Oainmanbicka Jeiinri mpogunaktiuka, AUTB-ra e3inH-e31
TeKcepy.

G.M. Akhmetova!, L.Yu. Ganina'*, A.U. Derbisalova’,
G.Zh. Khasenova?, A.M. Asylkhanova®
'RSE on REM "Kazakh Scientific Center of Dermatology and Infectious Diseases”,
Almaty, Kazakhstan
MSOE "Pavlodar Regional Center for AIDS Prevention and Control", Pavlodar, Kazakhstan

*For correspondence: L.Yu. Ganina - RSE on REM "Kazakh Scientific Center of Dermatology and
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THE RESULTS OF A BIOBEHAVIORAL STUDY AMONG PEOPLE WHO INJECT
DRUGS CONDUCTED IN THE CITY OF PAVLODAR IN 2024

Annotation

The article presents the results of a pilot biobehavioral study among people who inject drugs,
conducted in the city of Pavlodar in 2024.

In the study, the criteria for the inclusion of respondents, methods for calculating the sample
and procedures for selecting participants were improved, as well as the process of collecting
serological and behavioral data was optimized. The transition to electronic registration forms is
envisaged, quality control systems have been strengthened, tools have been upgraded and rapid
testing for HIV, HCV and syphilis has been introduced (replacing the analysis of a dry drop of
capillary blood).

An improved methodology was applied, which ensured high accuracy in assessing the
prevalence of HIV, HCV and syphilis, identified key behavioral risk factors and improved
monitoring of progress towards achieving the UNAIDS targets "95-95-95" [1]. This study has
expanded access to modern preventive programs, including self-testing and pre-exposure
prophylaxis.

Key words: key populations, biobehavioral research, people who inject drugs, prevalence of
HIV, hepatitis C virus, syphilis, prevention programs, pre-exposure prophylaxis, HIV self-testing.
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NHOOPMALUA A ABTOPOB
TPEBOBAHUS K CTATHAM JISA IYBJIUMKALIIMU B HAYYHO-IIPAKTUYECKOM
KYPHAJIE «BOITPOCBI JEPMATOJIOI'UX U BEHEPOJIOT U »

Hacrosimue tpeboBanus pa3padoranbl Ka3aXxCkMM HAaydHBIM IIEHTPOM JEPMATOJIOTUU U
nH(pEKIMOHHBIX 3a0oneBanmii (namee — KHIIJIN3).

Hayuno-npaktuueckuii xypHan «Bompockl IepMaTojordd W BEHEpoJorum» (janee -
KypHar) — myOIMKyeT OpUrHHAIBHBIC M 0030PHBIC CTAThH, COICPIKAIIUE PE3YIbTATh IPUKIIATHBIX
U DKCHEPUMEHTAJIBHBIX  HCCIEOBAHUW, OOMEH  OIBITOM, KIWHUYECKHE CIIy4aW 1o
nepmartoBeHeponorun, BUU-undexnun u 1pyrumM uHOEKITMOHHBIM 3a00I€BAHUSIM.

ABTOpaMU Hay4YHBIX CTaTe M OCHOBHOM YUTATEIbCKOW ayAUTOPHEN U3/IaHU SIBIISIETCS BCE HAYUHOE
COOOIIECTBO, BKIIIOYAsl JEPMATOBEHEPOJIOroB, HWH()EKIMOHNCTOB, SNHJIEMHUOJOrOB, OpraHU3aTOPOB
3npaBooxpanenus PecriyOnuku Kaszaxcran, crpan CHIY, manpHero m OMMDKHEro 3apyOexbs, a TaKkKe
KJIMHWYECKUX UCCIIEOBATENEH, TPAKTUKYIOIUX Bpaueil CMEXHBIX CIELUAIbHOCTEH.

XKypnan 6611 ocHoBaH B 1999 romy u 3apeructpupoBa MUHHCTEPCTBOM KYJIBTYphI, HH(MOPMAITUH
u obmectBeHHoro cornacusi Pecryonuku Kazaxcran. CBunerenbeTBo 00 ydeTHo# peructpammn CMU Ne
817 XK r. Acrana, 02.08.1999 r.

Ho 2019 rona yupenurens: PI'TI va [IXB «Hay4uno-nccnenoBaTensCKuii KOXKHO-BEHEP OO MIECKITI
WHCTUTYT» MuHHCTEpCTBa 3/ipaBooxpaneHus Pecrrydnuku Kasaxcras.

Kypnan mocraBieH Ha mepeyder MHHHCTEPCTBOM HH(POPMAMKA U OOIIECTBEHHOTO PAa3BUTHS
Peciyonmkn  Kazaxcran, Komurer wunpopmarmu. CBHIETENBCTBO O TIOCTAaHOBKE Ha TepeydeT
NMEPUOJUYCCKOro IMCYaTHOIO H3JaHUA, I/IH(bOpMaHI/IOHHOI‘O aréHTCTBa MW CETCBOIo HU3daHUA No
KZ83VPY00016771 r. Hyp-Cynran, 04.11.2019 1.

Yupeautens u uzaarens xypHana: PI'TI na IIXB «Kazaxckuil Hay4dHBIM LEHTP JI€PMATOJIOTUU U
WHQEKITMOHHBIX 3abomeBanuii (mamee - KHIIJIM3)» MunucTepcTBa 3apaBoOXpaHeHus PecmyOmnku
Kazaxcras.

[Ipeanpustue coznano B cooTBeTcTBUU ¢ [locranoBnenunem [IpasurenscrBa PecrryOnmku Kazaxcran
ot 14 centsi0ps 2018 roga Ne565 «O HeKOTOpBIX Bompocax MUHHCTEPCTBA 3IpaBoOXpaHeHus PecyOnuku
Kazaxcran» nyrem ciusuus PITI xHa I1XB «PecnyOnuKaHCKHIM LEHTP MO NpOoQHIaKTHKE U Oophde co
CIIMI» MunmucrepctBa 3apaBooxpaHeHust PecmyOnmku Kazaxcran u PI'TI ma IIXB «Haygno-
HCCIIEIOBATENBCKUI KOKHO-BEHEPOIOTHIECKUI HHCTUTYT» MUHHUCTEPCTBA 3[paBooXpaHeHws PecyOmmku
Kazaxcras.

XKypnan 3apeructpupoBas B Mex1yHapOIHOM I[EHTpPE MO peructrpanuu cepuitapix uznanuii (CIEPS
— ISSN International LlenTp, r. [lapmk, @paHmums) 1 HACTOAIIUM MTOATBepKAacT 0 mpucBoeHun ISSN 2707-
3696, Linking ISSN (ISSN-L): 1680-9149.

OcHOBHas TeMaTh4eckasl HaIlPaBICHHOCTh — IYOJNWKAIlMsS MAaTEpPHAlOB B XKypHAJle IO BOIPOCaM
KITMHUYECKON MEIUITMHBL, B TOM YHCIe AepMaTtoBeHeponoruu, BUU-nadexknnn u npyrum nH(PEKIHOHHBIM
3a00NeBaHUAM, TaKXKe MEIUIIMHCKOMY OOpa30BaHHIO, OOIIECTBEHHOE 3/IPaBOOXpPAaHEHHE, OpTraHU3aIlNN
JIepMaTOBEHEPOIOrHuecKor ciyx0b1, cayx0b1 CITN /I, MemuinHCKON HayKe U MTPaKTHKE.

JKypHas cocTONT U3 ciIeayIOIIHX Pa3leioB:

I.  AxryaibHbIE U TPOOJIEMHBIE BOITPOCHI

Il. JlurepatypHbie 0630pHI

Ill. DxcnepuMeHTambHAS M KIMHUYECKAsT MEIUIIMHA

IV. OOmecTBeHHOE 3JpaBOOXpaHEHIE

[leproanuHOCTH U3AAHUS — KEKBAPTAIBHO.

[IpencraBnsemplii MaTepHasl JOIKEH SBISTHCS OPUTHHAIBHBIM H HEOIYOIMKOBAaHHBIM paHEe B
JIPYTUX TIeYaTHBIX W3JaHUAX. HaydHas cTaThsi MOMKET MPEINCTaBIATHCS Ha Ka3aXxCKOM, PYCCKOM U
aHTIuiickoM si3pikax. CTaTbd, HE COOTBETCTBYIOIIWE JAaHHBIM TpeOOBaHUSAM, peNakiued >KypHala
paccMarpuBaThCs HE OyIIyT.
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AJITOPUTM IYBJIMKAIIUA HAYYHOM CTATHH

1. TIlIpoBepka Hay4HOW CTaThM HA COOTBETCTBHE TEMATHKE KypHaJa.

2. TexHnyeckas mpoBepKa TEKCTa HAYYHOU CTATBHH.

3. Crarbu MOCTYNUBLIME B PENAKIUIO KypHasia, MOTYT OBITh MPOBEPEHBI C MOMOIIBIO CUCTEMBI
Anrturutarnat. Hay4nas craTesi nomyckaercs K ONMyOJIMKOBaHHMIO TIPU HAIW4MW B Hei He Oomee 15%
3aMMCTBOBAaHHOTO TEKCTA.

4. PenenszupoBanwe. CTaTbu TIOCTYNHMBIIME B  pEOAKIHMIO, MOJBEPralOTCS JIBOWHOMY
cneriomy(double-blind review) penensupoBaHuio, IPU KOTOPOM PEIICH3CHTY HEU3BECTHO MMs aBTOpa, a
aBTOpaM HEHM3BECTHO MM pelleH3eHTa. Eciy y pereH3eHTOB BOSHUKAIOT BOIPOCHI, CTaThsi BO3BPAILACTCS
aBTOpaM Ha JopaboTKy. Penakiius nmeeT mpaBo 3apoCuTh HCXOAHYIO 0a3y JaHHBIX, HA OCHOBAHUHU KOTOPOH
MPOU3BOJMIINCH PAcUeThl B CIIy4yasX, KOTrJa BO3HHKAIOT BOIPOCH! O KAYECTBE CTATUCTUYECKOM 00paOOTKH.
Penakuus Taxoke octaBisieT 3a cOOOH IpaBO BHECEHHSI PEJAKTOPCKUX U3MEHEHUH B TEKCT, HE MCKAXKAIOIINX
CMBICIIA CTAThH.

5. Tlpucsoenne unaekca DOl (uudpoBoit nneHTudukaTop 00beKTa) JUIS KaXI0i CTaTbU TOCIIe
peIeH3upOBaHUs U OIOOPEHUS PENAKITNEH 1 PeIaKIIMOHHON KOJIJICTHH.

6. IlyOnukarius HaydHOW CTaThH.

MNOAI'OTOBKA MATEPUAJIOB

ONEKTPOHHBIA BapuWaHT HAYYHOW CTAaThH, MOATOTOBICHHOH B mporpamme MsWord HeoOxommmo
OTIPABUTH Yepe3 OHJIAMH CHCTeMY Tofadm crareit mo ceesuike https://journal.kncdiz.kz.

Taxxke K HeMy 00s13aTe/IbHO 0OPMIISIETCS COIPOBOAUTENBLHOE ITUCHMO OT aBTOPOB (cm. hopmy I unu
npunoxcenue 3) W 3aNOIHICTCA CBEACHUS aBTOPOB (cm. gopmy 2 uau npunodcenue 4). Oth GHoOpMbI
HEOOXOIMMO MOAMUCATH U OTHPABHUTH 110 3JIEKTPOHHOMY ajpecy: orgotdel.2@kncdiz.kz (B Teme coobieHums
00s13aTeNbHO YKa3biBaTh «CTaThd B KypHAID.

ConpoBOaUTENFHOE MHCHMO [acT BO3MOXKHOCTH pENAKIUM{ OJKypHala TIONyduTh oOriee
mpeacTaBieHne o Bamreli crtarbe, BbIBOgaxX, NEMOHCTPUPYIOIMIMX HambOollee BaXKHBIE PE3yNbTaThI,
NpeCTaBIAIONIME HHTEepec Baiteit craThu.

®opma 1. - Obpaser; COMPOBOIUTENRHOIO MUCHMa B PENAKIINIO. 3amoNHuTh B otaensaom MsWord daitne
(cM. HIDKE)

B penakuuio
HAYYHO-NPAKTHYECKOI0 KypHaia
«Bormnpochl 1epMATOIOTHH U BEHEPOJIOT MU »

oT
(@.U.0. asmopa (-08), yuenas cmenens, 36anue, QOINCHOCHL U Mecmo pabombl, €-mail u menegon)

Hanpasmsto (-em) momrotoBieHHyro MHOW (ramu) crateio «VKAJKUTE HA3BAHUE CTATHH»

KOIIMYECTBO cmpanuy - *, mabauy - *, pucyHkog -___*, IUIsl pacCCMOTPEHUS W MyONMKAIlMH B pa3feie

«YKAXXUTE HA3BAHUE PA3/EJIA».
C ycrmoBwsAMH ITyONMHMKAaNWUU COTNIAceH (-a, -bul). 3aBepsio (-em), UTO MAaTEpHUANbI, TPEACTABIIEMBIC B
JaHHOHU CTaThe, He ObLJIM ONyOJIMKOBAHBI M HE HAXOAATCS HA PACCMOTPEHUHU B IPYroM Me4YaTHOM U3IaAHUH.
Astop (-»1) momrBep:kmaet (-fom), 4to He WMeeT (-7om) KOH(MIMKTOB HWHTEpecOB. IIPOTHB BOCIPOU3BEICHHS
JIAHHOM CTaThH B IPYTMX CPEACTBAX MAacCOBOM MH(MOpMAIiK (BKIFOUAs IEKTPOHHBIC) HE BO3paKaro (-em).
Haro cormacue Ha 00pabOTKy EPCOHANBHBIX TaHHBIX.

ABTOp (-B1):
(®. 1.0.) (momKCh) (mara, Mecsitt 1 TOJ)
(®. 1.0.) (IoamKCH) (mara, Mecsitt 1 TOJ)
(®. 1.0.) (moamuce) (mara, Mecsitt 1 TOJ)
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®opma 2. - OOpa3zelr cBeieHUs 00 aBTOpax.

Caenenust 00 apropax (* rpadsl 00s3aTebHbIC IS 3aIOIHEHHS B OTIeAbHOM (haitne MSWord).

Caeienusi 00 aBTOpe-KOppecnoHaeHTe®
damuTus, UM | 0OTYECTBO (TIOJTHOE Ha 3-X
sI3bIKaX)*
VYueHas crenens / 3Banue (Win popMat
o0ydeHns)*
Opranuzanys, T0JHKHOCTH (MoTHoe)™
Tenepon™
E-mail*
ORCID*
SPIN (mrpu Hajn4mm)
Author-1D (npu Hanuuun)

Caejennsi 0 coaBTope (ax)
damuusl, UM 1 0OTYECTBO (TIOTHOE Ha 3-X
sA3bIKax)*
VYueHas crenens / 3Banue (Wim popMat
o0y4eHus)*
Opranuzanys, T0HKHOCTh (MoTHoe)™
Tenepon*
E-mail*
ORCID*
SPIN (mrpu Hajn4mm)
Author-1D (npu Hanuuun)

Ilpumeuanue: Ceedenus 3anoansa0mcsa 0 8cex coasmopos cmamovu coenacio @opme 2.

*ABTOpP-KOpPPECNOHAEHT - OAWH W3 aBTOPOB, OTBEYAIONIMI 32 KOHTAKT W OOpPaTHYIO CBS3b C
pemakuueii xypHana. [lomHbple maHHBIE aBTOpa, OTBETCTBEHHOTO 3a IEPENHCKY C pemakuueil, BKITodas
TeneoH W afpec SIEKTPOHHOM mouThl W Ap. CHawana JaHHbIE aBTOPa-KOPPECTOHAEHTa YKa3bIBaTh
TTOJTHOCTBIO M B KOHIIE TOTIOJTHUTEIBHBIC CBeeHNs 00 aBTopax: ((haMIIns M MHUITHAJIBI aBTopa (-OB) TTOJTHOE
Ha 3-X sA3bIKaX, y4eHas CTCICHb, YUCHOE 3BaHME, OpraHU3alus, JODKHOCTh, Tenedon, e-mail, ORCID u
OCTaJbHBIE KOJBI aBTOPA MPHU HATTUINH ).

Oo6s13aTebHO YKa3bIBaTh perucTpanuonnbiii Homep ORCID pgis Bcex aBTOpPoOB. JTO
HEOOXOANMO JUTS UACHTU(UKAINN YUTATEISIMA APYTUX CTaTeil aBTOPOB U TOBBIMIEHUS WX IIUTHPYEMOCTH.
Pernctpaunonnnlii Homep ORCID (mipu ux OTCYTCTBHH) HEOOXOIMMO CO3/IaTh, MIPOMIS MO CIeMyomeit
cewuike https://orcid.org/reqgister.

[Tpu Hammurm HeoOxoaumo ykazats SPIN ko - s noxydeHns Ber MoxkeTe MpoNTH 10 CIIeyIomen
cesuike http://elibrary.ru/projects/science_index/author_tutorial.asp.

MNOPAJOK OPOPMJUIEHUS CTPYKTYPBI CTATbU
1. B neBoM BepxHEM YIiy INPONHCATh MEKIOCYJapCTBEHHBIH PYOpPHKAaTOp HAayYHO-TEXHHYECKON
nHpopmarun (mamee — MPHTH). MPHTU — npeanasnaueH ajis equHON TeMaTHYECKOH CHCTEMAaTH3aIluU
Hay4gHO-TexHU4Yeckoi mH(popMmarnmu (manee — HTU). Mexrocymnapcteennsiii pyopukarop HTU sBisiercst
OCHOBOM CHCTEMBI pyOpHKaTOPOB, CO3/1aBaeMBbIX M HCIONB3yeMbIX B opraHax HTU. MexrocynapcTBeHHBIN
pyopukatop HTU npencrasnsier codoii nepapxudeckyro KIacCU(PHUKAIIMOHHYIO CHCTEMY C YHUBEPCAIbHBIM
TemMaTHueckuM oxBaToM. CripaBounuk mo MPHTU moxere cM. 3mech: https://grnti.ru/.

2. CTpyKTypa HAy4YHOW CTATHH:

1) MPHTU — MexrocyaapcTBEHHbINH pyOpHUKATOp HAyIHO-TEXHHUECKONW HH(DOPMAIHH;

2) Y]JK — YHuBepcaipHas AecaTHYHAS KiaccuUKanus;

3) DOl - Digital object identifier (6yaer npucBOeH NpH MOJOKUTENLHOM PEMEHUH O TTYOTHKAIIH);
4) ®HO aBTOpOB (COABTOPOB)

5) Mecro paboTbl, TOPOA, CTpaHa

6) E-mail aBropa-xoppecrnoHnenTa
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7) HasBanue cTathu

8) Amnnoranus

9) KiroueBbie ciioBa

10) Brenenue

11) OcHOBHOI#1 TEKCT, BKIIOYAIOUINI MaTepUall ¥ METO/IbI HCCIICIOBAHUSI, PE3YJIbTaThl U 00CYKICHUE,
3aKITIOUCHHE

12) Crnucok UCTOIb30BaHHBIX UCTOYHUKOB / TpaHCcIuTepaus CicKa JIUTepaTyphl.

B mayuHoli craThe yKkaszaTh (paMIJIMM W WHHUIWATBI KaXJOrO W3 aBTOPOB, a TAKKE CHMBOJIOM
acTepuck (*) BBIICIUTH aBTOPa-KOPPECIIOH/ICHTA.

CTpPYKTYpHUpPOBaHHE CTATHH MPOBOAUTCS CJAEAYIOUIUMH CIOCO0aAMU:

PexomeHnyemM uCmons30BaTh BaM oOIIENpUHSTYIO CTPYKTYpPY HaydHOU cratbu 1o Tumy IMRAD.
AOOpeBnaTypa CIIOB, KOTOpPBIE OTPAXKAIOT OOIIEMPUHATYIO CTPYKTYpy HAy4dHOW cTaThM - BBeneHue
(Introduction), Meroasr (Methods), Pesynabprater (Results) and O6cyxnenue (Discussion), ecid CTaThs
ITOCBSAIICHUS TEOPETUYECKOMY HCCIAENOBaHMI0, TO pasaen Methods 3amensiercs Ha Theoretical Basis
(Teopernueckue ocHoBbl). MHorma k abOpeBuarype IMRAD nobaBnsiercs OykBa A, KOTOpas 0003Ha4aer
Annotation (apnoramus), 1 monydaercs AIMRAD. Jlanueiii crangapt oOpMIIEHHST HAYYHEIX CTaTed OBLI
pa3pabotan B 1970-x rogax u GpakTHUECKH CcTal 0053aTENbHBIM JUIsI CTaTel, OCHOBAHHBIX Ha SMITUPUICCKUX
W OPUTHHAIBHBIX HCCIIETOBAHMSIX.

JIiist HaIMCaHUS KIIMHUYECKOT0 CITydasi pEKOMEH Ty €eTCsI MCIIOIB30BaTh CIEAYIOIIYIO OOIIEIPUHATY IO
CTPYKTYpy HayuHoi ctartbu: Bemenme (Introduction), Mudopmanus o mammente (Patient information),
Kmuanueckne  mposieinenmst  (Clinical — manifestations),  Xpomomorust  (Chronology),  Ouenxka
nuarnoctupoBanus (Assessment of diagnosis), Onenka tepanuu (Evaluation of therapy), IToBropHOoe
ncciaenoanre W ucxonsl (Re-examination and outcomes), O6cyxnenne (Discussion), BsiBombl
(Conclusions), MadopmupoBannoe coriacue (Informed consent).

Jnst HamvicaHWsl 0030PHOM CTAaThU PEKOMEHJYETCS HCIOIb30BaTh OOIMICTPUHSATYIO CIETYIONIYIO
crpykrypy: Beenenne (Introduction), Ocuosras gacts (The main part), Beisomsr (Conclusions).

Tab6auua 1. - TepMuHBI ¥ OnpeneNeHNs] KOTOPBIE UCTIONB3YIOTCS B CTPYKTYPE CTaThH.

Ne | Ha3Banue pazjena cTaTbu IosicHeHMe K CTPYKType COIJIACHO TpeGoBaHUIM
JKypHaJia
1. | Ha3Banue cratbu Mpudt Times New Roman, sxupHbIM, kerib — 12, dopmar

— 3ATJIABHBIM, JKMIPHBIM. Ha3Banue paGoThl TOHKHO
OBITH 10 BO3MOXKHOCTH KPaTKUM, HO HH()OPMAaTHBHBIM H
TOYHO OTpakaloIMM ee conep-xanue. He pekomeHnnyercs
NPUMEHSTh COKparieHus (abOpeBmaTtypy) B Ha3BaHHU
CTaTbH.

2. | Vnnnmansl, GamMunus aBTOpoB Wunmpansl 1 GaMuinus KaxIoro M3 aBTOPOB MIpH(TOM
Times New Roman, keras — 12.

B crarbe ykazaTh MHHLHMAIBI M (aMIIHH KaKIOTO M3
aBTOPOB, a TaKKe CHMBOJIOM acTepuck (*) BBIOETUTH
aBTOPa-KOPPECIIOH/ICHTA.

Obpa3zerr:
E.. UBanoB (ka3axckuii u pycckmir) / E.l. lvanov
(aHTTTHICKMIT)

3. | AHHOTanMsA AHHOTanWsg [OJDKHA TMPEICTaBIATh COOOM KpaTkoe, HO

BMECTE C TeM MaKCHMalbHO UH()OPMATUBHOE COMICPIKAHUE
Hay4qHOH myOnmkarmn. O0beM aHHOTAUH JOJDKEH OBITh He
6onee 300 cioB. B HeM KpaTko W3/1araiOTcs OCHOBHBIC
pe3yNbTaThl  MCCIEMOBAHUS, YTO OO0S3BIBAET aBTOPOB
00€eCIIEYnTh TOYHOE COOTBETCTBHE aHHOTALUK
COJICP KAHUIO BCEH PabOTHL

AHHOTAIMS PEIOCTABIIASTCS HA TPEX S3bIKaX.

[lepBbIM TMPEACTABISETCS AHHOTALMS HA OPHUTMHAIBLHOM
SI3bIKe, HA KOTOPOM HAIMCAH OCHOBHOW TEKCT CTaThy,
3aTeM, Ha JIByX OCTAJIbHBIX.
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K npumepy, eciu cTaThsi HaNMCaHa Ha Ka3aXCKOM SI3BIKE, TO
BHavajle NpeJCTaBIISIETCS aHHOTAIUS Ha Ka3aXCKOM SI3BIKE,
3aTEM Ha PYCCKOM M aHIJIUHACKOM.

Oopa3zerr;

- AHHOTanms

- AuHOTaMsa

- Annotation

4. | KtoueBsie cnoBa (0T 5 10 7 cioB).

KitoueBsle crioBa — 3TO ONpenieneHHbIe CI0Ba U3 TEKCTa,
oTpaxkaromye  npoOlieMbl,  W3y4aeMble B XOJe
uccnenoBanus. Jlo 7 KIIOYEBBIX CIOB  WIM  (pa3s,
OTpa’KaloIIMe COAEPKaHNE U HANIPaBJICHHE CTaThU.
KitroueBsle c10Ba NpeaoCTaBisAIOTCA Ha TPEX A3bIKaX.

K npumepy, eciiu cTaThs HAITUCAaHA HA Ka3aXCKOM SI3BIKE, TO
BHAYaJie MPEACTaBISIOTCS KIIIOYEBBIE CIIOBA Ha Ka3aXCKOM
SI3BIKE, 3aTEM Ha PYCCKOM U aHTJIHICKOM.

Oopaserr;

- Tyiiinni ce3nep

- KimtoueBsie cioBa

- Key words

5. | Tekcrt cratbu

Teker cratbu mpudrom Times New Roman, kerns - 12, ¢
MEXKCTpOuHbIM HHTepBajioM - 1,0. OpueHTanms KHWXHas
(mopTtper) ¢ monAMH: BepxHee M HIbkHee - 20 MM,
BHyTpeHHee - 30 MM, BHemHee - 10 MmMm. BeipaBHuBaHue -
1o ImMpuHe, adzair - 0,7 cM.

3aroJioBKM CTPYKTYPHBIX 3JIEMEHTOB CTAaThbH (AaHHOTALUSL,
Marepualibl U  METO/bI HCCJ’[C}IOBaHHﬁ, pe3yabTaThl U
o0cyKeHue, HUCTOYHHUKHU (uHaHCHpOBaHUS,
651aroJapHOCTH, CIHCOK HCIIOIb30BAHHBIX HCTOYHHUKOB)
MUILIYTCS OTAENBHBIM a03a1ieM, BBLACISAIOTCS MOITYKUPHBIM
mpudprom. Ilpy  H3NOKEHHHM  3KCHEPUMEHTAIBLHOTO
MaTepHana JOJKHA OBITh MCHOJB30BaHA MEXKTyHApOIHAsS
cucrema enuaui (CH).

B Ttekcre cratbu TaOnMIBl BBHINOIHAIOTCS B PENAKTOPE
MsWord, kak ¢aiin u300paxkeHHss HE NPUHUMAIOTCS.
Haspanwe Tabmuis! mumrercs mpudrom Times New Roman
KersieM 12 MyHKTOB, BHIPAaBHHBAETCS IO JICBOMY Kpato 0e3
OTCTyla 4epe3 OJUHAPHBI MEXIYCTPOUYHBIH HHTEPBAJL.
Buytpn Tabmuir ucnonb3yercs kernb 11 myHKTOB (mpu
HeoOxomumocT 10 TyHKTOB, HO HE MeEHee). 3aroJOBKU
CTOJI0II0B BEIPABHHUBAIOTCS 1O LEHTPY. AGOpEBHATYpHI WK
CHMBOJIBI, HCIIONb3YyeMble B TaOJMIAX, AODKHBI OBITH
MOSICHEHB! B TPUMEYAHHAX B HIDKHEH 4YacTW TaOJIHIIBI.
[Iprmeuanne BEIpaBHUBAETCA 110 JIEBOMY Kpato ¢ a03aIHBIM

OTCTYIIOM.

Pucynku OOMKHBI OBITh OTPaHMYCHBI MaTEPHAJIOM,
HEOOXO0ANMBIM JUIi  TIOHHMaHMS  TEKCTa, pu
HE00X0ANMOCTH COIPOBOXKJATHCS OIIMCATENHHON

nmereHnoi. ['paduky  MODKHBI — TPEJOCTABIATHCA  C
ucxomubiMu  Qaiinamu B Microsoft Excel. Hymepyrorcst
apabcknmu nmdpamMu. Ha3BaHus W TOSCHEHHUS MAlOTCH
HETIOCPEACTBEHHO 110/l HUMH, BBIPABHUBAIOTCS IO LICHTPY.
Jns Ha3BaHWN W TIOSACHEHWH K PHCYHKaM W Tpadukam
ucnonsayercss mpudt Times New Roman c¢ kermem 12
TYHKTOB.

6. | CIMCOK HCIIONB30BAHHBIX MCTOYHHUKOB / List
of sources used

CHHCOK HCIIOJBb30BAHHBIX HCTOYHUKOB IIPEICTABIISCT
coboit KpaTKoe oubnmorpaduaeckoe OITCaHUe
UTHpyeMBbIX pador B coorBerctBuu ¢ ['OCT 7.1-2003.
CcBUIKH HYyMEpYIOTCS 10 X0y MX IUTHPOBAHUS B TEKCTE.
bubnmorpaduueckne CCHIKM B TEKCTE JAIOTCS B
KBaJ[paTHBIX CKOOKax IO Mepe ymomMuHaHus. DaMuinu
WHOCTPAaHHBIX AaBTOPOB IIPHUBOIATCS B OPHUIMHAILHOM
tpaHckpummn. Odopmisiercst ¢ yka3aHueM (aMmwinu U
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WHUIMAIOB aBTOpa, IOJHOTO Ha3BaHWs CTaTbu, MECTa
W3JaHNs, Ha3BaHMs JKypHaJia (ToJl, TOM, HOMep, CTPaHHIIbI).
7. | OGbeMm craTbu Ha paccMmoTtpenmne npuHUMaroTCs MyOIUKau 00bEMOM He
MeHee 4-5 cTpanui, 0e3 ydera CnucKa JIMTepaTyphlL.

HOAIOTOBKA CITUCKA UCITOJIb30OBAHHBIX UCTOYHUKOB

CIMCOK UCTIONB30BaHHBIX MCTOYHUKOB MIPEICTABIISICTCS B JIByX BaApHAHTAX:

1) Pycckosi3bunbIil BMecTe ¢ 3apyOeKHBIMU CTOUYHHKaMu B cooTBeTcTBUU ¢ ['OCT 7.1-2003.

2) B tpaHciauTepaiuu OyKBaMu JATHHCKOTO andaBuTa ¢ MepeBo oM HCTOUHHKOB TyOJHKAIIMY Ha
AHTJIMHACKUM S3BIK B COOTBETCTBUH ¢ TpeboBanusmu BJ] Scopus. Ha caiire http://www.translit.ru moxmo
0ecIIaTHO BOCIIONB30BATHCS MPOrPAMMOI TPaHCIUTEPALMH PYCCKOr0 TEKCTa B JaTHHHIYY (BapruaHT BGN
unu BSI).

TexHoorusi MNOATOTOBKH CCBUIOK € HCHOJbL30BAHHEM CHCTEMbl aBTOMATHYECKOI
TPaHCAUTEPANIMH U TePeBOTYNKA.

Ha caiite http://www.translit.ru Mo)xHO BOCIIONIb30BAThCS MPOrPAMMON TPAHCIUTEPALUH PYCCKOTO
TEKCTa B JJATHHHILY.

1. Bxomum B mporpammy Translit.ru online. B okomke «BapraHTBD» BBIOMpPaEM CHCTEMY
tpancautepaiii BGN (Board of Geographic Names). BcraBnsem B crenuanbHOE I0J€ BECh TEKCT
Ooubmmorpaduu CTaThi Ha PYCCKOM SI3bIKE U HAKUMAEM KHOIIKY «B TPaHCIUTY.

2. CkommpoBaTh TPAHCIMUTEPHUPOBAHHBIN TEKCT B rOTOBsIIHIACS cricok «List of sources used».

4. OObenuHseM ONHMCAHMS B TPAHCIUTE U ITEPEBOAHOE, O(hOPMIISISI B COOTBETCTBUU C MPUHATHIMU
npaBmiamMu. [Ipr 3ToM HE0OX0ANMO PaCKPBITH MECTO U3aHuUs (HarpuMep, Moscow ...), BO3MOXKHO, BHECTH
HeOOMbIINE TEXHUIECKUE MTOMTPABKH.

5. B KOHIIe CCBUIKH B KPYTJIbIX CKOOKax ykasbiBaercs (in Russian). Ccbuika rotoa.

*ABTOP HECET 0TBETCTBEHHOCTD 32 NPABMJILHOCTEL 0MOIHOorpadMIecKuX JaHHBIX
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