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AHHOTALUNA

BpoaéHHbIN BynnésHbin anuaepmonus (Bb3) npeactaBnseT coboii reTeporeHHyl rpynny HacneLCcTBEHHbIX AepMaTo30B,
BO3HMKAIOLLMX B pe3y/bTaTe MaTOreHHoOro BapWaHTa reHoMa, KoawpyloLiero benku LepMo-3nuaepManbHOro CoefMHeHNs
(30Ha 6a3anbHoit MeMbpaHbl). OCHOBHBIMU KJIMHUYECKUMU NPOABNEHWAMU OYNNE3HOM0 3nuaepMonn3a senseTca obpasosa-
HMe Ny3blpel U/WiK 3po3uiA Ha KOXe M CIM3MCTbIX 000/104Kax B OTBET HA HE3HAYMTENIbHOE MeXaHWYecKoe BO3AENCTBME.
K omHoMy 13 Haubornee pacnpocTpaHEHHBIX CUMMTOMOB Mpu BYNINE3HOM 3NMAEPMOU3e OTHOCUTCA 3yA, KOTOPbIN He TONbKO
CHVXKQET Ka4yeCTBO XKU3HW, HO U Bbi3bIBaeT AOMOJHUTENbHBIE MOBPEXAEHUS KOXM. He UCKIIOYaeTCs TakKe BIIMSHUE KOMOp-
OuaHOI NaTonormm, KOTopas MOXKET YCUIMBaTh 3y,

BrionHe BeposTHO, YTO BOCNaneHue KoK, BTOPUYHOE M0 OTHOLLIEHUIO K HAPYLLIEHWIO KOXHOr0 bapbepa, KacKafbl 3aXUBMeHus
paH 1 Heperynupyemas akTuBauus 3nuepMabHbIX YyBCTBUTENIbHBIX HEPBHBIX OKOHYaHMI BOBMEYeHbl B Natodusvonoruio
3yAa Ha MOJIEKY/ISIPHOM U KITETOYHOM ypoBHe. [Iuddy3Hoe nopaxeHue KoXu 1 cM3uCTbIx 060/104eK, MPUBOASLLEE K NoTepe
MMM bapbepHbIX CBOWCTB, CMOCOBCTBYET M3OLITOYHOMY MOCTYM/IEHWI0 AHTUTEHOB, B TOM YMC/IE aniepreHoB MULLEBOro U He-
MULLEBOrO MPOUCXOXEHMS, M MOXKET CNOCODCTBOBATL TPAHCKYTaHHOW CeHcubunusaummn. OfHaKo BONPOCh! NULLEBOW CEHCU-
BMnM3aLmmM 1 NULLEBON annepruu y LaHHOW KaTeropm 6oMbHbIX M3yYeHbl HeJ0CTaTouHO. MoHUMaHWe NPUYMH BO3HUKHOBEHHUS
3TUX NPOLLECCOB MOXKET UMETh peLlatoLLiee 3HaueHWe Ans pa3paboTKu ONTUMM3NPOBAHHOW TaKTUKN BeAEHWA AeTell C BpOXK-
AEHHBIM BYNNE3HBIM 3MMAEPMON30M W YIYULLIEHUS KAUeCcTBa UX XU3HMU.

B o630pe 0606weHbl 06HOBNEHHbIE AaHHbIE O KIIMHUYECKUX W TEHETUYeCKMX acreKTax BpOXAEHHOro bynnésHoro
3NMAepMoIn3a.

KnioueBble cnoBa: BpO)K}J,éHHbIVI 6y1'|ﬂé3HbIVI ANUAEePMONINZE; NULLeBan anneprua; nuilesasn CeHcubunmsauums; TPAHCKYTaH-
Has ceHcMbunusauums; AeTu.
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ABSTRACT

Congenital epidermolysis bullosa is a heterogeneous group of hereditary dermatoses resulting from a pathogenic variant of the
genome-encoding proteins of the dermo-epidermal junction. Epidermolysis bullosa is mainly manifested as the formation of
blisters and erosions on the skin and mucous membranes in response to minor mechanical action. Itching is one of the most
common symptoms of epidermolysis bullosa, reduces the quality of life, and causes additional skin damage.

The influence of comorbid pathology, which can increase itching, is not excluded. Skin inflammation secondary to a disruption
in the skin barrier, wound-healing cascades, and unregulated activation of epidermal sensitive nerve endings are involved
in the pathophysiology of itching at the molecular and cellular levels. Diffuse damage to the skin and mucous membranes,
leading to the loss of their barrier properties, contributes to the excessive intake of antigens, including allergens of food and
non-food origin, and to transcutaneous sensitization. However, food sensitization and food allergy in these patients have not been
sufficiently studied. Understanding the causes of these processes may be crucial for the development of optimized techniques
for managing children with congenital epidermolysis bullosa and improvement of their quality of life.

This review summarizes updated data on clinical and genetic aspects of congenital epidermolysis bullosa.
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HAYYHEIE 0B30PHI

Tom 19.Ne 4, 2022

PoccuAcKmi annepronoriyecKmii xXypHan

CnucoK coKpaLLeHun

Bb3 — BpOXAEHHBIN BYNNE3HBIN 3NMAEPMON3
B3 — puctpodmueckuii BynnesHeli anuaepmMonus

BBEJEHUE

BpoxaéHHbIn bynnésHbii anugepmonu3 (Bb3) npen-
CTaBnsieT coboW reTeporeHHylo rpynny TAXENbIX oppaHHbIX
[,epMaTo30B, XapaKTepU3YHLLMXCA XPYNKOCTBIO KOXMW U CIu-
31CTbIX 060/104eK C 06pa30BaHMEM My3bIpeii M 3p03uii B OTBET
Ha MUHUManbHOe MexaHu4yecKoe Bo3gericTame [1, 2].

CornacHo akTyanbHoi knaccuduraumm Bb3 ot 2020 . [3],
Ha CErofHALLHMI [ieHb CyLLeCTBYeT YETbIpe OCHOBHbIX TUMa
3abonesaHns — npocToi (163), auctpodmyeckuii (O63), no-
rpaHnyHbIn (Mrpb3) u cunppoM Kunaonep. Kaxabid us atux
TnoB Bb3J nMeeT cBOM reHeTU4ECKMIA Npodusb, NPOSIBNEHMS,
K/IMHUYECKOe TeuyeHue W TsecTb [3]. TeHeTuyeckne pedek-
Thl CUHTE3A O[JHOIO U3 CTPYKTYPHBIX BENIKOB KOXM NpUBOAAT
K HeCTabuibHOCTV MUKPOAPXUTEKTYPHBIX CBA3EN MEXAY Aep-
MOiA 1 anuaepMucoM. Ha ceronHsLIHWIA AeHb M3BecTHO bonee
yeM 0 29 naToreHHbIX HYKNEOTUAHBIX BapuaHTaX, CBA3AHHbIX
¢ pa3suTueM BB3. B 3aBUCHMOCTY OT ypOBHS pacnonoXeHus
MOJIEKYNISIPHOTO W CTPYKTYPHOIO AedeKTa B KOXE KIMHWUYeC-
Kue MpOsBMEHUs MOTYT BKIYaTb LUENYLIEHWE, My3blpH,
3p03uK, U3bA3BNIEHMS, paHbl un pybub [3]. TakuM obpasom,
deHotMn pasnnyHbix hopM b3 KoppenupyeT ¢ aedeKTHbIM
reHoM. Tak, npu b3 nopaKeHue NPOUCXOAMT Ha ypoBHe ba-
3a/1bHOro c/os anuaepMmca, npu [163 — Ha ypoBHe nnoTHoM
nnacTuHKM 6asanbHoii MeMbpaHsbl, [rpb3 xapakTepusyetcs
(hopMMpoBaHKUEM My3bIpei Ha YPOBHE CBETION MNIACTUHKKM ba-
3anbHoi MeMbpaHbl, a npu cuHapome KuHanep obpasosanue
ny3blpeii NPOUCXOAUT Ha Pa3HbIX YPOBHAX B 3NULEPMUCE.

3nupeMmonornyeckue fJaHHble 0 3aboneBaemMocTy U pac-
npocTpaHéHHocTM Bb3 B Mupe BecbMa BapuabenbHbI U cTanm
CMCTEMATU3MPOBATLCA JIWLLb NOC/E CO3AaHMsA PErUCTPOB Na-
LMeHTOB B pasHbIx cTpaHax. Tak, B CLLUA ogHa 13 0CHOBHBbIX
nccnepoBsatenbckux rpynn no BB3, npoaHanusuposasluas
BbIOOpKY, cocTosBLUyt 13 3271 naumeHTa, oLeHuna 3abonesa-
eMocTb (3a nepuog ¢ 1986 no 2002 r.) u pacnpocTpaHEHHOCTb
(2002) 3aboneaHus B cTpaHe B 19,57 v 11,07 Ha 1 MAH yeno-
BEK COOTBETCTBEHHO [4]. B Utanuu, no coctosHmio Ha 2002 .,
bbino 3apeructpuposaHo bonee 700 naumeHToB, 0bLas pac-
MPOCTPAHEHHOCTb Ha 1 MITH HOBOPOXKAEHHBIX cocTauna 10,1,
a vactrora — 20,1 [5]. B Benukobputanum okono 5000 ye-
NOBeK CTpajanT pas3nuyHbiMu Gopmammn BB [6]. TouHble
[aHHble Mo pacnpocTpaHéHHocTh b3 B Poccun HeM3BeCTHbI.
Ben€tca HauMoHanbHbIA POCCUIACKWIA PErucTp NoA NaTpoHa-
XeM bnarotBoputenbHoro onpa «[etn-6abouku», B Ko-
TOPOM B HacTosiLLee BPeMs HacuMTbiBaeTcs 572 YenoBeKa.
NMetoTcs TakKe oTAENbHBIE CTAaTUCTUYECKUE AaHHbIE, CO-
[1acCHO KOTOPbIM CPeAHUA NMoKa3aTesb pacnpoCTpaHEHHOCTH
BB3 B cybbekTax Poccuiickon ®enepaumu coctasnset 3,64
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63 — npocron bynnésHbIit anuaepMonn3
Mrpb3 — norpaHnyHbIi bynnésHbiin anuaepMonus

Ha 1 MJH HaceneHus, a MaKCUManbHbIA NoKasaTesb Npuxo-
autcs Ha Pecnybnvky JarectaH — 19,73 Ha 1 MiH HaceneHus
[7, 8]. BbicoKmin nokasaTesb pacnpocTpaHéHHocTn (bonee 10
Ha 1 MH HaceneHus) 3aUKCMpOBaH U B [PYrux pernoHax
Poccun — ToMmckoi n KoctpoMckoi obnacTax, B HeueHcKoi
Pecnybnuke n Mopgosum [8].

KJTMHUKO-NMATOMEHETUHECKUE
XAPAKTEPUCTUKM BPOXJEHHOIO
BYNNE3HOMO 3NUAEPMOTU3A

Knaccudukauma Bb3 cnoxHa, NOCKONMbKY MaToreHHble
HYKNEOTUIHbIE BapUaHTbI B OAHOM W TOM e reHe MOryT Ha-
CefoBaThCs N0 ayTOCOMHO-AOMMHAHTHOMY WIKM peLeccuB-
HOMy UMY, 4yTo 06YCI0BNMBAET OPMMPOBAHME Pa3fINYHbIX
KSIMHM4ecKkux deHotmnos [3]:
 [1b3 (Hanbonee pacnpocTpaHéHHbIn TMN B3) noytn Beer-

Ja Hacnefyetcs Mo ayTOCOMHO-LOMMHaHTHOMY Tuny,

HO coobLianocb 0 pefKUX ayTOCOMHO-PELLeCCUBHbBIX

dopmax [3]; pa3BuBaeTCa BCEACTBUE MATOTEHHbIX HYK-

NeoTUAHbIX Bapuaumii B 13 pasnuuHbIx reHax, Haubonee

PacrnpocTpaHEHHbIMU CYMTAIOTCSA MATOreHHbIE BapuaHThl

reHoMa, KoAmMpyloLLme KepatuH 5 uam 14 [3];
 [1b3 MoXeT Hacnef0BaThCs N0 ayTOCOMHO-A0MUHAHTHO-

MY UMW ayTOCOMHO-PELIeCCHBHOMY TUMY, B 3aBUCMMOCTH

OT MPUCYTCTBYHOLLEr0 NOATUNA, OAHAKO JOMUHUPYHOLLIMIA

[1B3 sBnseTcs BTOpLIM Hanbonee pacnpoCTpaHEHHBIM TH-

noM b3 [3] 1 BbI3bIBaETCA NATOreHHbIMU HYKIE0TUAHBIMU

3aMeHamu B reHe COL7AT [9];
 [Irpb3 nepepaérca no ayTocOMHO-peLeccuBHoMy Tuny [3],

pasBMBaeTCA BCNELACTBUE MNATOTEHHbIX HYKNEOTUAHBIX

BapuaHTOoB B 8 pasHbIx reHax, U3 HUX Haubonee pacnpo-

cTpaHeHbl LAMA3/LAMB3/LAMC2 v COL17A1 [3];

e cuHgpoM KuHanep sBnsetcs ayTOCOMHO-peLeccuB-
HbIM [3], Bbi3biBaeTcs MyTaumamu B reHe FERMTT [3].
OCHOBHBIM KNMHUYeCKMM npu3HakoM Bb3 sensetcsa obpa-

30BaHWe My3bIpel Ha KOXe B MECTax MEXaHU4eCKOro Bo3aeii-

cTBuA. B 3aBUCMMOCTU OT /105 KOXM Ny3bIpK MOTYT BbITh 60-

Nee NOBEPXHOCTHBIMM W NPUBOAMTL K 3p03UAM, KaK B Clyyae

c 163, unu e oHu MoryT bbITb Bonee rybokUMKM U NpUBO-

JMTb K U3bA3BNEHMAM, KaK B cryyasx ¢ Mrpb3, b3 n cuHa-

pomoMm Kungnep [3]. My3sbipu MoryT OGbiTb NIOKaNM30BaHbI

Ha KOHEYHOCTAX WM FeHepanu30BaHbl, Nopaxas pasfinyHble

y4acTku Tena. opaxeHns KoM y 3TUX NaLMEHTOB HOCAT XPO-

HWYECKWU XapaKTep BCIEACTBUE MEXaHNYECKOr0 NOCTOSHHOTO

Bo3AelcTBuA. CnuancTble 060/104KM NONOCTH PTa, NULLLEBOAA,

Tpaxeu, MOYENoJIoBOM CUCTEMBI W 1183 TaKXKe MOLBEPKEHDI
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hopMupoBaHMIo 3po3uid, S3B W pybuoB. lMporpeccupytolee
3aXMBIEHVE MOXKET NPUBOAUTL K KOHTpaKTypaM, hopmupo-
BaHMI0 MUKPOCTOMbI M CTPUKTYPbI nuwesoza [3].
(MeHoTUNMYECKas 3KCTPeccUBHOCTL Npu b3 cunbHO pas-
JMYAETCS He TONMBKO MEXAY TUMaMM, HO U BHYTPU KaX[oro
13 HUX. CneKTp KiMHMYeckux npossneHuin Bb3 Bapbupyet
OT NaLMEHTOB C AUCKPETHBIMU KOXHBLIMW CUMMNTOMaMu, 4acTo
MOYTW He3aMETHbIMM, 10 MALMEHTOB C TAXEMBIMU KOXHbBIMU
11 BHEKOXKHBIMM MOPAXEHNUAMU, BbI3BaHHBIMU CEPbE3HBIM N0-
paXKeHneM fepMo-3nuaepMansHoro coegmHenus [10].

KOMHbI 3Y[ KAK OZIMH

U3 BAXHbIX KIIMAHUYECKUX
CAMNTOMOB NPU BPOXEHHOM
BYNJIE3HOM 3NUAEPMOJIU3E

MauueHTbl ¢ BB3 cTankuBaloTCs €O MHOXECTBOM Xpo-
HWYECKUX M [0CTaTOYHO CNOXHBIX NpobneM, NpUBOAALLMX
K 3HaQUWUTENIbHOMY CHUMEHUIO KadecTBa xu3Hm [11]. 3yn aB-
nsetcs Hambonee pacnpoCTPaHEHHBIM U HEMPUATHBIM CUMN-
ToMOM B3, 1 OH HensMeHHo cuuTaeTCs OBHUM W3 MMaBHbIX
MCTOYHMKOB BecnoKolicTBa nauueHToB. [leTv onucbiBatoT He-
BbIHOCWMbIiA, MOCTOSHHBIN 3y[, KOTOPbIA AOCTABASET He TOMb-
Ko (m3nyeckne HeynobcTea, HO M NpeaCcTaBnseT CepbE3HYL
MCMXONOrMYecKyto Harpysky [8, 12, 13].

B HecKonbKux uccnefoBaHWsX M3ydyanacb pacnpocTpa-
HEHHOCTb 3yaa npu b3 [8, 14-19], B pAae 13 KOTOPbIX UCNOSb-
30Ba/IMCb OLIEHKM, JaHHble caMUMK NauueHTamu [13, 14, 17].
TaK, B ogHoM u3 uccnenoBanuit 60,3% u3 104 bonbHbIX Uc-
MbITbIBANIM HAMOOMbLINA AMCKOM(OPT MMEHHO B OTHOLLIEHUM
3ypa [18]. B uccnepoBanuy, BrtovaBLueM 40 B3pocnbix na-
LIMEHTOB C JIt0ObIM M3 TPEX 0cHOBHBIX TUMoB BB3 (M13B, Mrp3b
unm [163), coobLumnm o 3yae B 85% cryyasx, 4to NPaKTUYECKM
aHanornyHo AaHHbIM M0 OLEHKe PacnpoCTpaHEHHOCTW 3yAa
npu atonuyeckom aepmatute [19, 20]. AHanormyHble faHHbIE
Mo YacToTe BCTPEYAEMOCTH 3yaa ObinK NosyYeHbl cpeau fe-
Ten ¢ Bb3 u coctasunm 85% [8]. Kak npasuno, B 6ombLunH-
CTBe CyyaeB JIOKanu3aums 3yAa COBMajaeT ¢ o4aramu no-
paXKeHus KOxu, 0c0beHHO B BUAE 3p03uiA U KOPOK [8].

Camas BblCOKas yacToTa xanob Ha 3yp bbina oTMeueHa
y nmy ¢ Mrpb3 (100%) 1 B3 (100%), 3a KoTopbIMM CrefoBany
poMuHupytowmin 163 (87%) m MB3 (74%) [19]. AHanornyHble
pe3ynbTathbl ObiM Npu 0bcnepoBaHuM 146 nauueHTOB BCex
Bo3pacToB U Bcex TnoB BB3 [16], roe 3y xapakTepu3oBacs
Kak Hanbonee HeMmpuATHbIA CUMMTOM U OLEHMBANCS NaLyWeH-
TaMmu Bbile 60K, NpobneM ¢ NUTaHUEM W paHeBbIX UH(EK-
uuiA. BoisiBNeHo, YTO YacToTa M MHTEHCMBHOCTb 3yAa Koppe-
JMPYIOT C TsKecTblo 3aboneBaHus. B ToM xe uccnemoBaHum
yacToTa 3yAa, 0 KOTOpoM co0bLLanM caMu NaLmMeHTbl, Bo3pac-
Tana ¢ YBeJMYEHNEM TSKECTU 3aboneBaHms: caMas BbICOKast
npu peueccuBHoM [163 coctaBuna B cpegHeM 3,9 no nsatu-
bannbHoi Wwane Jlaikepta [16]. Pag uccnenoBaHnin 4eMoH-
CTPUpYET, YTO 4acToTa U WHTEHCMBHOCTb 3yAa PasfMyaloTcs
npu pasHblx gopmax BB3. Tak, naumeHTbl ¢ peLieccuBHBIM
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[IB3 coobwann o bonee BbICOKUX YpoBHAX 6onn u 3yada
Mo CPaBHEHMIO C MauueHTamu ¢ gomunupyowmm [1b3, Mb3
1 ApYrYMU KOXHbIMK 3aboneBaHuamu [14, 1618, 21]. [ipyroe
BonbLuoe MccnenoBaHKe NoKasano, YTo 6oNbLMHCTBO Nauu-
eHTOB C peueccuBHbIM [163 ucnbiTbiBanu 3ya (y 72/83; 85%),
a HanMuWe 3yaa He 3aBUCENO OT TSKECTW KOXHOM MpoLec-
ca [15]. Kopeiickoe nonepeyHoe uccnegoBaHue 13 nauveHToB
C peLieccuBHbIM [163 TAKENOM UNK CpeaHen CTENEHN TAXKECTU
TaKKe OLeHMBAO 3y[, C UCMOMb30BaHNEM BU3YaNnbHOM aHa-
noroBon wkanbl (BALL) [17]. Cpegnuin 6ann no BALL B pe-
LeccusHoM 163 coctaBun 7,54+2,07, 4To cUMTAETCA CUNbHBIM
3ynoM. lokasatenu BALL Gbinu Bbille NpuU TSKENOM, YeM
npy NpOMEXyYTOuHOM peueccvBHoM [IB3, a TakKe Obinm
BbILLE MPY «OYEHb TSIKENOM», YEM MPU «TAMENOM» TeYEHUN
3aboneBaHus, Kak coobllanu nauneHTbl No NATUBanIbHOM
o0bLien oueHKe naumeHToB [17]. TeM He MeHee CyLLecTBYIOT
[AHHbIE 0 HEKOTOPbIX Pa3nnuMsX B NPeLenax 0fHON 1 TOW e
tdopmbl BB3. Tak, HanpuMep, B MCCNEA0BaHWM, NPOBEAEHHOM
B CLUA, muws 16% (13 32) naumeHToB ¢ peueccuBHbIM [163
UCMbITBIBANIN AUCKOMOPT, BbI3BaHHbIN 3yA0M [22], 4TO He 1c-
KJK0YaeT BMUAHUA APYTUX COMYTCTBYIOLLMX COCTOSHMIA.
MocKonbKy 3yn, MPMBOAWT K pacyécaM, KoTopble A0MOSTHM-
Te/bHO MOBPEXAAKT KOXY, YTO MPUBOAMT K GOPMUPOBaHUI
HOBbIX Ny3blpei U ewé 6onbLUeMy YXYALWEHWH COCTOSHMS
YXKe CYLLeCTBYHOLUMX paH, BaXKHO YCTPaHUTb TPUITEpbI, MpU-
BOASALLME K 3aMyCKy NOpoYHoro Kpyra. lpuumHamu 3yaa, Be-
POSTHO, SIBMAKOTCS CYXOCTb KOXHBIX MOKPOBOB, Ha/MuMe CTOM-
KOro BOCMasieHus, BMSHUE BHELLHWX B13n4eckux haKTopos.
N3BecTHO, YTO 3TM (aKTOpbl YCUAMBAKT 3yL U MPU OPYruX
KOXHbIX 3ab0N1eBaHNAX, TaKUX KaK, HanpyuMep, aTonmyecKui
JEepMaTUT 1 ncopuas [23, 24], 4To MOXKeT CBULETENbCTBOBATH
0 HEKOTOPOM CXOACTBE MEXaHW3MOB HApYLUEHWUSI KOXHO-
ro 6apbepa. [laHHble pesynbTaThl MOAYEPKMBAKOT BaXHOCTb
NPOGUNAKTUKY 1 IEYEHNSA CYXOCTU KOXM Y NaumeHToB ¢ b3.
TOYHBIA MexaHU3M 3yaa, BO3HUKatoLwmi npu Bb3, oo KoH-
La HesceH. BeposTHo, 3a[1eMCTBOBaHbI HECKOMBKO 3BEHbEB
natodwusuonorum Bb3. B oTBeT Ha MexaHUYeCKOe NOBPEXe-
HWe KepaTMHOLMTbI BbIAENSAOT PAL LMTOKWHOB [TUMUYECKWI
CTpOMarbHbli iuMdonoatud (TSLP), uHtepneiikutbl (IL) 6,
25 1 33, XeMOKMHbI], KoTopble BbICBOOOXAAIOTCS B KPOBO-
TOK, YTO MPUBOLMT K aKTUBALMKM BOCMANUTENbHBIX KNETOK
1 uMMyHHoro otBeTa no Th17 u Th2 Tuny B MecTe noBpex-
Aenus [13]. B nocnepytolwmx Kackagax BoCNaneHus U 3axme-
neHus paH T-KNeTku, 303uHOGUNbI, Makpodaru U TKaHeBble
TY4Hble KNIETKM BbICBOBOXAAT MHOXECTBa MeAMaTopoB
3ypa, KOTOpble CBSA3bIBAOTCA C COOTBETCTBYHLLMMM peLen-
TOPaMM Ha OKOHYaHMAX YyBCTBUTESIbHBIX HEPBOB B KOXE.
3aTeM HepBHbIE MMMYNbChI NepeaaloT OLLyLleHWe 3yaa B ro-
NIOBHOM MO3T Yepe3 KoHTpanaTepabHble CMHOTanaMu4eckue
TpaKThbl crnHHoro Mo3ra [13]. KoxHble HepBHble OKOHYaHKA
NMpu CTUMYNALMM TaKKe BbICBOBOXKAAKOT Meamatopbl 3yAa,
KOTOpble CBA3LIBAKTCA C PELLENTOPaMM UMMYHHbIX KJIIETOK,
LOMOHATENBHO YCUIIMBAsA JIOKaNbHbINA 3yd, M BOCMainTeNb-
HYI0 peaKumto (HerporeHHoe Bocnaneue) [13]. MoTeHumans-
HbIM COMYTCTBYIOLIMM MEeXaHW3MOM SIBNISIETCA CTUMYNAUMA
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GunbpobractoB K BbICBOOOXKAEHWIO NEPUOCTMHA, HYTO [OMON-
HUTENbHO CNOCOBCTBYET aKTMBALWM BOCMANMTENLHOTO 0TBETA
2-ro ana (Th2) [13].

MULLLEEBAA ANNTEPTUA
N NULLIEBAA CEHCUBUNTU3ALIUA

Muwesas anneprusa — 310 NoboYHas peakumns Ha cneum-
(GUYECKMIA NULLLEBOI aHTUreH, KOTOpas 0NocpesoBaHa UMMY-
HOJTOMMYECKMMI MeXaHU3MaMu W BO3HUKAET Y YeloBeKa, BOC-
MPUMMYMBOTO K 3TOMY CrieLmdrUyecKoMy annepreny [25, 26].

To, uTo OT/IMYAET NULLLEBYIO ANNEPIUI0 OT LPYrX MOOOYHBIX
peaKuMii Ha NULLEBbIE MPOAYKTHI, 3aK/HYAETCA B NEXaLUEM
B OCHOBE MaTOreHeTUYECKOM MeXaHW3Me: MULLLeBas anneprus
npeacTaBnseT coboil MaToNorvyecKylo peakLmio, BO3HUKak-
LUylo B pe3ynbTaTe cneuuduyeckoro MUMMYHHOTO OTBETA, KO-
TOpas, KaK NpaBuno, BOCNPOM3BOAMMA U BO3HUKAET Npy BO3-
Le/CTBUM ONpefenéHHoro nuuieBoro besnka. Ha ocHoBaHum
cneunuYecKoro MMMYHOMATOreHETUYECKOr0 MeXaHW3Ma
Bbloensior IgE-onocpenoBakHble, He-lgE-onocpenoBaHHbie
M CMeLLaHHbIe peaKLmMn Ha MULLEeBble NPOAYKThI [25].

MueBas annepris BKITOYAET LUMPOKWI CMEKTP KIUHM-
YeCKUX MPOSBIEHUA — OT NETKUX QOPM C OpraHHOMN NoKa-
N3auMent [0 TSOKENBIX M NOTEHLMANbHO XU3HEYrPOXKakLLMX
dOpM € cUCTEMHBIM MopaXKeHWeM. PasnuyaioT racTpouHTec-
TUHANbHbIE, KOXHbIE Y PECNUPATOPHbIe CUMMTOMBI MULLEBON
anneprum [25]. BapnabenbHOCTb KIMHUYECKUX NPOSBNEHUI
W CNOKHOCTb NEXALLMX B UX 0CHOBE MMMYHOJIOTUYECKWX Me-
XaHW3MOB 3a4acTylo 3aTPYAHSIOT AUArHOCTUKY U YCTIOXKHAT
U3yyeHue 3NuULEeMUONOrM NULLEBO anneprum [27, 28].

PacnpocTpaHEHHOCTb MULLEBOHA anneprm 3aMeTHO yBe-
nMuunack B NOCNESHME AECATUNETUSA, KaK M YMuCno roc-
NMUTanW3aumii Mo NOBOAY OCTPbIX aNnepruyeckux peakumid,
BbI3BaHHbIX MULLEBbIMKA npogykTamu [29]. Mo paHHbIM
G. Pouessel 1 coasr. [30], nuwleBble NPOAYKTbI OTBETCTBEHHbI
3a 37% cnyyaeB rocnuTanu3aLni B OTAENEHUE UHTEHCMBHOM
Tepanuu no nosody aHadunaxkcuu u 79% cnyyaes paseuTUs
peuuamBmpytoLLel aHadunakeuu. Nuwesas anneprus, o Ko-
TOpoW co06LLAlOT caMM NaLMeHThl, BCTPEYaeTCs eLwlé yvalle,
U e€ BMAHWe bbiBaeT HefooLeHEHHbIM [31]. Tlo pe3ynbTatam
aHanu3a npoekta EuroPrevall o6HapyeHo, yto pacnpocTpa-
HEHHOCTb MULLEBOM anyepriv y B3pocblX, N0 CaMOOLIEHKE,
Konebnetcs ot 1,0 no 18,9%, pacnpocTpaHEHHOCTb MULLEBOIA
ceHcubunmsaum — ot 6,6 1o 23,6%, pacnpocTpaHEHHOCTb
BeposTHoW nuweBoi anneprum — ot 0,3 1o 5,6%, npu atom
B KayecTBe MPUYMHHOM MWLM NpeobnafaloT NpoayKTbl pac-
TUTENbHOro npomucxoxaenna [32, 33]. Mo AaHHBIM KpynHoro
aHanm3a S.A. Lyons 1 coasr. [34], B KoTopbIi BoLLNa BbIBOpKa
peteit ot 7 po 10 neT, pacnpocTpaHEHHOCTb NMULLEBOI annep-
MM, N0 AaHHBIM CaMoOLeHKH, Konebanack ot 6,5 1o 24,6%,
PacnpoCTPaHEHHOCTb MULLEBON ceHcubunmsaumum — ot 11,0
£o 28,7% B 3aBMCMMOCTW OT reorpamyeckoro NonoxeHus,
a yacToTa BEpPOATHON MULLEBOW anieprum bbina 3HauMTENbHO
Huke — ot 1,9 no 5,6%, Npy 3TOM NoyyeHHbIE AaHHbIe Co-
racyloTcs ¢ NpeablayLLMM UCCEL0BaHNEM.
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PoccuAcKmi annepronoriyecKmii xXypHan

MMMyHonornyeckue MexaHW3Mbl, fieXalluMe B OCHOBE
KaK MeCTHbIX, TaK 1 CUCTEMHbIX NposieneHuii IgE-onocpeno-
BaHHOM MULLLEBOW annepruu, NpeacTaBnialwT cobon peakummn
rMNepuyBCTBUTENBHOCTM | TMNA Ha cneunduueckne nuLle-
Bble annepreHbl. B dase annepruyeckon ceHcmbunmsaumm
MPOUCXOAMT NEPBBIA KOHTAKT C ayiepreHoM, KoTopbIi onpe-
LENSieT HayanbHbI UIMMYHONOMMYECKUIA OTBET, MPUBOAALLIMI
K HapyLUEeHMIo TONepaHTHOCTU C MOCNeAyIoLLen NpoayKumen
annepreHcneunuyeckux IgE. Mepsblit KOHTAKT C NULLEBLIMM
aHTUreHaMW 00bIYHO NPOMCXOLMT NEPOpPanbHO, HO BO3MOKHI
U Lpyrue cnocobbl ceHecmbunmsaumm.

CyLiecTBylOT [aHHble, YTO MOBPEXAEHHBIN KOXHbIN
bapbep MoxeT cnocobcTBOBaTb NPOHUKHOBEHUIO anfepre-
Ha, NMPUBOAUTb K Pa3BUTUIO TPAHCKYTaHHOW CeHcubunmsa-
LK, KoTopas B NOCNeAYHLLEM MOXET peann3oBath anjep-
UK MPW OTCYTCTBMM MEPOpasbHON TONIEPaHTHOCTU K 3TUM
annepreHam [35-37].

Mocne obpasoBanua IgE npukpennsiTca K BbiCOKoad-
(uHHoMY peuenTopy cBoero Fc-dparMeHTa Ha MeMbpaHe
TKaHEBBIX TYYHbIX KNETOK W LMPKYnupyrowmx 6asodunos,
LMTONMa3Ma KOTOPbIX COLEPXMT Ba30aKTUBHblE BELLECTBA
¥ MeamaTopbl aHadunaKcum, Takve Kak ructamuH [38]. Ta-
KUM 06pasoM, 3TW KIEeTKM CTaHOBATCA CEHCMOUNIM3MPOBaHHBI-
MW W TPW MOBTOPHOM 3KCMO3ULMW anfiepreHa aKTMBUPYHOTCS
W AerpaHynmpytoT, BbICBODOXAas aHapunaKTU4eckue Meam-
atopbl. 370 dasa annepruyeckux peakuui, nexalmx B oc-
HOBE Pa3/MYHbIX KIIMHUYECKUX MPOSBNEHUIA (paHHAA da3a
peakumuu) [39]. Mocne perpaHynsumMm 3QQEKTOPHBIX KNETOK
TaKXKe MPOMCXOAMT NpoAyKuMs de novo Apyrux UMMyHomo-
TMYECKUX MeaMaTopoB, BKIIKYas GaKTop aKkTvBaLmm TpoMbo-
LIMTOB, NIENKOTPUEHBI M UMTOKUHBI (IL-4, IL-5 1 IL-13), KoTopble
BMeCTe CrocobCTBYIOT anjieprinieckoMy BOCMaeHuio.

B nononHeHue K TaKol HeMeaneHHOM dase cyLlecTyeT
TaKkke no3gHaa dasa IgE-onocpenoBaHHONM annepruyecKoil
peaKLmm, OTAIMYHas OT OTCPOYEHHBIX KIETOYHBIX peaKLuii 3a-
MELIIEHHON TMNepyyBCTBUTENBHOCTH. HECKOMBKO XeMOTaKCu-
UECKWUX MeaMaTopoB, BbiCBODOOXAEMbIX B TKaHSX BO BpeMs
paHHel dasbl peaKkuWu, MPUBMIEKAKT Apyrue BOCMANUTESb-
Hble 3 (EKTOPHbIE KNETKU, KOTOpble aKTUBUPYHOT U XPOHU-
3MpyloT BOCMaseHWe 3a CYET NPOAYKUMM [OMNOHUTENBHBIX
BOCMaNUTENbHbIX Meauatopos [40].

HAPYLUEHUE TOIEPAHTHOCTU

K MALLEBbIM BEJTIKAM, PA3BUTUE
NULLEBON CEHCUBUTU3ALIMMA

W NALLEBOA ANNTEPTUMA

TonepaHTHOCTb K MULLEBBLIM MPOAYKTaM SIBNAETCA aK-
TMBHbIM MPOLLECCOM, WMHAYLUMPYEMbIM NepopanbHbIM BO3-
JENCTBMEM NULLEBLIX aHTUreHoB [41], 1 B HacTosALee BpeMs
paccMaTpuBaeTCs Kak aHTUreHcneunguyecKoe pacno3HaBa-
HYie NULLLEBbIX 3NMUTOMOB. TaKMM 00pa3oM, pa3BUTHe MULLEBOI
TONEPaAHTHOCTW NPOMUCXOAMUT B PaHHEM BO3pacTe, C BOB/eYe-
HWEM Pa3IUYHBIX MIMMYHHBIX ¥ HEMMMYHHBIX KJIETOK, a TaKxXKe
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MOXeT ObITb NepenporpamMMUpoOBaHa, HanpuMep, Bocnanu-
TeNbHbIMA CTUMYNaMW C MOCAEAYIOWMM BO3HUKHOBEHWEM
annepruyeckux peaxumn [42].

NHuummpytolme cobbimiis, BeLyLUMe K HapyLLEHWIO Opab-
HOW TONEPaHTHOCTW, anepruyeckoit CeHcubunmsauumu
¥ B JanbHEMLLEM K Pa3BUTUIO NULLLEBOM afeprum, U3yyair-
cs. BnonHe BepoATHO, YTO HECKONIBKO MYTEN MOTYT, B KOHEY-
HOM uTOre, MPMBECTU K HapYLLEHNIO npoLiecca hopMUpoBaHUS
WK K noTepe nepopasibHOW TonepaHTHOCTM [42].

HapylueHne TonepaHTHOCTM K MULLEBBIM aHTUTEHaM
B OCHOBHOM BbI3bIBAETCSA CUTHaNamMu OMacHoCTH, BeLyLLMMH
K NPOAYKLMM NPOBOCMANIUTENbHBIX LIUTOKMHOB 3NUTENNaSIbHbI-
MW KNeTKaMW KuweyHuka [43]. CurHanbl omacHoCTU mocpeg-
CTBOM MaTOreHaccoLMMpOBaHHbIX MOMEKYNAPHBIX MaTTepHOB
(PAMP) unn MoneKynsipHbIX MaTTepHOB, CBA3@HHbLIX C MO-
BpexkaeHneM (DAMP), aKTUBMpYIOT pag anuTeNManbHbIX My-
Tel, YTO NPUBOJMT K BbIPabOTKe BOCMANMUTENbHBIX LIUTOKUHOB,
TaKNX KaK IL-25 u IL-31, KoTopble BAMSKOT HA aHTUTEHNPe3eH-
TUPYIOLLME KNETKM, NpuaaBas UM GYHKUMOHaNbHbIA NPOBOC-
nanuTeNbHbIA heHoTun [44]. Ipyrie LMTOKWHBI, B TOM Yucie
TSLP u IL-33, nepenporpaMM1pyIT aHTUreHNpe3eHTUPYIOLLME
KNEeTKY, NPeBpaLLas Ux B KNETKW, CNOCobHble cMeLLath aud-
(epeHUMPOBKY HaMBHbIX IMMMOLMTOB B CTOPOHY IL-4 1 IL-13,
npoayumpys knetky Th, a He T-perynsitophble knetky (),
C NOCNEeAYHLLIMM Pa3BUTUEM aifIePruiecKoi peakuum [45, 46].

Cpenu Apyrvx TUMOB KIETOK, Y4acTBYHLLMX B HapyLLEHUH
TONIEPAHTHOCTU, BbIAENSAIOT BPOXAEHHbIE MIMMPOUIHBIE KIeT-
Ku Tuna 2 (ILC2), cxomHble ¢ nuMdountamm Th2, Ho He 00-
napjatoLme cneumdUYHOCTBIO K aHTUIEHY, U KIETKK, NPoay-
umpytowme IL-9 (Th9-kneTkw), KoTopble NpeacTaBnAT coboil
TyuYHble K/ETKW CM3UCTON 0605104KK, crocobHble MpoayLm-
poBaTb Pas/iNyHbIe BOCMANMTENbHbIE LIUTOKMHBI, CMOCObHbIE
nopaBNATb GYHKLMIO Tpoo-KNeToK [47].

AHanornyHo OuMchYHKUMM KuweyHoro bapbepa, K pas-
BUTUIO a//IePruveckon CEHCMOUNU3aLMM MOXKET MPUBOLUTHL
1 AMCOYHKLMA KoXHOro bapbepa. [p1 Bo3LeNCTBUM NULLEBBIX
annepreHoB Yepe3 KXy MeXaHW3Mbl HOPMasbHOTO Toepo-
FeHHOr0 OTBETA Ha MULLEBbIE aHTUIEHbI B CIM3UCTON 000/104Ke
KULLIEYHMKA He BKJIKUAKOTCA, YTO, COOTBETCTBEHHO, MOXET Cro-
c0bCTBOBATL Pa3BUTUIO annepruyecKoii ceHcubunmsaumm [48].

Takum 0bpasoM, fepuunt bapbepHON GYHKLMM KOXM MO-
JKET NPUBOAUTb K Pa3BUTMIO TPAHCKYTaHHOM anfnepruyeckoi
CeHCMbUnM3aumMm K NuLLeBbIM aHTureHam [39, 49-51].

KOXHbIN BAPbEP U MEXAHU3MbI
TPAHCKYTAHHOWU CEHCUBUTU3ALIUNA

Koxa npencrtaBnsier cobon CNOXHbIA OpraH, KOTOpbIi
BbIMOMTHAET MHOXECTBO (YHKLMIA, B TOM UMCNe 3aLUMTHYIO.
BHeluHMe noBpexAeHMs 1 NaToreHbl KOHTPONMPYHOTCS U Npe-
A0TBpaLLatoTcs bnarofaps cTpoeHuio M 6apbepHOMY UMMYHHU-
TeTy Koxu. OHaKo KoXa He SBNSeTCS CTePUIIBHOM: NOKa3aHo,
4TO MUKPOBMOTA KOXM MIrPaeT BaxkHylo posib B obecneyeHun
MECTHOr0 MMMYHUTETA, OrPaHN4MBasA POCT NaTOreHHbIX baKTe-
puii [52, 53]. [oBepXHOCTb KOXM NOKPbITA aHTUMUKPOOHLIMY
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nenTULaMM U IMNUAAMM, KOTOPbIE CEKPETUPYIOTCA Ha KIIETOY-
HOW MOBEPXHOCTU [1Si KOHTPONA pocTa bakTepuit [54]. Cam
3MUAEPMUC COCTOMT U3 KEPATUHOLMTOB, 00pasyHLLMX MHOTO-
CITOMHBIA POroBOM 3MUTENIA C BKPAMSIEHUSIMU MENAHOLIUTOB.
3INULepMOoLMTLI SBMAKOTCS OCHOBHBIM KOMMOHEHTOM 3nuaep-
MWCa M CUHTE3NPYIOT MHOXECTBO aHTUMUKPODHbIX NenTuaoB
[55, 56], a Takxe 3axkcnpeccupyioT Toll-nogobHble pelenTopbl
(Toll-like receptor, TLR). TLR siBnAtoTCA BaXXHbIM peLLenTopoM
pacrno3HaBaHuUs NaToreHHbIX MaTTePHOB, KOTOPble MpU aKTU-
BaLMM NPUBOJAT K BbIpaboTKe BOCMANMUTENbHBIX LIMTOKUHOB
¥ WHMLMaLMM UMMYHHOTO oTBeTa [57]. B HpKHel yactn anu-
AepMuca pacrosiaralotcsl Knetku JlaHrepraHca — BHYTpU3anu-
LepMarbHble Makpodary, BbIMONHSIOLLME aHTUMEHNPEeLCTaB-
naowyo dyHKumio ans T-xennepoB. B anupepmuce Takxke
0bHapyuMBaloTCA U pe3naeHTHble T-KNeTku namatm [54].

[lepMa uMeeT bonee pasHoobBpasHblii Habop KNETOK,
BKJ/IIOYas CTPYKTYPHble KNETKW, Takue Kak ¢ubpobnacTbl,
¥ UMMYHHbIE KIETKM, B YaCTHOCTU JepMalbHble AeHAPUTHBIE
KNIETKW U Makpodaru, TydHble KNetku u Foxp3+ Tp.., BPOXK-
OEHHblE NMMGBOMOHBIE KNETKM, KOTOpble TaKKe y4acTBYOT
B hopMMpoBaHWK KoxHOro bapbepa [54].

OcHoBHas GyHKUMA AepManbHbIX $hrbpobnacToB 3akto-
YaeTcs B CEKPELMM KOMMOHEHTOB BHEKJIETOUHOTO MaTpHKCa,
TaKWUX Kak npokonnareH [54]. ®ubpobnactbl 3KcnpeccupyioT
TaKKe Becb cnekTp TLR Ha 6onee BbICOKOM YpOBHE, YeM Ke-
PaTUHOLMTI, YTO AEMOHCTPUPYET MX BaXHYH posib B 0OHapy-
eHuu natoreHoB [58].

OpHako npu BB3 BcnencTBMe reHeTMYECKOro AedekTa
pa3BMBAETCA JIOKaNbHbIA BOCMANUTENbHLIA OTBET, YTO ELUE
Bonblue ycunuBaeT AUCYHKUMIO KoXHOro bapbepa, Aenas
ero NMpOHWLAEMbIM Ans annepreHoB. B oTBeT Ha 3To Boc-
naneHne KepaTMHOLMTLI IKCMPECCUPYIOT LIMTOKMHBI, TaKkue
Kak TSLP, IL-1B, IL-6, IL-25, IL-33 u OXA4O0L [59]. OeiicTeue
3TUX LMTOKMHOB HaNpaB/ieHO Ha UHAYKLMIO BOCNANMTENBHOMO
0TBETa 2-ro TMNa, B KOTOPbIV BXOAMT aKTUBaums T-Xennepos
2-ro TMNa M BPOXAEHHLIX MMAOUIHBIX KNETOK. YKasaHHble
LIMTOKMHBI OTBETCTBEHHBI TaKXKe 33 CTUMYMALMIO CO3PEBAHMS
JEHOPUTHBIX KneToK [59]. AKTMBaUMS LeHAPUTHBIX KNeToK
ABNAETCA KIIOYEBLIM 3BEHOM B3aUMOZENCTBIUS BPOXKAEHHOTO
¥ aganTuBHOro uMMyHuTeTa. KneTku JlaHrepraHca nepebiMu
BCTPEYAKT M 3aXBaTbIBAKOT aHTUreH, [anee NpPOUCXOAMUT ero
MPOLIECCUHT W NMpEe3eHTauUus, B X04e KOTOPbIX KNeTKu JlaH-
repraHca MpeBpaLLaloTcs B AEHAPUTHbIE KNETKU U MUMPU-
PYHOT Yepe3 LepMy B PerMoHasbHble MMGaTUYECKUE Y3Tbl,
roe npoucxoaut hopMUpoBaHue NPUOBPETEHHOTO UMMYHHOTO
0TBETa B NPe3eHTaLMM aHTUreHa 1 Npondepaumnm HauBHbIX
ThO-KNeToK, NPEUMYLLECTBEHHO B CTOPOHY BOCMANMUTENLHOIO
oTBeTa 2-ro TMMa M UHAYKLUMW CMeLMpUUECKUX LITOKWUHOB
(IL-4, IL-5, IL-10, IL-13). T-xennepbl 2-ro TMMa U BPOMKAEH-
Hble IMMdonaHble KneTku npoayumpytot IL-4 u IL-13, Koto-
pble B CBOI 04epefb CTUMYNUPYIOT pocT U A depeHLMpoBKY
B-knetok u dopmupytot nyn B-kneTok v T-KneTok namaTy,
a TaKkKe cnocobCTBYHT NepeKITIYEHN0 M30TMNa UMMYHOTTIO-
bynuHa Ha IgE [59]. T-KneTKn namaTV LMPKYIMPYIOT Mo 6oMb-
LIOMY Kpyry KpoBoODpalLLeHus, 0TKyLa OHWU BHOBb NOMaaatoT
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B KOXY, pacnpefensiorcs B Apyrue oprakbl U UMeloT bonbLuoe
3HayeHWe MpW NOBTOPHOW 3Kcnosuuuu annepreHa. OpHa-
KO [aHHas Mofeflb JEMOHCTPUPYET OCHOBHOM MYTb TpaHC-
KYTaHHOW CEHCMBWNM3aLMK, KOTOPLIA MOXKET ObITb NpuMe-
HWUM K DONBLUMHCTBY anyiepreHoB, HO YXe B COBOKYMHOCTH
C BIUSIHMEM Pa3/IMYHbIX 3bOBAHTOB M BapuaHTaMu HapyLue-
HWI 3nupepManbHOro bapbepa B KOHTEKCTE OMpefenéHHbIX
Aepmaro3os [59].

Beuay peakoctv 3aboneBaHMs NPaKTUYECKM OTCYTCTBYIOT
paboTbl no KomopbuaHocTn BE3 1 nuwieBoii anneprum. B eau-
HWYHBIX paboTax OMMUCHIBAETCA BCTPEYAEMOCTb MOBbILIEHHbIX
ypoBHeii 06LLero n annepreHcneumduyeckux IgE y naumneHToB
¢ BB3 [60, 61]. OnybnmKoBaHHLIe HaMW paHee pesynbTaThl UC-
CNefioBaHMIA NOKa3anm LOBOMLHO BbICOKYIO YacToTy MULLEBOV
CceHcMbunmaaumum 1 nuwieson anneprum y feten ¢ 163 [61, 62].
Hanuume nuweBon ceHcmbunmsaumm Obino obHapyxeHo
y 25% peten KoHTponbHOM rpynnbl (netv 6e3 b3) ny 37% ne-
Ten rpynnbl [163. B BonblwMHCTBE Ciy4aeB B Ka4ecTBe MuLLe-
BbIX annepreHoB ObiIM onpeseneHbl NPOLYKTI, COLEpHaLLme
Act d 1 (7,69%), KoTopblii 06nafaeT nepekpecTHoOl peaKTuB-
HOCTBIO C IaTEKCHBIM KOMMOHEHTOM MepyaToK, B KOTOPbIX aH-
HbIM NaLMeHTaM NPOBOAAT MeLULMHCKME Manunynsaumm [62].
Bonee rybokuM noBpexaeHneM He TONBbKO KOXHbIX MOKpO-
BOB, HO U C/M3UCTON 060M0YKY KENYL0YHO-KULLEYHOTO TpaK-
Ta, XapaKTepu3yeTcs TeyeHune aucTpoduueckoir GopMel b3,
YTO MOXXET CBUAETENbCTBOBATH B M0Mb3Y BKNIaAA TPAHCKYTaH-
HOW CEeHCMBMNM3aLMKM Y LaHHOM TpynMbl AeTen. A KIMHUYECKU
3HauyMMas nuweBas anneprus boina BoiseneHa y 20,7% neten
¢ BB3 (B 10% cnyyaes npu 63 u B 24,2% — npu [163), oc-
HOBHBIMM MPUYMHHO-3HAYUMBIMU a/NiepreHaMu onpefeneHbi
benKkM KopoBbLEro MOJIOKa, 3naku, svua [61].

B obcnenoBaHHoi rpynne BonbHBIX € He AUarHOCTUpOBaH-
HOW paHee NULLEBOW anneprueit HabnwLanock yTaKeneHme
CMMMTOMOB OCHOBHOTO 3abonieBaHus, TOrAa Kak BbiSBNEHME
W VICKJTOYEHWE MPUYMHHO-3HAYUMBIX aNiiepreHoB No3BONSIN
KynupoBaTb YacTb cumnToMoB Y feTeid ¢ Bb3, obycnosneH-
HbIM KOMOPOMAHOM nuLLeBoii anneprient [61].

HenaBHO onucaH KNMHWYECKWIA Cyyail YTSKENEeHUs Teye-
Hua 163 npu Hanuuum ComyTCTBYIOLLMX MULLEBOW annepru
1 aTOMMYeCKoro AepMaTuTa, YTo NoBAUANO Ha dheHoTUnnYec-
Kyto KapTuHy 3aboneBaHus [63].

3AKJIKYEHUE

MoTepst KOXEW W CAM3UCTBIMU 000/104KaMN HapbepHbIX
CBOWCTB 06YyCMoBNMBaET M3ObITOYHOE MOCTYM/IEHUE aHTM-
reHoB, B TOM YWC/e ajjiepreHoB MULLEBOMO MPOUCXOXKAE-
Hua. HecnocobHocTb cdopMMpoBaTh TONIEPaHTHOCTb, Beay-
LLyI0 K Pa3BMTUIO MULLEBOW aniepriv, MOXKeT Npou30NTH
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