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Cnmcok cokpameHui
ABKM — annieprust Ha G€IK1 KOPOBBETO MOJIOKA
ATIIK — aHTUTeH-TIPE3EHTUPYIOMINE KIIETKU
BKM — Oenku KOpoBBEr0 MOJIOKA
BAIII — Bu3yanpHas aHAJIOrOBasl IIKaJIa
BBD — BpoxaeHHBIN OyIie3HbINA STTUACPMOIIU3
BI'C — BBICOKOrHIpOIN30BaHHAS CMECH
BO3 — BcemupHas opranu3zanus 3[paBOOXpaHEHUS
JABD — muctpoduueckuii Oyie3Hblid SNUAEPMOIIU3
JK — neHapuTHBIX KIIETOK
JJIBD — noOMUHAHTHBIN AUCTPOGUUYECKU OYIIIIE3HBIN AMUAEPMOIIH3
KKT — ey j0o4HO-KUIIEYHBIA TPAKT
NUMT — unnekc Maccel Tena
KB — 6ymniesnsiit snunepmonus Kunpiep
[TA — nnmeBas amieprus
[1B3 — nmpocToii OyJIe3HbIN AMUASPMOITH3
[Irpb2 — norpanuyHbIN OYJIE3HBIN 3MTHUIEPMOIIN3
ITA — nuuieBas aniaeprus
PJIBD — peneccuBHbIi AucTpoduyecKkuii OyIIe3HbIN AMHASPMOIIN3
YI'C — yacTHYHO TUAPOIN30BaHHAS CMECH
BAZ — Z-score nHIEKC Macchl Tena/Bo3pacT
COL17Al — xomnaren 17 Tuna
COL7A — xosnaren 7/ tuna
EBDASI — The Epidermolysis Bullosa Disease Activity and Scarring Index —unmexc
aKTUBHOCTHU U pyOLEeBaHUsI OyIIE3HOTO 3MUEPMOIIN3a
EAACI - EBponeiickas akageMust aJuIeproJIOruy U KIMHUYECKOH UMMYHOJIOTHH
FERMT1 — romosnor cemetictBa pepMUTUHOB 1
HAZ — Z-score nnuna Tena (poct)/Bo3pact
KRT14 — keparun 14 tuna

KRT5 — kepatun 5 tuna



LAMB3 — mamuanH

PLEC — mnextun

SIgE — annepren-cnenuduyeckuii UMMyHOTII00yMH E

Th — T-xemmepsr

THINC — Tool to Help lIdentify Nutritional Compromise Nutritional Compromise —
IIKaJjia OLIEHKU HYTPUTUBHBIX PUCKOB

tIgE — total IgE — oOmmii uMMyHOTIIOOYIIMH

Treg— T-perynsaTopHbIe KIETKU

TSLP - TumMycHBII CTpOMAaNBHBINA TUMQPOTIOITHH

WAZ — Z-score macca Tena/Bo3pact

Z-OI.[GHKa (Z-Score) — OTKJIOHCHHUE 3HAYCHUM HHAWBUYAJIBHOI'O IIOKA3aTCIIsd OT
CPCAHCTO 3HAUCHUSA OJIA HaHHOﬁ IIonyJsinun, JCJICHHOC Ha CTAHAAPTHOC OTKIIOHCHHC
CPCAHCTO 3HAUCHUSA



BBEJAEHUE
AKTYaJIbHOCTH HUCCJIEI0BAHUA

Bpoxnennsiit 0ysuie3nslil anunepmonus (BB3) npencrasnser coboit mporotumn
TPYIIBI TEHOAEPMATO30B C XPYIKOCTHIO KOXU [54]. BBD oTHOCHTCS K TSDKEIBIM
ophaHHBIM 3a00JIEBaHUSIM, XapaKTEPU3YIOMIMMCSI MOPAKEHUEM HE TOJBKO KOXH, HO
CJIIM3UCTBIX 000JI0YEK, 00pa3oBaHMEM My3bIpEHd M 3PO3UM B OTBET HA MUHHUMAJILHOE

MeXaHH4YeCKoe Bo3aelicTBre [55, 74].

OnuaeMUOoIOTHYEeCKUEe JaHHbIE B MUpE BapualesbHBI, pacrpocTpaHeHHOCTh BBD
10 pa3HbIM HCTOYHHKAM cocTaBiseT oT 9,6 mo 11,07 va 1 000 000 uenosek [45, 54]. [To
JaHHBIM MeXayHapoHou acconmanu DEBRA International, B Mmupe poxkaaercsi oiuH
oonpHOM Ha 50-100 ThICSIu uenmoBek. Pacmpoctpanennocts BBD B Poccuiickoit
denepanuu MO JaHHBIM peructpa OnarotBoputTenbHoro Qonaa «/lern-6adbouku.
BOJIA» 1 o OTAeIbHBIM CTATUCTHYECKUM HCCIEI0OBAaHUsIM, cocTaBiisieT 3,64-3,77 Ha 1
000 000 genoBek [6,7].

B ocHoBe »THoOsiorMu 3a0oJieBaHUs JieKAT Bapuallid B TeHAX, KOJIUPYIOUIUX
HECKOJIbKO O€JKOB, KOTOpbIE BXOMST B CTPYKTYPHBIM Kapkac Je€pMbl M JEpPMO-
AMUJECPMATIBHOTO  COCIMHEHUsS, OO0ECNeUMBAIOIMUN  CTAOMIBHOCTh U aATE3UI0
kepatuHOIUTOB [12, 74, 99]. Jlokanmuzamus medekTHOro OejKa BIMSICT HA YPOBEHD
dbopMupoBaHUs MY3bIPSi, U COOTBETCTBEHHO, HA KJIMHHYECKYIO (opmy 3aboJieBaHUS
[54]. VYuurtbiBas Takyl0 HEOAHOPOIHOCTH, IO JAHHBIM IIOCJIEIHETO IepecMoTpa
kinaccudukanuu BBD (2020 r.) ompeneneHbl 4eThipe OCHOBHBIE KIMHUYECKHE (HOPMBI
3a0oneBanusi. K HUM oTHOcsTCA: mpocToil Oymnesnslid snuaepmonu3 (I1BD; mpu
KOTOPOM IY3BIpU 3aTParvBalOT BHYTPHUAIUJCPMAJIbHBIA  CJIOM), TOTPaHUYHBIN
oymesnsiii snuaepmonus (ITrpbd; ¢ mopaxennem Ha yposHe lamina lucida 6a3anbHoit
MeMmOpaHnbl), aucTpoduueckuit OyiiesHbit snuaepmonn3 (JbD; mnpu  koTopom
oOpa3oBaHHE TMY3bIpEH MPOUCXOAUT HUXKE OazampHON MemOpanbl) W bymnie3Hbrit
snuaepmonu3 Kunanep (KBDJ; korga nmopaxeHus MOTYT pacloiaratbCsi Ha pa3inyHbIX
ypOBHSAX B mpeenax snuaepmuca) [12,54]. Cuuraercs, uro [16D u KBD umeror Goiee

ONaronpusTHbIE KIMHUYECKHE MpOsBICHUS M ucxoabl. Takue Qopmbl, kak KbD u
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[Irpb> BcTpedaroTcss OBOJIBHO peako. B KIMHMYECKOW NpPaKTUKE B OCHOBHOM
HaOJII0/1at0TCS TAIMEHTHI ¢ TUucTpoduuecko u npoctor popmoii BED [12].

Kak npasuio, nns BBD xapakrepna pannss manudectanus (B HEOHATaJIbHOM
NEPUOJIE WIH MEPBbIE MECALBI )KU3HHU), C MOCIEAYIOIUM HENPEPHIBHBIM TEUEHUEM U C
yacTbiIMU O0OCTpeHUssMH. CHUMIITOMBI M OCJIOXHEHHS, C KOTOPBIMHU CTaJIKHWBAIOTCS
nanpeHtel ¢ BBD, Moryr cuiabHO BapbUpoOBaTh, MOCKOJIBKY (opmel BBD
denotummyecku rereporeHHsl [54]. Knmundeckue mposBieHuss BBD moryt ObITh
pPa3HOOOpa3HBIMU: OT JIOKAIM30BAaHHBIX BOJJIBIPEM Ha KHUCTAX H CTOMax Jio
TE€HEPAJIN30BAaHHBIX BOJIABIPEH HAa KOXKE€ M CIM3HUCTBIX O00JOYKaX, U MNOpaKeHUU
BHYTPEHHUX OpraHoB. Tspkenoe TeueHue 3a00J€BaHUA XAPAKTEPU3YETCS BBICOKUM
PUCKOM HMHBAJIHMIU3AIUK OOJIBHBIX U COKPAICHUEM IPOJODKUTEIILHOCTH KU3HU [44].
Teuenne BBD Takke MOXKET OCHOXHITHCA HAIUYUEM PA3IMUYHOM KOMOPOUIHOM
IIaTOJIOTUEHN.

Benenue nanuentos ¢ BB Tpebyer MexXIUCIUTUIMHAPHOTO MOAX0/1a U HAMPABIIECHO
Ha COXpaHEHUE YYBCTBUTEJIHHOCTH TKAaHEH, yXO0J 3a paHaMU, aKTUBHYIO HYTPUTHUBHYIO
MOAACPKKY U PaHHUE KOHCEPBATHBHBIE WJIM XUPYPTUUECKUE BMENIATEIbCTBA C LEIBIO
KOPPEKIIMY BHEKOXHBIX OCJIIOXHEHHIA, KOT1a 3TO BO3MOXKHO [12,45,46].

OOwmupHOe TNOpaXeHHe KOXKHOIO TIOKpOBa, a TaKXKe CIM3UCTOH 00O0JIOUKH
xernynouno-kumedHoro tpakra (JKKT) y GonbmmHcTBa 607apHBIX ¢ BBD mpuBoaut k
3HAYUTEILHOMY CHI)KEHHUIO OapbepHbIX (PYHKIMH, CO3/1aBasi yCIOBUA IJI1 YPE3MEPHOTO
MOCTYIUIEHUSI aHTUT€HOB BO BHYTPEHHIOKO CPENy OpraHu3Ma, B TOM YHUCJIE aJUIEpPTreHOB
[12]. DTO co3maeT BBICOKMH PHUCK pa3BUTUS TPAHCKYTAHHON CEHCHOWIM3ALUU H
aliepruu B ganbHeueM. [lonaganue amiepreHoB Ha MOPAKEHHbBIE YUACTKU KOXKHU U UX
JIOKaJIbHOE B3aUMOJICUCTBUE C aHTUreH-TIpe3eHTupytomumMu kiaetkamu (AIIK), Takumu
KaK JCHIPUTHBIC KJICTKH, 3allyCKaeT KacKaJl MMMYHHBIX PEaKIUid. DTO MPUBOJIUT K
akTuBay T-TUMGOIUTOB, YTO CIOCOOCTBYET K pa3BUTHIO T2-MMMYHHOTO OTBETa U
npoaykiuu  creruduueckux IgE  anturen (SIQE). Xponudeckoe BocmaneHue,
conpoBoxaaroniee B3O, mpu mocTOSHHOM KOHTaKTE KOKU C aJUIEPreHOM CIIOCOOCTBYET

yCUJIEHUIO ceHcnOmmm3anuu. Hapymenus snuaepmaibHoro 0apbepa y 6ompHbBIX ¢ BB



HOCAT XpOHI/I‘-IeCKI/Iﬁ XapaKTCp BCJICACTBUC IMMOCTOAHHOI0O MEXaAHUYICCKOTO BOBI[GIZCTBHH,

4TO MMPHUBOAUT K IICPCUCTUPOBAHNIO BOCITAJICHHA, B TOM YHCJIC BOCIIAJICHUA 2 Tuna.

Crenenb pa3padOTAHHOCTH TeMbI

HecMoTpst Ha BeIpaxkeHHOE MOBpeXAeHUE OapbepoB y nereit ¢ BB3, tema nuniesoi
ceHcuOmm3anuu u numeBor awteprun (ITA) y maHHBIX MAlMEHTOB MPAKTUYCCKUA HE
uzydyeHa. M3BecTHo, uTo crenupuyeckue TeHoAepMaTo3bl, B ToM umcie BBD,
MPEACTABIAIOT CO00W 3a0o0yieBaHUSI C TMpEBaJUPOBAHUEM [-XelrnepoB 2 TUMa U
aKTUBAIlMEH BOCHAIUTEIIBHOIO HMMYHHOTO oTBeTa 2-T0o Thna [38]. Takke ecTh TaHHBIC
O HaJMYUU 303MHOQPWIOB B OuomnTatax Koxku y OoibHbIX BBD, uTo Takxke MOXeT
ABIATbC  MapkepoM  T2-ortBera [33]. CymiecTByroT mNyOnMKamuu, KOTOpPBIC
CBUJICTEIILCTBYIOT 00 yYaCTHUW TKAHEBBIX S03UMHO(PUIOB B Pa3BUTUH XPOHUYECKOTO
Bocrajienus [73,114]. Takke B OTAEIBHBIX pabOTax OIMUCBHIBAIOTCS IOBBIIICHHBIC
ypoBuu obmero IQE (tIgE) y manmmenToB ¢ BBD [28]. Omucan ciyvaii OBBIIIICHHOTO
ypoBHs |gE B CbIBOpOTKE M BBIpaXXEHHOM TKaHEBOW 303nHOGUINN y pedenka ¢ JIbD 6e3
KJIMHWYECKUX TMPU3HAKOB aTOMUYecKoro jaepmaruta [73]. DTo 0OBACHSET MOSIBICHHUE
nepBbIX pPaboT 00 YCHEIHOM MCHOJAb30BAHUM T€HHOMH)XEHEPHOM OMOJIOTHYECKON
Tepanuu OMaan3ymMaOboM Yy B3pocibix manueHToB ¢ BBD u Beicokum ypoBHem IgE
[28,105] u nynunymabom y 60abHbIX JIBD [27, 33].

B To xe BpeMsi HeT JAaHHBIX, onmuckIBaImmx ocodbeHnHoct ITA y nereit ¢ BBD u
OTCYTCTBYIOT aJTOPUTMbI U IPOTOKOJIbI IO IUATHOCTUKE U JiedeHuto [TA y maiueHTos ¢
BbD. Ananusz komopOugHoro Qona, Bkiroyas IIA, sBisieTcs akTyanbHOU 3amadeit,
YYUTHIBAsE HEPEIKO BO3HUKAIOIIUE TPYIHOCTH TPU TMOI00pPE ONTUMAILHON Tepanuu u

GhopMUPOBAHUM aJICKBATHOTO PAIlMOHA TUTAHMS IS 3TOM KaTErOpruu OOJIbHBIX.

easb ucciaenoBanus
Ha ocHoBanuu n3yudeHus: 0COOCHHOCTEM MUIIEBONM CEHCUOMIM3AlMKU U TTUIIEBON
QUIEPTUA Y JIeTe C BPOXKICHHBIM OYJIJIE3HBIM SIHIECPMOJIM30M ONTHMHU3UPOBATH
TaKTHKy BEICHUS TAIMEHTOB C BPOXJICHHBIM OYyJIJIE3HBIM DJMHACPMOIU30M U

KOMOPOUTHOM MUIIIEBOM aJlJIepryuei.



3agaum HCCIACA0BAHNSA

1. BepudunupoBare  mpoctyro  GoOpMy  BpPOXKIEHHOTO  OYJUIE3HOTO
SMHUAEPMOSIN3a  HAa  OCHOBAaHMM  PE3YJIbTaTOB  MOJEKYJISIPHO-TEHETUYECKOTO
UCCIIEJOBaHMsI, COIIOCTaBUTh €€ C (PEHOTUIIOM 3a00JIEBAHUS U J1aTh XapaKTEPUCTUKY
CEeHCHOMIIM3AIMH K MUILEBbIM OeJIKaM y JeTeil C aToi (hopMoii 3aboneBaHus.

2. Ha OCHOBaHUU MOJIEKYJISIPHO-TEHETHYECKOTO UCCIICIOBAHUS
BEPUPUIIMPOBATH TUCTPOPUUECKYIO (OPMY BPOKIEHHOTO OyJIIIE3HOTO MUIAEPMOIIN3A U
U3Y4YUTh OCOOCHHOCTH CEHCHOWIM3AIMM K TMHIIEBBIM O€lKaM y 3TOM TPyl
NAlMEHTOB B CpPaBHEHUM C JEThbMH C MpocToil (opmoil 3a0oyieBaHHA U JAECTbMHU
KOHTPOJIbHOM TPYIIIIBI.

3. [IpoBecT  CpaBHMTENBHYIO  OIIEHKY  4YacTOTbl M  OCOOEHHOCTEH
KJIMHUYECKHUX MPOSBICHUN MUIIEBON aJlJIEPrUH y JeTeil ¢ IpOCTON M JUCTpOpUUEeCcKOn
dbopMaMu BpOKACHHOTO OYIIIE3HOTO AHIEPMOIH3A.

4, OueHuTh BIMSIHUE KOMOPOUIHON MUILEBOW aJJIEPTUU HA TAKECTh TECUCHHS
3a00JIeBaHNsl, BBIPAKEHHOCTh 3y/1a, HYyTPUTUBHBIA CTAaTyC MAIMEHTOB C BPOXKIACHHBIM
OyJUIE3HBIM SMHUIEPMOTH30M.

5. Pa3paborath  mepCcOHANU3UPOBAHHYIO  TAKTUKYy  JUETOTEpanuu U
ornpenenuTh €€ 3((HEKTUBHOCTh B KOMIUIEKCHOM JIEYEHUU JI€Tel € BPOXKIECHHBIM

OYJIIIE3HBIM SMHUACPMOJIU30M U MUIIEBON alJIepruil.
HayuyHnast HOBU3HA

BnepBbie B MUpOBOM MNMPAaKTUKE Ha PENPE3CHTATHBHOM TPYyNIE JIETEH C PEAKUM
3a00JIeBaHUEM — BPOXKJACHHBIM OYJUIC3HBIM AMUACPMOIU30M MPOBEICHO KOMILJIEKCHOE
HCCIIeIOBaHUE OCOOCHHOCTEH MHINEBON CEHCHMOMIM3AMKM U THUIICBON aJUICPTHH, JaHa
noApoOHasi XapaKTepHUCTHKA CIEKTpa CEHCHUOWIM3allUM K THUIIEBBIM allJiepreHam y
JIeTe B 3aBUCUMOCTH OT BO3pacTa M (hOpMbI 3a00JICBaHMUS.

BnepBeie omumcaHa B3aMMOCBSI3b  aKTUBHOCTH  KJIMHUYECKMX  MPOSBICHUN
BPOXKAECHHOTO OYJUIE3HOTO 3MUAEPMOJIN3a U KOHIIEHTparuu ooiiero IgE, uto ocobeHHo

YETKO MPOCISKUBACTCS y AeTel ¢ qucTpodudeckoit opMoit 3a00IeBaHus.



BnepBrie Ha penpe3eHTaTUBHOM TpyIIe MAIMEHTOB MOJYYEeHBI TaHHBIE O YacTOTE
MUIIEBON alUIepruyd W THWIIEBOM CEHCHOWNIW3amuu y JeTed C TPOCTON U
nuctpoduueckoit hopmamMu 3a00JIeBaHUS.

BniepBrie mpoBeneHa OIEHKA BIIMSHUS THUIICBOM ajUICPTHH HA TSKECTh TCUCHHUS
OCHOBHOT'O 3a00JIeBaHMsI, BBIPAXKEHHOCTh 3y/la U HYTPUTHUBHBIA CTATYC MAIIMEHTOB C
BPO’KJIEHHBIM OYJIE3HBIM 3IUJIEPMOJIA30M.

BnepBrie Hay4HO OOOCHOBAaH QJITOPUTM JHATHOCTHUKHA W JHETOTEPANH IHIIEBOMN

AJJICPTUN Y I[CTCﬁ C BPOXKXJACHHBIM 6YJ'IJ'I€3HI>IM I ACPMOJIN30M.

Teopernueckasi M NPAKTUYECKAS 3HAYUMOCTh

Pe3ynbraTel HcclieoBaHUS TMO3BOJWIM OIEHUTh YacTOTy CEHCHUOWIM3AIUU K
Pa3JIMYHBIM MMUIIEBLIM aJUIEpreHaM y JIeTe ¢ AUCTPOPUIECKUM U TPOCTHIM OYJUIC3HBIM
AMUACPMOTIU30M, ONPENETUTh XapaKTEPHBIM CHEKTP CEHCHOWIM3AIMU K MHUIIEBBIM
OeJikaM M €ro BO3PACTHbIE OCOOCHHOCTH. Y CTAHOBJIEHA B3aMMOCBSI3b MEXIY YPOBHEM
obmero IgE u akTMBHOCTBIO TE€UEHHUSI BPOKIECHHOTO OYJUIE3HOTO 3MHUAECPMOJIH3A, YTO
BHOCHUT 3HAQUMUTENIbHBIM BKJIaJ B IMOHMMAaHUE HMMMYHHBIX HapyumieHud npu BBD.
[TomydyeHHbIE JaHHBIE PACIIMPSIOT CYHIECTBYIOIIME 3HAHUA O posk T2 BocmajgeHHs B
MaTOTeHE3€ BPOXKJIEHHOTO OYJIJIE3HOTO SMHUICPMOJIN3A U MOTYT CIYKUTh OCHOBOM JIJIst
JTaTbHEUIINX HWCCICAOBAaHUN B JaHHOW oOjactu. Takke Ha OCHOBAaHHUU PE3yIbTAaTOB
MCCJICIOBAHUS BIIEPBBIE YCTAHOBJIEHA YACTOTA MUILEBOM aJJIEPTUU Yy NETEH C Pa3HbIMU
dbopmamu BPOXKJIEHHOTO OysuiesHoro osmuaepMosnza. JlaHa XapakTtepucTuka
KJIMHUYECKUX TPOSIBIICHUN MHINEBOM aJJIEPTUH, a TAKXKE MPOBEICHA OLICHKA BIUSHUS
MUIIEBOM aJIJIEPTUX HA KIIMHUYECKYIO KapTUHY 3a00JICBaHUS.

[Tomy4yeHHbie B XOJ€ WCCICIOBAHUS PE3yJNbTAaThl TO3BOJINA pa3padboTarh
NepCOHU(UITMPOBAHHBIE  AJITOPUTMbI, HANpaBJICHHbICE HAa BBISBICHUE IUILIECBOM
ajuieprun 'y gereid ¢ BBD, a Takke MO3BOJMIM ONTUMHU3UPOBATH CYIIECTBYIOLIWE
MOAXOJbl BEACHUS TMAIMEHTOB C MHIIEBON aieprued ¢ y4eToM OCOOCHHOCTEH
nargeHnToB ¢ BBD. ITepcoHaNM3UPOBAHHBIE PEKOMEHAAUMU IO COCTABIICHUIO
MMMUHAITMOHHON JHMETHl NJIsl JIETeH C BPOXKIACHHBIM OYJUIE3HBIM SIUJIECPMOIU30M U

MUILCBOU annepmeﬁ, OIITUMU3HUPYIOT BCACHUC IMAIVCHTOB, CHOCO6CTBYIOT CHHMIKXCHUIO
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aKTUBHOCTU 3a00JICBaHUS W TOBBIIMICHUIO KAa4deCTBA >KU3HU. JlaHHBIC pPEKOMEHIAITNU
MOTYT OBITh BKJIIOYEHBI B KOMIUIEKCHBIE MPOTpaMMbI JiedeHus nereid ¢ BBD, dro
obecnieunT 6osee r3hpPexkTUBHOE yrpaBIeHUE 3a00JI€BaHUEM U YIIYUIIIEHUE UCXOIO0B.
HccnenoBanue A0Ka3biBaeT HEOOXOIUMOCTh MYJIbTUANCIUTLIMHAPHOTO TOIX0/1a
U TECHOTO B3aUMOJICHCTBUS MEXIy JCpMaToioraMd ¥  BpadamMH JpPYTUX
CHCIMATFHOCTEH, B TOM YHCIE aJUIEpProioraMd MW JHETOJIOTaMU IS OKa3aHUs
KOMITJIEKCHOW ~ MEIUIIMHCKOW  TIOMOIIM  OOJBHBIM  BPOXKICHHBIM  OYJUIE3HBIM

SN ACPMOJIN30M.

MCTOIIOJIOFHSI " METOJAbI HCCJICA0OBAHUA

[IpoBeneH aHaiM3 HAy4YHBIX JAHHBIX OTEYECTBEHHOM U 3apyOeKHON JUTEPATypHI,
Kacaronmxcs MpodsieM UMMYHOIATOreHe3a Yy OOJIbHBIX C BPOXKICHHBIM OYIIJIE3HBIM
anuaepMoin3oM. PaboTa BbIMOJHEHA B Ju3aiiHE KOTOPTHOTO MPOCHEKTUBHOTO
UCCIIEIOBAHUS C OTCJICXKMBAHUEM UCXOJI0B M COOJIIOCHUEM MPUHITUIIOB JIOKAa3aTeIbHOM
MEJUIIMHBI,  UCIOJIb30BAHUEM  COBPEMEHHBIX  KIMHUYECKUX,  J1abOpaTOpHBIX,
WHCTPYMEHTAJIbHBIX U CTATUCTUYECKUX METOOB.

Bcero B uccnenoBanue Obuio BiItOueHO 173 pebenka, u3 Hux 119 nmerelr ¢
nuctpoduueckoit popmoit u 54 pedbeHka ¢ mpocToit (GopMoii BPOKIEHHOTO OYIIJIE3HOTO
snuaepmonn3a. KnuHuueckoe o0ciieioBaHUE BKJIIOYANIO MOJAPOOHBIA COOp aHamHE3a,
BKJIIOYAs JaHHBIC O HAJIMYUHU AJUIEPTHUYECKUX 3a00JIeBaHUI, OCOOCHHOCTSIX MUTAHUS U
KJIIMHUYECKUX MPOSBIICHUM 3a001€BaHus ¢ OlleHKoM TsbkecTtu BBD ¢ moMorisio nnaekca
EBDASI, coriacHo CymecTBYIOIIMM PEKOMEH/TAIHSIM.

B wuccienoBaTenbckoil paboTe MPOBEACH aHAINW3 IHINEBOM CEHCHOMIM3AINHN M
MUIIEBOM aJIEpTUM C TPUMEHEHHUEM aKTyaJIbHBIX JOKa3aTeIbHBIX COBPEMEHHBIX
METOJI0B aJUIEPrOAUAarHOCTUKH Y JETEH.

O (HEKTUBHOCTh AIMMUHAIIMOHHOW JHUEThl YCTAHABIMBAJIACH C MOMOIIBIO OIEHKHU
yIydllleHUus] TIoKa3aTejaed akTuBHOCTH 3a0oneBanus 1o mmkame EBDASI u mxkane
THINC. Ananu3 coOpaHHBIX JaHHBIX MPOBOAWICS C MCIOJB30BAaHUEM COBPEMEHHBIX
METOJIOB, BKJIIOUAIOIIUX OMHUCATEbHYIO CTaTUCTHKY, OIIEHKY CTaTUCTUYECKOM

sHaunMocTH (P <0.05) 1 KOpPeNAIUOHHBIA METO/I.
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BHenpenne pe3yJbTaToB pad0THI B IPAKTUKY

PesynbraTel paOOThl BHEAPEHbI B  KIMHUYECKYIO TMPAKTUKY OTACIICHUS
nepmaronoruu u ayepronorud HUU netrckoit nepmaronorun ®I'AY «HarmonanbHbIi
MEIUIIMHCKUIN UCCIIEA0BATEILCKUI LIEHTP 3/10pOBbs neTei» Munszapasa Poccun, ['BY3
«Kimmanueckui KO>KHO-BEHEPOJIOTNUECKUI JTHACTIAHCEP» MHUHUCTEPCTBA
3npaBooxpaHeHus KpacHomapckoro kpasi. Pe3ynabTaTbl paOOThl Takke BHEAPEHBI B
neJaroruyeckuit  mpoiecc  kKadeapsl  AEpPMATOBEHEPOJIOTMM U KOCMETOJIOTHU
denepadbHOTO TOCYAAPCTBEHHOTO OIOHKETHOTO  YUPEKACHHUS TOTIOJHUTEIHHOTO
npodeccuonanbHoro oOpa3zoBanusi «lleHTpanbHas rocyJnapcTBEHHAs MEIUIIMHCKAsS
akagemusi» YupasieHus Jenamu  lIpesmpmenra Poccuiickor ®enepanyu U B
MeJarornueckuid  mpomecc  kadenpbl NeauaTpud W JETCKOM  pEeBMATOJOTHUH
Kimmandeckoro mHctuTyTa A€TCKOro 310poBbs uM. H.®D. @unatroBa denepaiibHOro
rOCyJIapCTBEHHOTO  aBTOHOMHOTO  O0Opa30BaTEIbHOTO  YUPEXKJCHHUS  BBICIIETO
oOpazoBanus «llepBblii MOCKOBCKHI TOCYAapCTBEHHBIM MEIWLIMHCKUN YHHBEPCHUTET
umenn .M. CeuenoBa» MunuctepcTBa 3apaBooxpaHeHus Poccuiickoit @enepanuu

(CeueHoBCcKUl YHUBEPCUTET).

CreneHb JMYHOIO y4acTusi B padore

ABTOpPOM TIPOBENIEH 0030p OTEUECTBEHHOW M 3apyO0eHOW HAyYHOU JUTEPaTypHl,
CBSA3aHHOM C HCCIeAyeMOM TEeMOMW, OIpeAesieHbl LEeNu U 337aud HaydyHOH padoThl,
pa3paboTaH Au3aiiH HcciaenoBaHUus M CHOPMUPOBAHBI MOATPYMIBI ISl KaKIOTO €ro
3Tana. ABTOPOM MPOAaHAJIN3UPOBAHBI BCE UCTOPUU OO0JIE3HH MAIMEHTOB, YYaCTBYIOIIUX
B HCCIEJOBaHUM, a TaKKe MPOBEJEHA KIMHUYECKasl padoTa ¢ MalMeHTaMH, BKIIOYas
KOHCYJIbTAllUM U OPTaHU3aIUI0 JTA0OPAaTOPHBIX M MHCTPYMEHTAIbHBIX HCCIIETOBAaHUI.
Ha kaxmom »sTame wuCClIEIOBAaHUN YUYHUTHIBAIMCh WHIWBHUIYaIbHbIE OCOOEHHOCTH
MAIMEHTOB JIJIsl TOBBIIICHUS TOYHOCTH Pe3yJbTaToB. ABTOpoM Oblia co3aaHa 0asa
JAaHHBIX MAIMEHTOB, BBINOJIHEHA ee 00paboTKa, aHaJIN3 U MHTEePIIpeTalus MOTyYEeHHBIX
pe3ynbTaToOB, MOJATOTOBIEHBI MYOIMKAIUU M JOKJIAAbl MO TEME JHUCCEePTAMOHHOU

padoTHL.
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OcHoBHBIE IOJOKCHUA, BBIHOCUMbIC HA 3alIIUTY

1. Cencubunm3anus K MUILEBBIM ajlIepreHaM BBISIBIISIETCS Y 3HAYUTEIBLHOM 4YacTu
JIeTe C BpPOXKICHHBIM Oyiuie3HbIM snuaepmorm3oMm  (60,1%), y nmereit ¢
nuctpoduueckoit popmMoil OyIe3HOTO AMUASPMOIIH3a — Yallle, YeM Y JIETeH ¢ MPOCTOn
dbopmoii 3aboneBanus. [ meredt ¢ mucTpoPpUUecKuM OYIITIE3HBIM SIUIEPMOIIN30M, B
OTIIMYHE OT JIeTel ¢ MPOCTON (POPMOIT XapaKTepHBI TTOJIUCEHCUONTN3AIINS, PACIITUPECHHE
CIEKTPa U POCT YaCTOTHI MUIIEBON CEHCUOMIIU3AIMU C BO3PACTOM.

2. Jlns nereit ¢ BPOXKACHHBIM OYJUIE3HBIM SIMUIECPMOJIM30M XapaKTEepHa BbICOKAS
4acTOTa KJIMHUYECKH 3HauMMon mnwmiieBor amtepruu (15%), xotopas y nereit c
nucTpopuueckoit Gopmoii 3a00s1eBaHMs IPOSBISETCS MO3XKE, YeM Yy JEeTeil ¢ MpocToit
dbopmoit. [ns npmeret ¢ guctpoduueckum dopmoit  Oonee xapaktepHa IQE-
ornocpeloBaHHas nuileBas amieprus. OCHOBHBIMHU MPOSIBIICHUSIMU MHIIEBON ajiepruu
y AeTei 00eux rpymni sIBISIOTCSA KOKHbIE CUMIITOMBI.

3. Hanmnuue koMOpOMIHON MUIIEBON aJIEPTHH Y JIETEH ¢ BPOKIECHHBIM OyIIJIE3HBIM
AMUIEPMOIIU30M accOUUUpyeTcss C Oosiee TAKENBIMU TPOSBICHUSIMH OCHOBHOTO
3a00yeBaHus, 3aTPYyJIHEHUEM 3aXKUBJECHUS paH W U3MEHEHHEM (HEHOTUIUYECKOM
KapTuHbl 3a0oneBanus. Jletn ¢ guctpoduueckum OyJUIe3HBIM SIUIECPMOIU30M U
KOMOPOHUHOM MHINEBON ayuieprueii MMeEroT 0ojiee BBICOKHE ITOKa3aTeld TIKECTH
Oymute3Horo anuaepmos3a o mkane EBDASI.

4. BoisiBlieHa JOCTOBEpHas CUJIbHAsh CBsI3b MEXIy ypoBHeMm obmiero IgE B
CHIBOPOTKE KpPOBU M aKTHBHOCTHIO 3aboneBanusa mo mkane EBDASI. [Ins nmereit c
nucTpouueckuM OYJUIE3HBIM SMHACPMOIIN30M XapaKTepeH 00yiee BBICOKHM CpeIHUN
ypoBeHb 00miero IgE, xKoTOpwIii yBemu4mBaeTcs ¢ BO3pacTOM, B cpeaHeM B 3 pasa
MPEBBIIIAS BO3PACTHYIO HOPMY.

5. [Nokazano, 4TO MPaBUILHO MOJO0OpaHHAs ATUMUHAIMOHHAS JIUETa CIIOCOOCTBYET
CHI)KEHUIO TIOKa3zaTejed akTUBHOCTH 3aboneBanus mno mkaine EBDASI y npereit ¢

BPO’KJIEHHBIM OYJUIE3HBIM 3IHUJIEPMOJIU30M U KOMOPOUIHOM MUILIEBOU ajliepruil.
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CreneHb J0CTOBEPHOCTH Pe3yJbTATOB

B uccrnenoBanue BKIIOYEHO PENPE3CHTATUBHOE YMCIO MAI[MEHTOB, HECMOTPS Ha
pPENKOCTh JAaHHOTO 3a0oJeBaHHs, B pe3yiapTaTe dYero Obulo chopMUPOBAHO 2
CTAaTHCTUYCCKU COMOCTAaBUMbBIE TPYIIIHI 1O MTOJIOBOMY MpHU3HaKy (Xxu-kBazapar, p=0,491)
1 Bo3pacty (Tect Manna-Yuthau, p=1,0).

B xone mnpoBeneHus HCCIENOBAHUS TPUMEHSUINCh COBPEMEHHBIE METOIbI
CTaTUCTUYECKOW O0OpabOTKM NaHHBIX, YTO OOECMEYWIO JOCTOBEPHOCTH MOJYYEHHBIX
pe3yNbTaToB, CQPOPMYIUPOBAHHBIX BBIBOJIOB W MPEIOKEHHBIX MPAKTHUECKHUX
PEKOMEH TAIAM.

Anpo0auusi pe3yibTaToB

Marepuanbl IuccepTallMOHHONW paOOThl OBLIM MPEACTaBICHBI HA psAlie HAyYHO-
npaktudeckux Meponpuatuil: 1X Bceepocculickuii koHrpecc Accouuanuu JeTCKUX
ajuteprosioroB u umMmyHosioroB Poccun (AJAUNP, Poccus, Mocksa, 2021), V
Bceepoccuniicknil che3n AccolManuy JETCKUX ajIeprojioroB ¥ MMMYHOJOTOB Poccun
(AIJAUP, Poccus, Mockga, 2022); HaydyHO-TIpaKTHYeCKass KOH(PEpEHIUs CTYJICHTOB U
MOJIOABIX YueHbIX «CtymenukuHckue ureHus-2020» (Poccus, Mocksa, 2020); EAACI
Hybrid Congress 2022 (EBpomeiickas akagemus AJieprojiorud u MMmyHomoruu -
EAACI, UYexusa, IIpara, 2022); Ilkoma 3mopoBes T. Bomrorpam (2023);, V
Bcepoccuiickas HayuHo-nipakTrueckas koHpepeHius «Ocennne OuiaToBCKUE YTCHUS
— BaXKHBIE BOMNPOCHI JIeTCKOro 370poBbs» (Poccus, r. Bragumup, 2023); HayuyHo-
MpaKkTU4YeCKass KOH(PEPEHIMS CTYJIEHTOB W MOJIOABIX YyueHbIX «CTyJIeHUKHHCKUE
yrenus», (Poccus, r. Mocksa, 2023); ['uOpuansiii kourpecc EBpomneiickoi akagemMuun
Amnepronornn U Ummynonmorun (EAACI, Wcnanus, Banencus, 2024), XIV
Oo6mepoccuiickas koHpepenmus «FLORES VITAE. Ilemmatpus m HEOHATOJIOTHS
(Poccusi, MockBa, 2024); X roOuieliHble JIepMaTOJOrMYECKUE YTEHUSI B TMEIUaTPUU
(Poccusi, Mocksa, 2024), IV Bcepoccuiickas Hay4HO-TIpaKTHUeCKash KOH(EPEHIHs C
MexayHaponabiM  ydactueM «ORPHA-DA. Penkue 0ose3HU: OT HCTOKOB K
nepcnektuBam» (Poccus, Mocksa, 2024), FAAM-EUROBAT (I'peuust, Apunsi, 2024);
X1 Bcepoccuiickuil KOHIpecC acCOLMalMM AETCKUX ajuIeprojjoroB U MMMYHOJIOTOB

Poccuu (AJIAWP).
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Iy6oaukanuu no Teme qUCCePTANNH

[To Teme aucceprammu OmMyOJWKOBaHO 6 IMEUYaTHBIX paboOT, W3 HUX 4 CTaThU B
JKypHajaX, BKIIOUYEHHBIX B TEPEUCHb PELEH3UPYEMbIX H3JaHUM, PEKOMEHIOBAHHBIX
BAK npu MunoOpHayku Poccum st myOnauKkanuu pe3yibTaTOB JHUCCEPTAMOHHBIX
UCCIICIOBAaHUM HA COUCKAHUE YYEHON CTENEeHM KaHIWJaTa MEAUIMHCKUX Hayk,

BKJIIOYAs 2 myONuKaIiK B )KypHaie, uHaeKkcupyeMoM B 6a3e qanHsix SCOPUS.

CTpykTypa u 00beM AuccepTaAlMU

PaGota m3noxena wa 137 cTpaHMIIaX TMEYATHOTO TEKCTAa M BKJIIOYAET BBEICHUE,
0030p JUTEpATyphl, OMUCAHHUE METOJIOB MU OOBEMa MPOBEJACHHBIX HCCIeNOoBaHUM, 4
TJIaBBI C PE3yIbTaTaMU COOCTBEHHBIX MCCIICIOBAHNMN, 3aKIIFOUCHHE, BBIBOIBI IO padoTe,
MPAKTUYCCKAEC PEKOMEHAAIIMM W CIUCOK JITepaTyphl. JlucceprammoHnHas paboTa
colepkuT 7 Ttabmun, 44 pucyHka, | KIMHUYECKUNA TpUMEp U S5 MPHIOKEHUH.
bubnmuorpaduuecknii  ykazaTenb BKIOYaeT 122 WCTOYHHWK, U3 KOTOPBIX 12

oTeuecTBeHHBIX 1 110 HHOCTPAHHBIX.
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I')IABA 1. COBPEMEHHBIE ITPEJICTABJIEHUS O BPOKIEHHOM
BYJUIE3HOM 3MIUJIEPMOJIM3E, B TOM YUCJIE C TO3ULIUNA
BAPBEPHOHM TEOPUM, T2 UMMYHHOI'O OTBETA U MEXAHWU3MOB
®OPMHUPOBAHUS NAUIIEBOM TOJJEPAHTHOCTH
(OB30P JIMTEPATYPHI)

1.1 DnupeMuo/0rua M KJIaccupukanusi BpO:KIAeHHOro 0y 1/1e3HOr0 3MUIepMoJIn3a

Bpoxnennsiii  Oymiesnsnii snuaepmonn3 (BB3) mpencraBnser coboit rpymmy
ophaHHBIX HACIEACTBEHHBIX 3a00JieBaHUN ¢ (EHOTHUIMYECKUM pa3HOOOpa3ueM,
XapaKTepU3YyIOIIUXC HAPYIICHUSIMH MEXKIETOYHBIX CBSI3€H B AIUIECPMHUCE, UTO
INPUBOJIUT K 00Pa30BaHUIO My3bIPEH, IpO3Hid, pyOLIOB HA KOXKE U CIU3ZHUCTBIX 000JI0UYKAX
B OTBET HA MUHMMAJIbHOE MEXaHHUYECKoe Bo3aencTrue [55].

ONuaeMUONIOTHYECKUE TaHHbIE O 3a00JIEBAEMOCTH M pacnpocTpaHeHHocTd BBD B
MUpe BapualeIbHBbl U CTAJIM CHUCTEMAaTHU3UPOBATHCS JIUIIb MOCIE CO3/IaHUsI PETUCTPOB
MalKUEeHTOB B Pa3HbIX cTpaHax. B ogHom u3 kpynHbix uccienoBannu B CIIIA, B koTopoe
BolLIM AaHHbIe 3271 nanueHTa, 3a007eBaeMoCTh U pacrpocTpaneHHOCTs BBD B cTpane
(3a mepuox ¢ 1986 mo 2002 r.) cocraBuiu 19,57 u 11,07 va 1 muH yenosek [47]. B
Urtanuu, no cocrosuuto Ha 2002 r., ObuI0 3apeructpupoBano Oosiee 700 manyeHTOB,
IpU 3TOM 0011asi pacIpOCTPAaHEHHOCTh HAa | MJTH HOBOPOXKJEHHBIX coctaBmia 10,1, a
gactora — 20,1 [104]. B BenukoOpuTanuu 1o gaHHbIM peructpa okojio 5000 denoBek
cTpagaroT paznuuabiMu Gopmamu BBD [79]. [To nanasiv DEBRA Brasil (accoruanms
noanepxku nanueHtoB ¢ BBD B bpaswnmun) B bpaszunuu nacuutsiBaercs 6osee 900
MalUEeHTOB (HEOIMyOJIMKOBAHHBIC JaHHBIE), OJHAKO TOYHBIX DSMHUACMHUOJIOTHYECKUX
UCCIICIOBAaHMI HE TIPOBOAMUIOCH [74].

TouHnble gaHHbIe MO pacnpoctpaHeHHOCTH BB B Poccun orcyrerByer. I1o naHHBIM
peructpa 6sarotBoputenabHoro ¢onga «bIJIA. Jletn-6abouku» pacrnpoCcTpaHEHHOCTh
BBD B Poccuiickoit ®enepanuu cocrtasisger 3,77 Ha 1 muH Hacenenus [6]. Cpemu
JIETCKOT0 HaceJIeHUsl MoKaszaTelb pacnpoctpaneHHOCTH BB cocraBnsier 15,48 cnyuas
Ha 1 MiH (Ha 1 saBaps 2024 r.) [11]. CornacHo OTEIbHBIM CTATUCTHUECKUM JaHHBIM,

cpeansisi pacnpoctpaHeHHocTh BBD B cyObekTax Poccuiickoii denepannu cocTaBisiet

16



3,64 cmywas w©a | MaH HaceneHWs, TPH ITOM HaWOONBIIHMKA  TIOKA3aTelh
3apeructpupoBaH B Pecyosmke Jlarecran — 19,73 ciydas Ha 1 MutH Hacenenus [ 7,12].

Bricokuii moxkazarens pacnpoctpaneHHocTd (Oonee 10 wa 1 MiH HaceneHus)
3a()MKCHPOBAH U B HEKOTOPBIX JIpyrux pernonax Poccun — Tomckoit u Koctpomckoi
obmnactsx, B Ueuenckoit Pecniyonuke u Mopaosuu [12].

BBD Brimouaer mupokuil criekTp ¢GeHOTHNOB 3a00JeBaHUs, HAYWHAS OT JIETKON
«JIOMKOCTH» KOKH, BBI3BAHHON MaJO3HAYUTEIBHBIM MOJICKYJISIPHBIMU W3MEHECHUSIMU,
JI0 TSDKEJIOTO KOXHOTO M BHEKOXXHOTO TIOPa)XXEHUs, BBI3BAHHOTO OTCYTCTBUEM
KJIIOYEeBbIX OenkoB aare3uu. CorjacHo aktyaidbHOM Kiaccudukanuu (ot 2020 r.),
BBIJICTISIIOT YEThIpE OCHOBHBIE (hOpPMBI 3a00JEBAHUS — TPOCTYIO, JAUCTPOPUUYECKYIO,
NOTPaHUYHYIO U OysuTe3HbIi snuaepmonns Kunmiep [54]. Takxke kaxaas popma MOKeET
BKJIIOYATh HECKOJIBKO ITOATHIIOB, KOTOPBIX HacuuThiBacTcs Oosee 30 [54]. Kaxnas
dbopma paznuyaeTcs HE TONBKO (EHOTUIMUYECKONM KapTUHOM, HO U HMEET CBOM
reHeTHYeCKui Mpopmib (MOJIEKYJISPHBIM AedeKT), TUIl HACJIEeTOBaHUSA, KIMHUYECKUE
IIPOSIBIICHUS, TCUCHHUE U TSKECTh [54].

['enetnueckue  nePexTbl  CTPYKTYpHBIX  O€JIKOB  KOXH  NPUBOJAT K
HECTAOMJIbBHOCTU MHUKPOAPXUTEKTYPHBIX CBSI3€M MEXKIYy JepMOM U SIUJEPMUCOM,
NPUBOMASI K HAPYIICHUIO KOXXHOTO Oaphepa. M3BecTHO Oosiee yem 29 maTtoreHHBIX
HYKJICOTHUIHBIX BapUaHTOB, CBSI3aHHBIX ¢ pa3BuTHeM BBJ. I'eHbl, acconMnpoBaHHBIE C
BBD, koaupyroT BHYTPUKIETOUYHbIC, TPAHCMEMOpPAHHBIC WM BHEKJIETOUYHBIC OCIKU, B
OCHOBHOM CTPYKTYPHBbIE KOMIIOHEHTHI IUTOCKeneTa (kepatmH 5 u 14), KIETOUYHBIN
MaTpukc (uHterpud o6P4, xomnareH 17 Ttuna, namuHuH 332, KojulareH / TuIa,
cyObeIUHHUIITA MHTErpuHa o3, KUHIJIUH-1) WM MEXKICTOYHbIE COCIUHCHUS
(ecMOIUTaKKH, TUIAKO(QHINH, TTakorioouH) [54].

Knaccudukanus BBD cnoxHa u ocHoBaHa Ha MOPQOJIOTMUECKOM aHAJIU3e
oOpaslia KOXM WMMYHOTHCTOJIOTHYECKUMU METOJIaMU M Ha pe3yjbTaTaX MeEIUKO-
T€HETUYECKOro uccieqoBanus. [1oCKoNIbKy MaTOreHHbIE HYKJICOTHUIHBIE BapUAHTHI B
OJITHOM M TOM € T'€HE MOTYT HACJIeIOBAThCS IO ayTOCOMHO-TIOMUHAHTHOMY WJIU
PEIECCUBHOMY THIY, 9TO OOYCIOBIMBAaeT (hOPMHUPOBAHWE PAZTUYHBIX KIMHUYECKHUX

benorumnos [54].
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B 3aBucuMOCTH OT YpOBHS pAacCHOJIOKEHUS MOJEKYJISIPHOTO M CTPYKTYpHOTO
nedekTa B KOXKE KIMHUYECKHE MPOSABICHUS MOTYT BKJIIOYATH IIETYyLICHHE, MYy3bIPH,
SPO3UH, U3BA3BICHUS, paHbl Wi pyous! [54]. Takum oOpa3oM, GEHOTHIT pa3IHYHBIX
dbopm BBD xoppenupyet ¢ nedpextabm reHom. Tak, mpu [16D mopakeHue mpoucxoauT
Ha YpOBHE 0a3albHOTO CJos Anuaepmuca, npu JIbD — Ha ypoBHE MIOTHOW TUIACTUHKU
0azanpHOM MemOpansl, [Irpb? xapakTepusyercs popmupoBaHuem my3bIpell Ha YpOBHE
CBETJION TUIacTUHKH Oa3anbHOl MemOpanbsl, a mnpu KBD oOpa3oBanue my3sipeit
MPOUCXOJUT HAa Pa3HbIX YpPOBHSAX B anuaepmuce [54]. Takum oOpazoMm, mopaxeHUs
KOXH MOTYT OBITh 00Jiee MOBEPXHOCTHBIMU U MPUBOJUTH K APO3USAM, KaK B CIIydae ¢

[1b3, nnu e OHU MOTYT OBITh OOJIee MIyOOKMMHU M MIPUBOJUTH K U3BA3BICHUSAM, KaK B

ciyyasx ¢ [Irpb3, JIBD u KBD [54].

1.2 OcHOBHbIE KJIMHUKO-TEHETHYECKHE XAPAKTEPUCTHKHM KJACCHYECKHX (HopM
BPOKICHHOT0 0YyJ1JIE3HOT 0 SMUAEPMOJIN3A

[1y3bIpy MOTYT BO3HUKATh KakK JIOKAJIbHO HA OTPAHUYEHHOM Y4acTKE, TaK U B BHUJIE
reHEePaJIM30BaHHOTO TOPAXKEHUS, 3aTparuBasi pa3jinuHbie oonactu Tena. [loBpexaenus
KOXXM HOCAT XPOHHUYECKHM XapakTep BCIEACTBUE IOCTOSIHHOIO MEXaHUYECKOrO
Bo3jeicTBUsI. Cau3ucThie 000JOYKH MOJIOCTU PTa, MUIIEBOJA, TPAXeH, MOYETOJIOBOM
CUCTEMBI U TJ1a3 TaK)Ke MOABEP>KEHBI (POPMHUPOBAHUIO IPO3UH, 3B M pyOIIOB. AKTUBHBIN
MPOIIeCC 3KUBJICHHUS MOKET MPUBOAUTH K (POPMHUPOBAHUIO KOHTPAKTYP, MUKPOCTOMBI
Y CTPHUKTYpHI nuieBoa [54] (puc. 1).

IIpocTou OyJUIe3HbI  3NMUAEPMOJIH3 (I1b3J)  saBnsercas  Hauboiee
pacnpoctpaneHHoir ¢opmoit BBD. B OosbmMHCTBE ciydyaeB OH HaCHEIyeTcs II0
ayTOCOMHO-JOMUHAHTHOMY THIIy, HO B JIUTEpaType COOOIMAJIOCh U O PEAKUX
ayTOCOMHO-PEIECCUBHBIX moaThmax [12,54].

Jns 116D xapaktepHo (opMupoBaHHE My3bIped MPEUMMYIECTBEHHO Ha KoXe (Ha
MUACPMATLEHOM YPOBHE), B PEIKOM CiTydae Ha CIM3UCTHIX obonoukax. [1B3 Bkmouaer
HauOOJIbIIIEE KOJWYECTBO OTACNBHBIX KIMHUYECKWX moArpynmn. B mocnemnei
Kiaccudukanuu, npeaioxkeHHo Has u coaBT., npeacraBieHo B o01Iel cioxxHoctu 14

MOJATUIIOB, CBS3aHHBIX C ceMbio pasmuudabiMu TeHamu: KRTS, KRTI14, PLEC,
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KLHL24, EXPH5, DST, CD151 [54]. BoabIMHCTBO U3 CEMH I€HOB, CBsi3aHHBIX ¢ 16D,
KOJIUPYIOT OCNKH, BBIONHSIIONNE CTPYKTYpPHBIE (DYHKIIMHA TI0 OpPTaHU3AlMHA CIIOCB
KOXKH. XOTsI KJIMHUYECKas SKCIPECCUBHOCTh BapbUPYET B 3aBHCUMOCTH OT Pa3HBIX
noaTunoB I1BD, mourn Bce oHm BKimodaroT u3MeHeHHs B reHax KRTS5 mmm KRT14,

KOJIMPYIOLIUX KepaTuH 5 u 14.

Oepmo-
CTpoeHue KOXu anuaepmanbHoe
coeauHeHue

®opmbl
B63

KepatuH 5\

Kepatun 14 ne3

anunaepmuc

/

Ceetnas N

/ acTAHKa MNrb3
-~

TemHas \
nnacTuHka

Ab3

PI/ICYHOK 1. ypOBHI/I IMOPAXXCHUA KOXH IIPH KIACCHUYCCKHUX (bopMax BPOXIACHHOI'O

OyJie3Horo snuaepMoiu3sa (agantuposano u3 Meyer-Mueller et al., 2022;10(1):11[81])

KepatuHbl - 3T0 O€NKM HHMTOCKENIeTa, KOTOpble O0ECIeYMBAIOT MEXaHHUYCCKYIO
CTaOMJIBHOCTh KJICTOK M dnuTenuanbHbix Tkaned [17, 35]. Keparuubl 14 um 5
MPEACTABIAIOT CcO000M Oelku mpomMexyTouHblXx ¢unamenToB I u Il TunoB wu
AKCIIPECCUPYIOTCST B 0a3albHBIX KEpPaTHMHOIUTAX »mHaepMmuca. [ pynmupysch, OHH
00pa3yroT MUTOCKENEeT W3 MPOMEKYTOUHBIX KEPATHHOBBIX HUTEWH. B cBo0 ouepens,
KEepPaTHHOBBIC HUTH BCTPAUBAIOTCS MEXKIY JECMOCOMAaMH U T€MHIECMOCOMaMH, 00pasys
CeTh, KOTOpasi 00eCIeYynBaeT HE TOJIBKO MEXKJICTOUHYIO CBSI3b KEPATHMHOIIUTOB, HO U
MEKIYy HHUMH M HIDKEJICKAIIUM CJI0EM JEepPMO3MHUACpPMAIbHOr0 coeauHenus [35].
[Tatrorennbie BapuanTel reHoB KRT14 wu KRTS mHapymawT cOopky cetu

IMPOMCEIKYTOYHBIX (I)I/IJ'IaMeHTOB B LIUTOINIa3MEC KCPATHMHOLIMTOB, YTO IIPHUBOAWUT K
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pasButuio [IBD [17]. AMUHOKHCIIOTHBIE 3aMEHBI (MHCCEHC-BApHAHTHI) SBJISIOTCS
OCHOBHBIMH THIIAMH W3MEHEHUH B ATHX TE€HAX, a THUIl HACJIECIOBaHUS, 32 HEKOTOPHIMH
UCKIIIOUCHUSIMH, SIBJISIETCS ayTOCOMHO-AOMHMHAHTHBIM. KimnHuueckas Tsokects 116D B
OOJIBIIMHCTBE CITy4aeB KOPPEIUPYET ¢ XapaKTePOM IeHETHUSCKUX H3MeHeHHH [17].

InexkTuH, xoqupyemsiii TeHoM PLEC, siBisieTcst cBsI3bIBarOIUM O€IKOM, KOTOPBIH
UTPaeT BAXKHYIO POJIb B CTAOMIM3allMd W OPTraHU3AIMKM CETe KEpPAaTUHOBBIX HHUTEH B
kiaerkax [118]. T'em DST, xoTopblii KomupyeT SHUACpPMAIbHBIA JHCTOHMH, TaKXKe
W3BECTHBIM Kak Oysuie3Hbld mnemburouansii antured (BP230), urpaer poas B
PETYISAIUN aAre3uH KEPATHUHOIMTOB M B KOHTPOJIC DKCIIPECCUU TOATUIIOB WHTETPHUHA
[77]. Bemox »x30¢uaun-5, xomupyemsiii EXPHS5, He sBnsercs HEOTheMIIEMBIM
KOMITOHEHTOM MPOMEXYTOYHBIX (DUIIAMEHTOB, JECMOCOM UJU TemuaecMocoM. Ero poib
70 KOHIIa HE W3BECTHA, HO TPEAINOoJaraercsi, 4ro OH CHOCOOCTBYET pETYISIUU
MOOWMJIBHOCTH KJIETOYHBIX MEMOpaH, BKJIOYas KOHTPOJb OOpa30BaHUS W JBHKCHUS
BE3UKYJI [0 aKTHHOBBIM M TYOYyIMHOBBIM ceTsiM [ 77]. benok, konupyemorit KLHL24, He
SBIIICTCSI CTPYKTYpHBIM OenkoM. Bce maToreHHble BapuaHThI, BBISIBICHHBIC Y
NAlMEeHTOB, BKJIIOYAIOT CTapTOBBIA KOAOH TpaHcasuuu [21]. TlpeamnosnoxuresabHo,
MOBPEXKJICHUE JTOro Oenmka OyaeT TPUBOAWT K HM3MECHEHHSIM B YPOBHSX
IPOMEXKYTOUHBIX (PUIIaMEHTOB, 0cOOeHHO KepatuHa 14 [101].

K nanbonee pactpocrpanenubim noarumnam [163 otHocsaTcs:
- nokanu3zoBanHbll  IIBD, panee wu3BecTHhi Kkak Tun Bebepa-Kokelina,
XapaKTEepHU3yeTcsl MOPaKEHUEM JIaJloHel W mojomB HOr. [lopakeHus TakKe MOTYT
MOSIBJISAITHCS U B JIPYTUX MECTaX XPOHUYCCKON TpaBMaTH3allMd, K UMEIOT TCHJICHIIUIO K
YXYAIICHUIO B Teruible Mecsnbl. Ily3blpr OOBIYHO TOSBISIOTCS B paHHEM JIETCTBE,
0COOEHHO Koraa peOeHOK HaYMHAET 0J13aTh U XOAuTh [35, 44, 18];
- reHepanu3oBaHHbld cpeaHeTskenbii [163, panee u3BecTHbIl kak Tun KebHepa,
4acTOo MaHU(ECTUPYeT MPHU POKIACHUU B BHUJIC TEHEPATM3OBAHHBIX PACIIPOCTPAHEHHBIX
HereprneTuopMeHHbIX Ty3bipedd. KnmHuveckas KapTUHA, Kak TpaBUiIO, HE UMeEEeT
BHEKOXKHOTO mopaxkenus [18,35,44].
- reHepanu3oBaHHblidi  Tspkenablid [1BD, paHee wu3BecTHbId Kak Tun JlaynuHra-

Meappl, HMeeT YHUKAJIbHbIA KIMHUYECKUH (PEHOTHN C TeHepaIu30BaHHBIMU
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CrPYIIHUPOBAHHBIMU TY3bIpsiMU. [Ipu 3TOM moaTUIE YacTO HAOJIOAAETCS MOpa)KEHUE
CIIM3UCTOU OOOJIOYKU TOJOCTH PTAa, BO3HUKHOBEHUE MPOTPECCUPYIONIETO JIaJOHHO-
MOJIONIBEHHOTO Keparo3a U auctpodun Horted. [lopakeHuss 0OBIYHO 3aKUBAIOT Oe€3
oOpazoBaHuss pyOIOB, HO MOTYT BO3HHKaTh MWIHH, a TaKKe THUIIO- |
rurnepnurMenTaius koxu [18, 35, 44].

JAucrpopuuecknii  Oyuiednslii  3mmaepmonan3 ([ABJ) xapakrepusyercs
TeHEPAIM30BaHHBIM O00PA30BaHUEM ITy3bIpEH B pe3yjIbTaTe PACHICIVICHHUS CIIOCB KOXKHU
HEIMOCPEJICTBEHHO Ha YPOBHE IUIOTHOM IUIACTUHKM Oa3anbHOM MeMOpanbl. JlaHHas
dbopMa BBI3BIBACTCS TATOTCHHBIMH HYKJICOTHIHBIMH 3ameHamu B TeHe COLT7AL,
KOJIUPYIOLIEM KOJUIareH 7 THMa, SBISIOMIETOCS OCHOBHBIM KOMIIOHEHTOM SIKOPHBIX
bubpwn. M3MeHeHus: B 3TOM reHe MPUBOAAT K MOP(HOJIOTHYECKUM HAPYIICHUSIM WITU
YMEHBUIEHUIO/OTCYTCTBUIO 3aKPEIUISIOIUX (QUOPUIUL, YTO MPUBOAMT K PA3THYHBIM
¢denoruniam JIBD [31]. Vposenp skcmpeccun rema COL7ALl y manmentoB ¢ JIBD
00paTHO KOPPEITUPYET C THKECThIO KIMHUUECKOUM KapTHHBI [36].

JIbD MoOXkeT HacimenoBaThbCsl MO ayTOCOMHO-JOMWHAHTHOMY HWJIM ayTOCOMHO-
petieccuBHomMy tHuny. s peneccuBHoro B3 (PJABD) xapakrepHo Oojee Tsokenoe
TeueHue, yeM st gomuHantHoro JIBD ([IJ1b3), oqHako Mexay JaHHBIMU MOATUIIAMU
CYIIECTBYET 3HAYMTENbHOE (eHoTHIHYecKoe cxoAcTBo. JIJIBD sBisieTcs BTOpPHIM
HanOosee pacrnpocrpaneHHbIM THIOM BBD [54]. OtmuuwmrensHoit yeproit JIBD
ABJISIETCA O00pa3oBaHWE PYOLIOB MOCIE 3aKUBJIEHUS MYy3bIpeM Kak Ha KOXKE, TaK U Ha
CIIM3UCTBIX 000JI09YKax. MUK TaKXKe SBISIOTCS CHEeIU(PUISCKON HAXOJIKOM B MECTax
3KHUBIIUX My3bIpeil. B HEKOTOPBIX CilydasX BO3MOKHO Pa3BUTHE IIOCKOKJIETOYHOTO
paka koxwu [122].

K ocnoBHbIM nioaTHnam JIbD otHocsTes [12, 54]:

- JIoKajan30BaHHbIN J[BO;
- reHepaIn30BaHHbIN cpenneTsikensid JJ/1b3;
- reHepaIn30BaHHbIN cpenHeTskensii PIIBD;
- Tr€HEepAIM30BaHHbIN TsKenbi P/BD.
Jas morpaHu4yHoro OyJuiesHoro »smuaepmosn3a (IIrpbd) o6pasoBanue

Ny3bIpeil  XapakTEpHO HA YpPOBHE CBETJIOW IMJIACTUHKU Oa3albHOM MeMOpaHbI
21


http://rarediseases.info.nih.gov/gard/2152/junctional-epidermolysis-bullosa/Resources/1
http://rarediseases.info.nih.gov/gard/2152/junctional-epidermolysis-bullosa/Resources/1

NPEUMYIIECTBEHHO C TMOPaKEHUEM KOXHM, pexe CIM3UCThIX oOonouek. IIrpbd
HACJIEyeTCs IO ayTOCOMHO-PELEeCCMBHOMY Tuiy [54] u pa3BUBaeTCS BCIIEIACTBHUE
MATOT€HHBIX HYKJICOTHUHBIX BapUAHTOB B § pa3HbIX I'eHax, OTBETCTBEHHBIX 32 CHHTE3
cyobenunu 6enka namuuuHa 332 (LAMA3, LAMB3, LAMC?2), unterpusa anbga-6
u -0cta-4 (ITGA6, ITGB4) u xomnarena 17 tuma (COL17A1) [54].

Jlamunun 332 npeactaBisieT coOOW TeTepOTpUMEPHBIN OeNOK, COCTOSIINKA W3
nenieit a3, B3 u y2, kogupyembix reHamu LAMA3, LAMB3 u LAMC2 cooTBEeTCTBEHHO.
OTO OAMH M3 BAXKHEUIIUX OEJIKOB JAEPMOAIUACPMAIBLHOTO COEIUHEHUs, KOTOPHIM
CUATAETCS MOJIEKYJSIPHBIM MOCTHKOM MEXIy Oa3aJbHBIMH  KEPaTHHOIIMTAMU
smHAepMHUca M Tojexkamed aepmor [65]. Ilarorennpie BapuanThl reHoB LAMAS3,
LAMBS unu LAMCZ2 npuBoAsT K OTCYTCTBUIO WM YMEHBIIECHUIO JJaMUHUHA 332, 4TO
OpPUBOJUT K TOoTepe WM (PYHKIMA MOCTHKAa MEXKIy IMOIyAECMOCOMAMH U
3akperusitonmMu pudpuiuiamu. CiaenoBaTeNbHO, STUACPMUC U JepMa pa3leistoTcs Ha
yYpPOBHE OJIECTSIIEH IUIACTHHKY, YTO TPUBOAMT K TUTHUHBIM (eHnotunam [Irpbd [76].

Komnaren tunma XVII, xomupyemsiii renom COL17A1, mpencraBusieT coboit
TpaHCMEMOpaHHBINA OeNoK, y KoToporo N-KoHell siBisgeTcs nuToriazMaTuyeckum, a C-
KOHEI] MepeceKaeT CBETNIYIO TUIACTUHKY 0 HAIPaBJICHUIO K BHEIIHEH CTOPOHE KIIETKU
[90]. VpoBum okcmpeccun koiwtareHa XVII Tuma xoppenupyroT ¢ (EHOTHIIOM
3aboseBanus [66].

@DeHOTUIBI, BOZHUKAIOIINE B PE3yJIbTaTe MAaTOTEHHBIX BapuaHTOB TeHOB I TGAGL u
ITGB4, xoropbie KOAMPYIOT HWHTErpuH 06P4, Takke BechMma rereporeHHsl [80].
WNurterpun A6P4 obecrieunBaeT MEXaHMYECKOE COMPOTUBICHUE KOXU M CIM3UCTHIX
o6omnouek [107].

[Irpb3 mogpasnensiercss Ha ABa MOJATUIA, B 3aBUCUMOCTH OT CTENEHU TSKECTU
KJIMHUYECKUX TPOSIBIICHUH [54]:
- reHepaau3oBaHHbI  Tspkenblil [Irpbd, mnpu KOTOpOM OTMeEdYaeTcsi paHHsISA
JETaIbHOCTD (B 6-24 MECSIEB KU3HN);
- reHepaan30BaHHbIN cpenHeTshkensiid [Irpbhl.

Byanesnbiii snugepmonus Kunpiep (KBJ), paHee U3BECTHBI Kak CHHIPOM

Kungnep, sBasercs penxoit ¢opmoit BBD, mMeeT ayTOCOMHO-pELIECCUBHBINA THII
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HacJelI0BaHUs, BbI3bIBaecTcs MmyrauusmMu B reHe FERMT1 (takke wu3BecTHas Kak
KIND1), orBeTcTBeHHOM 3a cuHTe3 ceMmelcTBa depmutuHOB | (kuHmIMH-1) [54].
JlaHHbI O€NOK y4acTBYET B MOJAJEPNKAHUU CBS3EH MEXKIY SMHUICPMUCOM U JEPMOM,
oOecrieunBas CTPYKTYPHYIO IIeIOCTHOCTh Kok, KBD He mMeer noarunos [54].
1.3 Oco0eHHOCTH COCTOSIHMSI KOKHOrO Oapbepa y O0JbHBIX BpPOXKICHHBIM
OyJLI€3HBIM MUAEPMOJIN30M U MPOLEcC 3a:KMBJIEHUS PaH

Koxxa — 93TO CHOXHBI MHOTOCIIOMHBIA OPraH, BBIIOJIHSAIOIIMNA MHOKECTBO
KU3HEHHO BaXKHBIX (YHKIHM, CpeAu KOTOPBIX KIIOYEBYIO POJIb UIPAET 3allUTHAs
[15,64]. BapbepHast GyHKIUS KOXH OOCCIICUMBACTCSA IMOCPEACTBOM MHOTOYHCIICHHBIX
KOONIEPATUBHBIX B3aMMOJEHCTBUI Pa3IUYHBIX CTPYKTYpP AMUAEPMHCA, AEPMBbI, KIETOK
MECTHOTO MMMYHOJIOTMYECKOr0 Haa30pa. BakHblli BKIaa B MOANEPKAHUE KOKHOTO
Oapbepa BHOCAT 3K30KPUHHbIE (DYHKIMM CaJbHBIX M IOTOBBIX MKEJE3, a TaKkKe
MHUKPOOHOTa KOXKHOM MOBEpXHOCTH [64].
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PucyHok 2. ImmyHoorn4eckas anaToMusi Kok (agantuposano u3 Kabashima,
K., Honda, T., Ginhoux, F. et al The immunological anatomy of the skin. Nat Rev
Immunol 19, 19-30 (2019) [15])

CaMblil TOBEPXHOCTHBIN CIIOM KOXKH, SMUAEPMUC, JHILEH COCYI0B U B OCHOBHOM
COCTOMT M3 HECKOJIbKMX CJIOEB KEPAaTMHOIIMTOB, KOTOPBIE MOCTOSIHHO PEr€HEPUPYIOT
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[15]. Dnmaepmuc ykperieH MOIIeKaeil COCyTUCTON IepMOid, KOTOpas B OCHOBHOM
cocTouT U3 (puOpPoOIacTOB, BCTPOECHHBIX B CTPOMANIBHBIN KapKac M3 CTPYKTYpPHBIX
OEeNTKOB BHEKJIETOYHOTO MATpPUKCA, BKIIOYAas BOJIOKHA JJIaCTHMHA, KOJUlareHa W
TJIMKO3aMUHOTJIMKaHbI (pHC. 2).

Anresmss MeXAy JAepMOM U SIUIACPMUCOM JOCTUTACTCS 3a CYET CKOIUICHUS
CTPYKTYPHBIX MaKpOMOJIEKYJI, PACIOJIOKEHHBIX B 0a3zaabHOW MeMOpaHEe Ha TpaHHIIC
MEXTy 3TUMU ciiosimu [15].

B cnygae BBD aGeppantHbie Oenku Oa3aibHOW MEMOpPaHbI YacTO MPUBOMASIT K
OTCIIOCHUIO KOXH MEXAy IEPMATbHBIM W AIUACPMAIBHBIM KOMITAPTMEHTAMH, YTO

IIPUBOJIUT K 00pa30BaHMIO Iy3bIpel (puc. 3).

MYTaLMH MeHeTpaLvs annepreHos,

MPPUTaHTOB, MUKPOBOB
> [ nchuos
2l Wiichead 1d
. o g II(‘CMOHJIZIKHH ‘w
2 Tlnaxorno6un
; [163
bapoepHas oKL
abpd
| Iy
Jlamnhun 332
@
® L
< P 163
MoBpexpeHue
TKaHu
0
Bonb|
| OcnoxHenwa & —
XXeNyA04HO-KMLIEYHOro TPaKTa WHaykumalucperynauna
MOYeYHble MyﬂbTMCMCTeMHoe BOCNanuTenbHbIX M“penapaTMBHle
} nytei .
MOYEnonoBoN CUCTEMI BOB/IBYEHHE JlokanbHbIN ——— . Pewonennnosanid
- H
BocnanutensHblit oteet | D16po3 i
Octeonopo3
——————— [HenocTaToHOCTh| ———— CUCTEMHBIN
Banepxxa poctal| e | Avevi BOCMO/MUTENbHbIA OTBET S

Pucynok 3. MynbTUCUCTEMHOE HAayallo BPOKJIEHHOTO OYJIE3HOTO 3MUIEPMOIN3a
(amantupoBano wu3 Welponer, T., Prodinger, C., Pinon-Hofbauer, J.. Clinical
Perspectives of Gene-Targeted Therapies for Epidermolysis Bullosa. Dermatol Ther
(Heidelb) 11, 1175-1197 (2021) [115]).

24



[Tocne o0pa3oBaHUs Iy3bIpeN aKTUBUPYETCSA CJIOKHBIN, HO
BBICOKOOPIaHM30BAaHHBII  MPOIECC  3aXKHUBJIICHHS  PaHbl, BKIIOYAIOMIMA  YETKO
OTIPEJICICHHYIO MOCJEeI0BATENLHOCTh COOBITHI (BOCTaleHUE, Mposndepannio KIeToK,
pemoenupoBanue Tkanei) [102].

B ¢a3y Bocnanenusi, cpasy mocie noBpexacHus, akTuBUpyeTcs: GuOpHUH 1 00pazyer
CTYCTOK, KOTOPBIN CIIy’KUT BPEMEHHON paHEeBOW MaTpullel JJIsl TepMETU3aIlMU PaHbl U
NpenoTBpaIieHus  KpoBoreueHus. Jlamee mpoucxomuT  WHOUIBTpAIUS  PaHbI
UMMYHHBIMH  KJI€TKaMH  (HEUTpOuUIbl, MOHOLMUTHI, JAUMGOIUTHI), KOTOPbIE
MPENATCTBYIOT Pa3BUTHIO UH(EKIUHU, C MOCICAYIOUUM (ParouuTo30M HEKPOTHYECKUX
TKaHew [85].

daza nponudepannu XxapakTepusyercss Murpanuei Gpuopo61acToB, KEPATUHOIIMTOB
B MATPUKC paHbl, JJIs CTUMYJISIUM AHTHOT€HE3a U CEKPETUPOBAHMUS KOMIIOHEHTOB
BHEKJIETOYHOTO MaTpukca A (OpMHUPOBAHUS TPAHYIISIIIMIOHHON TKaHU. DMUTEIU3aIUS
HAYMHAETCS MO0 KpasM paHbl, MOCKOJIbKY JMHJAEpMAalbHbIE CTBOJIOBBIE KIJIETKH
nponudepupyror, YToObl TOKpHITH pany [85]. Hakonern, wmaTpukc paHBI
PEMOJEIUPYETCS B PE3YJIbTATE CEKPEUUU CTPYKTYPHBIX KOMIIOHEHTOB BHEKJIETOYHOTO
MaTpUKCa U METAJIONPOTEHHA3 MAaTPUKCa KepaTHHOIMTaMu U ¢pudpodaactamu [102].

[Ipu BBD B panax naGmomaercs nucOamaHc Bcex (a3 ATOro mpoiecca, 4To
CIIOCOOCTBYET YCWJICHHIO BOCIAIUTEIHLHON peakiiuu, MPUBOJIUT K JIJTUTEIHHOU yTpaTe
OapbepHBIX CBOWCTB KOXXM M B JOJITOCPOYHOM MEPCHEKTHBE — K (HOPMUPOBAHMIO

XPOHUYECKUX PaHEBBIX MOBEPXHOCTEH U pyOIioBoii Tkanu [32,84, 87].

1.4. KoXHbIi 3yl KakK OIMH M3 BAaXKHBIX KJIMHHYECKHMX CHMITOMOB IIpH
BPOKACHHOM OYJIJIE3HOM JHAePMOJIN3e

3ya sBisieTcst OAHUM U3 HanOoJiee M3HYPUTEIbHBIX CUMIITOMOB Y nanueHToB ¢ BBD
U CYIIECTBCHHO BIMSET Ha TsKeCTh cocTosiHus [89]. B 3aBucMMOCTH OT ypOBHS
TeHETUYECKOro Ae(PeKTa MHTEHCUBHOCTD 3y/la MOXET BapbUpOBaTh. JleTH OMHUCHIBAIOT
€ro Kak HEBBIHOCUMBIN, IOCTOSHHBIA, YTO [JOCTaBISIET HE TOJBKO (hU3MUECKHe
HEYZI00CTBa, HO W BBI3BIBACT CEPHhE3HYIO IICHXOJOTMUYECKYr Harpysky [12,89,112].

Yacrora BcTpeyaeMocTH 3yna cpeau aereil ¢ BBD B cpennem cocrasisier okoio 85%
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[12], 4To mpakTHYEeCKW aHAJIOTWYHO JAaHHBIM O YacTOTEe 3yJa IPU aTOMHYESCKOM
JEpMaTUTE, I KOTOPOTO 3y SBIISETCS OJHUM M3 OCHOBHBIX npu3HakoB [39,103]. Kak
paBuiio, B OOJIBIIMHCTBE CIIY4aeB JIOKAIMU3AIUS 3yja COBIAAAET C OYaraMu mopaxeHus
KO’KH, 0OCOOEHHO C MECTaMH dpO3uil 1 KOpok [12].

Pan wuccrnenoBaHuil JI€MOHCTPUpPYET, YTO YacTOTa M HWHTEHCHUBHOCTH 3yJla
pasnuyarorcs npu pasHbix popmax BB3. Camas Bbicokas yacTtora >kaiod Ha 3yj Oblia
ormedeHa y jui ¢ [Irpb3 (100%) u PIIBD (100%), 3a xotopeimMu ciepoBanu JJIBD
(87%) u IIBD (74%) [103]. B oTHenbHBIX HCCIACIOBAHUAX YCTAHOBJICHA KOPPEISIIUS
4acTOTHI M1 MHTCHCHUBHOCTH 3y/a C TSKECTBIO TeueHHs 3a0oseBanus [37]. B kopetickom
MONIEPEYHOM MCCIIEIOBAaHUH, BKIIOYaBlmieM 13 mamuentoB ¢ PJBD cpennein wnum
TSDKEJION CTEMEeHW TSKECTH, TakKe ObLIa MpOBEJEHA OleHKAa WHTEHCUBHOCTH 3yJa C
UCIIOJIb30BaHUEM BH3yalbHOW aHanoroBoi mkanel (BAILL) [62]. Cpennuii mokasareib
no BAIII cocraBui 7,5442,07, 4T0 COOTBETCTBYET CHIIBHOMY 3yny [62].

K daxropam, ycyryomastomum 3ya nipu BB3, oTHOCAT 3akuBiIeHUE paH, KOKHbBIE
WH(EKIMY, HAJUYAEe CTOWKOTO BOCHAJICHHS, CYXOCTh KOXKH, IMOTJIMBOCTH, CTPECC M
BJIMSIHUE BHEIIHUX (u3udeckux (akropor [37]. 3ya, B CBOIO ouepeib, MPOBOLUPYET
JOTIOJTHUTEIHPHOE TIOBPEKICHUE KOXKH, CITOCOOCTBYSI 00pa30BaHUIO HOBBIX ITy3bIpEH U
JTanbHENIIeMy YXYIIIEHUI0O COCTOSHUSA YXKE CYIIECTBYIOIIMX paH. B cBs3u ¢ stum
0co00€ 3HaYeHHE MPUOOPETAET YCTpPaHEHUE TPUTTEPOB, 3AMYCKAIOIIMX «IIOPOYHBIN
Kpyr». HM3BecTHO, 4TO OSTH (AKTOPHl YCHIWBAKOT 3yd M TMPU JAPYTUX KOXKHBIX
3a00JICBaHUSAX, TAKUX KakK, HApUMep, aTONMMUYECKUi aepMmatuT u mcopuas [39, 119].
[Ipu 3TOM BBISBIAIOTCS CXOACTBA B MEXaHW3MaX HWMMYHHOTO HapyIICHHUS KOXHOTO
Oapbepa.

Tounsle MexaHu3Mbl 3yjaa npu BBD 10 KOHIIA HE W3y4YeHbI, U3BECTHO, YTO €r0
pa3BUTHE UMEET MHOTO(AKTOPHYIO TPUPOAY, BKIIOUYAsS OCTPhIC M XPOHUYECCKUE PaHbI,
HEPETYJIHpPYyeMOe BOCTAJICHHE, HApYIICHHEe OapbepHOW (YHKIUU KOXKHU W aKTHUBAIHIO
HEHPOHHBIX MEXaHW3MOB. He HCKIIIOYeHO, YTO B €r0 Pa3BUTUU MOTYT Y4acTBOBATh
pasIuYHbIC 3BEHbS HIMMYHOTIATOTEHE3a, XapakTepHbie st BED.

CymiecTByeT MHOXECTBO JOKA3aTEIbCTB, CBUACTEIBCTBYIOMIMX O IUCPETYJISIHH

psAla IUTOKUHOB, ydacTByromux B peryisuuu Thl, Th2 u Thl7 B koxe nmpu BBED,
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MHOTHE M3 KOTOPBIX TaKkke Bbi3bIBAtOT 3ya [89]. TIpu 3TOM amiepruueckuii MexaHu3M
3yJa y 3TUX MMAallUEHTOB MPAKTHYECKU HE U3ydaJcsl.

Baxnyto ponab B maroreHese 3yla WrpaloT [HUTOKHHBI, CBsi3aHHble ¢ T-2
BOCIIAJICHUEM, BKJIIOYAsi TUMYCHBIH cTpoManbHbid JmMpornodtuH (TSLP), ypoBeHb
KOTOpOI'0 MOBBIIIEH Y nanueHToB ¢ BB3, a taxxke NJI-4, NJI-13, NJI-31 u MaTpuUKCHBIN
OeJIOK TEePUOCTHUH, YYACTBYIOUIUMH B MpoIleccaXx BOCHAJICHUS M PEMOJICTUPOBAHUS
TKaHel mpu T-2 acconuupoBaHHBIX 3a0osieBaHuAX [89]. DTH MemuaTOphl aKTHBUPYIOT
CEHCOpPHbIE HEWPOHBI, TMOBBIMIAIOT YYBCTBUTEIBHOCTh KOXH U  CIIOCOOCTBYIOT

HOJIICPYKAHUIO XPOHHYECKOTO BoctaiaeHus [89].

Mexar1am 3yaa
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Pucynok 4. Mexanu3Mmsbl, Jexallue B OCHOBE 3yja MPU BCEX TUMAX BPOKIAECHHOTO
Oysmie3Horo snuaepmonn3a (amantupoBaHo u3 «Papanikolaou, M., Onoufriadis, A.,
Mellerio, J.E., Nattkemper, L.A., Yosipovitch, G., Steinhoff, M. and McGrath, J.A.
(2021), Prevalence, pathophysiology and management of itch in epidermolysis bullosa.

Br J Dermatol, 184: 816-825» [89]).
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Takum o00pa3omM, B OTBET HAa MEXaHUYECKOE TOBPEKICHUE KEPATHHOIIUTHI
BBIICIISIFOT Psifl IIMTOKWHOB, BKtouast | SLP, uatepnerikuast (MJI1-6, NJI-25 u NI-33) u
XeMOKHUHBI. [Ipy BBICBOOOKIEHUU B KPOBOTOK JIaHHBIX ITUTOKUHOB TPOUCXOIUT
MIPUBJICUCHUE BOCTIAIIMTEIBHBIX KJIIETOK U Pa3BUTHE MMMYHHOTO OTBeTa 1Mo Ty Th17 u
Th2 B mecre moBpexnaenus [89]. Ha cmemyrommx sTamax Kackajga BOCHAJCHHS |
3aKUBJICHUS] paH T-KIIeTKH, 303MHO(MIBI, Makpodard U TKAHEBbIE TYYHBIC KIETKH
BBICBOOOKJAIOT ~ MHOXXECTBO  MEAMATOPOB  3y/a, KOTOpPHIE  CBS3BIBAIOTCA  C
COOTBETCTBYIOIIUMH PEICNITOPAMHU Ha OKOHYAHUSX CCHCOPHBIX HEPBOB B KOXKe (puc. 4).
Bo3Hukaronme HepBHBIC UMITYJIBCHI MIEPEIAIOT OIIYIIEHNE 3y/a B TOJIOBHOH MO3T 4epe3
KOHTpajaTepalbHble CIUHOTAJaMUYECKHE TPakThl cuHHOTO Mosra [89]. Kpome Toro,
KOXXHBIE€ HEPBHBIC OKOHYAHUS TPHU CTUMYJSIIIUU BBICBOOOXKIAIOT MEAMATOPHI 3yja,
KOTOPBIE CBS3BIBAIOTCS C PEIENTOPAMH MMMYHHBIX KJIETOK, JOMOJHUTEIHLHO YCHITUBAS
JOKAJIbHBIA 3y M BOCHAIHMTEIBHYIO peakiuio (HelporeHHoe Bocnaienue) [89].
[loTeHIMaNbHBIM ~ JIOMOJIHUTEIBHBIM  MEXaHU3MOM  SIBJIIETCSI  CTUMYJISIIUS
¢bubpobsacTOB Ha BBICBOOOXKJACHUE NEPUOCTHHA, YTO € CIOCOOCTBYET AaKTHUBAIUU
BOCIAJIMTEIBHOTO OTBETA 2-10 THMA U Grodpo3sy [89].

B wuccnenoBanuu Dartboard u coaBT. mno wu3ydeHHro 3yJa y  OOJIbHBIX
npypuruHo3HeiM JIBD mpunum K BBIBOLY, YTO HHOGUIBTPALMS BOCHAIATEILHBIMHU
KJIETKaMH, OCOOCHHO TYYHBIMH KJIE€TKAMH, TPHUBOJUT K TOBBIIICHUIO OOIIETO
ceiBOopoToyHOoro IgE u yBenmuenuto cyononynsiuu Th2-kneTtok ©0e3 aronuu B
aHaMHe3e, UYTo MoATBeprkaaeT poib Th2-omocpenoBanHoro uMMyHHOro otBeta [99].

B HacTosiee BpeMs CYIIECTBYET HEOMPEICICHHOCTh OTHOCHTEIIBHO KOHKPETHBIX
KJTFOUEBBIX MEIMATOPOB 3yJa B KaxaoM noarurie BED. JlomoaHUTEIbHBIE MEXaHU3MBI,
KaK BHYTPEHHUE, TaK U BHEIIHHE, KOTOPHIE, BEPOSITHO, CIOCOOCTBYIOT BO3HUKHOBEHHIO

3yna nipu BBD, Ha pucyHke 4 BbIeneHbI KpacHBIME pamkamu [89].

1.5 Kume4Hblii 0apbep npu BPOKAEHHOM OYJLIIE3HOM 3MHAEPMOJIN3e
Cnusucras o00070YKa KHUIIEYHWKA B HOPME OO0ECreYrBaeT CeIEKTUBHBIN
npoHulaeMbli  O0apbep. Kumieunsnii Oaprep He cleayeT paccMaTpuBaTh Kak

CTaTHYECKYIO CTPYKTYPY, OH OUEHb JUHAMHUYEH U PEArUPYyET KaK Ha BHYTPEHHUE, TaK U
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Ha DK30TeHHBIE (DaKTOPHI (HampuMep, IUTOKKUHBI, OakTepuu, muiieBbie GakTops) [108].
Cnusucrasg 000JI0YKa KUIIEYHUKA MPEACTaBICHA CI0XHOM MHOTOCIONHON CHUCTEMOMH,
KOTOpast BBIMOJHAET PYHKIMIO Kak (pU3n4eckoro, Tak 1 ummyHHoro 6apeepa [110]. Co
CTPYKTYPHOM TOYKHU 3pPEHHSI 3Ta MHOTOCIIOMHASI CUCTEMa BKIIIOUAET CJIOW CIIM3H U CIOU
AMUTEIUAIIBHBIX KJIETOK, COCAMHEHHBIX MEXIY COOOM IUIOTHBIMU U aJr€3UOHHBIMU
coevuHeHUsAMH. [IpoHUIIaeMOCTh JIE MakKpoMajeKyn sBisieTcs (YHKIMOHAIBLHOU
OCOOCHHOCTBIO KHUIIEYHOTO Oapbepa, KOTOPYIO MOXKHO H3MEpPUTh IIyTeM aHajiu3a
CKOPOCTHU MOTOKa MHEPTHBIX MOJIEKYJI gyepe3 CTEHKY KHIIIEYHUKA
[20]. HemoBpekAeHHBINM KHINEYHBI Oapbep KOHTPOJIMPYET MPOXOXKICHUE AHTUTCHOB,
OHJIOTOKCHHOB, MATOTEHOB M JAPYTUX TPOBOCHAIUTENBHBIX BEIIECTB B OPTaHU3M
Yes0BeKa, TOTJa KaK HApyLIEHUE LEJOCTHOCTH M CTPYKTYpbl KHUIIEYHOro Oapbepa
MOJKET CIPOBOIIMPOBATH MECTHOE WM CHCTeMHOoe BocmajeHue [111]. DT1o B CBOMO
ouepeb MPUBOJUT K YBEIMUEHHUIO IPOHUIIAEMOCTH KHUIIEYHUKA, YTO I[O3BOJIAET
aHTUTEHAM, HJIOTOKCHMHAM, IMAaTOT€HaM W JIPYTMM MPOBOCHAIMTENILHBIM BEIIECTBaM
MPOXOJIUTH Yepe3 KHIIEUHBIH Oaphep U MmomnanaTh B KpoBoTok [50].

CyImecTBYIOT  HMCCIECJIOBaHUSA,  IOKa3bIBAIOIIME, YTO  IHINEBOM  (akTop,
JIOTIOTHUTEIBHBIA CTPECC M OTCYTCTBUE (M3MUECKON AKTUBHOCTH MOTYT BIUSTH Ha
MUKpPOOMOTY KHIIEYHUKA, NOBPEXAAaTh IJIOTHOE W aAre3UOHHOE COEJUHEHHE
AMUTEIHAIIBHBIX KJIETOK, BBI3BIBATH AUCOMO3 KUIEYHUKA M YBEJIMYUBATH KHUIICUHYIO
nponunaemocts [70, 91]. Tak, ¢usuyeckre ynpaKHEHHS CIIOCOOCTBYIOT YBEITHMYCHHIO
pa3HoOOpa3usi KHUILIEYHOW MHUKPOOMOTHI, IPM 3TOM OJHOBPEMEHHO IIOBBIIIAETCS
CoJIepKaHue KOPOTKOIICTIOYEUHBIX KHUPHBIX KHUCIIOT [91]. AnuTenbHbIi
TICUXOJIOTHUECKUA W (UBHOJOTHUECKUN CTPECC YrpoXKaeT TOMEOCTa3y KHUIIEYHOTO
Oapbepa depe3 CBS3M «KHUIICUHUK-MO3T» U «TUIMOTAIaMyC-TUO(PU3-HAIMOYCUHUKI, a
TAaKkKE CUMIATHUECKYyI0 HEPBHYIO CHCTEMY, UTO TPUBOAWT K  Pa3IUIHBIM
paccrpoiictBam [19,26,48,121]. OrpaHudeHHBI palMOH TaK)Ke SIBISCTCS BaXKHBIM
(GaKkTOpOM CHIDKEHHS pa3HoOoOpasus KuIIeyHoW MuKpoOnotsl [25]. Hakowner,
aHTUOMOTUKOTEpanusi, K KOTOPOM YacTo HEOoOXOAMMO Mpuberarb MNpU BEACHHUU

nanueHToB ¢ BBD, MOXeT KpUTHYECKH HapymaTh OMOIEHO3 KUIIeUyHuKa [25].
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JlepuT HYTPUEHTOB MOXET NPUBOAUTH K aTpoPUH CIU3UCTOM OOOTIOUYKHU
KUIIIEYHUKA, CHUKEHHUIO BBIPaOOTKH (PEPMEHTOB, COISTHON KUCIOTHI M, COOTBETCTBEHHO,
K HapyLICHHIO MPOLIECCOB NIEPEBAPUBAHUS U BCACHIBAHUS.

W3 BBIIIIECKAa3aHHOTO CIEAYET, 4TO nanueHTsl ¢ BBD mpakTudecku He MOTYT UMETh
VUHTAKTHBIA KHILIEYHBI Oapbep, YUYUTHIBash Kak CTPYKTypHbIE M3MEHEHHUs Ha
TEeHETUYECKOM YPOBHE, TaK M NATOreHe3 3a00jeBaHUs M e€ro ocioxHeHuil. Tak, mpu
TSOKENBIX KIMHUYecknX (hopmax BBD onucansl ciyyan XpOHUYECKUX BOCHATHTEIBHBIX
3aboneBanmnii kummednuka [110], a rucromormyeckuii aHalIM3 CIU3UCTOM OO0OJIOYKHU
KKT BbIABIET BOCHAIMTENbHBIE HW3MEHEHUs, KOTOPHIE MOTYT OBITh OO0YCIIOBJIECHBI
CTPYKTYpHBIMH  Je()eKTaMi, TOTCHIUAIbHO BIUSIONIMMH HAa TMPOHHUIIAEMOCTH
ciu3ucTol  obonouku. Kpome Toro, ommcaHbl ciaydau ¢ [PEUMYILIECTBEHHO
TaCTPOMHTECTUHANBHBIMU CHMIITOMaMH, TaKMMU Kak oOpa3oBaHHME IIy3bIpedl Ha
CIIM3UCTON MOJIOCTU pPTa M NHILEBOAA, Auc(arus, SHTEPOCTEHO3, IPU MUHUMAIbHBIX

KOXXHBIX MPOSIBJICHUSX Y MAIMEHTOB C 3aperucTpupoBanHbiMu MyTarusiMu B COL7AL u

FERMT1 [68].

1.6 HexocTaTo4yHOCTHL NMUTAHHUA, O00YCJOBJEHHAST BHEKOKHBIMHU OCJI0KHEHUSMHU

BPOKIEHHOT0 0YJIIIE3HOT0 ANMUAEPMOJIU3a

deHoTUIMYecKass SKCIPECCUBHOCT NpU BBD cuibHO pasnuyaercs HE TOJIBKO
MEXTy TUIIaMH 3a00JIeBaHMs, HO U BHYTpU Kakaoro u3 HuX [88]. CriekTp KIMHHUSCKHUX
MPOSIBJIEHUNA BapbUpPyeT OT JUCKPETHBIX KOXHBIX CHUMITOMOB, YacTO IIOYTH
HE3aMETHBIX, 10 TSHKEJIBIX KOXKHBIX U BHEKOXKHBIX MOPAKEHUU. Y NIETEH, CTPaJarolInux
BBD, Moryt pa3BuBaThCsi caMble pa3HOOOpPA3HbIE BHEKOXHBIC TMPOSBICHHS, a TaKKe
Pa3IMYHBbIE OCIJIO)KHEHUS, TaKME KAK MOPAXEHHE TIJa3, TKENas aHeMMs, 3aJIepiKKa
pocTa, CTEHO3 THUIIEBOJIa, WHBAIWIUZUPYIOIMKE JedopManuu KUCTEH U CTOf,
TJIOMEPYJIOHEPPUT, MPUBOASAIIMN K XPOHUYECKONW TOUYEYHOW HEIOCTATOUYHOCTH, H
mHorue apyrue [12]. K nHanbosee 4acTo BCTPEUAIOMIMMCS W JOCTATOYHO CEPHE3HBIM
MpU3HAKAM  TSOKENIbIX noATUNOB BbBD  OTHOCAT HEZOCTAaTOYHOCTH  MUTAHMS,

XPOHUYECKYIO aHEMUIO U THIToaNbOymMuHeMuro [92, 94].

OnHolt 3 HanboJiee YaCThIX JIOKANIMU3AIMi BHEKOKHOTO ToBpexaeHus npu BBD
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ABJIAETCS KEIyAOYHO-KMIIEYHbId TpakT. K xapakrtepHeiM mia xaered ¢ BBD
MOPAXKCHUSIM  JKETYJOUYHO-KUIIIEYHOTO TpaKTa OTHOCSTCS OOJe3HEHHBbIE Iy3bIpU U
APO3HH CIM3UCTON 00070UkM Ha BceM npoTskeHun JKKT, koTopbie MOTYT 3aBepIIaThCs
pyOIIeBaHUEM, C MOCIEAYIOMUM (POPMUPOBAHUEM CTPHUKTYpP, ITO CHOCOOCTBYET TOMY,
4YTO y MHOTUX JAeTei, ocobenHo c¢ JIbD, pa3BuBaercs HEIOCTATOYHOCTh MUTAHUS
MHoOro(akropHoro mpoucxoxaenus [12, 45, 46]. Crpukrypsl mHIIeBOJA
COIMPOBOXAAIOTCS JUcarueid, 4To MOXKET NPUBECTH K HAPYIICHUIO aJeKBATHOTO
NepopaibHOro NprueMa Muily. borae3HeHHbIe 3PO3UHU MOJIOCTH PTa TAKKE MOTYT CHU3UTh
JKeJIaHWe TaIMeHTa MPUHUMAaTh nuiy. [Ipyu oOMMPHBIX U CTOMKUX SPO3HSIX KHIICYHUKA
MPOUCXOAUT XPOHHMYECKas TOTeps Oelka W KPOBHU, UYTO CIHOCOOCTBYET pPa3BUTHIO
MYJIbTU(PAKTOPUATIBHON aHEeMMUH, IUNoanbOyMUHEMUH, TUIONPOTENHEMUH,

MaJibabCoOpOITH 1 3a/IEPIKKH POCTA.

CornacHO OMpeACIICHUI0 BCEMHUPHOW opraHu3anuu 3apaBooxpanenus (BO3)
HEJ0CTAaTOYHOCTh MUTAHUS MPEICTaBIsAET co00M AucOananc MEeXIy MOCTaBKOM Oelka U
HHEPrUu U NOTPEOHOCTHIO OpraHU3Ma B HUX JJI1 00€CIEeUeHUs ONTUMAIBLHOTO pocTa U
¢ynkuuonupoBanus [78]. BaxHO MOHMMATh, YTO HEAOCTATOYHOE NMHUTAHUE — 3TO HE
TOJIBKO JIe(PUIUT OETTKOB U KAJIOPHii, HO M 3a4aCTyI0 NePUIIUT MUKPOHYTPUEHTOB.

B 10 e BpeMs Makpo- U MUKPOHYTPHEHTHI y 00JbHbIX BBD sBiIsAIOTCS BakHBIMU
NOCpeIHUKaMH B METa0OJIMYECKUX Ipolieccax, oOecreunBas 3aKUMBJICHHE paH,
NOJJIEP)KAHUE  KIIETOYHOIO  MMMYHHMTETa W AHTHOKCUJIAHTHOM  aKTUBHOCTH.
[ToTrpeOHOCTE B HyTpHeHTax y jaereil ¢ BBD yBenmunuuBaercs B BUIY XPOHUYECKOTO
BOCHAJICHUS, PEUUAUBUPYIOIINX BTOPUYHBIX MH(OEKIMI U CUCTEMHOTO MOpakKeHUs. A
CHW)KEHHOE TOTpeOJIeHHEe NHUIIM B CBSI3M C Pa3BUBAIOIIUMUCA OCIOKHEHHUSIMU CO
ctopobl JXKKT, B coueraHun C MOBBIIIEHHBIMH MOTPEOHOCTSMU B MUTATEIbHBIX
BEIIECTBAaX, MOBBIIICHHBIN KaTabOJIM3M MPHUBOJAT K OCTAaHOBKE pOCTa, 3aJEpiKKE
MOJIOBOTO CO3PEBAHMSI, YXYAIICHUIO 32’KUBJICHUIO PaH M XPOHU3ALMH BOCHAIUTEILHOTO
npoiiecca [16].

Hetu ¢ renepanuzoBanHbiMu popmamu BBD (nanpumep, IIrpb3, P/IBD) nubonee
4acTO HMEIOT HapylLIeHUE HYTPUTUBHOIO CTaTyca, CYUTAETCHA, 4YTO OHO IPSMO

IIPOTIOPITUOHAIILHO THKECTH 3aboeBanust [58].
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1.7. MexaHu3Mbl HAPYLIEHHUA TOJCPAHTHOCTH K MUIIEBbIM 0eJIKamM

dopMUpOBaHUE TOJEPAHTHOCTH K MUUIIEBBIM O€JIKaM — 3TO aKTUBHBIA IPOIIECC,
WHIYIIUPYEMBI MEPOPATbHBIM TOCTyIUICHHEeM OenkoB [98], u B HacTosiiee Bpems
paccMaTpHUBaEeTCs KaK AHTUIECHCIEHU(PUYECKOE PACIIO3HABAHUE MHUILIEBBIX 3MHUTOIOB.
dopMupoBaHUE TMHUIIEBON TOJIEPAHTHOCTH HAYMHAETCS B paHHEM BO3pacTe, C
BOBJICYCHUEM pA3JIMYHBIX HMMYHHBIX M HEHUMMYHHBIX KJIETOK, OJHAKO MOXKET
HaOmogaThCsl W OOpaTHBIM  MpoIlecc, HampuMmep, MNepenporpaMMHpPOBAHHE
BOCHAJIUTENbHBIMA CTUMYJAMU C MOCJIEAYIOIUM BO3HUKHOBEHUEM AJIJIEPTUUYECKUX
peakmmii  [29]. MHunuupyroomue coObITHS, BeAylIHEe K HAPYINICHHIO OpPalTbHOM
TOJIEPAHTHOCTH, PA3BUTHIO AJUIEPrUYECKOM CEHCHMOWIM3alMu U B aaibHeimem I[1A,
IPOIOJDKAIOT U3ydathes [29].

Hapyienue TojiepaHTHOCTH K MUIIEBBIM AHTHIE€HAaM, KaK MPAaBUIIO, OOYCIOBIEHO
«CHUTHAJIaMU OINACHOCTU», KOTOPbIE CTUMYJIUPYIOT SMUTEINABbHBIE KIETKA KUIIEUHUKA
K IIPOIYKIIMH MPOBOCIAIUTENbHBIX HUTOKMHOB [59]. CUTHAJIBI OACHOCTH MOCPEICTBOM
NaTOTr€H-aCCOLMUPOBAHHBIX MOJEKYJSIpHbIX narrepHoB (PAMP) wim monekynspHbIX
NMaTTEPHOB, CBA3aHHBIX ¢ moBpexacHueM (DAMP), akTuBUPYIOT psia sMUTETUATBHBIX
MyTeH, 4YTO MPUBOJIUT K BHIPAOOTKE BOCHAJIUTENbHBIX LIMTOKMHOB, Takux Kak IL-25 u
IL-31. Otu uurokuHbl Bo3ackcTBYIOT Ha AIIK, mpumaBas um ¢GyHKIMOHAITBHBIN
npoBocnanutenbHblii penotun [40]. pyrue mutokunsl, Takue kak [SLP u 1L-33,
nepenporpammupyrotr AIIK, mnpeBpamas uX B KIETKH, CIIOCOOHBIE CMeNIaTh
mudpepeHUpoBKY HauBHBIX JMM@ouutoB B cropony IL-4 u IL-13, mpomymupys
kiaetku Th2, a He T-perynstopHbie kieTku (T-reg kieTku), ¢ IOCIeaYIONMM Pa3BUTHEM
aineprudeckon peakmuu [83,120].

Cpenu npyrux THIOB KJIETOK, YYacTBYIOIIMX B HApPYIIEHUHM HMMYHOJIOTHUYECKOM
TOJICPAHTHOCTH, BBIICIISAIOT BpOXKICHHbIE JuMdounanbie kietku 2 Ttumna (ILC2),
KOTOpble (YHKIUOHATBHO CX0XH C JuMponuramu Th2, HO JHIIEHB AHTUTEHHOMN
cienn(pUIHOCTH. TakKe BaXKHYIO POJIb UTPArOT KICTKH, mpoayuupyromme 1L-9 (Th9-
KJIETKH), KOTOPbIE JOKAIM3YIOTCS MPEUMYILECTBEHHO B OapbepHBIX TKAHSIX M OYarax

BOCHAJICHUS,  CIIOCOOHBIE MOJABIATh (PYHKIMIO [-reg KIETOK, YTO MPHUBOJUT K
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HApyLICHUIO HUMMYHOJIOTHUYECKOH TOJIEPAHTHOCTH M PAa3BUTHUIO IMATOJOTMYECKUX
BOCHIAJIMTEIBHBIX COCTOSTHUM [42].

AHanorudHo IUCHYHKIMU KHUIIEUYHOTo Oaphepa, AUCPYHKIHS KOXKHOTO Oaphepa
MOJKET UTPaTh 3HAYUTEIBHYIO POJb B Pa3BUTUH ajuiepruyeckoit ceHcubummzanuu. [Ipu
BO3JICHCTBUM THIIEBBIX AJIEPTEHOB 4Yepe3 KOXKY HE AaKTHBUPYIOTCS MEXaHU3MBI
HOPMaJIHbHOTO UMMYHHOTO OTBETa B CIIM3HCTON 000JOUYKE KHUIIEYHHKA, HATIPABICHHOTO
Ha (OPMUPOBAHME TOJEPAHTHOCTH K MHILEBBIM OENKaM, YTO CIIOCOOCTBYET Pa3BUTHIO
aieprudeckor  cencuOmmmzanuu  [24].  debuuur OapbepHO (QYHKIHMH —KOXKHU
CIIOCOOCTBYET TPAHCKYTaHHOW CCHCHOWJIM3AIMHM K MHIICBHIM aHTHUreHam [63, 67,69,
100].

[Toreps koxkel M CIAM3UCTBIMU O00JOYKAMU OapbepHBIX CBOMCTB MPUBOAMT K
U30BITOYHOMY TIOCTYIUIGHHIO AHTUTEHOB, B TOM YHCJIE QJJIEPTEHOB MHUIIEBOTO

IMPONUCXOXKICHUA.

1.8 MexaHu3M TPAHCKYTAHHOW CEHCHOMJIN3AIUU

[lepBblii KOHTaKT ¢ Oe€JKaMu NUIIEBOM MPUPOJBI Yalle BCETO MPOUCXOIUT
nepopaibHO, OAHAKO CEHCHUOMIM3AIUS MOXKET TaKKe MPOUCXOUTh IPYTUMU MyTIMHU.
CyliecTBYIOT JlaHHBIC, YTO TMOBPEXKIAEHHUE KOXHOTO Oaphepa MOXKET CIOCOOCTBOBATH
MPOHUKHOBEHUIO aJIepreHa, MPUBOAUTH K Pa3BUTHIO CEHCHUOWIIM3AIMHU, KOTOpas B
NOCJIEAYIOUIEM MOKET pPEaJIM30BaTh AUIEPTHI0 NPH OTCYTCTBHUM NEPOPATBHOMN
TOJICPAHTHOCTH K O3THM ajuiepreHam [52, 67, 75]. BeposTHOCTb TpaHCKyTaHHOMH
CEHCHOMIM3AIMU OblIa OMKMcaHa B paMKax TMIOTE3bI IBOWHOTO BO3JICUCTBUS ajliepreHa
[14, 41, 63, 69].

W3BecTHO, UTO amiepruueckass peakuusl JAeIuTcs Ha 1aBe craauu: (dasa
CEHCUOWJIN3AINN, KOTOpas COMPOBOXKIACTCS OTKJIOHEHMEM HMMMYHHOTO OTBETa B
CTOpOHY T-2-TWIa UMMYHHOTO OTBETA U OCYILECTBIIACTCS aJIepreH-creuupruuecKumMu
Th2-knetkamu, cekperupyromumu IL-4, IL-5, IL-13, 4To B KOHEYHOM MTOTE MPHUBOIUT
K oOpazoBanuto SIQE anturten. Bropas cramus — sddexropras dasza, B pe3yiabrare

koTtopoit IQE-HarpyxeHHble TyuyHble KIETKM H 0a30(Quibl JErpaHyJIUpyIOT MpU
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MOBTOPHOM KOHTAaKT€ C aJUIepreHOM, BBICBOOOXKAasi MEAUATOPhI, TAKHE KaK TUCTAMHHBI,
IPOCTAarJIaHUHEL, JTeHKkoTpueHsl [14, 97].

BozneiictBue — aiyepreHOoB  4epe3  MOBPEKICHHYIO  KOXKY  HPUBOAUT K
BBICBOOOKICHUIO AMUTEIHAIBHBIMA KJIETKAMH KJITFOYEBBIX ITUTOKWHOB, BKJItouas T SLP,
IL-1B, IL-6, IL-25, IL-33. JleiicTBUe LMTOKWHOB HaIpaBIE€HO Ha WHIYKIUIO
BOCHAJIMTEIBHOTO OTBETA 2-TO TUIIA, BKIIOYAIONIET0 aKTUBALUIO T-XenmnepoB 2-ro TUma
U BPOXICHHBIX JTUMGOUIHBIX KIETOK. Takke JaHHBIC IUTOKUHBI CIOCOOCTBYIOT
CTUMYJISLIMK CO3peBaHusl NeHIpUTHBIX KieTok (K), koTopble, 3aXBaTbiBas ajliepreHsl,
MUTPHPYIOT B JAPCHUPYIOMIHE JTUMGPATHICCKAE Y36l I TPE3CHTAIlMH aHTUTCHA U
UHAYKIUU npoaudepanuu HauBHbIX ThO-KIETOK NMpenMyliecTBEHHO B CTOpoHY Th2-
orBeta [94]. Th2-xmetku wu ILC2 mnpomymupytor IL-4 u IL-13, crumynupys
nepeKIoyeHue u3zotuna B-kinerok Ha npoaykuuto crneuupuueckoro IgE, dro
yceunuBaet cunTte3 sIgE u dopmupyer myn namstu B- u T-knetok [60, 106]. T-kinetku
NaMATH [UPKYJIUPYIOT B CUCTEMHOM KPOBOTOKE, OTKyJa OHM MUTPUPYIOT B KOXY U
JIpyTHe OpTaHbl, UTpas BaXXHYIO pOJb MPHU MOBTOPHOW ODKCHO3UIMH aJiepreHa.
[IpencraBnennass  Mojaenb  OTpakaeT  0a30BBI  MEXaHWU3M  TPAHCKYTAaHHOUN
CCHCHOMIHM3AINK, TMPUMEHUMBIA 1 OOJBIIMHCTBA AJNIEPTEHOB, C yYUYETOM BIIMSHUSA
pa3NUYHBIX aIBIOBAHTOB M BO3MOXHBIX HapyIICHUH SNUepMaIbHOrO Oapbepa,
XapaKTePHBIX IS psjaa aepmaro3oB [60].

Panee Bompoc TpaHCKyTaHHOW CEHCHMOWIM3AllMM U3y4yajcsi B  KOHTEKCTE
aTOMMMYECKOT0 Mapila y JeTed ¢ aTonmuyecKkum aepMatutoM. OgHako MexaHu3mbl T2-
BOCTIJICHUST TIPOCIICKHUBAIOTCS U B MMMyHomarorenese BBD, u cBsi3aHbI ¢ TSHKECThIO
3a00JIeBaHMsI, YTO TMOBBIIIACT PUCKH BO3MOXKHOW CEHCHOMIM3AIMU Y JaHHOW TPYIIIBI
0onpHBIX. OHAKO, BBUIY PEAKOCTH 3a00JIEBaHMSI, MPAKTUIECKH OTCYTCTBYIOT PaOOTHI

o koMmopouaHocty BBD u nuiieBoit ameprumu.

1.9 IImmeBasi ajjeprusi y aered — COBPEeMEHHbIe MNMOAXOAbI K JMATHOCTHKE W
BeCHHIO
[Tumesas amneprust (ITA) ornuyaercst ot Apyrux GopM rUNepUyBCTBUTEILHOCTH K

IMUOICBBIM IIPOAYKTAM II0 CBOCMY IMATOICHCTHYCCKOMY MCXAHU3MY, W IIPCACTABIICT
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co00Ol  BOCHPOM3BOJMMYIO MATOJIOTMYECKYIO PEAKIMI0, KOTOpas BO3HHMKAeT B
pe3ynbTare cnenupuIecKoro MMMYHHOTO OTBETA HA OTPE/ICTICHHBIN MUIIeBOM OeoK. B
3aBUCUMOCTH OT HMMMYHOIIATOT€HETHYECKOT0 MEXaHW3Ma, peaKkIMd Ha MHUILIEBbIe
NpoAYKTHI Kiaccupuuupyroresa kak |gE-omocpenoBannsie, He-lgE-onocpenoBannbie u
cMmeranHoro tumna [42, 82].

Knunnueckas kaptuHa [TA oxBaThIBaeT 10BOJIBHO HMIMPOKUNA CHEKTP MPOSIBICHUMH,
CUMIITOMBI 3aBUCSAT OT OpraHa-MUIICHU M THIIa WMMYHHOTO MEXaHHM3Ma DPEaKIUH.
[IposiBieHust BapbUPYIOT OT JIETKUX (POPM C OpraHHOW JOKalIM3aluend J0 TKEIbIX
KU3ZHEYTPOXKAIOIIMX CUCTEMHBIX peakuui. Pa3nuuaroT racTpoOMHTECTUHAIbHbIE,
KOXHBIE H pecrupaTopHble cumnTombl [TA [82]. BapmabenbHOCTh KIMHUYECKHX
nposiBiieHnii [IA ¥ CIOXHOCTh €€ HWMMYHOJIOTMYECKHX MEXaHU3MOB 3a4acTyio
3aTPYAHSIOT JUATHOCTHKY U YCIOXKHSIOT uzydeHue snuaemuonorun [1A [40, 95].

B mnocnennue necarunetuss pacnpocTpaHeHHOCTh IIA 3aMeTHO BoO3pocia, Kak H
KOJIMYECTBO TOCMUTAIN3ALMN 0 TIOBOY OCTPBIX AJNIEPTUUECKUX PEAKIINM, BEI3BAHHBIX
numieBbiMu ipoayktamu [109]. Ipu msydenunn 1A, Mo CyObEKTHBHBIM OIIYIICHUSM,
camux narnueHToB (Self-report), oneHku pacnpocTpaHEHHOCTH MOTYT OBITH 3aBBIIICHBI
10 CPaBHEHUIO C pe3yJbTaTaMU, IMOJy4YCHHBIMU ¢ 0Ojiee TOYHBIMU Metoaamu [53].
CornacHO JaHHBIM CHUCTEMAaTHYECKOro 0030pa M MeTa-aHaiu3a, OMyOJIMKOBAaHHOIO
EAACI, pacnpoctpanennocts [TA cpeau eBpomeiickoro HaceneHus: cocrapiseT 9,9%
(6-8% y nmereii panHero Bo3pacta, 2—4% y moApOCTKOB), B TO BPeMs KakK MO JaHHBIM
self-report B 3T0¥ xe momyJsiuu oHa gocturaet 17,3% [82].

[lo pesynpraram  a”aims3a  npoekta  EuroPrevall  ycranoBieHo,  4rto
pacnpoctpaneHHOCTh [TA y B3pocibix, mo ganHeiM Self-report, konebnercs ot 1,0 mo
18,9%, numeBoi ceHCHOMIM3anuu — ot 6,6 10 23,6%, a moarBepxkaeHHon ITA — ot
0,3 1o 5,6%, [23, 71]. K Haubonee pacnpocTpaHeHHbIM cuMitomaMm ITA y B3pocCibix
OTHOCWJINCH OpalibHbI anmeprudeckuid cuHapoM (81,6%), KokHbIE NPOSBICHUS
(38,2%) u puHOKOHBIOHKTHBHT (29,5%) [71].

[Tlo mawubiM kpymHOro aHaymm3a S.A. Lyons u coaBt. [71], B KoTopsli BomLIa
BbIOOpKa zeTeil or 7 no 10 ;er, pacnpocTtpaHneHHOCTh [IA, MO AaHHBIM CaMOOILICHKH,

KoJiebanace ot 6,5 10 24,6%, pacnpoCTpaHEHHOCTh MUIIEBON CEHCHOMIU3AINMU — OT
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11,0 no 28,7% B 3aBUCUMOCTH OT TreorpaduyecKkoro TOJIOKEHHS, a YacToTa
yctaHoBieHHOW IIA Obplma 3HauWTeNnbHO HIKE — oT 1,9 mo 5,6%, mpu 3TOM
MOJIyYeHHbBIE JJAHHBIE COTJIACYIOTCA C MPEABIYIIUM UCCIEI0OBAHUEM.

MMMyHOJIOTHYECKME MEXAHHU3MBI, JEXKAIlUEe B OCHOBE KAaK MECTHBIX, TaK H
cucteMHbIX mposBiaeHui IgE-omocpenoBannoit I1A, mpeacTtaBistoT coOoit peakiuu
TUIEpUYyBCTBUTENHHOCTH | Tuna. da3a anepruyeckon CeHCUOMIN3aui UHUIIMUPYETCS
MEPBBIM KOHTAaKTOM C aJJIEPr€HOM, KOTOPBIM 3allyCKaeT WMMYHHBI OTBET,
npuBoasimuid Kk npoxykuuu  SIgE.  Jlamee 3T aHTUTeNna  CBSI3BIBAIOTCS €
BbICOKOA(Q(DUHHBIMU penentopamu FC-¢pparMeHTOB Ha MeMOpaHaX TYYHBIX KJIETOK U
0a30(uII0B, HUTOMIIa3Ma KOTOPBIX COJAEPKHUT BEIIECTBA C Ba30AKTUBHBIMH CBOWCTBAMU
U aHaQWIAKTUYECKUE  MEIUaTOpbl, TaKWe Kak THCTaMHH, oOecrednBas
cencnOmmm3anuio kietok [30]. [Ipu moBTOpHOM B3aUMOJEHCTBHU C aJZICPIEHOM ATH
KJIETKH  aKTUBHUPYIOTCS, YTO TMPUBOIUT K UX JCTPAHYISIUH, W BBICBOOOKICHHUIO
MeUaTOpoB aHadwmiIakcuu, GopMupys paHHIOW (a3y alIepruyecKux peakiuii, Ha
OCHOBE KOTOpPOW (OPMHUPYIOTCS pa3jiMuHble KIMHWYCCKUE TposBicHus [63].
JIOMOTHUTENBHO TMPOUCXOAUT TPOAYKIUS de novo APYyrux HUMMYHOJOTHYECKHX
MEIMATOPOB, BKIIIOUas (PaKTOp aKTUBALUU TPOMOOIUTOB, JTEHKOTPUEHOB U LIUTOKHMHOB
(IL-4, IL-5 u IL-13), xoTOpbIe YCHIUBAIOT aJUIEPTUYECKOE BOCIATICHHE,

[ToMmuMO HEMEUICHHOTO MeEXaHu3Ma, pa3BuBaeTcs u mno3nHsas ¢aza IgE-
OMOCPEOBAHHON AJNIEPTMUECKOW peaklUuu, KOTOpas OTJIMYAeTCs OT OTCPOUYEHHOMH
KJIETOYHOU TUNIEPYYBCTBUTEIIBHOCTH. XeMOoTaKCHYECKHUe MEJIUATOPHI,
BBICBOOOKJ]a€Mble B TKaHSIX B XOA€ paHHEH (a3bl, MPUBIEKAIOT JIpyrue
BOCHAJIMUTENbHbIE KJIETKU, YTO MPHUBOJUT K aKTHBALMU M XPOHU3ALMU BOCHAJICHUS 32
CUET MPOAYKIIMU AONOJHUTEIBHBIX BOCTIATUTEIbHBIX MeanaTopos [13].

IgE-3aBucumas IIA 0OOBIYHO pa3BUBAETCA CTPEMHUTENBHO, @ B CaMBIX TSXKEJBIX
CIy4asiX TpPOSIBISETCS B BHUAC aHA(PWIAKCUU WM aHA(QUIAKTHYECKOTO IIIOKa, B
oriinunne OT Hee, He-lgE-3aBucumas IIA, pa3BuBaeTcs MEIJIEHHO, COMPOBOKIAETCA
JUIUTEIIbHO COXPAHSIIOIIMMUCS CHUMITOMAMH, W TPOTEKAET C YYacCTUEM KJIIETOYHO-

OITOCPEIOBAaHHOTO UMMYHHOTO oTBeTa [34,86].
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He-IgE-omocpenoBanHas mumieBass auieprusi MPEACTaBIsET CcoOOW  Tpymmy
3a00JIeBaHuUH, XapaKTEPHU3YIOIIIXCSI MIOIOCTPBIMU WIIH XPOHUYECKUMU
BOCHAJIUTENIbHBIMU TPOIIECCAMU C MPEUMYIIECTBEHHBIM MOPAXKEHUEM KETyJTOUYHO-
kumieyHoro tpakra [34,86]. K maHHBIM paccTpoiicTBaM OTHOCSTCS WHAYIUPOBAHHBIH
nuiter  sutepokonut (FPIES), wunaymupoBannas mumiei suHrepomatus (FPE),
UHAYIUPOBaHHbIH nuiei npokTokoaut (FPIAP) [10, 34].

B pannem netckoM Bo3pacte uaiie Bcrpewaercsa IIA ¢ ne-lgE-onmocpenoBanHbiM
MEXaHU3MOM, NPeOoOIalaloIUMKU CUMIITOMAaMU KOTOpo# siBisitoTcs: mopaxeHus: JKKT.
KnvHnyeckne CHMITTOMBI MOTYT BapbUpPOBATh OT MJIAJACHUYCCKUX KOJUK, YACTOW PBOTHI
¥ 3aI0pOB JI0 KPOBAaBOW JWApPEH W THIOBOJEMUHU. JKH3HEYTpOKAIOIMIME OCIOKHCHHS
npu nanHoil gopme ITA BcTpedaroTcsi peako, a MPOTHO3 B OOJIBIIMHCTBE CIIy4acB
ocraetcs onmaronpustabm [10,86].

Juarnoctuka IIA BkiItouaeT aHaiau3 *ajno0 M JaHHBIX aHaMHe3a, (U3UKAIBLHOE
oOcienoBaHue, 1aOOpaTOPHbBIE JUATHOCTUYECKUE METOABI U JPYrHe BCIIOMOTATEIbHBIC
METO/TbI BBISIBJICHHS IMHILEBOM TUIIEPYyBCTBUTEIbLHOCTH [5,82].

JluarHoctuyeckasl AJIMMHHAIIMOHHAS JUeTa SBIAECTCS OJIHUM M3  KITFOYEBBIX
MOAXOJ0B K JAuarHoctuke, kak IgE-3aBucumbix, Tak u He-IgE-3aBUCHMBIX peakiui, u
3aKJTF0YAETCs B UCKIIFOUCHUN U3 PalliOHA BEPOSITHOTO MPUYNHHO-3HAYMMOTO aJIJIEpreHa.
CoryiacHO peKOMEHIANMIM, MPOAOKUTEIIBHOCTh JUEThl COCTaBiIseT He MeHee 7-10
JHEH y MalMeHTOB ¢ PEaKIUsIMH HEMEIJICHHOTO THIA. Y TAIlMEHTOB C OTCPOUYCHHBIMHU
peaKIUsIMU IUarHOCTUYECKas AreTa Ha3HadaeTcs 10 2-4 nexens [5,9,82].

B nacrosiee BpeMs HarOosnee 3pGHEeKTUBHBIM U IIMPOKO UCIOJIb3yEMbIM MOIX00M
B JsieueHuu I[IA ocraercs saMMHHAIMOHHAS JUETa, KOTOpasl MPEJCTaBIsIeT COOOM
ATUOJIOTUYECKH HAIMpaBJIEHHOE JICYCHUE 3a CYET HMCKIIOYCHUS MPUYNHHO-3HAYUMOTO
alJIepreHa M3 panyoHa. B ciydasx JUIMTETbHOTO HMCKIIOYCHHUS W3 palloHa peOeHKa
OJTHOM WJIM HECKOJBKUX BAXKHBIX TPYII MPOIYKTOB, COOJIOEHUE JIMMHUHAIIMOHHON
JTUEThl  0053aTeNbHO  JIOJDKHO — COMPOBOXKIATHCSI  MOHUTOPHHTOM — TIOKasaTesei

(bU3UYECKOr0 pa3BUTHUS, a TaKXKE€ KOPPEKIMEH pallioHa ¢ BOCIOJHEHUEM HYTPHUEHTOB

[5,9].
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Hueroreparus npu  [IA BrIOYaeT W3 HECKOJIBKO 3TtamoB  [5,8]. Ha
JMAarHOCTUYECKOM 3Tarle MPOBOAMUTCS MPOOHAas 3JIMMHUHALIMOHHAS JTHETA, OCHOBBIBASCH
Ha JAaHHBIX aHaMHe3a U KJIMHUYECKOro ocMoTpa. JIeueOHBI 3Tam BKIIOYAET OIEHKY
3¢ (HEeKTUBHOCTH JaHHOW UETHI M MOCIEAYIoNIee Ha3HaYeHNEe HANBHUIYAIbHOTO TJIaHa
ANMUMHUHAIIMU TPOJYKTOB C YYETOM Pe3yJbTaTOB aIEProJOTHYECKOro 00cCiIe0BaHUs.
Jlanee painMoH TMOCTENEHHO paCIIUPAETCS 3a CYET MNEPEHOCUMBIX MAalMEHTOM
MPOJYKTOB.

B mepuon obGoctpenust cumntoMoB [IA KITIOYEBBIM MNPUHIIMIIOM JAUETOTEPAITUU
ABJIAETCS. TOJIHOE HCKIIOUYEHHE M3 palydoHa MPOJYKTOB, BbI3BIBAIOIIMX PEAKIHIO, a
TaKXKe IPOAYKTOB € TIEPEKPECTHOW PEAKTUBHOCTBHIO, T'MCTaMHHOJIMOEpPAaTOpPOB,
MPOJYKTOB C BBICOKUM COJIEp’)KaHUEM THCTaMHHA W JIPYTUX OHOTEHHBIX aMUHOB,
MyPUHOBBIX OCHOBAaHUM, HKCTPAKTUBHBIX BEIIECTB, B TOM YHUCJE KOMIIOHEHTOB
oOnamaronMx  cBoiicTBamMu  Hecnenupuueckux  pazapaxutenet  KKT, wu
UCKYCCTBEHHBIX MUIIEBBIX 100aBOK [9].

[TokazaHo, uyTo camo 1o cede Hannuue 1A, a Takxe NpoJOKUTEIIBHOE CIIeI0BAHUE
AIUMUHALIMOHHBIM JUETaM MOXET HETaTUBHO BIUATh HA HYTPUTUBHBIN CTAaTyC H
¢dbu3nyecKoe pa3BUTHE MAIIUEHTOB, a TAKXKE MPENATCTBOBATh (DOPMUPOBAHUIO MUIIIEBBIX
naTTepPHOB y peOeHKa B paHHeM Bo3pacte [9].

[TaninenTaM, HY)IAIONTUMCS B JUTUTEIILHOM COOJIFOJICHUM DIIMMHUHAITMOHHON JTUETHI,
CO3JaHH€ TMOJHOLIEHHOTO palMOHa SIBJISETCS Ba)XHOM COCTABIIAIONIEH KOMIUIEKCHOTO
nedyeHus. VICKIIOYeHHBIE TMPOAYKTHI  JOJKHBI  OBITh  00S3aTEIbHO  3aMEHEHBI
HAaTypaJIbHBIMU  aHAJIOTAMHW C  OKBHBAJCHTHOM  THINEBOW  IIEHHOCTHIO  WIIH
CHeUaIu3upOBaHHBIMU Je4eOHbIMU CMECSIMHU. CorunacHo COBPEMEHHBIM
pEKOMEHIalusAM, COOMIOAATh SIMMHHALIMOHHYIO JTUETy HEoOX0oAuMoO He MeHee 6 Mec
[5.,82].

AJneKkBaTHO TOAOOpPaHHOE TUTAaHWE HA PpaHHUX CTAauAaX OOJE3HH TO3BOJISIET
YCKOPUTH JOCTHKEHHE pPEMHUCCHUU 3a00JIeBaHMS M CIOCOOCTBYET JUIMTEIHLHOMY €€
COXPaHEHHIO.

Taxum 00pa3zoM, U3ydeHHe POJIU MUIIEBON aJUIEPTUU U MUIIEBOW CEHCUOMIN3AUN

y 6osbHBIX BB siBnsieTcst BaXKHBIM HE TOJIBKO C HAYYHOM, HO U C IPAKTUYECKON TOUKHU
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3peHus. YuuthiBas crneuuduxky OonpHbIXx ¢ BBD — BbICOKyl0 moTpeOHOCTH B
NUTATENbHBIX BEIIECTBAX M HHEPrUW, XapakTEpHYIO Uil HUX HYTPUTHUBHYIO
HEJ0CTaTOYHOCTh, TPYIHOCTH IIPH (POPMUPOBAHUU PALIMOHA U JOCTUKEHUH aJICKBAaTHON
00EeCIeYeHHOCTH TAIMeHTa HyTPUEHTAaMH, HalTMuie KOMOPOHUIHOM MUILEBON ayuiepruu
HE MOXET OBITh HEJOOLEHEHO U JIOJDKHO MPUHUMAThCS BO BHUMAHUE IIpU
PEKOMEHIalUAX 10 IUTAHUIO.

N3yuenne ocobeHHOCTEN ceHcubOmm3anuu y aeteit ¢ BBD nomkHO j1e4b B OCHOBY

NPO(UIAKTUKY aJUIEPTUH Y 3TOU CIIOKHON KaTeropuu MalueHTOoB.
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I'TABA 2. MATEPUAJIBI U METObI UCCJIEJOBAHUSA

2.1. O0bem ucciie10BaHUS

HccnenoBarenbckas pabota mpoBoamiachk B nepuoj ¢ ceHTs10pst 2020 r o nexadpb
2023 r. B PI'AY «HaunoHaIbHBIM MEIUIIMHCKUM HCCIIEN0BATEIBCKAN LEHTP 310POBbS
nereid MunzapaBa Poccum (aupekTtop — J.M.H., npodeccop, 3aciayKeHHbIM Bpau PO
®ducenko A.Il.) nHa ©Oa3e ornena npoduiakTudeckod menuatpuu  IleHTpa
npoUIaKTHYECKON IeAnaTpuH (HadaJlbHUK LIEHTpa - A.M.H. Makaposa C.I'".).

OOcnenoBanre MalMEHTOB U cOOp HEOOXOAMMBIX JAHHBIX BBIMNOJHSIUCH B
oTAeneHnn aAepMmaroinoruu u  awiepronormn  HUWUWM  perckoit  gepmarosoruu
(pykoBOIUTEINb JI.M.H., Tpod. Mypamikun H.H.).

JlaGopaTopHble HCCIEAOBAHMS OCYIIECTBISIIUCH B IEHTPAIM30BAHHON KIMHUKO-
JIMarHOCTUYECKOU JlabopaTopuu (3aBenyroias jiadoparopueit, n.M.H. E.JI. Cemukuna),
MOJIEKYJIIPHO-TEHETUYECKass ~ JIMarHOCTHKA  OCYIIECTBIsIack B JabopaTopuu
MEJUIIMHCKON TeHOMUKH Ha 0a3e Menuko-reHetndeckoro LlenTpa (HauanbHUK IIEHTpA,
1.0.H. K.B. CaBoCThSHOB).

UccnenoBanne o0m00peHo JIOKaJbHBIM HE3aBUCHUMBIM ATHYECKUM KOMUTETOM
OI'AY «HMMUII 3n0poBbs nereit» MunszapaBa Poccun (mpotokon Ne 8 ot 26.06.2020,
nporokon Ne 11 ot 17.10.2024). IlpencraBurensiMd MaIMEHTOB OBUIA TOJIHACAHBI
UH()OPMUPOBAHHBIE COTTIACUS HA 00PA0OTKY MEPCOHAIBHBIX JIAHHBIX.

[IpoBeneHO  OJHOLEHTPOBOE MPOCIEKTUBHOE KOTOPTHOE  HaOJIOJATEIbHOE
ucclieoBanne, B Kotopoe BkioueHo 173 pebenka ¢ BBD B Bo3pacte ot 2 mec g0 17
aet: 119 nereii ¢ IBD (60 neBouek, 59 manpuukoB) u 54 pedenka ¢ [163 (32 neBouku,
22 wmanp4uKka), TPyHIy CpaBHEHHUS JJIsi W3Yy4YEeHHS OCOOCHHOCTEH CeHCHOWIM3aIuu
coctaBmm §1 peOeHOK.

[ToctanoBka pauarHo3da BBD ocymiecTBisgach Ha OCHOBAHMHM OOIICHIPUHSATHIX
kputepueB [22,59]. TloaTBepikaeHHE KIMHAYECKOrO JHArHo3a IMPOBOIMIOCH C
MOMOIIBI0  MOJIEKYJIPHO-TEHETUYECKOTO HCCJIEAOBaHUSA (CEKBEHHPOBAHUSI HOBOIO

MTOKOJICHUS).
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VYcranoBnenue  Hammuua  [IA mpoBOOMIOCH  COIVIACHO — CYLIECTBYIOLIUM
KIIMHUYECKUM PEKOMEHIANusaM [5] m 0a3upoBajioch Ha KIMHHYECKHUX IPOSIBICHUSAX,
Ja00paTOPHON JIMarHOCTUKE M pPe3yibTaTax JIUAarHOCTUYECKOW 3IMMHUHAIIMOHHOM
JACTEL.

Kpumepuu exniouenus 6 uccneoosanue:.

— HaJm4ue TpocToi wmm nauctpodudeckoit hopmbl BBD y pebenka B Bo3pacte 110
17 neT BKIIOYUTEILHO;

— TIOJIHCAHHOE HH(POPMHUPOBAHHOE corjacue poauTeNneit/3aKOHHbIX
MpeACTaBUTENIC peOCHKa Ha y4acTHE B HCCIICIOBAHMHM M BBHINOJHEHHE TpeOOBaHUM
HCCJICIOBAHHS.

Kpumepuu exniouenus 6 epynny cpasnenus.

— netH B Bozpacte ot 2 Mec A0 17 ner 11 mec, 6e3 BED, 6e3 nuiieBoit amnepruu u
0e3 3HaYMMOH COMaTHYECKOH IMaTOJIOTHH;

— TIOJMUCAHHOE uH()OPMUPOBAHHOE corjacue POJMTENECH/3aKOHHBIX

npeacTaBUTeNel peOeHKa Ha y4acTUE B UCCIIEAOBAHUM.

2.2 /Iu3aiin uccjie10BaHUs
OCHOBHBIC ATaITbl UCCIICIOBAHMS TIPEICTABICHBI HA PUCYHKE O.

B cootBerctBMM ¢ Ou3allHOM BCEM JIETSIM MPOBOJAUIOCH T'E€HETHYECKOE
oOcnenoBanue s moarBepxaeHuss ¢opmsl BBD.  [IpoananusupoBan aHamHe3
KKJIOr0 TAaIlMeHTa, IPOBEACHO oOmpesaeiaeHne KoHieHTpanuu IgE olmero wu
crienuPUYecKrX K pacpOCTPAHEHHBIM MUILEBBIM, OBITOBBIM, MBUIHIIEBBIM aJIJIEPTreHaM.
[IpoBeneH aHanmu3 (paKTHYECKOIO paIMOHA C HMCIOJB30BAHMEM YacTOTHOTO METO/IA.
OueHuBaIuCh TMOKazaTeu (U3NYECKOTO Pa3BUTHA, TSHKECTH 3a00JeBaHUS U
MHTEHCHUBHOCTH 3yJ1a. Takxe MpoaHaIM3UPOBAH UHAEKC HYTPUTUBHBIX PUCKOB y IETEU
¢ BBO.

N3yuena yactoTa MUIEBOM CEHCUOWIM3AIMA W TUIIEBOM alIepruu y JeTen ¢
BPOXKJICHHBIM OYJJIE3HBIM OIHUJAEPMOJIU30M, a TaKXKE BIHMSIHUE COIMYyTCTBYIOIIEH

aAJJICprornaToJIOru Ha TCUCHHUEC OCHOBHOI'O 3a00JIeBaHUs.
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2.3 MeToabl MccjaeI0BaAHUA

2.3.1 Kiiunuuyeckue MeTOAbl HCCJIe0BAHUS

Bcem nersm ¢ BBD, BKIIOYEHHBIM B HCCIEIOBAHUE, MPOBEICHO KOMILIEKCHOE
oOcnenoBaHNe B paMKaxX CTAIlHOHAPHOTO JICYCHHS, B COOTBETCTBHHM CO CTaHIapTaMU
OKa3aHUs CIEIUaIU3UPOBAHHON MEAUIIMHCKON momormu OoiapHbIM ¢ BBD. [Inarnos
yCTAHABJIMBAJCS Ha OCHOBAaHMM (PEHOTUIIMYECKOM KapTUHBI 3a00JICBaHUS, C
MOCIIEAYIONUM TeHETUYECKIM aHaN30M U Bepudukaruu uctuaHoi popmsr BBD.

AHanu3 aHAMHECTHMYECKUX JaHHBIX MPOBOAWICA B XOAE HWHTEPBbIOUPOBAHUSA
npejcTaBuTene mamueHta. [loMumo oOmMX CBEACHUN MO OCHOBHOMY 3a00JIEBaHUIO,
MPOBOAMIIACH MOJAPOOHAS OIIEHKA AJJIEPTOJIOTHUECKOTO U TUETOJIOTUUECKOTO aHaMHe3a.
[Ipu cOope aHamMHe3a YTOYHSJICS XapaKTep BCKApMIIMBAHUS, IMPOJIOJDKUTEIBHOCTD
TPYAHOTO BCKapMIIMBAaHHS MPU €ro HaMuuu. lIpoBoauics aHain3 OTATOLIEHHOCTH
CEMEMHOro aHaMHe3a 10 aJJIEPTHYecKuM 3abosieBaHus M. [10 BO3MOXKHOCTH, KaKIbIi
pebeHOK ¢ corjiacusi poAauTese, a TakkKe MpeIcTaBUTeIb peOeHKa ObUIH IMOIPOOHO
omnpouieHbl Ha (aKT HAJIUYUS WM OTCYTCTBUS TMHUILEBOM aJUIEPTUM W/WIM JPYTrUX
aJJIEPTAYECKUX MTPOSBICHUMN.

B mporecce HaOmofeHus 3a MalUEHTaMU MPOBOJWIIACH BepuU]UKAIMS TEUCHHS

JIPYTUX COMYTCTBYIOIIMX JEPMATOIOTUYECKHUX 3a00ICBaHUM.

2.3.2 OuneHka CTeNeHW TSKECTH KJIMHHUYECKUX TMPOSIBJIEHUHA BPOKIEHHOI0
OyJu1e3HOro 3nuaepmosnia no meaiae EBDASI

CreneHb BBIPAKEHHOCTH KIMHUYECKUX IMPOSBICHUM 3a00JICBaHUS OIICHMBAJIACh C
HCIIOJB30BaHUEM MWHJIEKCA AKTUBHOCTU W pPYOlLIeBaHUS OyJUIE3HOTO SIUISPMOIIN3a
(EBDASI, The Epidermolysis Bullosa Disease Activity and Scarring Index) [61,96].
Illkana EBDASI 1mo3BOJIAT OIIGHUTH HE TOJBKO AaKTUBHOCTH 3a00JIEBAaHUS B MOMEHT
oOcnenoBanus, GUKCHPYS TaKUE TPOSBICHHUS KaK IMy3bIpH W KOPKH, HO M TPHU3HAKU
XPOHHYECKOTO IOBPEKICHUS B IISATH OOJACTAX. KOXKA, BOJOCHCTAas YacTh TOJIOBHI,
CJIM3UCTHIE 000JIOUKH, HOT'TH, IPYTUE AMUTSIM3UPOBAHHBIC OPTAaHbl U TKAHH.

[Ipu wucnons3oBanuu 1mkansl EBDASI  yuuthiBatoTcs mapameTrpbl  oOmiei

aKTUBHOCTH 3a0ojieBaHUs (MakCHUMajdbHOE 3HaueHue 276 O0auioB) W TNPU3HAKH
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XPOHHYECKOTO TOBPEXKACHUs (MakcuManbHOoe 3HaueHue 230 OaiuioB), KOTOpEIE
OOBEAUHSIOTCS U1 TOTy4YeHus obmero 6amwia (MakcuManbHOe 3HadeHue 506 6amios).
Nutepnperanus odmero 6amna EBDASI npoBoguTcs 1o ciaeayromnmM auarna3zoHam: 0—
42, 43-106 u 107-506, KOTOpBIE COOTBETCTBYIOT JIETKOU, CPETHEN M TSHKEJIOW CTETICHU
TshKecTd 3aboneBaHus cootBercTBeHHO ([Ipunoxenue 1). [llkama EBDASI sBnsercs
WHCTPYMEHTOM [IJISi ONEPATHUBHOM OLIEHKHU TshKecTH 3a0osieBaHusi. CHUXKEHUE ee
nokaszaresnei 0ozee yeM 9 0aioB yKa3blBaeT HAa 3HAYMMOE KIMHUYECKOE YIyUIlICHUE,

TOT/Ia KaK yBEJIMYCHUE Ha 3 Oayljia yKa3bIBaeT Ha yXyAIICHHE cocTosHus [96].

2.3.3. OnleHKa HHTEHCUBHOCTH 3y/1a

JInsd OLIEHKM WHTEHCMBHOCTM 3yJa y JETeW crapuie 7 JIET HCHOJIb30Balach
OONICTIpUHSATAsT 4YMCIIOBasi pEUTUHTrOBas BuU3yalbHO-aHasoroBas Imkana (BAILL)
(ITpunoxenne 5) [93]. CpenHrol0 CTENEHb EXKEIHEBHOTO 3yJa, CBSI3aHHOTO C
3a00JieBaHUEM, OIICHUBAJH 10 JUHEIHOM 10-0a/ibHON BU3yallbHOM aHAIOTOBOM IIKaJe
or 0 (momHOrOo OTCYTCTBUSI cUMNTOMOB) 10 10 (cunbHeimmit 3yn). UHtepnperamus
pe3yJabTaTOB MHTEHCUBHOCTHU 3yJa MPOBOJUIIACH B COOTBETCTBUU C PEKOMEHIAIUSIMU:

nerkasi crenedb (ot 1 g0 3), cpeansisi crenens (0T 4 10 6), TsHKenas creneHb (ot 7 A0

10) [93].

2.3.4 AuTponomMeTpus ¥ oeHKa GU3NIECKOr0 pa3BUTHA

Jlis u3MepeHust pocta M Macchl Tenla JAeTed HCIOJIb30BAIUCh OTKAaIHMOpPOBAHHBIE
Becbl M pocromep. OueHka ¢(usnyeckoro passutug gereil ¢ BBD mpoBogumace ¢
MPUMEHEHUEM CIIeUATU3UPOBAHHOTO nporpaMmMuoro obecrneuenuss WHO Anthro (mmst
nereit B Bo3pacte 10 S met) 1 WHO Anthro Plus (s neteit B Bo3pacte ot 5 g0 19 ner)
(WHO AnthroPlus for personal computers Manual, 2009, WHO Multicenter Growth
Reference Study Group, 2006) [116].

JI71s1 BBISIBIIEHMS] HAPYIIEHU HYTPUTUBHOTO CTaTyca ObUI UCHOJIb30BAH MOKAa3aTelb
Z-SCore, KOTOPBIN SIBISETCS KJIMHUYECKU HAJAECKHBIM HHCTPYMEHTOM JJI aHalv3a U
MHTEPIIPETAlUK aHTPOIIOMETPUUYECKUX TAHHBIX COTJIAcHO cTanaaptam BO3.

Z-score WAZ (Weight-for-Age Z-score; macca Tenna K BO3pacTy): 3HaUCHHUS OT -2

0 +2 paccMaTpHBAJIMCh KaK HOPMallbHbIC, a 3HAa4YeHHs HWKe (<) -2 yKa3blBaJld Ha
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HEJOCTATOYHOCTh IMHUTAHUS PA3IMIHON CTENEHU TSHKECTH, a 3HadeHus Bbime (>) +2
OLICHUBAJIUCh KaK M30bITOYHBIN Bec U oxupenue. WAZ nanbonee nuhopMaTuBeH 1Jis
OLICHKH HEJOCTATOYHOCTU MHUTAHMUS y JETEH MIaiiie 5 JeT, MOCKOJIbKY C BO3PacTOM
UH(GOPMATUBHOCTh J3TOTO TOKAa3aTeNsl CHUXKAETCS H3-3a BapuabeNbHOCTH pPOCTa B
CTapIINX BO3PACTHBIX IPyIIax.

Z-score BAZ (BMI-for-Age Z-score; UMT s Bo3pacra): 3HaueHuss BAZ Hmxe
(<) -1 cBumerenbCTBOBAIM O pPa3IMYHBIX CTENECHSIX HEIOCTATOYHOCTH THTAHUS, a
3HaYeHUs BhIme (>) +1 — 00 u30BITOYHOM Bece WU OXKHUpPeHHH. BAZ sBiIseTcCs
Hanbosiee YyBCTBUTEIbHBIM MTOKA3aTeIeM ISl OLEHKM HYTPUTHBHOTO CTaTyca

Z-score HAZ (Height-for-Age Z-score; poct i Bo3pacTa): 3HaYCHHE HIKe (<) -2
XapaKTepU30BaIach Kak HU3KOPOCIOCTh, a B coueTannu ¢ Hu3kumM WAZ yka3piBajo Ha

XPOHHUYCCKYIO HEAOCTATOYHOCTD ITUTAHUSA C 33I[€p)KKOfI pocTa.

2.3.5. Onenka pakTHYeCKOr0 MUTAHUS

Onenka (paKkTUYECKOTO MUTAHUSI OCYIIECTBISIACH C MCHOJIB30BAHHEM YaCTOTHOTO
METO/1a, KOTOPBIA TMO3BOJSET MPOAHAIM3UPOBATH MUIIEBOM PALMOH 3a ONPEICICHHBIN
NEePHOJT BpEMEHH Ha OCHOBE YaCTOTHI MOTPEOICHNUSI KOHKPETHBIX MUIIEBBIX MTPOIYKTOB,
yKa3aHHBIX B BompocHuke. JlaHHbI MeTon Oasupyercs Ha Semi-Quantitative Food
Frequency Questionnaire (MoryKOJUYeCTBEHHOM BOMPOCHUKE YacTOThl MOTPEOICHUs
TMTUIIH ), TIO3BOJISIONIEM OIEHUTh MPUBBIUKHY MUTAHUS NAIMEHTA U BBIIBUTh OCOOCHHOCTHU
ero paruona [43].

B pabGore ucrnosnb3oBancs MOAU(UIIMPOBAHHBIN BapHaHT JIAHHOTO BOIPOCHHKA,
BKJIIOYAIOIINI MMEePEeUYeHbh OCHOBHBIX T'PYII MHUIIEBBIX MPOAYKTOB. Oco00oe BHUMaHME
YACISUIOCHh YaCTOTE YIOTPEOJICHUST MOJIOKA M MOJIOUYHBIX MTPOTYKTOB, a TAKXKE JIEUSOHBIX
U CHCHHAIM3UPOBAHHBIX CMECEW, UCIOJb3YyEeMbIX B TnUTaHuM neteil ¢  BBD.
OKOHUATeNbHBIM BapuaHT MOAUGPUIIMPOBAHHOTO BOMPOCHUKA TMPEJCTABICH B
[Tpunoxenun 2.

BomnpocHuk npenycMaTpuBai CEMb BAPUAHTOB OTBETOB: “HUKOrAA”, “penKo, MEHEe
1 paza B mecsi1”, “1-3 paza B mecsi”, “1 -2 pasza B Henento”, “3-4 pasza B Hepenmwo”, “5-6

pa3 B HEAENIO, “eXEeTHEBHO .
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YacToTHBIII METOJ TOJYKOJMYECTBEHHOW OIICHKHA paIMoHa 00JIaaeT psaoM
MPEUMYIIECTBOM, BKJIIOYAs MPOCTOTY B MCIOJIb30BAHUU. Pe3ysbTaThl, MOITYyYEHHBIE C
€ro MOMOIIIbIO, OTPAXKAIOT OOBIYHBIN PEKUM MUTAHUS U TTO3BOJISIOT KIacCU(PULIUPOBAThH
U pPaHXMPOBATh YYAaCTHUKOB KCCIICIOBAHUS 10 YPOBHSM €XETHEBHOTO MOTPEOICHUS

OTACJIBHBIX IIPOAYKTOB HNJIX UX I'PYIIII.

2.3.6 OnleHKa HYTPUTHBHOI'O PUCKA

Jlis netanbHOM oneHKH (HhaKTOpOB, BIUSIONINX HA HYTPUTHUBHBIN CTATyC Yy AETEH C
BBD, ucnone3zoBanack mkaia THINC (Tool to Help Identify Nutritional Compromise),
CHenuanbHO pa3paboTaHHas JUisl aHalM3a HYTPUTHBHOIO COCTOSIHUS y TMALUEHTOB C
JNaHHBIM 3a0ojeBanueM [56]. Illkaia oxBaThIBaeT TPH OCHOBHBIC TI'PYIIIBI KPUTEPHEB,
BKJIIOYAsl AHTPOMOMETPUYECKHE JIaHHbIE (MAacCO-POCTOBBIE TMOKAa3aTeNu), MPU3HAKU
HapylIeHUH €O CTOPOHBI OpPraHoB keayaouHo-kuiieyHoro Ttpakta (OKKT) wu
JepMaTOJIOTUYECKHEe CUMITOMBI. MakcumalibHas onieHka coctasisier 100 6anios, npu
3TOM Oo0Jiee BBICOKHI pe3yJbTaT yKa3blBa€T Ha BBICOKYIO BEPOSTHOCTH HapYIICHUS
HyTpuTHBHOrO craryca. lllkama agantupoBaHa mJis ABYX BO3PACTHBIX TPYMIL: JETEH
MJaauie u crapue 18 mec.

Bepcusi mkagasl aasa aered muaamie 18 mecsineB BKIIIOYAET OLEHKY MacChl U
JUIMHBI TeJa MPU POXKIEHUHU, a TaKKE UX HM3MEpPEeHHs 3a mocienHue 2—4 Mec; THUIl
BCKapMJIUBaHMS, MCIOJb30BaHUE JICUEOHBIX CMECed; TPYIHOCTH TPH TIOTAHUH WU
OTKa3 OT TPYAHOTO KOPMIJICHMS; TPUMEHEHHUE 30HJOBOTO TMUTAHUS; HAIUYUE
racTpon3odareaibHOr0 peQuUIroKca; XapakTep CTyjda W TMPUMEHEHHE CIIaOUTeTbHBIX
npenapaToB; IUIONIaAb TOBPEXKACHUN U MHPUITUPOBAHHBIX YU4ACTKOB KOXKHU.

Bepcuss mkanabl ads  gereil crapme 18 MecsineB y4HWTBHIBAaeT: JaHHBIC
aHTPOTIOMETPHUH; TPHUPACTAaHHUE S3bIKAa, HaIuuue Jucharud U  MOPOBEICHUE
aHTUPEIIIOKCHOM Tepanuu; OCOOEHHOCTH CTyJla M HCIOJIb30BAHUE CIIA0UTEIbHBIX
MpenaparoB; COOMIOACHUE YIIMMUHAIIMOHHON AUETHI; HAIMYUE TaCTPOCTOMBI; IIOIIA b

MMOBPCKACHHLIX U I/IH(I)I/II_II/IPOBaHHI)IX YYAaCTKOB KOKH.
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Mkana THINC mo3BosnsieT CUCTEMHO OLIEHUTh PUCK HYTPUTHUBHOTO neduuuTa y
neteit ¢ BBD W BbIenuUTH TPYIIBI MAllMEHTOB, TPEOYIOIUX OCOOOTO BHUMAHHS H

koppekuuu nutanus ([Ipunoxenne 3).

2.3.7 OneHKa aHaMHe3a NMPH NMOT03PEeHUH HA NMUIIEBYI0 aJJIEPTruio

B pamkax ucciieoBaHus ISl KAUeCTBEHHOTO cOOpa aHAMHECTHUCCKUX JTaHHBIX ObLT
UCITIOJIb30BaH  aJIalITUPOBAHHBIN CTPYKTYPHPOBAHHBIA OIMPOCHHUK, PEKOMEHIOBAHHBIHM
EAACI, npennasnadenubidi juis auarHoctuku [TA [82] (IIpwrokenne 4). JlaHHBINA
WHCTPYMEHT IIO3BOJIAT CTaHJapTU3MPOBAaTh CcOOp HMHPOPMALMU O CHMIITOMAX,
XapaKTepe ¥ BpEMEHHU X BO3SHUKHOBEHUS, a TAK)KE BBISIBUTH MIOTCHITHAIBHBIC TPUTTEPHI,
YTO TI03BOJIICT IIOBBICUTH TOYHOCTH JUArHOCTHKH M OOJICTYHUTH JaJIbHEHIIYIO

HHTCPIIPCTAINIO JaHHBIX.

2.3.8 JlabopaTopHbIe METOABI HCCIIETOBAHUS

JlaboparopHoe oOcnenoBaHue ManueHToB ¢ BBD, moMuMo OOMIEKIMHHYECKHUX
METOJIOB, BKJIFOYAJI0 HCIIOJb30BaHNE HWMMYHOJIOTHUECKUX W  aJUIePTOJIOTHUSCKUX
METO/IOB TMArHOCTHKH.

Konunenrpauusi o6mero IgE (tIgE) omnpenemsimace MeTromoM  HENpsiMOi
UMMYHO(IIyOPECIEHIIMM €  WCIOJb30BAaHMEM  aBTOMATHUYECKOTO  aHAJIM3aTopa
ImmunoCAP250 (Thermo Fisher Scientific). HWurepmperamusi pe3yjibTaToB
IPOBOIMJIACH C YIE€TOM BO3PACTHBIX peepeHCHBIX 3HAUYCHUH, aKTyaIbHBIX HA MOMCHT

npoBecHUs aHanu3a (Tadi. 1)

Ta6auma 1. BospacTHble HOpMBI YpOBHEH 001ero uMMyHorjoOynuHa E B

CBIBOPOTKE KPOBH Yy JIETEH.

Bo3pacTtHas rpynna IgE, KUA/I
1 <15
2-5 <60
6-9 <90
10-17 <200
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YpoBun cnemupuyeckux uMMyHorsgodyiamnoB E (SIQE) k  wHamboiee
pacnpoCTpaHEHHBIM MUIIEBHIM AJIJICPreHaM KUBOTHOTO TPOUCXOKIACHUS (MOJIOKO U €T0
dbpakuuu, KypuHOE S0, BKIIOYas OBOMYKOHWJ, pbl0a M pa3jiuyHble BUIBI Msca:
roBsiIMHA, OapaHWHa, KypuWIla, WHJACHKA, KPOJIWK, CBUHUHA) W PACTUTEIHHOTO
MPOUCXOXKJIeHUs (MILIEHUIIa, OBEC, PUC, IPEUKa, SYMEHb, BKIIOYas TIIOTEH M COIO,
s10710K0, OaHaH, KUBU) OMPEIETSUIMCh METOIOM HENPSMON MMMYHO(IYyOpECICHIIUN Ha
aBTOMaTH4YecKoM aHanuzarope. [Ipu ananuze npoduiis ceHCHOMIN3ALUN TTAIUEHTOB C
BBD yposens SIgE, npebimatonuii 3nauenue 0,34 kUA/], cuurancs mosioxXuTeIbHbIM

pe3ynbraroM. llonpoOHasi uHTEpIIpeTalus pe3yJbTaTOB MPEACTABICHA B TA0IMIIE 2.

Ta6auua 2. PedepeHcHble 3HaueHUs1 ypOBHS CIEHU(PUIECKOTO UMMYHOTJIOOYIMHA

E mo xiaccam.

Kaace OneHka ypoBHA Konuentpanum sIgE, KUA/I
0 Henerextupyemblii <0,34
| Hwuszkuit 0,35-0,7
1 Cpennuit 0,7-3,5
11 YMepeHHO BBICOKHIA 3,5-17,5
AV Bricokuit 17,5-50
V OueHb BBICOKHUI 50-100
VI [IpenenbHO BBICOKHIA >100

MoJiekyasipHO-TEeHETHYECKA JHATHOCTHKA TPUMEHSUIACh JUIsl  YTOUHCHMS
reHeTuyecko mpuponasl BBD u mpoBoawiiack METOJOM MacCOBOTO MapaJIEIbHOTO
CCKBCHUPOBAHMSI C WCCIICIOBAHUEM TapreTHBIX O00JacTel KIMHWYECKOTO 3K30Ma
yenoBeka. MccnenoBanue BbIMOJHsUIOCH Ha oOopyaoBanuu lon S5 (Thermo Fisher
Scientific, CIIIA) B COOTBETCTBUHU C MPOTOKOJAMHU M PEKOMEHIAIUSMU MPOU3BOIUTENS.
AHaM3 TaHHBIX CEKBCHHPOBAHUS OCYIICCTBIIICS C MTOMOIIBIO aBTOMAaTH3UPOBAHHOTO
QIrOpUTMa, KOTOPBIA BKIIOYAd BBIPABHUBAHUE TMPOYTCHHH Ha pedepeHCHYIO
Mmocjea0BaTeIbHOCT, TeHoma  uenoBeka (Hgl9), mnocnenyromyto  006paboTKy

KapTUPOBaHUS, HACHTU(UKALNIO TEHETHYECKHX BAPUAHTOB U HUX (QUIBTPAIUIO IO
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KayecTBY, a Tak)K€ AaHHOTalMI0 OOHApYKEHHBIX BApPUAHTOB B COOTBETCTBUHU C
KAaHOHMYECKUMU TPaHCKpUNTaMu reHoB. [ToMCcK HYKIIEOTUIHBIX BAPUAHTOB MPOBOIUIICS
c wucnoyib3oBaHueM 0a3pl gaHHblx HGMD Professional. Ananu3 BbISIBICHHBIX
HYKJICOTHJIHBIX BApUAaHTOB OBLI TPOBEICH C IMOMOIIBI0 KOMIBIOTEPHOW MPOTPAMMBbI
Alamut Visual (Interactive Biosoftware) na mpeaMer BO3MOXHOW MaTOreHHOCTH. J{jst
BAJIUJIALIMM PE3YJIBTATOB MCIIOIB30BAICS METOJ cekBeHupoBaHus 1o Courepy. [lis
IPOBEIECHUs CEKBEHHpOBaHus o CaHrepy Bes ucxonnas renomuas JJHK nonsepranace
ammnukanuu Ha obopynoBanuu ProFlex™ PCR System, nmpou3BojicTBa KOMITAHUH
Thermo Fisher Scientific (CIIA). [IpoaykTel aMIIM(pUKALMK CEKBEHUPOBAIUCH MPHU
noMoniu Habopa peaktuBoB BigDye® Terminator v3.1 Cycle Sequencing Kit
npousBojacTBa kommnanuu Thermo Fisher Scientific (CIIIA) B coOTBETCTBUHM C
MPOTOKOJIAMH M PEKOMEHAAIUAMH Mpou3BoauTens Ha obopynoBanuu ABI 3500XL,
npousBojcTBa komnanuu Thermo Fisher Scientific (CLLIA).

OneHka KIMHAYECKOW 3HAYMMOCTH (TIATOTEHHOCTH) BBISIBIEHHBIX T€HETHYECKUX
BApUAHTOB MPOBOJAMIIACH HA OCHOBAaHUU POCCUICKOrO PyKOBOACTBA 10 MHTEPIIPETALIUN
JAHHBIX, TOJYYEHHBIX METOJaMU MAacCOBOTO MAPAJJIEIBHOTO CEKBEHUPOBAHUSA C
UCIIOJIb30BAaHUEM  allTOPUTMOB  Tipejcka3anus marorennoctu (Polyphen2 HDIV,
Polyphen2_HVAR, SIFT, MutationTaster u ap.).

Jluarao3 mpocToro OYyJJIE3HOTO AMUACPMOJIN3a YCTAHABIMBAICS TPHU BBISBICHUU
Bapuanmii B TeHax KRT5, KRT14, EXPH5, KLHL24, PLEC, DST, CD151.
Juctpoduueckuii OysuIe3HbIN AMUACPMOIN3 TUATHOCTUPOBAJICS TIPU HATMYUU MYTallui

B rege COL7A1.

2.3.9 JlonoinuTe/ibHBbIE (cienupUIecKe) MeTOAbl TUATHOCTUKH
Jluarsocru4yeckas JIMMUHANMOHHAS aueTra UCII0JIb30BaIach Kak
YHUBEpPCAIbHBIA  METOJN JJId TOATBEPXKACHUS WM  HCKItoueHuss kak  IgE-
omocpenoBaHHo Tak, u He-lgE-omocpenoBannoit IIA B COOTBETCTBHM €
JNEUCTBYIOIIUMU  POCCUMCKUMHU  KIMHUYECKMMH  [S] W MEXIyHapOIHBIMU
pekoMmennauusamu [82]. ITlamumentam npu Hamuuuu AaHHbIX 3a [IA  Ha3Havanmack

JUAarHoCTHYCCKas 3JIMMHWHAIIMOHHAsA AHCTA. CornacHo KIUMHUYECKUM PEKOMCHIAUAM,
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MPOAOJDKUTENBHOCTh JTUArHOCTUYECKOW 3JIMMHUHALIMOHHOM JAMETHI JOJDKHA COCTABIIATH
2-4 wHexenud, OJHAKO, YYUTHIBAS OCOOCHHOCTHM 3a00JICBaHUS W TPYIHOCTH
HHTEpIIpETalluk XapakTepa KOXXHBIX CHUMIITOMOB, JHAarHOCTUYECKas JWeTa Oblia
Ha3HAuYC€Ha HE MeHee, yeM | mecsan. Bo BpeMs TUarHOCTUYECKOW IUETHI U3 palMoHa
OBLIIM MCKJTFOYEHBI BCE MperoaraeMbie MPUUUHHO-3HAYNMBbIC TTPOTYKTHI.
JluarHocTuyeckoe BBeJdeHHE TMPOAYKTa (MUINEBas IPOBOKAIMOHHAS TIpo0a)
MPOBOJWIIOCH B CJIy4dasiX  HEOJHO3HAYHBIX  pPE3yJbTATOB  JUArHOCTHYECKOU
AIMMHUHAIMOHHON nueThl. [locine moaTBepkaenus auarHosa ITA y nmanuentoB ¢ BBED
MIPOBOJMIIACEH JICYCOHO-IMMMHUHAITMOHHAS JTUETOTepanuss Ha Cpok 6-12 mecsieB B
COOTBETCTBHHM C MEKIyHApOAHBIMH [82] W OTEUECTBEHHBIMH KIMHHYCCKUMH

pekomeHaanusaMu [5] mo Beaenuro aetei c I1A.

2.4. CrarucTuyeckasi 00padoTKa pe3yjbTaTOB

BBoj1, HakoIieHHe U COPTUPOBKA JAHHBIX MPOBOIMWINCH ¢ ucnoiib3oBanueM [1K u
nporpammbel - Microsoft Excel. Marematuko-cratuctudeckas o0OpaboTka W aHalu3
pe3yabTaTOB MCClieZoBaHus BhIMoHsICA Ha twiatrgopme Windows 10 (Microsoft,
CIIA) ¢ ucnonb30BaHMEM HHCTPYMEHTOB «AHamu3 JaHHBIX» U «Mactep auarpamm»
tabmuuHoro mponeccopa Microsoft Excel 2019 (Microsoft, CIIA), a Takxe
CHEIUATM3UPOBAHHOTO TMaKeTa MPOTPaMM IS CTATUCTUYECKON OOpaOOTKU JaHHBIX
Statistica 13 (StatSoft, CLLIA).

MuHMMaIbHOE YHCIIO TAIMEHTOB B BBIOOPKE, HEOOXOAMMOE MJIsl JIOCTOBEPHOM
CTAaTUCTUYECKOW 0OpaOOTKM JaHHBIX, PACCUUTHIBAIOCH C TOMOIIBI0 (DOPMYIBI st
pacdyeta oObeMa BBIOOPKHM TPU TPOBEICHUHM OIMUCATEIBHOTO WCCIICIOBAHUS OJXHOU
IPYIIIHL.

KonuvecTBeHHbIE MaHHbIE B TPYINax MPOBEPSUIMCh HAa  HOPMAJIbHOCTH
pactpenenenus ¢ nomoubto tecra llanmupo-Yuska.

[Tpu HOpMaNbHOM pacTpeeICHUH JaHHBIX BBIYUCISUIUCH cpeHue 3HaueHus (M) u
crangaptHoe otkioHenue (SD). Jlnsg cpaBHEHHUS ABYX TPYII MPUMEHSIICS t-KpUTEPHin
CreroneHTa. CBs3p MEXKIy IPU3HAKAMU B YCJIOBHSAX HOPMAJIBHOTO pPacHpeIeiCHUS

JAHHBIX OLIEHUBAJIACh METOIOM Koppersiiuu [Tupcona (r).
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Jl51s BEIOOPOK ¢ HEHOPMAaJIbHBIM pacrpeieieHueM pacCUUThIBAIUCh Meauana (Me),
a Takke 3HaueHHs 25-ro u 75-ro mepueHTHwiIed. Pasnuums Mexay He3aBUCHMBIMH
rpynnaMy  ONpeAeNsyid ¢ TMOMOIIbl0 KpuTepuss ManHa-YutHu. CBsi3b  MEXIy
NpU3HAKaMU B YCJIOBHSIX HEHOPMAJBHOTO pACIpeNeNCHHs] OICHUBAIACh C TMOMOIIBIO
METO/la  PAaHTOBOM KOppeJsALuu Cnupmena. Koppensunonusie CBSI3U
HHTEPIIPETUPOBATIUCH ciaeayronuM obpazom: > 0,70 — cunbHas cBa3b, 0,5 <r <0,7 —
cpenussi cuna cBsizh, 0,3 <r <0,5 — ymepennas, 0,2 <r <0,3 — cmabas, r <0,2 — oueHb
cnabas CBS3b).

Jlis cpaBHEHMsI Ka4eCTBEHHBIX JAHHBIX MPHUMEHsUIM MeToJ Xu-kBaapaT [lupcona,
TOYHBIM KpuTepun Pumepa. Kputnueckuii ypoBEHb CTATUCTUYECKON 3HAYMMOCTH MPH

IMPOBCPKC CTATUCTHUYCCKUX I'MIIOTC3 IIPUHAT PAaBHBIM 0,05
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I'JIABA 3. XAPAKTEPUCTUKA KIMHUYECKUX ITPOSIBJIEHUHN U
HYTPUTUBHOI'O CTATYCA BOJIBHBIX C BPOKJIEHHBIM
BYJIVIE3HBIM 21IMJIEPMOJIN30M

3.1 O0mas KJIMHUKO-CTATHCTHYECKAS XaPAKTEPUCTUKA TPy

B uccnenoBanuu Ha OCHOBaHWM (PEHOTUIMMYECKOW KapTUHBI 3a00JIeBaHUs ObLIN
0TOOpaHbl JABE TPYMIbI MAMEHTOB C IucTpoduueckoit u mpocroit popmamu BE3D. Bee
MAIMEeHTHl HaXOIWJIUCh HA TJIAHOBOW TOCIUTAIU3AIMKA B OTICICHUHU JIEPMATOJIOTUHA U
amueprosorun HUM nerckou aepmaronorun «HMMUAL[ 3m0poBbs nerein» Mun3npasa
Poccun. Bo3zpact mamueHtoB BapbupoBasn OT 2 Mec Ao 17 ner. Ilom naGmiomeHuem
Haxoaminoch 173 pebenka (81 Mampuuk u 92 peBouku). Cpeau BKIIOUEHHBIX B
UCCIIIOBAHKE MAIMEHTOB peobmananu aeBouku: 50,4% (n=60) B rpynme nereii ¢ JIBD
u 59,3% B rpynme ¢ I[16D (n=32) (puc.6).

[lepuon nHaOmoneHWs 3a MalMEHTaMH cocTaBwi oT 6 mec a0 4 njer. s
Bepudukauu quardo3a BB u ero kimHuueckoi popMbl BceM marieHTaM BBITIOJIHEHO

MOJICKYJIIPHO-TCHCTHYCCKOC NCCIICI0OBAaHHC.

il %) ne3

B Manbuynkum

M [JeBO4KM

Pucynok 6. Pacmpenenenue TamMEeHTOB C BPOXACHHBIM  OYJUIC3HBIM

SIUACPMOJIM30OM 110 II0JY.
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B npouecce npoBeneHus: UCCIENOBAaHUSI Y YEThIpEX JETel MPOMU30lLIa CMEHa
JIMarHo3a Mo UTOraM MOJIEKYJISIPHO-TEHETHYECKOro aHaiu3a: y AByX naered ¢ [IbD Ha
[16D, u nByx nereii ¢ IIB3 Ha JIBD. B xo1¢ MONEKYIIPHO-TEHETHYECKOTO aHAIM3a ObLT
BbIsIBJIeH maroreHHelii BapuanT B reHe COL7Al1 B 68,8% ciydaeB, KOTOpBIif
accoruupoBan ¢ JAbD. ¥V mammenTtoB ¢ [1BD Obuim uaeHTUHUITMPOBAHBI Bapualluk B
renax KRT14 (69,0%), KRT5 (27,6%) u PLEC (3,4%). Takum 00pa3om, uccienyeMble
rpynnsl Bkiroyanu 119 nereit ¢ JIBD (Menuana Bo3pacra coctaBuia 5,67 et [2,4;9,4])
u 54 pebdenka c [1b3D (Menuana Bo3pacra coctaBuia 5,5 net [1,9;9,1]).

ComnyTcTBYIOIIME aJUIEpPrUYeCKre 3a00JIeBaHUs, BBISIBJIEHHbIE TI0 JaHHBIM
anamHe3a fiereit ¢ BBD npencrasnens! B Tabnuile 3. OTATOIICHHBIM CEMEHHbBI aHAMHE3
no ajieprudyeckuM 3abonieBanusiM  umencs y 12,1% pgereir. ComyTcTByromias
aJuIepruyeckasl maToJIorusl C OJWHAKOBOM 4YacTOTOM BCTpedasnach y aerer ¢ [IbD m

JBD. CTtaTucTH4ecKux pa3iiuuuii Mexay nByms rpynnamMu BBD BeisBieHO HE OBLIO.

Tadamma 3. YacToTa COMYTCTBYIOIIEH ayUIEpPrAUYECKON MATOJIOTUU y JETEH C

BPOXICHHBIM 6yJ'IJ'I63HBIM SIMUACPMOJIN3OM 11O JaHHBIM dHaAMHC3a

Herm ¢ Hderm ¢ Heru ¢
T-2 accounmpoBaHHbIe 3a00J1€BaHUS BBD I1B3 AbD p
(n=173) (n=54) (n=119)
¢ OTArONICHHBIA CEMEWHBIN aHAMHE3
10 aJUIepruueckumM oonesnsm, ade., | 21 (12,1%) | 8 (14,8%) | 13(10,9%) | 0.4750
(%)
e ATOIIMYECKHIA JepMaTuT, abc., (%) 10 (5,8%) | 5(9,3%) | 5(4,2%) |0.2168
e[lumieBas amneprus, aoe., (%) 26 (15,0%) | 7 (13,0%) | 19(16,0%) | 0.8361
e AjIeprudecKuii puHUT, aoc., (%) 4 (2,3%) 2 (3,7%) | 2(1,7%) |0.4601
e[lommHO3, abc., (%) 7(4,0%) | 1(1,9%) | 6(50%) |0.3679
ebponxuanbHas actMa, aoc., (%) 1 (0,6%) 0 1(0,8%) |0.6879
e JlekapcTBeHHas ayieprus, aoe., (%) | 10 (5,8%) | 3(5,6%) | 7 (5,9%) |0.9634
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KoHBII TaToMOTHUYECKH TpOoIecC y MalUeHTOB ¢ mpocTtou ¢opmoit BBD
pasnuyasncs B 3aBUCMMOCTH OT MOATHIA 3a00JIEBaHUS U WMEN JIOKAIM30BAHHBIN WU
pacnpocTpaHEHHBI CUMMETpUYHBINA xapakTep. KoxHbie MOpGhOIOrHYecKue 31eMeHThI
OBLTM TIPEACTABJICHBI KaK HW30JIMPOBAHHBIMHU, TaK W CTPYNIHUPOBAHHBIMHU ITy3BIPSIMU
Pa3IMYHBIX Pa3MEpPOB, C XapaKTEPHOU ApsOION WM TUIOTHOW MOKPBIIIKOM, 3PO3UIMH,
MSATHAMHU, SKCKOPHAIUSIMHU, KOPOUKAMHU, YEeIIyHKaMH, MEIKUMHU pyoriamu. Jlokanuzamus
nopakeHWii ObUTa B OCHOBHOM B MECTax PEryJIsIpHOTO MEXaHHYECKOTO BO3ACHCTBUS
(puc.7). Ilpu JoKaJIM30BaHHOM XapaKTepe IMpollecca MOPaKeHUs KOXKU HaOJIFOIaIiCh
PEUMYILIECTBEHHO B 00JIACTH JaJ0HEN U MOJO0UIB, @ IPU PACIIPOCTPAHEHHOM — Ha KOXKeE
KOHEYHOCTEW U TyJIOBUIIA.

Y HEKOTOpBIX MalMEHTOB OTMEYAIOCh HAJW4YUE TUIEPKEpPaTo3a JaJOHEN U CTOII,
a TIOSBIICHHME MHJIMYMOB OBLJIO XapakTepHO ayisg Oojee Tskenbix moaturnoB [1BD.
[lopaxenune ciAM3UCTBIX  O0OOJIOUEK, OCOOEHHO TMOJIOCTH  PTa, BCTPEUYAIUCH
MPEMMYIIECTBEHHO Yy MAIMEHTOB MJaamero Bo3pacta. Cpelld OCHOBHBIX BHEKOMXHBIX
OCIIO)KHEHUH oOmpenernsiiack Jierkas anemus W nedpuuut ButammuHa D. Ilopaxenue

BepxHUX 0TAeN0B JXKKT Obuin HE XapaKTepHbI AJ11 JAHHOU TPYIIIIHI.

Pucynoxk 7. [IposiBieHust npocToro Oyuie3HOro SMUIePMOIIU3a:

a) MHOXECTBEHHBIC My3bIPU MPU TSDKEIOM TeHEPATM30BAHHOM IOATHUIE; 0)

BCKPBIBILIMECS MTY3bIPH, COITPOBOKIAAIOLIUECS IPOZUIMHU.
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[TopaxeHune K0XHOTO MOKPOBa y manueHToB ¢ JIbD B 1menom xapakrepu3oBanioch
OOLIMPHOIN TMIIOIMIAAbI0, HEPEOKO C BOBJICYCHHEM CIM3HUCTHIX 000J0YEK, OCOOEHHO
POTOBOM MOJIOCTH, HOCA U T1a3 (puc. 8). [Ipu Oosiee TAXKETOM TCUCHHH, KaK HAPUMEp
npu PJIBD, nabmonanocs yHuBepcanbHoe wim nuddy3Hoe mopakeHune koxu (6omee
90%) (puc. 10). B 6onpmuHcTBe ciyyaes mpu JIBD ¢ukcupoBaniuch Takue MepBUYHBIC
MOP(OJIOTUYECKHE DIIEMEHTHI, KaK dPUTEMATO3HBbIC MSATHA, MY3bIPH C CEPO3HBIM WIIU
CEPO3HO-TEMOPPArndecKuM COACPKUMBIM, dpo3uu (puc. 9). B MeHbIel creneHu
BCTPEYAIUCHh SI3BbI C BBIPAKEHHON KPOBOTOUMBOCTBIO, MPEUMYIIECTBEHHO IMPHU
Tsokensix  ¢opmax J[bD. BropwuHble KOXXKHBIE D3JIEMEHTHI OBUIM TIPEICTABIICHBI
CEPO3HBIMH U CEPO3HO-TEMOPPATrHICCKUMU KOPKaMH, YEIIyHKamMH, aTpOPUICCKUMHA U
pyOLIOBBIMU W3MEHEHUSIMU KOXKH, KOTOpbIE HAOJIOMANUCh MPAaKTUYECKH Y BCEX
nanueHToB ¢ JIBD. XapakTepHbIM NPU3HAKOM TaKke ObUIO HAJIMYME MHOXKECTBEHHBIX
MUJIUYMOB. Jluctpoduueckue HU3MEHEHUS HOTTEBBIX IUIACTMH WM WX TIOJHOE
OTCYTCTBHUE (PUKCHUPOBAIOCH OOJIBIIE, YeM Yy MOJOBUHBI OoNbHBIX JIBD. Takke s
JAHHOW Tpynmbl OBUTO  XapakTepHO (OPMHPOBAHHWE KOHTPAKTYP, YACTUIHBIX
NCeBIOCUHAAKTUINM, a ipu P/IBD BcTpeuanoch mojiHOE cpaleHue MajbleB MO TUITY
«BaPEIKKI.

N3 BHEKOXHBIX OCJIOKHEHMM YacTO HaOMIOAAIUCh PYOIIOBBIE CTPUKTYPHI
MUIIEBO/IA C MPOSABICHUEM Aucharuu, skene3oeuinTHas aHEMUs, a TaKxkKe ACPUIUT

BuTamMuHa D.

PucyHnok 8. Opo3uBHO-s3BeHHbIE AEPEKTHI KOXKHU U CIU3UCTON 000JI0UKH Tyl mpH

JIOMUHAHTHOM JUCTPOPHUIECKOM OYyIIJIE3HOM AIUAECPMOIIHU3E.
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Pucynoxk 9. Knunnyeckue mposiBICHUS MPU JOMUHAHTHOM JHUCTPOPUYECKOM
OyJ/UTe3HOM OJIUACPMOJN3E: a) MHOXECTBEHHBIC JPO3HBHO-SI3BCHHBIC E(DEKTHI,
MOKPBITHIE CEPO3HO-TEMOPpPAruuecKuMm KopkaMu, b3-HeBychl; 0) KpYyMHbBIN SpO3UBHO-

SI3BEHHBIN I[G(I)GKT, IIOCTBOCIIAJIUTCIIbHAA THUIICPITUTMCHT AN

Pucynok 10. Knunuueckue mposIBICHHUS NMPU PELIECCUBHOM TUCTPO(PUUIECKOM
OymiesHoM snuzepmoinse: a) OOLUMpHbIE SPO3UBHO-I3BEHHBIE NE(EKThI KOXKHU,;

6) MHOKCCTBECHHBIC BOCITAJIMTCIIbHBIC U3MCHCHHUA U 3PO3UBHO-3BCHHLIC I[e(beKTBI.
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Pucynok 11. [lopaxkeHre HI>KHUX U BEPXHUX KOHEYHOCTEH MPHU AUCTPOHUUECKOM
OyJe3HoM »muaepMonu3e: a) AedopMmaiis CTON W CpalleHHWE NaNbLEB IO THILY

«BapPESKKH»; 0) aHOHUXUS M JePOpPMaIIUs TATBICB PYK.

Pucynok 12. O6mupHbIe 3pO3UBHO-S3BEHHbIC MOPAXEHUS KOXKU, BCKPBIBIIAECS
y3bIpU C APsIOI0N MOKPBIIIKON, CEPO3HO-TEMOPPATUYECKUE KOPKHU MPU PELECCUBHOM

TUCTPOPUUECKOM OYIIE3HOM SMHIEPMOIIHU3E.
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3.2 OueHka nokasareJieil TsSzKeCTH 3200J1eBAHUSA

TsxecTs KTUHUYECKUX TposiBiieHnit BBD, onenennas mo mkane EBDASI, ¢ yuetom
CyMMapHOro Oajula moka3aTeledl aKTHMBHOCTH MaTOJOTMYECKOro Mpolecca u
XPOHUYECKOTO MOBPEKIACHUS, OKA3aJIaCh CTATUCTUYECKH 3HAYUMO BBIIIIE Y MTAIIUEHTOB C
JBD no cpaBuenuto ¢ nmanuenTamu [163 (p <0.00001). MenuaHna cymMMapHOTO MHJICKCA
EBDASI y nereii ¢ IBD coctaBun 132 (88,5;184) 6amna, B To BpeMsi Kak B TpyIIIe ¢
16D — 34,5 (24,3;51,8) Oamna.

Pacnipenenenne mokazareneil TsokecTH 3aboisieBaHus oOeux ¢GopM 3a00JIeBaHMS
MpeACTaBICHO Ha Auarpamme pazmaxa (puc. 13). B rpynmne [1BD npeobnananu ciaydau
Jerkoi crereHu Tsokectd 3aboneBanus (p = 0,0000), Toraa kak B rpymme gereid ¢ JIbD

qamic Ha6n}011anoc5 TSKCIOC TCUCHHUC KIMHHYCCKUX HpOiIBJ'IeHI/Iﬁ 3a00JIeBaHMs

(p =0,0000).
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Pucynok 13. CpaBHuTeNbHASI XapaKTEPUCTUKA CYMMApPHOT'O MOKa3aTessl MHIEKCa
aKTUBHOCTH U pyOueBaHuss OyJUIE3HOTO SHUAEPMONIM3a y JeTell ¢ MNpocTod H

nuctpoduueckoit hopmoit 3a00IeBaHuS.
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3.3 OueHka HMHTEHCHMBHOCTH 3yJa C HCHOJIb30BAHHEM BH3YaJbLHOW aHAJOTOBOI
IKAJIbI

3yn 6bu1 xapaktepeH g odeux ¢hopm BBD u ormeuancsa y 93% nereit, yaiie y
neteit ¢ auctpoduueckoit popmoit 3aboneBanus (98%), wem y geTeit ¢ mpocTou
dbopmoii (85%). MHTeHCHBHOCTH 3y/[a B TCUYCHHE CYTOK Yy JeTeil crapiie 7 jeT Oblia
Oosnee BblpakeHa y mnanueHToB ¢ JIbD, MenuaHa MHTEHCHUBHOCTH 3yJa COCTaBUja 8
oammoB (p =0,0000). VcraHnoBieHa cuibHAs TpsMas KOPPEISIMOHHAS CBSI3b MEXIY
WHTEHCUBHOCTBIO 3yJla W TSKECThIO KIMHMYECKHX TmposiBienuit BBD (r =0.796;

p =0.0000). [Tpu 3TOM BO3paCT MAIUSHTOB HE KOPPEIUPOBAI C IIOKA3ATEISIMA 3y/1a.

3.4 OuneHka aHTPONOMETPHYECKHX IMOKa3aTejeil NAUMEHTOB ¢ BPOXKIEHHBIM
OyJIJ1e3HBIM MUAEPMOJIU30M

B rpynmne geteii ¢ IIBJ Mennana Bo3pacTta y MaJIbUMKOB cocTaBuia 5,92 ner [3,16;
12,5], y neBouek — 5,0 nmer [1,83; 8,0] (p>0,05). Ha MOMEHT BKIIOYCHHUS B
uccinenoBanusi nokazarens Z-score WAZ y nereit mmamgme 11 jmer Haxomuics B
npeaeaax HopMaiabHbIX BenuuuH (0T -1 g0 +1) y 23 nmereit (53,5%). YV 9 nereit (20,9%)
JAHHBIN TTOKA3aTellb HAaXOAWICS B IuUara3one ot -2 1o -1, a'y 7 mereit (16,3%) — ot -3
10 -2 (Tabm. 4).

[Tokazatenu Z-score HAZ Haxoauivch B HOpMaJIbHBIX Tpeaenax (0T -2 no +2) y 47
neteit (87,0%), camkenne 3HaueHil HAZ < -2 BeisBieHo y 4 nereit (7,4%), 9T0 MOKET
yKa3bIBaTh HA XPOHUUYECKYIO HEIOCTATOYHOCTh TUTAHUSI.

3nauenust Z-score BAZ Haxonunuck B HOpMalibHbIX npenenax (ot -1 mo +1) y 29
nereit (53,7%). Jlerkas HepocTarouHocTh nuTanus (0T -2 10 -1) BeisIBIIeHa y 6 jgereit
(11,1%), ymepenHast HEIOCTaTOUYHOCTh MHUTaHUs (0T -3 10 -2) HabromaMach y 5 nereit
(7,4%). Tsaxenas vegoctarouHocth nutaHus (BAZ < -3) Obina 3adukcupoBaHa y 4
nereii (5,6%) (puc. 14).

B rpynne JIB3J meauana Bo3pacta y MajabuukoB coctaBuia 7,02 et [2,62; 9,2], y
nesouek — 5,04 ner [1,83; 9,64] (p >0,05). Ilokazatenmu Z-score WAZ Obuin B
npejenax HopMajibHBIX BeTUUnH (0T -2 10 +2) y 29 nereit (29,9%). ¥V 25 nereit ¢ JIBD

(25,8%) moka3zarenb HaXOAWJICS B Uama3zoHe oT -2 1o -1, ay 15 nereit (15,65%) — ot -3
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no -2. Tsoxenwiii neduuut nutanus (WAZ < -3) Obut 3adukcupoBan y 21 peOeHka ¢
JB3 (21,6%).

3nauenus Z-score BAZ cooTBeTcTBOBAIM HOPMaJIbHBIM BennunHaMm (0T -1 10 +1) y
40 mereit (33,6%). Jlerkas HemocTaTOYHOCTh MUTaHUS (OT -2 710 -1) ObLIa BBISIBICHA Y
23 narmenToB (19,3%), ymepennas (ot -3 o -2) — y 18 marmentoB (15,1%), a Tsokenast
(BAZ < -3) — y 32 (26,9%). ITokazarenu Boitie HopMbl (BAZ> +1) Berpeuanucs y 5%
JeTel, cpeid KOTOPBIX 3 UMENH U30BITOUHYIO Maccy Tena, 2 —oxkupenue 1 crenenu, u 1
pebeHok — oxupenue 2 crenenu (puc. 14).

[Toka3zarenu Z-score HAZ Haxoawivnch B HOpMAJIbHBIX Npeaenax (oT -2 go +2) y 82
nereir (68,9%). YV 35 nmereit (29,4%) oSTOT TmMOKazatenab ObUT HIDKE -2, 4YTO
CBUJETEIILCTBYET O XPOHUYECKOM HEIOCTATOYHOCTH TIHTAHUS, CBSI3aHHOW C
JUTATEIHHBIM AEPHUIIMTOM MUTATEIHHBIX BEIIECTB, 0COOCHHO OETIKOB M KAJIOPUH.

B rpynne nereit ¢ JIBD Bce aHTpomoMerpuyeckue IMOKa3aTeNH Z-score ObLIn

CTaTUCTHYCCKU 3HAYMMO HWKe, ueM B rpyiie aeteit ¢ [163 (p=0,02) (tabd. 4).
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EIIBD

10,0 -+

0,0 -+

Taxenas YMmeperHad Jlerxas Hopma - W30rrrounsni Bec  Oxupenne BAZ>
HEeMOCTATOYHOCTL  HEJOCTATOUHOCTh HEeJOCTATOYHOCTD 1<BAZ<+1 +]<BAZ<+2 +2
mitaung BAZ<-3 IIITaHIA - MHTAHIA -

3<BAZ<-2 2<BAZ<-1

Pucynok 14. Pacnpenenenue mnokasarejied MHAEKCa MacChl Tejla K BO3PACTy

(BAZ) y neteit ¢ BpOxKICHHBIM OYIIIIE3HBIM SITHAEPMOIH3OM.
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Pucynok 15. Pacnpenenenue mokasareneii Beca k Bospacty (WAZ) y neteit ¢

BPO’KJIEHHBIM OYJIE3HBIM 3IUIEPMOJIU30M.
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Pucynok 16. Pacnpenenenue mnokasateneii pocta k Bo3pacty (HAZ) y nereit ¢

BPOKJIEHHBIM OYJUIE3HBIM 3IHUIEPMOJIA30M.
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AHTpPONIOMETPUYECKHE XaPAKTEPUCTUKU fieTer ¢ JIbD pasnuuanuce B 3aBUCUMOCTH
oT Bo3pacta. Tak, ;s geTeid B BO3pACTHBIX Tpymmax 10 3 JieT u oT 3 1o 6 JeT
peBaIMPOBAIM HOpMaJbHbIe MoKazaTenu BAZ. A Tsxenas OeIKOBO-dHEpreTHYECKas
HegocratrouHocth (BOH) (BAZ <-3) nabmiomanach NPEUMYIIECTBEHHO Y JETEeH B
BO3pacte 6 ner u crapiuie. Takum oOpazoM, ¢ BO3pACTOM YBEIMYMBAECTCS OIS AETEH C
JAB3 u BOH, B ToM umcie ¢ ee TspkensiMu hopmamu. Toraa kak B rpymie aeteit ¢ [1bD
B pa3HBIX BO3PACTHBIX Tepuogax 10 10 JeT mpeBaqupoBaidi HOPMaJIbHbIC 3HAYCHUS
BAZ (or -1 no 1). A B rpymme aereéi or 10 g0 17 ner yaimie BCTpeYaaucCh IETH C
U30BITOYHON Maccol Tenna. BrIgBiieHHBbIC pa3auuns cratucTuaecku 3HaunMble (p <0.05)

(puc. 17).

or 13 10 17 Jer B Tsxenas BOH BAZ<-3
B Cpenusist bOH -3<BAZ<-2
B Jlerkas BOH -2<BAZ<-1

B Hopma -1<BAZ<+1

or 10 go 13 Jer B U30e1TOyHas Macca +1<BAZ<+2

B Oxupenne BAZ> +2

oT 6 10 10 JeT

ot 3 10 6 J1eT

1o 3 jer

0,0 10,0 20,0 30,0 40,0 50,0 60,0

Pucynok 17. /luHamuka mmokasaTesei MHIEKca Macchl Tela K Bo3pacty (BAZ) y

neteit ¢ TucTpouyecKuM OyJUIe3HBIM SIHAEPMOJIM30M B 3aBUCMOCTH OT BO3pacTa.
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Ta6uua 4. CpaBHeHHE aHTPOIIOMETPUYECKUX MOKAa3aTeNed MEXAy TpYIIaMH

JETEH C MPOCTHIM U TUCTPOPUIESCKUM OYIUIC3HBIM ITHICPMOTH30M.

JBD (n=119) B3 (n = 54) Yposetts

Me [Q1; Q3] Me [Q1; Q3] 3“““;“’”“’
WAZ -1,58 [-2,77; -0,57] -0,01 [-1,31; 0,52] 0,001
HAZ -1,03 [-2,11; -0,08] 0,0 [-0,98; 0,74] 0,001
BAZ -1,37 [-3,21; -0,33] -0,03 [-1,12; 0,89] 0,02

Takum obOpazom, y npereir ¢ JIbD, mo cpaBHeHuto ¢ aerbmu ¢ [IBD, BbIsBIECHO
3HAUUTEILHOE CHUKEHUE BCEX AaHTPOMOMETPUUECKHX HWHACKCOB, BKJOYas Z-SCOre
HAZ, 4TO CBUAETENBCTBYET O TSKENbIX (OpMax XPOHMUECKOH HEAOCTAaTOYHOCTH
IUTAHKS, COIMPOBOXKIAIOIMIUXCS 3a7ep)KKoi pocra (tadbnm. 4). Tsokenmas ¢opma
HEJI0OCTaTOYHOCTh TuTaHusa (Z-score BAZ <-3) Obuna 3aperucTpupoBaHa IMOYTH Y

ITOJIOBHHBI 00CIIEA0BAHHEIX JeTei ¢ JIbD.

3.5 Ocobennoctu IgE-oTBeTa y AeTeii ¢ BPOKIEHHBIM 0YyJLJ1€3HBIM MUAEPMOJIN30M

Bricokune konueHtpauuu tlgE B cbhIBOpoTKe KpOBH, NMpPEBBILIAIOIIME BO3PACTHBIE
pedepeHcHbIe 3HaueHMs, ObUTM BbIsBIEHBI y 57% nereir ¢ BBD (n=98). Ilpu stom
noBbIIeHHbICe YpoBHU tIGE BeTpeuanuck noctoBepHo yaiie y aereit ¢ JIBD (p <0.0001).

Boicokue ypoBHu tIQE BBISBISUIMCH MPEMMYIIECTBEHHO Y MAlMEHTOB C HauboJjee
TsokensiM TedeHrneM BBD (p <0,05). Takke ycTaHOBIICHA CHIIBHAS MPsMasi KOPPEISIUs
Mexay koHueHTpanueid tIgE u mokaszarerem akTHBHOCTHM 3a00JieBaHUSI MO IIKaje
EBDASI (r = 0,75; p = 0,01). Toraa kak mexay ypoBaeM tIgE u uHIeKCOM pyOIIeBaHMS
no mkaine EBDASI, orpaxaromiero XpoHH4eCKUEe U3MEHEHUs, OMpeAeisuiach mpsimas
KoppensiuoHHas cBsa3b cpeanent cuibl (r = 0,400 u r = 0,433, COOTBETCTBEHHO).

JIJIs YMCTOTHI MCCIIE0OBAHUS U3 JJaHHOTO aHanu3a (ypoBHeit tIQE) Obun uckiroueHbI

JACTHU C COITYTCTBYIOIIUM ATOITMYCCKUM ACPMATUTOM.
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Pucynok 18. Koppemsuus obmiero IQE u aktuBHOCTH 32005€BaHMS TIO IIKaye
EBDASI y manneHToB ¢ a) MpOCThIM OYJIE3HBIM SMHASPMOIU30M 0) AUCTpohuIecKuM

6}’J'IJ163HBIM SIUACPMOJIN30M.
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[Ipu Gosiee meTasTbHOM aHAIW3E YCTAaHOBJIEHO, YTO KoHIeHTparuu tIgE, ¢ yuerom
BO3PACTHBIX HOPM M HAJIMYMS SKCTPEMAaJIbHBIX 3HaUeHUi, Obutn BbIme y neteit ¢ J[bO B
pa3Hble MEPUOAbl BPEMEHU U JIEMOHCTPUPOBAIM TEHICHIMIO K AKCIOHEHIMAIBHOMY
yBEJIWYEHUIO ¢ Bo3pacToM. Hanbosnee 3HaunMas pasHuiia Mexay asyms ¢popmamu BED
ompenaensiiack y gerei crapmie 6 met (p <0,05) (puc. 19). IlapamrenspHblii pacder
MEJMaHbl TO3BOJIUJI HUBEIUPOBATH BIMSHUE BBIOPOCOB, TaKKe MOJYEPKHYB, UTO
MeauaHHble 3HaueHus tIgE ocTaroTcs Bbllle BO3PACTHBIX HOPM JAXe MPU UCKIOYEHUU

KpaHUX 3HAYCHUU.
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e[  e=]]E) Hopma nis Bo3pacToB

Pucynok 19. Pacnipenenenuie cpennux 3Hauenuid oomiero IgE B 3aBucumocTu ot

BO3pacTa.

B rpynne nereii ¢ [IbD Beicokue koHueHtpauuu tlgE BcTpewanuce mocroBepHO
gamie, yeM B rpynme c¢ I[IBD (p=0,0008), u cocraBmim 65,5% cnydgaeB (n=78), u3
KoTopeix y 18 nereit, koHuentpamus npessimana 1000 kUA/l. A B rpynme ¢ I1bD
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Bbicokre ypoBHHU tIQE BouiBmsimmces y 37% nereit (n=20), u tonbko y 1 pebeHka,
noka3zarenb npesbiman 1000 KUA/L

Cpenu Bcex aeteit ¢ ypoHeM tIQE, mpesbimarommmm 1000 kUA/I, atonmuueckuit
JIEpMaTUT B KA4eCTBE COIYTCTBYIOLIETO JUAarHo3a YCTAaHOBJIEH y 3 TMAalMEeHTOB.
JleTanbHbIN aHAN3 KIMHUYECKUX 0COOCHHOCTEM 3a00eBanus y nereit ¢ yposHem tIgE
Boiie 1000 kUA/I mokaszan, uro 13 ngeredt mMenu MHOXKECTBEHHYIO (Oojee 4yeMm K 5
MUIIEBBIM aJJIEpreHaM) MHUIIEBYI0 CEeHCHOWIHM3AIuio. s MOJOBUHBI M3 HUX OBLIO

XapaKTEPHO HAJTMYKME COYCTAHHOU MUIIEBOM U MBUIBIEBON CEHCUOMIU3AIUY.

3.6 Ouenka (paKTHYECKOTO MUTAHUS

Cpean pereit c¢ IIBD Ha mnepBoM TOIy KU3HM NPEBAIUPOBAIO TPYIHOE
BckapmuiuBanue (I'B). I'pyanoe monoko momyuyanu 74,1% nereit, uz nux 42,6% —
oosiee 4 mec. [Tocne 1 roga sxuznu I'B npogomkunu nonydats 29,6% netei.

Cpenu nereti ¢ JIBD Ha rpyIHOM BCKapMIJIMBAHUHU HaXOIUIUCh 57,8% neren, u3 HUX
y 43 (36,0%) nerelt ero MpoAOKUTEILHOCTh COCTaBIIsNIa 10 4-X MecAleB U y 26
(21,8%) — Gonee 4-x Mmecsues (puc. 20). MickyccTBeHHOE BCKapMIIMBaHUE Y JIeTeH ¢

JIBD oTMeuanoch CTaTHCTUYSCKU 3HAYMMO 4aile, ueM y aeteit ¢ [1BD (p<0.05).

50,0
45,0
40,0 -
35,0
30,0
25,0 -
20,0 -
15,0 -
10,0 -
5,0 -
0,0 -

u JIBD
0311 56)

HckyccTBenHoe I'pynnoe BckapmiuBanue I'pyaHoe BckapMiIMBaHHe
BCKAPMJIMBaHHUE MeHee 4 mec 0oJiee 4 mec

Pucynox 20. Xapaktep BCKapMJIWBaHUSA JI€T€d C BPOXKICHHBIM OYJIIC3HBIM

SIHUACPMOIIN30M.

66



AHanu3 panuona 3a 1 Mec MpoBOJMIICS € MOMOILBIO YACTOTHOTO METO/1a OLEHKH
nutanus ([Ipmtoxxenue 2). Yactora noTpedieHUs MPOTyKTOB BBIPaXKalach B KPaTHOCTH
noTpeOieHus: B JIeHb, WU, IpU HEOOXOAUMOCTH - B Henemnto. Ciaeayer OTMETUTh, YTO
O0onpIIMHCTBO AeTeil 1o noctymieHus B ®I'AY «HMMUL] 3nopoBss nerein» Mun3zapasa
Poccuun He mpoxoauiiu KOHCYJbTALMI Y TUETOJIOra U HE MOJydYald PeKOMEHIAIMH 110
OpraHu3aluy MUTAHUS.

[Ipu u3yueHun panmoHa JneTeil 00euX TPy BHIIBICHO BBHICOKOE MOTpediieHne
MOJIOYHBIX MPOAYKTOB: 88 % aeTeil exxeqHEBHO yHOTPeOIsuIM MOJIOKO, HOTypT, Kedup;
49% — crip; 30% cmerany u ciuBky; 37% — TBOpOT; U 14% — crnienuanTu3upOBaHHbIC
npoaykTel. [loTpebiieHne Ipyrux UCTOYHUKOB >KMBOTHBIX O€NKOB cpeau aereit ¢ BBO
ObUIO 3HAYUTENBPHO CHMXKEHO. Msico MTHIBI IpUCYyTCTBOBaNO B pamuone /0% nereil.
Kpacnoe wmsco ymorpebmsutock pexke, W Toimbko y 20,5% nmerelt BKIFOYamoch B
eXeIHEeBHbIM pannoH. Taxke oTMewaercss HHU3Kass 4vactoTa (1-3 pasa B Henenio)
noTtpebnenus: peiobl — y 33% nereit ¢ BBD. flifiia npucyrcrBoBaiiu B panuone y 68%
neteit 3-4 paza B HEACIIO.

ExenneBHoe moTpeOieHUE CHIPHIX OBOIIEH U (PpyKTOB (SI0JI0KU, TpyIIH,
OaHaHbl) OTMEYEHO TOJNBKO y 56% nererr ¢ BB, npuuem aeru ¢ JIBD npeanounrtanu
3Ty KaTErOpHIO MPOAYKTOB B BUJE miope. KpynsiHble uzenusi BXOJUIN B €XKeIHEBHBIHI
paloH NPaKTUYECKU y BCEX JIETEH.

OGHapyxeHa BBICOKAasi YacTOTa €XEIHEBHOIO TMOTPEOJeHUsSI KOJOACHBIX
uznenuit — 45%. Ilpaktuuecku nomoBuHa aereit ¢ BBD (70%) Bkiouaer cinagoctu
1 KOHJIUTEPCKHUE U3ACNHS B €XKEeIHEBHBIN paioH, a 30% — noTpeOsioT UX peryiasipHoO
1-2 pa3a B Henento. ExxenHeBHOE yrOTpeOIeHUE CIal0CTEN U KOHIUTEPCKUX U3ETUI B
UCCIIeTyeMOH TpyIie TpeOyeT JOMOJIHUTEILHOIO BHUMAHUS K MUTAHUIO 3TUX JIETEH.

Kpome Toro, y aereii ¢ BED U CHMKEHHBIM HYTPUTHBHBIM CTATYCOM YacTO
HaOII0IaINCh HEOOBSCHUMBIC KOJIeOaHUs almeTuTa, H30UpaTeiIbHBIN aNmeTUuT, H

SIIU30IUYICCKHC OTKA3bIl OT IIpHUCMaA IITUIIH.
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TJIABA 4. XAPAKTEPUCTHUKA ITPO®WJISI CEHCUBUJIN3AILIMA JETEM C
MMPOCTBIM U TUCTPOPUYECKHUM BYJUVIE3HBIM 21IIUAEPMOJIN30M

Marepuanbl gaHHOM TJaBbl OonmyOJMKOBaHBI B cTaThe ['ammumoBoi A.A., MakapoBoit

C.I'., Mypamkunaa H.H. [2].

Omnpenenenue ypoBHel SIJE K pasnuyHbIM rpylaM ajuIEpreéHOB B paMKax
UCCJIEIOBAHMS MMPOBOAMIIOCH 2 pa3a: B MOMEHT NEPBUYHOW TOCIHUTAIM3ALMHN U YEpe3
roJl, IpX MOBTOPHOM T'OCIUTAIN3ALINH.

YacToTa BCTpEUYaEMOCTH TMHUILNEBOM CEHCUOWIM3alUM XOTS Obl K OJHOMY W3
HCCIIeTyeMbIX MUIIEBBIX OETKOB MpecTaBieHa Ha pucynke 21. B rpynmne J[BD nporent

IIannMucHTOB C HHIHGBOﬁ CGHCH6HHH3&HHeﬁ OKa3ajJCia CTAaTHCTHYCCKH 3HA4YMMO BBIIIC

(p = 0,04).
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Pucynok 21. Yactora BoisiBiieHus SIQE k numeBsiM aymieprenam.

AHanmu3 npoduiis U KJIACCOB CEHCHMOMIM3AIMKM BBIABUI mpeoOnaganue 1 u 2
KJIACCOB CEHCHOWIIM3AIlMU, YTO CBHUJAETEIbCTBYET O HHM3KON BEPOSITHOCTH TSAMKEJbIX
CHUCTEMHBIX peakiuii. OHaKO BaXKHO OTMETHUTH, 4TOo Y 3 (1,7%) neteit ObUTH BBIABIICHBI
BbICOKME (4 KJ1), OYeHb BBICOKHME (5 KJI) U MpeaeiabHO BBICOKME (6 KiI) YpPOBHHU
CEHCHOWIM3aIllui, KOTOphIE TAaKXE HE COMPOBOXKAAIUCH PAa3BUTHEM  OCTPBIX

KIIMHUYECKUX PEaKLIUil.
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[ToapoOHbIl aHaNMM3 CIIeKTpa NUIIEeBON ceHcuOunuzanuu aeteit ¢ [1bD mo3Bommn

4.1 OcoOenHocTH npopusi NUIIEBON CEHCHOWIM3AUUMM Yy JeTedl C NPOCTHIM

BBISIBUTH HAaHOOJICe PacpoCTpaHeHHbIe aiepreHsl (puc. 22).
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Pucynok 22. Ilpodunp ceHcuOWnM3anmuu AeTed C TPOCTHIM OyIJIE3HBIM

SIHUACPMOJIN30M



HaubGonee wacTo BbISBISIIaCH CEHCHMOMIM3AIMs K OelIKkaM KOpPOBBErO MOJIOKa
(14,8%), smanomy Oenky (12,2%), Oamanam (9,5%), xneiikoBune (8,9%). Taxxke
OTMEUEHA IIOBBIIIEHHAs] YYBCTBUTEIBHOCTh K HEKOTOpPHIM Kpymnam: poxb (8,0%),
kykypy3a (7,7%), nmenuna (5,6%), suamens (5,4%), cos (4,7%). Cpean ¢dpykToB
ceHcuOmnM3anus K 500Ky Obuia 3adukcupoBana y 2,0% gereit, a k rpyme — y 2,4%.
CeHncuOunuzanus K MSCHBIM ajljiepreHaM Oblila MEHee paclpoCTpaHEeHa, U BCTPeUalach

y 2,4% nereil k cBuHuHE, y 2,1% K Macy kpoiuka 1 'y 1,9% Kk rossause.

f41 Jlococh Worll mo 17 ner

3 Pri0a (Tpecka) | ®or7 mo 11 met

f88 bapanuna
f9 Puc

4 Wor 3 mo 7 ner

. Bor | 1o 3 ner

83 Msico kypurbt

H o 1 roma

f27 ToBanuna
f7 OBec

284 Msico unaeiiku
213 Msico kpomuka
49 S16n0K0

f26 Cununa

8 Kykypysa
f45 Tpoxoku

5 Poxb

f4 TTiennna

6 Sumenn

94 T'pyma

75 SIuanblit xxenTok

f14 Cos

79 Kneiikosuna
f92 banan
f1 SInunelii 6e10K

f2 Mosoko

50

Pucynox 23. YactoTa BBISIBJICHUS CEHCHUOWIM3AIMU K OTACIBHBIM IMHIIEBHIM
alylepreHaM y TAlUMEHTOB C TPOCTHIM OYJUIE3HBIM 3IUJEPMOJIM30M B Pa3HBIX
BO3PACTHBIX IPYyIINAX.
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Y nmereit mepBoro roma ku3Hu ¢ I[IBD Obu1 3aduxcupoBan Hambonee
pa3HoOOpa3HbIi MpPOGMIb THUIIEBOM CEHCHOWIM3AIlMK, B 3TOM BO3pacTe Yarle
BBISIBIISLJIACh TUIEPUYYBCTBUTENBHOCTh K Oanany (33,3%), rpyme (33,3%) u Moiioky

(28,6%) (puc.23).

4.2 OcoOenHoctu mnpoduiasi NHUIIEBOM CeHCHMOWJM3auMU y JAeTed ¢
AUCTPO(PUUECKHM 0y L1e3HBIM MUAEPMOTHU3OM

B rpynmne nereit ¢ JIBD muieBas ceHCMOMNIM3AIMs BbIBISUIACH Yallle, YeM Yy
neteit ¢ [1B3, ognako npoduns anaepreHoB NpakTHUYecKu He oTinyaics. HaubGomnee
3HAYMMBIMU aJlJIepreHaMu, kak u B rpynne IIbD, ctanu Oenku KOpOBBETO MOJIOKa,
CeHCUOUNM3aIMs K KOTOpbIM BbIsiBIIeHA y 26,9% neteil. Yacrtas ceHcuOumuzamus
Takke ObLTa BBIABICHA K Oenkam KypuHoro sina (16,7%), 6anany (15,2%). Cpenu
KpyI HanboJiee aKTUBHO THIEPUYBCTBUTEIBLHOCTD ONPEAETSIACh KO PXKU U MIICHULE, U
coctraBisuia 13,2 % u 13,0% cootrBercTBeHHO. K rimoTeHy ObUIO CEHCUOUIM3UPOBAHO
11,4% nereit, k oBcy — 10,5%, pucy — 10,0%, stamento — 7,4%, a x coe — 10,5%. Cpenau
GpyKkTOB MOMUMO OaHaHa ompejensiach ceHcuOmnmuzanuss K kuBu B 9,0% ciydaes, kK
sg0moky — 6,9%, rpyme — 6,7%. CeHcuOmnmm3anusl K ajyiepreHaMm Msica BCTpedaliach
3HAYUTENIHHO PeKe U BapbupoBaya ot 5,7% 10 2,6% (puc. 24).

OcoOblii Hay4YHBIM WHTEPEC BBI3BIBACT (HaKT OOHAPYKEHHUS CEHCUOWIM3ALUU K
kuBH y nereit ¢ JIbD (puc. 24). 310 ocobeHHO MpuMeydaTeabHO, MOCKOJIBKY 9TH JIETH HE
yOoOTpeOJIsId  JTaHHBIM MPOAYKT, YTO MOXET CBUIETEIHCTBOBATh O HAIMYUU
TPAaHCKyTaHHOM  CeHCHOWNM3anuMu.  JTOT  MEXaHW3M  [peanoiaraetT  myTh
CEHCUOUIIM3AIMU Yepe3 KOXKY, KOorja ajyiepreHbl KUBU MOTYT BBI3bIBAaTh MMMYHHBIN
OTBET JaXe MPU OTCYTCTBUHU MPSMOro MHUIIEBOr0 KOHTakTa. BhICOKas BEpOSTHOCTH
TPAaHCKYTaHHOW  CEHCHOWIM3allud MOXET ObITh OOYyCJIOBJIEHA TOMOJIOTHYHOMN
CTPYKTYpOW aJJIEpreHOB KHUBU M APYTMX aJJIEPreHOB, Hampumep, OENKOB JaTeKca.
JlaTekC MIMPOKO MCHOJB3YETCA B COCTAaBE IMEPEBS30YHBIX MATEPHUANIOB, KOTOPBIE
OPUMEHSIOTCS A yXoja 3a paHamu y aeteid ¢ BBD. Takum o6pa3oM, moCTOSTHHOE
BO3JICHCTBHE JIATEKCa Ha MOBPEKIACHHYIO KOXKY MOXET CIOCOOCTBOBATH DPAa3BUTHUIO

CEHCUOMIM3AINN KaK K CaMOMY JIATEKCYy, TaK M K CXOXKHUM IO CTPYKTYpE ajuIepreHam.
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Cne):[yeT OTMCTUTDb, 4YTO Y JaHHBIX I[CTCfI OTCYTCTBOBAJIA CCHCI/I6I/IJ'II/138,I_II/I$I K

MBUTBIIEBBIM QJIJIEPTEHAM, BKJIIOYAsl MBUIBIYY Oepe3bl U €€ OCHOBHOU ayuiepred Bet v 1

(romoutor 6enkoB PR-10). D10 ucki04aeT BEpOSTHOCTh MEPEKPECTHOM PEAKTUBHOCTHU

IBUIBOCBBIX AJUICPICHOB C OeKaMu KHBH, YTO IIOAYCPKHUBACT YHUKAJIBHOCTbL U

CJIO0XHOCTb UMMYHOJIOTHYCCKUX ITPOLCCCOB Y JTAaHHOM T'pynIibl HallMCHTOB.
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f76 anpda-nakransOyMun
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f4 TTmenuna
f7 OBec
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f9 Puc
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6 Slumenn
49 sI6moxo

79 KuneitkoBruHa

f77 6eta-makTorno0yIHuH
94 T'pymia

f78 Kazeun
f88 bapanuna
f27 ToBsmuHA

284 Msico unneiiku
f41 Jlocock

45 Tpoxoxu

f213 Msico kposnka
f8 Kykypysa

f75 Svunerit xKenTOK
f83 Msico Kypuipl
f26 Ceununa

f3 Peiba (Tpecka)

Pucynok 24

SIUACPMOJIN30M

. [Ipodunb cencubunmzanuu aeteil ¢ qucTpouueckum OyIIe3HBIM

Takxke nmpuMeyaTesNbHbIM U BaXKHBIM SIBIISIETCS. HE TOJILKO (PaKkT OOHapyKeHUs

YBCIIMYCHUSA YaCTOTblI BbIABJICHHA CeHCI/I6I/IHI/ISaHI/II/I, HO W paclimpCHUC CIICKTpa
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ceHcuOmnm3anuu ¢ Bo3pactoM y nerer ¢ JIbD (puc. 25). C yBenudyeHnemM Bo3pacra y
nerer ¢ JIBD Taxoke HaOmomaercss Bce 0OOJie€ YacTO€ BBISBICHHE MHOXKCCTBCHHOM
CCHCHOMIM3aIMu, TPH KOTOpPOH y OJHOTO pebeHKa OTMedaeTcss HWMMYHHas

TUNICPIYBCTBUTCIbHOCTD K HCCKOJILKUM PA3JIMYHBbIM ITUIIICBbIM OeKaMm.

f8 Kykypysa | | |
f213 Msico kponuka ®orll no 17 ner
26 CBununa ®or/ go 11 jer
3 Pr16a (Tpecka) ®or 3 g0 7 ner
f41 Jlococw mor 1 10 3 et
83 Misico kypuiibt

M 510 1 rona

45 JTpoxoxu
1284 Msico unneiiku
f27 ToBannHa

f75 SAn4HbIi XKENTOK

f88 bapanuna
49 s16noxo

94 I'pyma

6 STumenn

79 KuneiikoBuHa
f9 Puc

f14 Cos

f7 OBec

f4 [Twennna
f92 banan
5 Poxb

f1 SInunslii 6en0K

f2 Monoxko

0 5 10 15 20 25 30 35 40 45

Pucynox 25. YacTtoTa BBIABICHHUS CEHCHOWIM3AIMU K OTIACIBHBIM ITHIIECBHIM
ajyiepreHaMm y MalueHTOB ¢ AUCTPOPUYECKUM OYJUIE3HBIM SMUIAEPMOIU30M B Pa3HBIX

BO3PACTHBIX I'PYIIIAX.
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UccnenoBanne mokazano, 4TO MHOKECTBEHHAsT CEHCHMOWIM3AIUS K IHIIEBBHIM
OenmkaM pa3ITUYHOTO MPOUCXOXACHUA CTAHOBUTCS Oojiee paclpoCTPaHEHHOH B
BO3pacTHO# rpymnme ot 3 gm0 7 ner, a Takke y jnerei crtapuie 7 ser. OcoOeHHO
WHTEPECHO, YTO CEHCHOWNM3amus K OelKy KypHHOTO SiIla OTMeYanach BO BCEX
BO3pACTHBIX Tpynmax aereil ¢ JIbD, BkiIodas nereil mepBoro roga >KU3HUA. Y STOU
BO3pACTHOM Tpynmbl JeTeid OeloK KypuUHOro sila oOKaszajicsi eIUHCTBEHHBIM
aJIJIPTeHOM, BBI3BIBAIOIIMM CEHCUOMIM3AIINIO, YTO MOAUYEPKUBACT €r0 0COOYIO POJb B

dbopMupoOBaHKH ajiepruyeckoro mpoduis (puc. 25).

4.3 CpaBHUTeJbHBI AaHAAM3 NHIIEBOH ceHCHMOM/IM3amUMU Yy JeTeid ¢
AUCTPOGHUYECKUM M POCTHIM OYyJUIe3HBIM MUAEPMOJIU30M

CpaBHUTENbHBIM aHAJIW3 YacTOThl CEHCHOWIM3AalMd K OCHOBHBIM IHIIEBBIM
ajuiepreHaM MpoJAeMOHCTPUPOBAJ, YTO y nanueHToB ¢ JIbD numeBas ceHcuOumm3amus
BBISIBJISUIACh 3HAUMMO Yallle, YeM y JieTeil u3 rpymnmnsl cpaBHeHus 6e3 BED, Torna kak y

nereii ¢ [16D 3HauMMO He OTIIMYATIACh, XOTs OblJIa HECKOJILKO BbIIIE (puc. 26).

30,0

25,0
20,0
=0.03
15,0 P
—— p=10.000
!_A_\

10,0

50

. I ml

Moioko o IMTmenunna Cos T'oBganna Pr10a Kypuuna  CBuHuHa
E ['pynna cpaBHeHHA L PN ETIBD

Pucynok 26. Yacrora BoisiBieHHs cnienuduueckux |gE k nuiieBsiM amieprenam y
neTe ¢ OUCTPOQUYECKUM M TMPOCTHIM OYJUIE3HBIM SMUAECPMOIU3OM U TPYIIIBI

CpaBHCHMUS.
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OOpamaer Ha ceOs BHUMaHWE BBICOKAs YacTOTa CEHCHOWJIM3AIMU K Oemkam
MOJI0OKa, y 26,9% cpenu nereit ¢ JIbD u 14,8% cpenu nereii ¢ [1B3. [lpu npoBenenun
CPaBHHUTEJIBHOTO  aHAINW3a  MOJIEKYJSIDHOW  JIMATHOCTUKH,  BBISBJIEHO,  4YTO
ceHcuOmnm3anus K ainbda-IaKkTaar0yMuny y aeteit ¢ JIbD Berpevanach 3Ha4nMo daiie,
yem y nereit ¢ I1B3D (p=0,02). 3HayuMbIX OTJIMUKI MO YACTOTE BCTPEUAEMOCTH MEXKIY
JPYTUMHU KOMIIOHEHTAMH MOJIOKA HE BBISIBJICHO.

AHanM3 YacTOTHl MHIIEBOM CEHCHOWIM3AalUKA Yy JAETed pa3HBIX BO3PACTHBIX
MEPUOAOB TPOJEMOHCTPUPOBAI 3aKOHOMEPHOCTh K CHWIKEHHIO WJIM BO3PACTAHUIO
4acTOThl €€ BBIABICHUS B 3aBuUcUMOcTH OT ¢opmel BBD. Tak, B rpymme c [1B3
OTMEUAEeTCAd TEHJACHIMSA K IOCTENEHHOMY CHIDKCHHUIO 4Hhclia JeTeid C BBISBJICHHOU
cencuOmmmzanet. g aereit ¢ JIbD muk ceHCcMOMIM3AIMU K IHIIEBBIM OeJIKaM

PHUXOJIMJICS Ha Bo3pacTHOM niepuox ¢ 4 no 10 et (puc. 27).

45,0

40,0

35,0

30,0 -

250 A
20,0 A

m JIBD
m [IBD

Yacrora gereii,%

150 A

10,0 -
50 A

ot 0 10 4 net ot 4 o 10 et ot 10 no 18 net

Bo3pacTHble nepuoabl

Pucynox 27. Yacrora BBISBICHHUS THINECBOW CEHCHOWJIM3AMK Yy JETEH C

BPOKJIEHHBIM OYJUIE3HBIM 3IHUJIEPMOJIM30M PA3HBIX BO3PACTHBIX TPYIIII.

s Oosiee JeTalbHOTO aHalIM3a MAlMEHThl ObUIM pa3JelieHbl Ha MOATPYIIbI C
MOHO- (MALMEHTBl C TOJIOXKUTENbHbIM SIgE TonbKkO K OmHOMY ajuiepreHy), OJIMro-

(mareHTHl ¢ TOJOXHUTEIbHBIM SIgE Kk 2-3 ammeprenam) u monu— (MamUEHTH C
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nonoxkutenbHbiM  sIgE Oomee uwem k 4 amepreHaM) —ceHCHOWTM3aILUEH.

[TomucencnOMIM3aIys 3HAYMMO Yaile BeIsIBisuIachk y aeteit ¢ 1D (p=0,01) (tabm. 5).

Tabauuna 5. Xapakrep CeHCUOMIM3ALNK K TTUIIEBBIM aJlJIepreHam

CencuOmm3anus K IAIIEBEIM JBD 116D
p
aJJICcpreHam n % n %
CEHCUOUIIU3AIUS OTCYTCTBYET 73 61,3 43 79,6 0.01
MOHOCEHCUOMIN3AIHA 11 9,2 3 5,6 0.37
OJINTOCEHCUOMITN3AIIN 14 11,8 5 9,3 0.58
IIOJIMCEHCUO T3 AN 21 17,6 3 5,6 0.01

Knuandecku 3HaumMmas ceHcuOmnuzanus umena mecto y 10% (n=14) nereit c
b3, u 5,5 % (n = 3) nereit ¢ I1BD.

[ToMumMO ceHCHOMIM3AMK K TMHUIIEBBIM allJIepreHaMm, OIlleHHBajdach 4YacToTa
CEHCUOUIIM3AIMU K ajlIepreHaM OKpPY’KaroIled cpejibl, BKItoUasi ObITOBBIC, MBLILIIEBBIC
U IPyTHE MOTEHIIMAJIbHBIE TPUTTEPHI. TakK, CECHCUOMIN3aUs K KJIeIIaM TIOMAITHEHN MbLTH
obuta BesiBiieHa Y 12,4% nerteit ¢ IBD u y 8,3% nereit ¢ 116D, Cencubunuzamus k
aJJIepreHaM TUJIECHEBBIX TPUOKOB BeTpedanach pexke u coctaBwia 4,5% u 3,4%
cootBeTcTBeHHO. Y 14,1% nereit ¢ guctpoduueckorr dopmoit BBD BwisiBieHA
CCHCHOMIM3AIMA K aJiepreHaM sja ocbl oOblkHOBeHHOHW (VeSS V5). VYuuThiBas
OTCYTCTBUE B aHaMHE3€ YKYCOB OC, MOXHO NPEAMNOJIOKUTh MEPEKPECTHYIO
peakTHUBHOCTh Mexay VesS V5 u Takumu Oenkamu, kKak ¢ocdonunaza A2 u
ruajgypoHua3a, KOTOpPbIE MPUCYTCTBYIOT HE TOJBKO B SJI€ NEPENOHYATOKPHUIBIX
HAaCEKOMBIX, HO TaK)X€ MOIYT COAEPKAThCS B MNPOAYKTAX MUEIIOBOJCTBA, TaKUX
MaTOYHOE MOJIOYKO W TMPOMOJHUC. DTH MPOAYKTHI HEPEAKO MCHOJIB3YIOTCS B COCTaBe
Je4eOHbIX Ma3el U KPEMOB, MPUMEHIEMBIX ISl yX0/1a 3a Koxel y nereit ¢ BBO.

[Tpu moBTOpHOM OOCIeAOBanuK AeTer ¢ BB (N = 123), BBIABICHO, YTO HapaCcTaHHt

KoHieHTparuu SIgE k uccrnemyeMbiM nuiieBbIM OekaM B rpynme [1BD He 6su10. Torma
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kak cpean gered ¢ JABD B 11% cayuaeB (n=10) oTmMeuanoch yBEJIUYCHHE
KOHIIeHTparu SIJE K HEeCKOIbKMMH THUIIEBLIM ajuIepreHaM B paMKax OJHOTO Kjacca
WJIM TOBBIIIIEHUE Ha | Kiacc.

Cumxenue konreHtpanuu SIQE B mpeaenax ogHoro kiacca Wiau CHIKEHHE Ha 1
KJacc y jgeredl obeux rpymm Hadmoanock B 11,4% ciyuaeB (N = 14). D10 cHWKEHUE
OTMEUAJIOCh HMCKJIIOYUTENBHO y JIETEH, KOTOpbIE CTPOro COONIOAANIN MpEeANrCaHHbIC
OTpaHWYCHHS B pAIlMOHE WIM HWCKIIOYAIA KOHKPETHBIA THINEBONW Oenok (Imo
nokazanusim). B wactHocTu, cHmkenue ypoBHs SIQE Ob110 3adukcupoBaHo y 6 aeTeit ¢
b2 u 2 nerent ¢ [1B3D, KOTOpBIE CIEIOBAIN AUETOIOTHUYECKUM PEKOMEHIALIUSIM.

[IpoBeneHHOE WCCIIEIOBAaHUE MPOJCMOHCTPUPOBAIIO 3HAYUMBIE pa3Id4dUs B
npoduiie ceHcuOWIM3anuu y jAetedl ¢ pasnuudbiMu  ¢opmamu Bb3. Haubonee
3HAYMMBIMU aJlJIepreHaMy JIJIsi 00CMX TPYII OKa3aJuCh OEIKH KOPOBBETO MOJIOKa,
SUYHBIA O€JOK W HEKOoTOphie 37aku. B TO ke Bpems y geredt ¢ JIBD ormedena
CKJIOHHOCThb K 00Jiee BBIpa)KEHHONW M MHOKECTBEHHOM CEHCHMOWIIM3AIlMU, OCOOCHHO B

cTapuaicM BO3pacTe.

77



I'JIABA 5. OCOBEHHOCTHY KJIMHUYECKUX IMTPOSABJEHU
MUIIEBOM AJVIEPTUM Y JTETEX C BPOXJIEHHBIM BYJIJIE3HBIM
AIMNIAEPMOJIN30M

Martepuansl JaHHOW TJaBbl ObUIM OMyONHMKOBaHBI B cTaThe [amumoBon A.A.,

Makapogoii C.I"., Mypamkuna H.H., CHoBckoit M.A [4].

5.1 YacToTa BHIABJIEHUS MUILEBOI aJIJIEPTUM y JAeTell ¢ BPOKIEHHBIM 0YyJ1J1e3HbIM

IMUIACPMOJIN30OM

[MumeBas amneprus (ITA) ompenensiercss kak HeOJaronpuaTHas KIMHAYECKAS
peakuuss Ha TUILY, KOTOpas OINOCPEeAyeTcss HWMMYHHOM cuctemor. CoriacHo
COBpEMEHHbIM TipejcTaBieHusiM, IIA Moxer ObITb o00ycnmoBieHa kak IQE-
OMOCpEeIOBaHHBIM, Tak U  He-lgE-omocpenoBanHbiM ~ MexaHu3MoM.  [loaTomy
CEHCUOMIIM3AIUsl — HE PaBHO ajuieprus. B cBs3M ¢ 3TUM oOLIENpU3HAHHO, YTO HAIUYUE
CEHCUOMJIM3AINY K MUIIEBBIM OEJIKaM He SIBJISIETCS PKBUBAJICHTOM IUIIEBON ajuiepru,
Takxe Kak u orcyrctBue SIQE He uckmrouaet quarnos I1A [5, 9,82,97].

Yactora xnuHndeckux nposiBaeHud IIA cpemm nereir ¢ BbBD mno ngaHHBIM
camoornienku (Self-reported food allergy), mpemocraBieHHBIM POIUTEIIIMH, COCTABUIIA
23,7% (n =41). Coobmanoce, 4ro Ooyiee MOJIOBUHBI JAaHHBIX JCTCH HMMEIH pPEaKIHH
Cpady K HECKOJbKMM MPOJIYKTaM, M CTPOro M30erajiu MOJI03pEBaEMble aJlJICPTEHBI.
KimHandeckne peakuuyd Ha pa3/IMYHbIE MHUILEBbIE MPOAYKTHl MUTAHUS BBIPAKAINCH
MOSIBJICHUEM HMHTEHCHUBHOTO 3Yy/a, KOXXHBIX BBICHIIAHUN M TaCTPOUHTECTHUHAIBHBIX
cumntTomMoB. Kpome Toro, y aeteil HaOmoAalicsi CIOHTAHHBIA OTKa3 OT YHNOTpPeOIeHUS
onpeaeneHHbIX NpoAyKToB. OnHako quarHo3 [1A He ObLT MOATBEPKIEH WM UCKITIOUEH.

Ha mMoMeHT npoBeneHUsl UCCIIeIOBaHUSI HE BCE JCTH C KIMHUYECKUMU PEaKIHUSIMU
Ha TPOMYKTHI MUTAHUS, COTJIACHO JIaHHBIM CaMOOIICHKH, ObUIM BKJIFOUEHBI B TPYIITY
nereit ¢ moarsepxkaeHHoM ITA. Takke B rpynmy c¢ moarBepkiaeHHod IIA He Obuin
BkitoueHbl 17 peredt (9,8%), y KOTOPBIX POAMUTENH paHEE OTMEYaIu KIMHUYECKHE
peakiMu Ha MNOPOAYKTH, OJHAKO HAa MOMEHT HCCIEIOBAaHUS 3TH MNPOAYKTHI

NEPECHOCUIIUCE YAOBJICTBOPUTCIILHO. BOSMO}KHO, UdTO Y HOAHHBIX ,HeTCfI MoOrJjiaa
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c(opMUPOBATHCS TOJIEPAHTHOCTH K MOMEHTY MPOBEJICHUS UCCIIEI0BATENbCKON PaOOTHI,
YTO XapaKTepHO Al paHHUX Gopm [1A.

Cpenu nabmonaembix geredt y 13,3% (n = 23) pa3BUBaIUChH MCEBI0ATIIEPTUUECKHE
peakuu Ha NPOAYKTHI-TUCTAMHUHOIHOEPATOphl, NPEUMYIIECTBEHHO Ha IIOKOJAT,
KIyOHHKY, IUTPYCOBBIE, TOMHUIOPHI.

[TanyeHTaM, BKIIOYEHHBIM B HcCcieAoBaHue, auarHo3 I[[A BeicTaBusiiucs Ha
OCHOBAaHMHM cOOpa KIMHUYECKHX JaHHBIX W AHAMHECTUYECKHUX CBEACHUU. BaxHyro
JOTIOJTHUTENBHYIO HMH(QOPMALMIO ISl TOJTBEPKACHUS KIMHMYECKH 3Hauumon [1A
NOJIy4aJId Ha OCHOBAHHUM PE3YJIbTAaTOB AUATHOCTUYECKON SIMMHUHAIMOHHOW JTUETHI U
JUArHOCTHYECKOTO BBEJCHHMS MPOIyKTa (OTKPBITas MPOBOKAIMOHHAs mpoba) [9,82,95].
[loBbimiennbie ypoBHU sIgE k mnumieBbiM OenkaMm MpU OTCYTCTBUU KIMHUYECKOU
kaptuHbl IIA W OTpHLATENbHBIX PE3yJbTaTax OTKPBITONM MPOBOKAIIMOHHOM MPOObI
paccMaTpuBaIUCh Kak 0€CCUMITOMHAS MUIIEBAsi CCHCUOUITU3AIINSL.

Ha ocHOBaHMM KOMIUIEKCHOTO 0OciIeAoBaHUA M C ydeToM 3((HEKTUBHOCTH
NMMMHUHAIMOHHONW JWEThl, a TakKKe pPEe3yJbTaTOB IMPOBEACHUS MPOBOKAIIMOHHON
MUIIEBOM MpoOkl, nuarHo3 uctuHHou IIA Owl1 yctaHoBieH B 26 ciaydasx (15,0%) B
nepuoa nposeacHus ucciaenoBanus (16,0% nereit ¢ JIBD, u y 13 % nereti ¢ I1BD,
p=0.6286).

VY nereit ¢ IB3 wame BoisiBisuck sIgE k mumieBsiM OekaM, KOTOPhIE COUYETAUCH C
[TA nHa >t Oenku. B T1O Bpems kak y geredt ¢ IIbD wame BcTpeuanace He-1gE-
onocpenoBanHas ¢popma [TA (puc. 28). OnHaKO CTaTUCTUYECKU 3HAUUMBIX Pa3IMUUi 1O
dopmam [TA Mexay STUMHU TPyIIIIaMH BBIsIBIICHO He Obu1o (p = 0.24).

[Ipy wW3ydyeHMM aHAMHECTUYECKUX CBEICHMM JeTeld ¢ ycraHoBiaeHHoM [TA
BBISIBIICHO, uTO 7 naereit (3 pebenka ¢ [IbD, 4 pebenka [1bD) mmennu oTATOmMICHHBIN
HACJICJICTBEHHBIM aHAMHE3 M0 aJIepruueckuM OoJie3HsM (OpoHXHMalIbHAs acTMa,
aTOMUYECKUM JIEPMATUT, AJUIEPTUYECKUN PUHUT, KPAllMBHULIA U AHTHOHEBPOTHYECKUMN

OTEK B aHaMHe3e).
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Pucynoxk 28. Yacrora IgE u nHe-lgE-omocpenoBaHHON NHUINEBON ayuIepruu y

I[eTeﬁ C pa3jInYHbIMHU (bOpMaMI/I BpPOXIACHHOI'O 6ynJ’I€3HOFO SIIUACPMOJIN3A.

5.2 KiuHu4yeckue NpPOSIBJICHUS NHMINEBOH aJJIEPrUM Yy JeTell ¢ BPOKICHHBIM
OyJUIe3HBIM MUAEPMOJIN30M

OCHOBHBIMHU KJIMHUYECKUMH TMposiBieHusMu IIA y nereiri ¢ BBD Obuin koxHbIe
CHMIITOMBL. B cBa3m ¢ ocoOeHHOCTSMHU 3a00JeBaHUS JUATHOCTUKA KOXKHBIX
NPOSIBICHUH Y 3TUX ManueHToB Oblia 3arpyaHeHa. KoxkHble nposiBienus 1A Bxirouanu
MSATHUCTO-NAMYJIE3HYI0 ChIllb 0€3 BBIPAXKEHHOTO OTEKAa, BBICHINIAHUS IPUTEMATO3HO-
CKBAMO3HOI'O XapakTepa, MOsABJIEHUE MOKHYTHI Ha MecTax OBbIBIIMX Iy3bIpE, a Takke
yCUJIEHUE 3yJa, BCIEACTBHE KOTOPOro (PMKCHPOBAIOCH 0Opa30BaHME HOBBIX Iy3bIpeit
(puc. 29). Taxxke y manueHTOB ¢ ITA KOHTaKkT ¢ MPUYMHHO-3HAYUMBIM aJIJICPreHOM
IPOBOLIMPOBAT 00pa30BaHNE HOBBIX ITy3bIPHBIX JIEMEHTOB.

Hns 13 manuentoB ¢ ITA, ocoOenHo ¢ TsxensiMu popmamu BBD, Ob11 XapakTepeH
Ooznee UIMTENBHBINM Mpolecc 3aXuBieHUs padH. Ilocne »muMUHANMKM NPUYHUHHO-
3HAYUMOI0 MPOAYKTA MPOLECC 3aKMBJIeHNA Y 10 Iereil 3HAaUNTEIbHO YCKOPHUIICS, TAKKeE

YMEHBIIWIOCH KOJUYECTBO 3MM30/10B HH(ULIUPOBAHUS PaH.
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Pucynoxk 29. KoxxHble posIBIEHUS TUIIEBON alNIepTuu y peOeHKa ¢ BPOKICHHBIM
OyJIE3HBIM SMHUAEPMOJIU30M B BHUJIE€ 3PUTEMATO3HO-CKBAMO3HBIX 0YaroB B 00JIaCTH a)

BHYTpEHHEH MOBEPXHOCTH Oefpa 0) HMKHEW KOHEYHOCTH B) TPYAHON KIIETKH.

Hapsiny ¢ yka3aHHbIMU KIMHUYECKUMU PEaKUUAMHU Ha MUIIEBbIE MPOAYKTHI y A€TEi
¢ ITA Takxe (QUKCUPOBAINCHL M TAaCTPOMHTECTHHAIBHBIC CHUMIITOMBI, BKJIIOYABIINE
HapymieHus cryna (6 mereit), cpeirmBaHus (5 aeteit), 6omu B xuBOTEe (6 ACTel) mpu
MIPUEME OIPEJIETCHHBIX MPOAYKTOB. [lopaxkeHue KelyJOoYHO-KUIIEYHOTO TpakTa MpH
BBD 10BOBHO 4acTO OTHOCSTCS K BHEKOXHBIM OCJIOKHEHHUSIM CaMOro 3a00JieBaHUS
[49], uTo 3aTpymHSET BBIABICHUE TaCTPOMHTECTUHANBHBIX TposiBieHuil [1A. Takum
obpazoM, ractpountectuHanbHas ¢opma I[IA ycraHaBnmuBasach Ha OCHOBaHUU
MOJIOKUTENIBbHOTO 3¢ deKTa Ha3HAYaeMOM JTMArHOCTUYECKON SJIMMHHAIMOHHON JHETHI,
U, Kak mpaBwio, mus gereiir ¢ BBD wm IIA, Obuto XapakTepHO COYETaHHE BCEX
MEPEYUCIIEHHBIX CHMIITOMOB.

Paznuuuii cpenu npossienuit [1A y nereit ¢ pasasimu popmamu BED BeIsiBiIEHO He

obu10 (Tab1. 6).

81



Tab6auma 6. OcoOEHHOCTH KIMHWYECKUX TPOSBICHUNA TIOITBEPKICHHOU

NUIIEBON AJJIEPTUU y JIETEN C BPOKIECHHBIM OYJUIE3HBIM SIHUEPMOJIA30M.

Iposinenus ITA ABJ (n 119) | TIBD (n 54) p
Ioarsep:xkaennasi [IA, n (%) 19 (16,0%) 7 (13,0%) | 0.609
Ko:xHble mposiBiieHus, n (%) 12 (10,0%) 5 (9,3%) 0.866

- BBICBIIIAHUA (HaHy.]IGSHOFO, 9PUTCMATO3HO-
9 (7,6%) 4(7,4%) | 0,972
CKBaAMO3HOTI'O XapaKTcpa

- JUTMTEILHOE 3)KUBJICHHUE PaH 5 (4,2%) 2 (3,7%) 0,878
T'acTpoHTEeCTHHAJIbHBIE posiBJIeHus:, n (%) | 4 (3,4%) 2 (3,7%) 0.910
- TOIIIHOTA, PBOTA 3 (2,5%) 1(1,9%) 0,787
- 0OJIM B JKUBOTE 4 (3,4%) 1 (1,9%) 0,583
- I3MCHEHHE XapaKTepa CTyJia 3 (2,5%) 1 (1,9%) 0,787
Cmemannbie, n (%) 3 (2,5%) 0 0,240

5.3 OcHoBHbIC NHULIEBbIC AJUIEPreHbl Yy JeTeH ¢ BPOXKIACHHBIM O0YyJJIe3HBIM
MMUAEPMOJIN30M

Cpenu pereét ¢ monarBepxkiaeHHou I[IA Haumbosiee 3HAYMMBIM ATHOJOTMYECKUM
(dakTopoM pa3BUTHS KIMHUYECKUX PEAKIUN MNPEeUMYIIECTBEHHO BBICTYNAIU OEIKU
YKHMBOTHOTO TMPOUCXOXaeHUs. benku xopobero mojoka (BKM) sBistiuch mpuuuHOR
peakiuu y 88,2% nereii ¢ JIBD u y 57,1% nereii ¢ [IBD u komopouanoi ITA (uro
coctaByser 12,6% u 7,4% ot Bcex nmeteit ¢ atumu popmamu BBED, COOTBETCTBEHHO).
Siina kak MPUYMHHO-3HAYMMBIA ajuiepreH omnpenaeneHsl y 29.4% nerein ¢ IIbD u y
42.9% neteii ¢ IIBD u komopouanoii ITA (uto cocrasusieT 4,2% u 5,5% ot Bcex mereit
¢ atumu opmamu BBED, coOTBETCTBEHHO).

B MeHblIen cTeneHu NPUYMHOM PAa3BUTHs AJUIEPrUUYECKOM peakiuu y IeTeu ¢
koMop6OuaHoit 1A BeicTymanu pasznuunbie BUIbI Msica: 11,8% ciiydaeB B rpymnme nerei
¢ IBD u 14,3% B rpynmne 16D u xomopouaHoii ITA (uro cocrasnser 1,7% u 1,8 % ot

BCex JieTeit ¢ atumu popmamu BBED, cooTBeTCTBEHHO).
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benku pacTUTENbHOTO MPOUCXOXKIACHHSI TAKKE WIPAd 3HAUYUTENBHYIO pOJIb B
pazButuu ITA. Ameprus x 3makaM BbisiBIsiIack B 17,6% ciyuaeB y nereid ¢ /IBO u B
57,1% y nereii ¢ I[IBD ¢ komopoOuaHoi ITA (uro cocraBmser 2,5% u 7,4% ot Bcex
nete ¢ stumu popmamm BBD, coorBercTBeHHO0). Cpenn (GpyKTOB ayUICpPTHIO Jalle
BbI3bIBANIM s10JI0KkM U OaHanbl — B 26,7/% ciuyvaeB cpenu aereit ¢ JIbD u B 57,1%
ciyuaeB B rpymme [16D u komopoumHoii ITA (uto coctaBmser 5,0% u 7,4% oT Beex

neteit ¢ atumu popmamu BBD, cootBercTBenHO0) (puc. 30).

[ 11NC)
MsICO
GaHaH
KPYIIBI
A06710KN
STHIa 57,1
e
0:0 1(;,0 2(;,0 3(;,0 4(;,0 50I,O 60,0

B

SI0JIOKN H 10,5

MSICO _ 211
Garar: [ 26,3
siina [N 26,3
xpyner [ 316

B W 84,2
TIPOYKTHI

0,0 10,0 20,0 30,0 40,0 50,0 60,0 70,0 80,0 90,0

Pucynok 30. PeneBanTHble NHINEBbIE aJIepreHbl y JAeTed € BPOXKICHHBIM

OyJUIE3HBIM MUAECPMOIM30M U KOMOPOHUIHOM MUILEBOM aJIepruei.
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ITA x aByMm u Gonee OenkaMm BcTpeyanach yaile, yeM [1A K omHOMY MpPOIYKTY, U
cocrtasysis 6onee 60% cioyuyaeB B o0eux rpynnax BBD.

®denoturnsl [1A y neteit ¢ BBD Ha nmpumepe amiepruu k 6eKkaM KOpOBbETO MOJIOKa
(ABKM), xak HamOoJiee 4aCTO BCTpEHAIOUIEH Sl MUILIEBOUN allJIEPTUM, MPEICTABICHBI Ha
nuarpammax Benna (puc. 31, puc. 32).

Ha nuarpamme npoaeMOHCTPUPOBAHO PACIPENICIICHUE U MEPECEUCHUE PATUYHBIX
MMMYHOJIOTHUECKUX TOKa3arelied u kinmHudeckor peakuuu Ha BKM. Cpenu aereit ¢
npoctoit ¢opmoit BBD B paBHoil cremenu Bcrpedanuch kak IgE-omocpenoBanHas
ABKM c¢ Bwicokumu ypoBHem tIgE, Tak m He-IgE omnocpenoBannas ABKM c
HOpMaJIbHBIM ypoBHeM tIgE. B nienom netu ¢ [1b3D Heckobko pexe pazsuBaiin ABKM

(7,4%), yem netu ¢ /13 (13,4%).

Bricokuii ypoBeHb
tIgE (38,9%)

27,8%
7.4%
0 3%
Asteprus K 0ej1kaM
7,4%) slgE x Geskam KOpoBbEro
KOpoBbero Mosoka (7,4% 3.7% ) voroka (14.5%)
3,7%

Pucynok 31. IMMyHoJlornueckasi XapakTepucTrKa aJlJIepruu K OejikaMm KOPOBBLETO

MOJIOKA Y J€TeH ¢ MPOCTHIM OYJUIE3HBIM AHIEPMOIU3ZOM
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Hna ngereit ¢ puctpoduueckoit ¢opmoit BBD Obuta  xapakrepna IgE

onocpenosanHasi AbKM, ¢ BeicokuMm ypoBHeM tIgE.

Bricokuii ypoBeHb
tIgE (54,6%)

31,9%
L,7% 13,4%
7,6%
Axneprus k Geaxam 347 sIgE k GenkaM KOpOBBEro
(1)
KOpoBLero MoJioka (13,4%) 0.8% moroka (26,8%)

5,0%

Pucynok 32. VmmyHoiornueckas XapakTEepHUCTHKAa aJJIepTUU K Oelkam

KOPOBBETO MOJIOKA Y ACTEH ¢ TUCTPOPUUECKUM OYIUIE3HBIM THIEPMOIU30M

5.4 Xapakrepucruka Jaereili ¢ BPOXKIACHHBIM OYyJUIE3HBIM JMHAEPMOJIN30M M

KOMOPOUIHOM NUILIEBOM aJliepruei

JHletu ¢ BED o6eux dpopm npu Hamuumu codetanHoiul [TA mmenu Oojee BBICOKHE
NoKa3aTelld KaKk aKTUBHOCTU 3a00JIEBaHMSI, TaK M TOBPEKIEHUN, MO CPABHEHUIO C
netbmu 6e3 IIA. CoorBercTBeHHO, Hanmuuue [IA OBLIO CBSI3aHO € YBEIMYEHUEM
TSHKECTH KIIMHUYECKUX mposBieHni BBD, olHako cTaTUCTUYECKN 3HAYMMBIX Pa3IMudid

BBISIBJICHO HE ObLTO (puc. 33).
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Pucynox 33. CpenHumii Oamin ToKaszaTelis CTEICHH TSKECTH KIMHUYECKHX
nposiBIIECHUI BpoxkaeHHoro OyiesHoro snuaepmonusza (EBDASI) B 3aBucumocTt ot

HaJIn4us HHHIGBOﬁ AJICPIUn.



B pesynbTaTe aHaiu3a SMIOUPUYECKUX JAHHBIX OTMEYEHO, YTO JIETH C OYEHb
TsoKenbiM  TedeHneM BBD, mnpeumymectsenHo naetu ¢ PJIBD, He pas3BuBanu
KJIMHAYECKUX aJNIEPTMUECKUX peaklui, KaK MUIIEBBIX, TaK U PECHUPATOPHBIX. ITa
0COOEHHOCTh BEPOSTHO CBSI3aHHA C BBICOKOH aKTUBHOCTHIO Thl - accommupoBaHHOTO
MMMYHHOTO OTBETa Y JaHHOU KaTeropuu OOJbHBIX.

OO6mast yactota HEJAOCTAaTOYHOCTU NuTaHus y aered ¢ [IA Obuta Bhilie B 00eux
TpymIax 1mo cpaBHeHUIo ¢ aetbMu 0e3 [IA (tabn. 7). Ilpu stom y nereir ¢ [IBD u
comytcTBylomei [TA ymepeHHass HeTOCTaTOYHOCTh MTUTAHUSI BCTPEeUaaach 3HAYUTEIbHO
yame (28,6%), Torna kak jerkas U TsoKeslas HEIOCTaTOYHOCTh MUTaHUSI Y JaHHBIX
JIETEN HE ONPEICIISIINCH.

VYV nereii ¢ JIBD u IIA BoisiBieHa Oosee BbicoKas 4dactota Jierkoi (29,4%) u
Tsokenon (29,4%) HenOCTaTOUHOCTH MUTAHUSI, B OTJIMYUE OT JAETe 0e3 KOMOpOUIHOM

ITA. OI[H&KO CTaTUCTUYECKHM 3HAUYUMOM Ppa3sHHUIbI BEIABIICHO HC OBLIO.

Taﬁ.lmua 7. YacroTra BBISBICHUS HCOOCTATOYHOCTH IIMTAHHA Y IIeTefI C
BPOXICHHBIM 6YJ'IJ'I€3HBIM SIMUACPMOJIN3OM C YUCTOM HaAJIWYUA HWIW OTCYTCTBHA

MUIIEBOMN aJJICPTUM.

®opma BB Jlerkas Ymepennas Taxesnan Beero
-2<BAZ <-1 | -3<BAZ<-2 | BAZ<-3; HAZ <-2

B3 c ITA 0% 28,6% 0% 28,6%

IIB3 0e3 ITA 12,8% 4,3% 6,4% 23,4%

ABbI ¢ ITA 29,4% 11,8% 29,4% 70,6%

JAB3J 0e3 ITA 17,6% 15,7% 26,5% 59,6%

IIpy cpaBHEHMM aHTpONOMETPUYECKHX MoOKaszatened, netu ¢ JbD u 1A nmenn
Oonee Huskue mokasatenu WAZ (-1,64) u BAZ (-1,92) no cpaBHEeHHUIo ¢ aeTbMu 0e3
ITA (puc. 34). Hammuue ITIA y nmereii ¢ JIBD accomuupoBano ¢ 0ojiee BBIPaKEHHBIM
nepurutoM Maccel Tena u UMT. V pereit ¢ 116D nanuume [1A He nemoHCTpupyeT

HCTATUBHOI'O BJIMSIHUA HAa aHTPOIMOMCTPHUUYCCKHUC IMOKA3aTCIIU, XOTSA HE MCKIIHOYCHO, YTO
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JaHHBIE Pe3yJIbTAThI CBA3AaHbI C HEOOoMbIION rpynmoi aereit ¢ 16D u [1A, B cBs3H ¢ uem

3Ha4YMUMBIX pasnnqnﬁ BBISIBJICHO HE OBLIO.

1,00

0,50

0,00

-0,50

-1,00

-1,50

-2,00

-2,50

JIBD u TTIA

JBD 6e3 ITA

I16D u ITA

I1IBD 6e3 [1A

= WAZ

-1,64

-1,59

0,47

-0,50

mHAZ

-0,76

-1,29

-0,09

-0,04

= BAZ

-1,92

-1,62

0,70

-0,24

Pucynok 34. Cpennue 3HaueHHsS aHTponoMeTpudeckux mnokaszarencit (WAZ,
HAZ, BAZ) y nereil ¢ BpOXACHHBIM OYJUIE3HBIM SMUAEPMOIU30M NPHU HATUYUH WIH

OTCYTCTBUA HHHICBOﬁ AJJICPTHUH.

3navenus mkaasl THINC B rpynme nereit ¢ IbD BapsupoBanu ot 30 g0 95 (Me 70
+ 13,63), 1 ObLIM 3HAUUTENIBHO BHINIE, YeM B rpytie aerei ¢ 1163, B koTopolt naHHbIE
MoKa3zaTelid HaxoIWINCh B aAmamazoHe ot 15 mo 65 (Me 25 £+ 10,49). DOto
CBHUJICTEJILCTBYET O 00JIee BHICOKOM YPOBHE HYTPUTHUBHBIX PUCKOB y AeTel ¢ J1BD.

BrisiBneno, uro getu ¢ BBD u komopOuanoit 1A umeror 6osee BBICOKUN MHICKC
HYTPUTHBHBIX PHCKOB IO CpaBHEHUIO ¢ neTbMu 0e3 [TA (puc.35). [lanHble pe3ynbTaThl
MOJIYEPKUBAIOT HEOOXOAMMOCTh YCUJIEHHOT'O KOHTPOJIS U aJlaliTalliid TUETOIOTUYECKUX

CTpaTeruy JUisi JAHHOW IPyNIIbl NAlUEHTOB.
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IIBD 6e3

A 26,4

B3 c TA 32,9

JABD oe3

A 60,5

JBD ¢ TTA 67,6

0,0 10,0 20,0 30,0 40,0 50,0 60,0 70,0 80,0

Pucynoxk 35. Unaexc nytputuBHbIX puckoB (THINC) y nereil BpokIe€HHBIM

6YHJI€3HBIM SMHUACPMOJIN3OM C YIHCTOM HAJINYHA HHHIGBOﬁ aAJJICPIun
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I'JIABA 6. TAKTUKA BEJEHUWSI MAIIMEHTOB C BPOXKJIEHHBIM
BYJIJIE3HBIM SIIUJAEPMOJIN30M 1 KOMOPEU/JTHOM MUIIIEBON
AJIJIEPTUEN

JleTu, BKIIFOUEHHBIE B UCCIIEOBAHKE, ObLIIN MPOKOHCYJILTUPOBAHBI AJJIEPTOJIOTOM U
nueroioroM. Ha oOCHOBaHMM pPEKOMEHJAIMK  CHEelNUaJucToB ObUT  pa3paboTaH
KOMIUIEKCHBIH ~ TUTaH ~ OOCJIEIOBaHUSA,  JHETOJIOTMYECKOTO  COMPOBOXKICHHS U
HYTPUTUBHOW monJepxkku s Bcex gered ¢ BBD. Ilpu nonareepxknenHoit I[1A
MIPOBOAWIIACH UHIMBUyAJIbHAS TUETOTEPAIHS C YU€TOM BBISBICHHON CEHCHOMIM3AIINU
Y IPUYMHHO-3HAYMMOTO aJUIEPTE€HA, YTO OMPEACISIIO NAIBHEUIIYIO TAKTUKY BEICHUS.
[Ipy  BBIIUCKE  POJWTENN/3aKOHHBIE  MPEJACTABUTENM  MOJyYald  MOJAPOOHbIE

PCKOMCHAAIWHU 110 OPraHU3alliuy ITNTAHUA pe6eHKa.

6.1 TakTnka BCACHHUA )IeTeﬁ C BPOKIACHHBIM 6yJIHe3H])IM INMUACPMOJIN30OM H

NUILEeBOH ajliepruen

Benenue nereit ¢ ycranoBineHHOMl I[[A mpoBOAWMIOCH COracHO CTAHAAPTHOMY
npoTtokoisry JiedueHus: [IA, peKoMEHIOBaHHOMY MEXIYHAPOAHBIMU M POCCUHUCKUMU
KIMHAYSCKUMH  pekoMmeHnmammsmu  [5,9,82].  I[lpuyriHHO-3HAYUMBIE  MPOIYKTHI
HCKJIIOYAINCh W3 pallMOHAa MUHUMYM Ha 6 MeC. Y4uTbhiBass OTCYTCTBUE B aHAMHE3€
OCTPBIX CHCTEMHBIX pEaKIMii Ha MHIeBble OENKW B HAOIIOJAaEMON Tpymme IeTeH,
MPOJOKUTEILHOCTh STMMHUHAIIMOHHON JMEThl HE MpeBbIIaia 12 Mec, mociie 4ero
MPOBOJIAJIOCH TUArHOCTUYECKOE BBEJICHUE MCKIIOUYEHHBIX MPOAYKTOB MOJ KOHTPOJIEM
IIEPEHOCUMOCTH.

[Ipu cocTaBiaeHUH SIMMUHALIMOHHOTO pallMOHAa JETSIM B KayeCTBE OCHOBBHI ObLila
Ha3HayeHa Hecnenuduueckas TUMOAJJIEPreHHas [ueTra. Takke OrpaHu4YUBaIUCh
MUIIeBble OCNKH, K KOTOPHIM ObLTa BBISBICHA CEHCHOWIM3alMs 2 Kilacca W BHIIIIE,
YUYUTBIBAS «HACTOPOKCHHOCTh» HMMYHHOM CHUCTeMBbl U 10T mposiBaeHui [TA y
JTaHHBIX JIETEN B CTApLIEM BO3pACTE. B HEKOTOPBIX CilydasxX U3 palMoOHa JETe, TOMHUMO
MPUYUHHO-3HAYMMBIX OCJIKOB, TaK)X€ WCKIIOYAIUCh TPOAYKTHI C TEPEKPECTHOMN

PCAKTUBHOCTEIO. Hckmrouanucey u3 panroHa IPOAYKTEBI, COACPKAINNEC MCKYCCTBCHHBIC
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MUIIEBbIe T00aBKU (KpacUTENH, KOHCEPBAHTHI, IMYJIbraToOphl), OJIF0a CO CBOMCTBAMU
Hecrienupraeckux pazapaxutenen KKT.

Ha3nauaemas auera npeaycmaTpuBaia masilyo KyJIuHapHyto oopadboTky. Coctas
OCHOBHBIX MHTATEIBbHBIX BEHIECTB M JHEPreTUUYECKas LEHHOCTh THIOAJUIEPTeHHON
JTMEThl PACCUUTHIBATIUCH B COOTBETCTBUU MOBBIIIEHHBIM HYTPUTHUBHBIM MOTPEOHOCTSIM
pebenka, xapaktepubiM st BBD. Taxxke pgersMm npoBOAWIICS MOHHUTOPHUHT
HYTPUTUBHOTO CTaTyca ¥ II0 HEOOXOAMMOCTH — JOIOJHHUTEIbHAS KOPPEKITUs
HA3HAYCHUM.

[Io ucTeueHHto Cpoka SJIMMUHALMOHHOW IWETHI MPOBOJIWIOCH JAUATHOCTHUYECKOE
BBEJICHUE PAHEE UCKIIIOUYCHHOTO MPOJIYKTa B 103€ MEHBILIECH, YEM Ta, KOTOpas BbI3bIBaIa
peakumto. Ilpu OTCYTCTBHMM peakUHil CO CTOPOHBI KOXXM M OPraHOB IHUIIEBAPECHUS,

00bEM MPOYKTa YBEIUUYMBAIM B TIPE/eiIax MEPEHOCUMOMN JTO3bI.

6.2 TakTMka BedeHHUsl JeTell ¢ BPOXKIAEHHBIM OYyJUIE3HBIM JNHAEPMOJIH30M U
ajjiepruei K 0eJIKaM KOPOBbero MoJIOKa

[To maHHBIM CaMOOLIEHKH O CMMITOMAaxX MpPU YINOTPEOJICHUU MOJOYHBIX MPOIYKTOB
coobmanu 6 (11,1%) ponureneir maruentoB ¢ 1D u 20 (16,8%) c JIBD, dacte u3
KOTOPbIX Ha MOMEHT HCCienoBaHus cpopmupoBanu TonepaHTHOocTh Kk BKM. Ha
MepUoJI TPOBEJCHUSI MCCIEIOBaHUA 4YHUCIO JeTed ¢ mnoarBepxkaeHHo ABKM wu
HaJMYUeM peakiuil Ha OCJIKM KOPOBBErO MOJIOKA Ha TEKyIIui mepuoja cocraBmio 20
yenosek (16 nereit ¢ IbD u 4 pedenka ¢ [1b3). B nepuon nuarHoctuyeckon TUeThl U3
pauvoHa Jgered ¢ mogo3peHueM Ha ABKM wuckiroyanuch BCE  MOJIOYHBIE,
KMCJIOMOJIOYHBIE TTPOAYKTHI, CMECH Ha OCHOBE KOPOBBETO WJIM KO3HETO MOJIOKA, & TAKKE
roBsidHa (B T.4. TEJISTHHA).

B 3aBucCHMOCTH OT XapakTepa KIMHUYECKHX IIPOSIBIICHUM, a TakXkKe C ILEJbIo
HYTPUTUBHOW TMOJJEPKKHU, JETSIM Ha3HAyajJuch JieueOHbIE CMECH Ha OCHOBE
BBICOKOTHIPOJIM30BAHHOIO MOJIOYHOIO O€JIKa WM aMHUHOKHCIIOTHBIE cMecH Ha 6-12
MecC.

[Tanimentam ¢ HeTspKeNoW racTpouHTecTHHalbHOU (opmoit ABKM, , a Takxke

nanueHTaM C HETAXKCIIBIMU KOKHBIMU IIPOSABJICHUAMN HA, B Ka4YCCTBC CTapTOBOﬁ ObLIH
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HA3HAYCHBI CMECH Ha OCHOBE BBHICOKOTHIPOIM30BAHHOTO MOJIOYHOTO Oenka (n=8). [letn
C COYETAaHHBIMU KOXHBIMU U TaCTPOMHTECTHUHAJIBHBIMU TMPOSIBICHUSIMHU, a TaKkKe
H30JIMPOBAHHOM TSKEIOM TracTpouHTecTHHaIbHOU ¢opmoit ABKM, ocoOeHHo mnpu
HaJIMYUU TSDKEJIOW CTENEHU HEAOCTATOYHOCTU MUTAHUA, MOJy4adud aMHUHOKHCIOTHBIC
cmecu (N=12).

Pemienne Bompoca O paclIMpeHWM paldoHa NPOBOAMIIOCH Kaxkiple 6 Mec.
Pacummpenne panmoHa paccMaTpUBaIOCh — COTJIACHO — alNrOpUTMY — HEpexoja ¢
amuHOKUCIOTHOM cmecu [10]. JeTsiM, mojydaBIIMM aMUHOKHCIIOTHBIE CMeCH, Oblia
IPOBEICHA JHArHOCTHYEcKas Mpolda C BBICOKOTMAPONN30BaHHbIMU cMecamu (BI'C),
IIPY yIOBJIETBOPUTEIBHON MEPEHOCUMOCTH JIaHHAs CMECh Ha3Hayajlach HE MEHEE 4eM
Ha 6 mec. J[lnmsa nmered, momywaBmmx B kadecTBe craptoBoii BI'C, Obuia mpoBeneHa
JMAarHoCTUYecKass mpo0a CO CMEChI0 Ha OCHOBE YaCTUYHOTHAPOJIM30BAHHON cMecH
(UI'C, rumoamneprenHoir cmecu). [lpu ynosnerBoputenbHoOi mnepeHocumoct YI'C
COCTOSIHUE PACIIEHMBAJIOCh KaK YaCTHYHO CPOpMUpOBaHHasl ToJepaHTHOCTh K BKM u
pemancs BONPOC O MNPOJOJDKEHUM INpHEMa JaHHOM CMECH HWIM O Nepexole K
MIPOBOKAITMOHHON TTPOOE C MOJIOKOM.

Yepes 6 mec npu MOBTOPHOM OOCIIEIOBAaHUU CEMb JETEH YCIEIIHO MEPEBEIEHBI C
aMUHOKUCIOTHOU cmecu Ha BI'C. AMMHOKHCIIOTHYIO CMECh MPOJIOJIKIIM MOJIyYaTh 5
nereit ¢ Tsokenot BOH u Tsokensim Tedenuem BB, Ha UI'C ycnemHo nepeseneHo 7
neredl, a 1 peOEHOK pa3BWJI CUMOTOMBI MPOKTOKOJIUTA M ObUT BHOBb NEPEBEJCH Ha
0€3MOJIOUHYIO JIUETY.

Yepes 12—-18 mec nonHas tonepanTHocTh kK BKM Obuia chopmupoBana y 37,5%
nereii ¢ IbD (y 6 uz 16 nereii ¢ IBD u ABKM) u'y 75% nereii ¢ [1BD (y 3 u3 4 nereii ¢
[163 u ABKM). YacTtuunasi ToiepanTHOCTh Obla mocturnyrta y 43,75% nereit ¢ JIBD
(y 7 u3 16 nereii ¢ JIBD u ABKM) u 'y 25% nereii ¢ I1BD (y 1 u3 4 ¢ [IBD u ABKM).

6.3 Ouenka 3(pPeKTUBHOCTH IJIMMHUHANMOHHON JAUETHI Yy JeTeill ¢ NHUIeBOH
ajjieprueil ¥ BPOKJAeHHbIM 0yJJIE3HbIM 31TUIEPMOJIHA30M
[IpoBoamnace oleHKa AWHAMHUKWA TNpuOaBKU Macchl Tena, 3HadeHut THINC u

nokazareneii BAZ na ¢one auerorepanuu. OTMeueHa MONOXKHUTENbHAS JAMHAMUKA
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nokazarensst THINC B rpymnme namueHTOB, MOJHOCTHIO BBIMOJHSABIIUX JIEUECOHYIO
nporpammy (puc. 36). Anamu3 mnokaszareneit BAZ dyepes 1-2 mec Taxke mMoKazam

IMOJIOXKUTCIbHYIO JTMHAMHUKY.
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Pucynoxk 36. /[unamuka THINC na done mueroTepanuu y nereld ¢ BPOXKICHHBIM

OyJUIE3HBIM 3MUAECPMOIM30M U KOMOPOHUIHOM MUILEBOM ajieprue.

B pamkax seueOHONl [ueThl MPOBOAMIACH KOPPEKIUS palMOHA C YYETOM
HYTPUTHUBHOW  TOTpeOHOCTM  Kaxjaoro manueHta. Ha ¢one mnpoBoaumoit
AIIMMUHAIMOHHON JUEThl OOHApY)XEHO 3HAUYMMOE CHHXXEHHME HHJAEKCa aKTUBHOCTH
KJIMHUYECKUX TmposBiaeHuid BBD, mnpu >TOM 3HAYMMOro CHMKEHUS HMHJEKCa
pyOrieBaHus, Kak OoJiee CTAaTUYHOTO TOKa3arels, He oTMedanochk (puc. 37, puc. 38).

Cumxenne nokazatens EBDASI BappupoBano B nmamazone ot 5 mo 58 (cpemnee
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3HayeHue 22,9), YTo MOXKET CBHICTEIHLCTBOBATh O TIOJIOKUTEIBHONH JHHAMUKE.
CHmxenne Ha 9 6amnoB u OoJjiee CUMTACTCS MPU3HAKOM MOJIOKUTEIHHOU JMHAMUKH,

TOTI/Ia KaK yBeJnueHue Ha 3 Oaia u 6oJiee 00 OTpUILIATEIIHHON TUHAMUKH.

60,0

50,0 -
40,0 -
30,0 -
20,0 -
10,0 -
0,0 -

Jo s3numunanuonnoi 1uerbl Ha ¢oHe 3 IMMHUHAIIMOHHOM T1HeThI

= EBDASI
MOBPEKICHHE

® EBDASI
AaKTUBHOCTh

Pucynox 37. JluHamMuKa CpeIHETO IMOKA3aTeNsl CTCIICHU TSKECTH KIMHHYECKUX
NPOSIBIICHUH BpOXkIeHHOTO Oysute3noro snuaepmonusa (EBDASI) y nereit ¢ npocroit

dbopmoit 3a001eBaHNs U TTUIIIEBOM aJlJIepruei.

180,0
160,0 -
140,0 -
]
1200 - EBDASI
MOBPEKICHUE
100,0 -
m EBDASI
80,0 - TUBHOCTDH
60,0 -
40,0
20,0 -
0,0 -
Jo s3numunauuonHoi n1uerbl  Ha poHe IMMUHALIMOHHOM AHETHI

Pucynok 38. /luHamuka cpeqHEro mokas3areisi CTENeHU TSHKECTH KIMHUYECKUX
HpOSIBIICHUN BpOXKIeHHOTO OyiuesHoro smuaepmosmsza (EBDASI) y nereit ¢

nucTpoduueckor opMoil 3a001eBaHMs U MULIEBON ajlieprue.
94



BroisiBnenne IIA u mepcoHanm3upoBaHHBIA MOMOOpP palHoHa CHOCOOCTBOBAIU
OBICTPOMY  YIIYYILIEHHIO COCTOSIHUA KOXHM, YTO CTaJl0 BO3MOXXHBIM Oiarojaps
WCKIIFOUEHUIO U3 TUTAHUsI OCHOBHOTO MPUYUHHO-3HAYUMOTO OelKa.

B kauecTBe KIMHUYECKOT0O IpUMeEpa MPUBOAUM CIIEAyIolIee HAOII0IEHUE.

Onucanue KIUHUYECKO20 CYyUas.

JHleBouka, ¢ 9 mec. HabmomaeTcs B otneneHue aepmatosoruu OI'AY «HMUILL
310poBbs Aeteii» M3 P®. [Toctynuiia BoepBble ¢ AMATHO30M: BPOXKICHHBIN OyJIIIC3HBIN
sanuAepMoin3. Ha ocHOBaHWYU KIMHUYECKOW KapTUHBI MPEATNOI0KEeHa JUCTpoduyecKas
dbopma 3aboeBaHuUs.

N3 aHamHe3a U3BECTHO, YTO AuarHo3 BBD ObL1 ycTaHOBJIEH B MEpBbIE JHU >KU3HU.
Ha rpyaHom BckapMmIIMBaHHWE HaxOAWIACh 10 2 HEAENb JKU3HU, 3aT€M IEpEBEAcHA Ha
HMCKYCCTBEHHOE BCKapMJIMBAHUE MOJIOYHBIMHU U TUMOAJUIEPIEHHBIMU CMECSIMU, Ha (hOHE
KOTOPBIX MEPUOANYECKH OTMEYAIIOCH CPBITUBAHUE.

C 3 Mec KOXKHBII IPOLIECC TPOrPECCUPOBAI, MOSBUIUCH SPUTEMATO3HO-CKBAMO3HBIE
BBICHITIAHUS, YCHJIWICSA 3yJ, OTMEYaloch cHmkeHue ammeruta (puc 39). OmHako
YXYAIIEHUE COCTOSHUS KOXKHU CBSA3BIBAIA TOJIBKO C OCHOBHBIM 3a00JIEBAHUEM.

B 9 mec BniepBbie Obl1a rocnutanu3upoBana B ®I'AY «HMUL 3n0poBbst netein» B
TSDKEJIOM COCTOSIHMHM, BSJIasi, C YMEPEHHOU HEAO0CTaTOYHOCThIO nutanus (Z-score WAZ
-2,05, HAZ 051, BAZ -2,52), a deHoTunuueckas KapTuHa 3a00JICBaHHS
coorBercTBoBasia JIbD. Ha ocHOBaHMM JaHHBIX aHAMHE3a W AJUIEPrOJIOTMYECKOIO
oOcJeIoBaHMsl yCTAHOBIIEHa MHOXKECTBEHHAs MUIIEBasi CEHCUOMIN3aIMs, B TOM YHUCIIE
BBICOKHE, OYEHb BBICOKHME U MpENeSbHO BbiCOKHE ypoBHHM SIQE k Mosoky, sifiiam u
rioTeHy.  Yposenb oOmero IgE> 3000 En/mn. Hasnauena pauarHocTudeckas
AIUMUHAIIMOHHAS JIHE€Ta C HUCKJIIOYEHUEM IMOJ03PEBAEMBIX aJUIEPreHOB (MOJIOYHAs
cMecCh, OBCsSIHKA, sifiia). Ha goHe nuetsl Obls1a OTMEUYEHA BBIpaXKEHHAS MOJIOKUTEIbHAS
JMHAMHKA CO CTOPOHBI KOYKHOTO MPOLECCa U YIYUYIICHHUS alleTUTa.

Pebenky Oblla Ha3HaueHa AaMHUHOKHMCIOTHas CMeChb M JieuyeOHas Juera cC
UCKJIFOYEHHUEM TMPUYMHHO-3HAUYUMBIX TMPOIYKTOB. Ha ¢oue neueOHON AuETHI
HaOJI0JaNICsT BRIPAKEHHBIN MOJIOKUTETbHBINA 3(PPEKT CO CTOPOHBI KOKHOTO MpoIiecca U

HYTPUTUBHOIO cTaTyca — mnpubaBka B Bece coctabmia 380 1 (8 r/kr/cyT) 3a 7 nuei. I1o
95



pe3yapTaTaM IPOBEACHHOTO FTeHETUUECKOTo 00cae10BaHus Oblia BISIBICHA BapHallHs B
reie KRT14, kotopasi cooTBeTCTBYeT MmpocToil popme 3aboneBaHus], B CBSI3U, C YEM

OCHOBHOM JIMarHo3 OblI IEpECMOTPEH.

Pucynox 39. [IposiBieHus: MUIIEBOIN a/IEPTUH Y IEBOYKHU C TPOCTHIM OYJUIE3HBIM

I ACPMOJIN30M.

B Bo3pacre 3-x ser mamueHTke OblIa TpOBEIEHAa IPOBOKAIIMOHHAS Mpoba ¢
WCITOJIb30BAaHUEM CMECH Ha OCHOBE YacTHYHO Tuaposm3oBaHHoro Oenka (YI'C). Ha
OCHOBAHMM OTPUIIATEIBHBIX PE3yJIbTaTOB MHUIIEBOW MPOBOKAIMOHHONW TpoOsl ¢ UI'C
pebeHOK OBl MepeBelieH Ha JMETy C UCIOJIb30BaHUEM JaHHOM cMmecu. Uepe3 6 mec
1ocJjie MPOBEACHUS MPOBOKAIMOHHOW MPOOBI MOJIOKOM, B palMOH OBbUIM BBEACHBI
KHCIIOMOJIOUHBIC TPOAYKTHl. K 5 romam pamuioH neBOYKM OB pacliupeH 3a cyer
BKJIFOUEHUS] OE3TIIOTEHOBBIX Kalll, Pa3JIMYHbIX BUAOB MSCHBIX OJFOJ, KUCIOMOJIOYHBIX
IPOAYKTOB B OTPAaHUUYEHHOM 00bEME.

[Tpu moBTOpHOM OOCHENOBaHUM OOJIHLHOM B BO3pacTe 5,5 et Ha poHE MPOBOIUMOI
KOMIUJIEKCHOM  TE€palmuy  KOXXHBIM  TMATOJOTMYECKUH  MPOLECC  PErpeccupoBall,
HYTPUTHBHBIA cTaTyc HOpManm3oBajics (Z-score WAZ 0,36, HAZ 0,88; BAZ -0,26).
Coxpansuiuch  Bblcokhe ypoBHM [IgE Kk nmmieBsiM  OeiakaM, HECMOTpsl Ha

SJIMMUHAIIMOHHYIO JTUETY.
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B 7 ner nesouka mnepenecma COVID-19 B merkoit d¢opme, mocie dero
BO30OHOBWJIMCh PEAKIMM HA pPaHEE HUCKIIOYCHHBIE MPOAYKTHI, KOTOPBIC YK€ OBLIN
BBEJICHBI B PAIIMOH B CBSI3U C JOPMUPOBAHUEM TOJEPAHTHOCTU. TaKkke MOSBUIUCH 00N
B JKHMBOTE, TEpUOAWYECKAass pBOTA, IMOMNEPXHWBAHHUE, 3aTPYJHCHHUE TPOXOKICHUS
MUIIEBOT0 KOMKA. PoIuTEIsIMI caMOCTOATEIFHO OB OTpaHUYCH paIlioH pedeHka Jo 4-
X TpoaAyKToB (kKapTtodenb, O€3rIIOTEHOBas Jiamilla, CBUHWHA, Tpylia) — C
MOJIOKUTEIIBHON TMHAMHUKOW, HO OTMEUYAJIach NOTEPs Beca. B 3TOM ke Bo3pacTe cranu
O€CIOKONTHh BECEHHHUE CUMIITOMBI aJUIEPITHUECKOTO PUHUTA U KOHBIOHKTHBUTA.

[To pe3ynpTaTamM MOBTOPHOTO aJUIEPTOJIOTMUECKOTO 00CIe0BaHNs ObLTO BISIBICHO
paciIMpeHre CIeKTpa CEHCHOWIM3aluu 3a cueT nuiieBbiX (puc. 40), MbUIBLEBHIX,

OBITOBBIX ¥ SMHICPMAIbHBIX IPYIII aJJIepreHoB (puc. 41).

AuuHblii Genok Gald1 OBoMykoMz 8,8 ISU-E I
Gald2 OsansbymmH 44 ISU-E ]
Gald3 KoHansbymuriosoTpaHcheppuH 22 ISU-E I
AWYHBIA ¥enTok/kypuHoe maco  Gald 5 NVBETUHICHIBOPOTOUHIA 55 ISU-E [
ansbymmH
KopoBbe Monoko Bosd 4 Anbtha-nakransbymmH 1,9 ISU-E
Bosd 5 Bera-naktornobynmH 0,9 ISU-E
Bosd 8 KazemH 1,5 ISU-E
Bos d lactoferrin -~ TpaHctheppuH 32 ISU-E
Opex kewwbto Anao?2 Benok xpaxexus, rnobynmH 118 3,9 ISU-E
JlecHoi opex Cora9 Benok xpaHeHus, rnobynuH 118 31 ISU-E ]
["peLKni opex Jugr2 Benok xpaHexus, rnobynuH 78 1.8 ISU-E
Apaxvic Arah1 Benok xpaHeHus, rnobymH 7S 98 ISU-E .
Arah? Benok xpaHeHna, anbbymuH 25 29 ISU-E [
Arah3 Benok xpaHeHus, rnobynuH 11S 26 I1SU-E [
Arah6 Benok xpaHeHus, ansbymuH 28 27 ISU-E [ |
Coegele Bobb Glym5 Benok xpaHenus, 6eta- 49 ISU-E
KOH MMLHMH
Glym$6 Benok xpaHeHns, MuLMHIH 34 ISU-E [
MNwernua Tria 19.0101 Owmera-5-rnuaamH 3.3 ISU-E
TriaaA_Tl Anbha-amunasa / MHrMouTop 6,1 ISU-E
TpUNCUHA
Kuneu Actd 1 LiuctemHoean npoteasa 3,3 ISU-E

Pucynok 40. Pe3ynbrarhl amieprolormueckoro oOCIEAOBAHHS. CEHCHOWUTU3AIMS K

OCHOBHbBIM BI/II[OCHGI_[I/I(I)I/I‘-IHBIM MU CBBIM KOMIIOHCHTaAM



Mbinbya nepeBLEB

Bepesa Betv 1 Benok PR-10 33 ISU-E I
AnoHckuin kegp Cryj1 MexTat-nuasa 0.4 ISU-E
MbiNbLa MachUHbI Olee? BeTa-1,3-rniokaHasa 2.3 ISU-E [ |
MMbinbLa CopHbIX pacTerui
MocTeHHWUa anTevHas Parj2 Benok-nepeHocHUK NUNUA0B 1,1 ISU-E [ ]
(nsLTP)
XueotHoe
Cofara Canf1 JlunokarniH 28 ISU-E [
Canf2 TunokanH 33 ISU-E I
MNowags Equc1 JlunokaniH 9,3 ISU-E [ ]
Kotwuka Feld4 TurokanuH 75 ISU-E I
Mblb Mus m 1 JunokanuH 472 ISU-E [ ]
Mnecexb
Alternaria Alta1 Kucnblii FankonpoTemH 79 ISU-E ]
Altab SHonasa 7.2 ISU-E [
Knew
B. tropicalis (knewy gomaluHen Blot5 Tpynna kneweit 5 5,9 ISU-E [
Mbln)

PucyHnok 41. Pe3ynbTaThl aJuieproorniyeckoro 00CiaeIoBaHus: CCHCUOMITHM3AIIHS K

OCHOBHBIM BI/II[OCHCI_[I/I(I)I/I‘IHBIM peCIUpPaTOPHBIM KOMIIOHCHTAM

PHC)’HOK 42. KoxxHble IIPOABJICHUSA HPIIIICBOfI aJjJIcprum 1 BPOXKICHHOTO

OyJUIE3HOTO AMHIESPMOIIN3a Y JEBOUKH C IPOCTOM (hOopMOii 3a00IeBaHUSI.
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B Bo3pacrte 8 ner, npu ouepenHoit rocnuranuzanuu B PI'AY «HMMUL] 310poBbs
JeTel», HAa OCHOBAaHUU SPKOM  KIMHUYECKOW KAPTUHBI W OTATOLIEHHOTO
ajuieproaHaMHe3a ObUT 3amoJio3peH 203uHO(HMIbHBIA 330¢arut. [lo pesynpTaTam
SHJIOCKOTIMYECKOTO HCCJICAOBAHMUS OBLIM BBISBICHB TPU3HAKA S03WHO(DHIBHOTO
330(aruTa, XapaKTepU3YyIOIIMECS BBIPAKEHHBIM OKCCYJaTUBHBIM  HAJIeTOM Ha
CIIM3HUCTON MHIIEBO/IA, CIA0bIM OTEKOM W HErTyOOKOW MPOJOJBLHON HCUEPUYCHHOCTHIO
CIIM3UCTOI 000JIOUKH, YTO cOOTBETCTBOBANIO 4 Oayutam no mkaine EREFS. Taxxke Obu10
MPOU3BEJICHO B35THE OMOIICHM, OJIHAKO KOJUYECTBO OMOMATaTOB OBLIO OIPAHUYEHO B
BHUJIy OCOOCHHOCTEH OCHOBHOTO 3aboseBaHusa. B ¢doTodukcanuu rucToIOrHIECKOTO
npernapara ObLIM  OOHAPYKCHBI MEKIMHUTEIUATBHBIE CKOIUICHUS Y03WHO(IIIBHBIX

IPaHyJIOLUTOB B KonmyecTBe 15-17 B mosne 3penus npu yBenuuenun x400 (puc. 43).

Pucynox 43. IlpuszHaku 5303uMHODHIBHOTO 5d30¢aruTa: a) SHIAOCKOIMHYCCKUE
(E2ROEL1F1S0 - 4 6amna); 6) ructonorundeckue (6oaee 15 303uHO(HUIOB B TOJIE 3pEHUS
npu yBenmueHuu x 400)
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JleBouke Ha3HAuYeHA KOMIUICKCHAs Teparusi, BKIOYAIONIAs BS3KUN OYIeCOHU]
(oral viscous budesonide), wHrHOWTOPHI TPOTOHHON TIOMIIBI, WHAWBHIYaTbHYIO
SIMMUHALMOHHYIO THETY U aMUHOKUCIOTHYIO cMech. Ha (oHe mpoBomumoii Tepanuu
OTMEUAJIaCh TOJIOKUTEIbHAS JMHAMHUKA. CHMITOMBI JTUC(arud KymUPOBAIUCH,

HOPMAaITU30BAIIMCH TTOKA3aTeNIN HYTPUTUBHOTO cTaryca (puc 44).
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Pucynox 44. JluHamMuka HYTPUTHUBHOTO cTaTyca peOeHKa C BPOKIECHHBIM
OyJUIe3HBIM 3MHIEPMOJIU30M, KOMOPOUIHON MUIIEBON ayyieprueid U 303MHOPUIBHBIM

a30(aruTom

[IpencraBien penkuil (He ONMMCaHHBIA paHee B MUPOBOM JIUTEpAType) KIMHUYECKUM
cliyyail KOMOpPOMIHOTO TEYEHUs ABYX TSKENbIX peAakux 3adoseBanuii — BBD u
n03uHOPUIBHBIN 330¢arut. Beaenue manueaToB ¢ BED m koMopOHMIHON MaToI0THEH,
B TOM 4YHCIIC [|2-aCCOIMUPOBAHHOM, SIBISETCS JOCTAaTOYHO CIIOKHOM 3adadeil s

Bpaueil, W OCHOBHOW TNpHUHIMII BeaeHUd nanueHToB ¢ BBD 3akmouaercs B
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MYJIbTUAUCUAIUIAHADHOM ~ NOAXOAE K  JICYEHHMI0O W NEPCOHAIUM3UPOBAHHOU
JIETOTEPAUU.

OnucaHHBIM KIMHUYECKUM Cilydall JEMOHCTPUPYET, YTO MHMINEBas aJuIeprus,
aTOMUYECKUI EPMATUT, 303UHOPUIBHBIN 330()aruT MOTYT yTsKenaTh Teuenue BbD u
BJIMSITH HA €r0 (PEHOTUIINYECKYIO KapTHUHY.

Takum o00pa3oMm, Ba)XHO TPOBOJAUTH MOHHUTOPHUHI U  CBOEBPEMEHHYIO
KOPPEKTUPOBKY pamoHa jaersM ¢ BBD B 3aBUCMMOCTH OT BO3pacTa, TSKECTH

3a00JIeBaHUS U HAIMYHKS COMYyTCTBYIONIEH KOMOPOUIHOM MATONIOrUH, Takou kak [TA.
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3AKJIIOYEHUE

BpoxxneHHbld  OyJUI€3HBIA  AOUAEPMOIN3  MPEACTaBIseT  CcoOOM  rpynmy
IeTePOreHHBIX, TEHETUYECKH OOYCIOBJICHHBIX 3a00JEBaHUM, XapaKTEepPU3YIOUIUXCS
XPYIKOCThIO KOXH, OOpa3oBaHUEM IIy3bIpedl M HpO3Ud HA KOXKE U CIU3UCTBIX
000JIOYKax B OTBET HAa MHMHHMMaJIbHOE MeXaHHuyeckoe BoszaeicTBue. KimHuueckue
nposiBiicHuss BBD muMpoko BapbUPYIOT, OT JIOKAJIW30BAHHBIX JO TIE€HEPAIU30BaHHBIX
my3bIpeil Ha KOK€ M CIU3UCTBIX 00OJOYKax, a TaKK€ MOTYT BKIIIOYATh MATOJOTHIO
MHOTMX BHYTPEHHUX OpraHoB. BBD sBiseTcs MOTEHUHAIBHO OMACHBIM ISl >KU3HH
3a00JIeBaHUEM C IIMPOKUM CIIEKTPOM BHEKOXKHBIX MPOSIBICHUH, YTO JIE€NAeT €ro
CJIOHBIM MYJIbTUCUCTEMHBIM 3200JIEBAaHUEM.

Hapymienne koxHoro Oapbepa, MOBBIILIEHHAs TpaHCAMHAEpMalibHas MOTEPs] BOIbI,
MMMYHHAsl JUCPETYISLHNSA, XPOHMYECKOE BOCIAJCHWE W HAJW4YUEe aJUIEPTUYECKUX
3a00JIeBaHUH, TaKUX KakK MUIIEBas aJJIeprusi, YCIOXKHSIOT JedyeHue 00iapHbIX ¢ BED 1
MOTYT TPUBOAMTH K YTSDKEICHUIO TEUeHUs OOJIe3HH U 3aMETHOMY YXYIIICHHIO
Ka4yeCTBa >KU3HU MAIMEHTOB. TOUYHBIE NaHHBIE O NMUILEBOM amepruu y aered ¢ BbD
OTCYTCTBYIOT, OJIHAKO €€ BBISIBIICHUE SIBJIETCS BaKHBIM (DaKTOPOM sl ONTUMHU3ALNUU
JICUECHHUSI IETEH C ATUM TSKENbIM 3a00JI€BaHUEM.

Jnst  pemieHus JAaHHOW — MpoOOJEeMbl MBI TPOBENIM  MOJAPOOHBIM  aHAIH3
neuaTpUuecKod KOropThl MalMeHToB ¢ 1ByMmMs (opmamu BBED, ynenuB ocoboe
BHUMaHHE MpoOJieMaM MUILEBON CEHCUOMIN3ALMU U alNIEPTHH.

B xone uccienoBaHus ycTaHOBJIEHO, YTO sl Aeteid ¢ BBD xapakTepHbl BbICOKHE
ypoBHH tIgE, B TOM uuncne npu OTCYTCTBUM JAHHBIX 3a ajljlepruueckue 3a00JIeBaHMUs.
[ToBbiiennsie ypoBHU tIgE B chiBOpoTKE KpOBH ObUIM 3apeructpupoBaHbl B 65,5%
CJIy4aeB y TAIMEHTOB C MIPEUMYIIECTBEHHO TsoKeNnbIM TeueHueM JIbD. Y 6ompabIx 16D
noBeilieHHbIe ypoBHM tIgE nHaOmomanmucs B 37% cnydaeB. BrisgBiena cumibHas
KOppEJSILIMOHHAs CBSA3b MEXAY ypoBHEM tIJE M TsKeCThIO KIIMHUYECKHX MPOSBICHUMN
BBD. V nereii ¢ [IbD oTMeueHa TEHAEHLHS K SKCIOHEHLIHUAIBHOMY YBEIUYECHHIO
koHueHTpanuu tIgE ¢ Bo3pacToMm mpu cpeaHeM ypoBHE KOHUEHTpAalUH, 3HAYUTEIbHO

MIPEBBINIAIOIIEM BO3PACTHBIE PePEPEHCHBIC 3HAUCHUS.
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Onpenenenne ypoBHer sIgE k Hambomee pacmpoCTpaHEHHBIM THUIICBBIM
ajiepreHaMm ObUIO MPOBEJIEHO y BCEX BKJIIOYEHHBIX B UCCIEIOBAHUE JIETEH, XOTSA OBl
OJIMH pa3 3a nepuona HaOmoaeHus. Cpenu 60npHBIX J[BD moBwimienHbie ypoBHU SIQE
ObuH BBISIBIICHBI ¥ 37,8% manmenToB (N=45), a cpeau nereit ¢ [1BD - y 22,2% (n=12).
N3 Hux y tpex aereit ¢ JAbD u aByx nereii ¢ 16D Obu1 AMarHocTUpoBaH aTOMUYECKUM
nepmaTtuT. B mopaBmisitomieM OOJBIIMHCTBE ciydaeB ypoBeHb SIQE k mnwuimieBbiM
aJlJIepreHaM HaxXOJHJICS B IpejeiaX OT HU3KOro JI0 yMepeHHO Bbicokoro kimacca (I-111
k). Cpeau 6onpHbIX BBD Hambonee pacnpocTpaHEHHBIMH aJUIEPTe€HAMHU U3 TPYIIIbI
JKUBOTHOTO MPOUCXOXKACHUS ObUIM MOJIOKO W sfiflla, a W3 TPYINIbl PACTUTEIBHOTO
NPOUCXOXKJEHUsT - OaHaH, s050ko, rpyma. Bo3MoxHo, Takoil mnpoduib
CEHCUOWJIM3AIMU CBSI3aH C YacThIM YHOTPEOJICHHEM JIaHHBIX MPOJYKTOB. YUHTHIBAS
OOILIHOCTh MATOJIOTMYECKOr0 Ipoliecca, Jiexamero B ocHoBe Bcex ¢opm BBD u
XapaKTepU3yIMIerocs: TUCHyHKIMEH KAIMEYHOTO U KOKHOTO 6apbepa, BO3PacTaeT PUCK
MOTEPU TOJIEPAHTHOCTH K YaCTO YIMOTPEOIIEMBIM MTPOTYKTaAM.

AHaJIN3 XapakTepa CCHCUOMIN3AlMKU B 3aBUCUMOCTH OT BO3pacTa IMokas3aj, 4yTo JJis
JIeTEel paHHEro BO3pacTa XapaKTepHAa CEHCHUOWIM3aIusi K OelKkaM >KUBOTHOTO
MPOUCXOXKJIEHNUA (MOJOKO, fiflla), TOTJa Kak B CTapuieil BO3pacTHOM KaTeropuu
npeBaIpoBalia CeHCUOMIM3anus K OelkaM PacTUTEIbHOTO MPOUCXOXKIACHUS, YTO HE
HCKJIIOYAJIO  BO3MOXKHYK)  IIEPEKPECTHYIO PEAKTUBHOCTH C  PECHUPATOPHBIMU
ajuiepreHaMu 1 TpeOyeT JaIbHEHIIero u3y4eHus BOIpoca.

Oco0oe BHUMaHUE 3aCTy>KUBAET CICAYIOMIUMA BBISIBICHHBIN (akT: y mereit ¢ IO c
BO3PACTOM  HAONIOJAETCS  3HAYMTENbHOE  YBEJIIMYEHHE  4YacTOThl  BBISIBJICHUS
CEeHCUOUIIM3AIMHY, YTO HE XapakTepHo ais nereit ¢ [IB3. Drta Haxoaka moauyepkuBaeT
naToreHeTuyeckyro auHamuky JIbD, xotopas TpeOyeT malbHEWIEro MCCIEeIOBaHUS U
MOXET UMETh BaXHOE 3HAUYEHUs [JIs1 pa3pabOTKU CTpaTeruud JOJITOCPOUYHOTO
HAOJIOICHUS U JICUCHUS TAKUX JCTEH.

Hannume mnummeBoil ceHCHMOWMIM3alud HE BCETJla COYETAETCS C KIMHUYECKHUMHU
MPOSIBJICHUSIMU  MUINEBOM ajjiepruv, W HamnpotuB, I[IA, kak HeOIarompusiTHas
KJIMHUYECKasi UMMYHOOITOCPEIOBAHHAA PEaKUUsl Ha MUILY MOXET MPOTEKaTh KakK IO

IgE-onocpenoBanHomMy MexaHu3my, Tak U He-lgE-omocpenoBanHoMmy mexanusmy. Ha
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OCHOBAHHH JTAHHBIX aHaMHe3a, IIPOBEIEHHOIO anneprooOcie10BaHus,
JUAarHOCTUYECKOM JJIMMHHALMOHHOM JHMEThl, MNPOBOKALMOHHON MpoObI, MHIIEBas
aieprust Oblia yctaHoBiieHa y 16 % cpenu nereii ¢ auctpoduyeckoit popmoit u 13%
cpenu aeter ¢ mpoctoit popmoit 3aboneBanus. Cpeau nererr ¢ komopoumanon 1A IgE-
orocpenoBanHas Gopma nuarHoctupoBana B /9% ciyuaes npu JIbD u B 43% ciiyuaeB
npu [163. [Ipu 3ToM OCTpBIX alJIEPrUYECKUX peaklvii Ha MUIIEBbIe OCJIKU y JTaHHBIX
neteit He 3apeructpupoBano. He-IgE-onocpenosannas dopma I1A cpenu aereit ¢ BB
u komopouaHoi 1A Obuna ycranosiena B 21 % cinydaes nipu ¢ JIbD u B 57% ciiydaeB
npu I[16D.

bBKM sBnsiuch KIIMHUYECKU BEAYIIMMHU AJUIEPT€HAMHU PAHHETO JETCKOTO BO3pacra
B obOeux rpymnmnax. Illupokoe pacmpocTpaHeHHE MOJOYHBIX MPOJIYKTOB Yy JieTel
0OyCIIaBIMBAET YaCThIi KOHTAKT ¢ ayiepreHamu bKM, B T.4. U3-3a BBICOKOM 4acCTOTHI
MCKYCCTBEHHOTO BCKapMJIMBAaHUS C UCIOJIb30BAHUEM MOJIOUHBIX CMECEH, XapaKTEPHOM
g gereit ¢ BED.

OCHOBHBIMHM KJIMHUYECKUMH TposiBiieHUsM [IA y nereld B obeux rpymnmax Obuin
KOKHbIE CUMIITOMBI. He HCKITI0UEHO, YTO 4acTOTa TaCTPOUHTECTUHAIBHBIX TTPOSIBJICHUN
[TA B NEWCTBUTENBHOCTH MOXKET OTJIMYATHCS OT MOJYUYCHHBIX HAMH PE3yJbTaTOB U
ObITh BBINIE M3-3a CJIOKHOCTEH TMpu HHTEpHpeTanuu U auddepeHIIupOBaHUH
raCTPOMHTECTUHAIBHBIX CUMITOMOB [IA 1 0OCHOBHOTO 3a00JIeBaHMSI.

BrisiBienne annepruu y nainueHToB ¢ BBD siBnsiercsa 0osee cioxHOM 3amayeit n3-3a
TSDKEJIOTO TIOPAaXEHUsSI KOXKM, YTO OTpPaHUYMBACT MPOBEICHUE psAna 00CieTOBaHUMN
(HampuiMep, KOJXKHBIC TPUK-TECTBhI), a TAaK)KE H3-3a BBICOKOH YacTOTBHI BBISBICHHUS
CEHCUOMJIM3AIMU K MUILEBBIM ajljlepreHaM. TOYHbIe TUAarHOCTUYECKHE MYTH, BKIHOYAs
JeTANbHBIA KIMHUYECKUN aHaMHE3 W DKCIEPTHBIN aHaju3, UMEIOT OOJIbIIOE 3HAYCHUE
JUISL  TIPEIOCTaBIIEHUS IEPCOHAIM3UPOBAHHBIX PEKOMEHJAUMHA M HCKIIOYEHUS
HEHY)XHBIX OTpaHWYEHUN y manueHToB ¢ BBD. DTo 0coO0eHHO Ba)XHO MpH MOI03PEHUN
Ha He-lgE-omocpenoBannyio I1A, xorma cuMnTOMBl HeCHEM(GUYHBI U COBIAAIOT C
0XXMJAEMbIMU TIPOSIBIICHUAMHU BHEKOXKHBIX ocinoxkHeHud BBD. Jlna pereir ¢
nuctpoduueckoir (opmoit 3aboneBaHUS BaXXHOWM HAXOAKOW SBISUIACH pa3TUdIHAs

BO3pacTHAasl JUHAMMKA MUILEBON CEHCUOMIN3ALUUH.
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Taxke HEIOOIICHHBAHUE TMOJMCEHCHOWIU3ANKA K THINEBHIM aJJIEPrTeHaM M ee
JaJbHENIIee HAPACTAHUE MOXKET IPUBOAUTD K HAPYLIEHUIO TOJIEPAHTHOCTH.

Bcem persim ¢ ycranoBineHHoM IIA Ha3zHauanmach JNMMUHALMOHHAs JHETA C
UCKIIFOYEHHEM NPUYMHHO-3HAYMMOIO aJJIepreéHa HEe MeHee 4YeM Ha 6 Mmec.
HecbanancupoBaHHOe MHWTAaHWE TIPU BBISBICHHBIX MHUINEBBIX peakuusax Ha (QoHe
MOBBIIIEHHON MOTPEOHOCTH B HYTPUEHTAX, XapaKTepHbIX it 0osibHBIX ¢ BB co3nmaer
pucCKH AeUIUTA MUTATEIHLHBIX BEMIECTB M YXYAIICHHUS HYTPUTUBHOTO CTaTyca JACTEeH C
BBD. IloaToMy mpu cocTaBieHUU >JIMMHUHALIMOHHON nueThl pebenky ¢ BBD u IIA
HEOOXOJIMMO TMPOBOAUTH TMOJHYIO KOPPEKLUMIO paluMoHa B COOTBETCTBHHM C
HYTPUTHUBHBIMU NOTPEOHOCTAMH peOEHKa, YTO B OOJBIIMHCTBE CIy4aeB JOCTUTAETCS 3a
CUET MCIOJIb30BaHUS JIEYEOHBIX CMEcei Ha OCHOBE BBICOKOTHIPOJIU30BAHHOTO
MOJIOYHOTO O€JIKa UM aMUHOKHUCIIOT. Takum 00pa3oM, B paMKax Halllero UCCIIEOBAaHUS
BIIEPBBIE B MHPOBOM TMpakTHKE OBLUT TPOBEICH aHalu3 JaHHBIX O [MHUIIEBON
CEHCUOWIM3AIMU U TUIIEBON a/lIepruu, COOpPaHHBIX HA PENpPE3CHTATUBHON BHIOOPKE
nereit ¢ BBD. [lonmyyeHnHble pe3ysbTaThl, OCHOBaHHbIE Ha oOcineaoBaHuu 173 nereit ¢
BBD, nonuepkuBaoT HE0OOXOIMMOCTh KOMIUIEKCHOTO MOJIX0/1a K PELICHUIO BOIPOCOB O
npoOJjieMax MUTAHUS U JICYCHUs THUINEBOM ajulepruud y JaHHOW TPYIIIbI MaIlMEeHTOB.
BaxxHo ynenuth oco00oe BHUMaHUE CTpaTeruu nepBuyHOM mpoduiaktuku 1A, B ToM
YUCie 3a CYET MEp IO MOAJAEPKKE IPYyIAHOTO BCKAPMIIMBAHUS, NPUBJICYb BHUMAaHUE
CHEIMAINCTOB, 3aHUMAIOIUXCI BeAcHHEM IanueHToB ¢ BBD K BBICOKOM uacToTe
nuieBoi ceHcubunmzanuu u [1A.

[lepconnduiupoBaHHble  aArOPUTMbl  JUATHOCTUKU  TIHILEBOM  aJUIEpTHH,
BKJIIOYAIOIINE JIETAIBHYIO OLEHKY JHETOJOTHYECKOTO M aJUIEProJIOTMYECKOrO
aHaMHe3a, TMPOBEJEHUE CHEeIUPUISCKUX JTA0OPATOPHBIX TECTOB, IMOCIEIYIOIIEE
MPOBEICHUE JUArHOCTUYECKOW AIMMHHALIMOHHOM JHMEThI, a TaK)X€ MOHUTOPUHI M
OLICHKAa HYTPUTHUBHOI'O CTAaTyca JAHHBIX JAECTEH, MO3BOJAIOT ONTUMHU3UPOBATH TAKTUKY
BEJICHUS 3TUX MAI[UEHTOB. JTO MOMOXET CBOEBPEMEHHO BBISIBIIATH U KOPPEKTUPOBATH
HEJIOCTATKM TUTaHUS, YTO OCOOCHHO Ba)XHO Il JeTed ¢ TshKeNbIMH (dopMaMu
3a0oneBanus.  OpraHuzanusi  MyJIbTUIUCHUIUIMHAPHOTO  MOAXOoAa  OOecreduT

KOMIIJICKCHYIO ITIOMOIIb U YJIYUYIIHUT KOOPAWHAIWIO JICYHCHHA ITallCHTOB.
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BbBIBO/JbI

1. Ha ocHoBanuu BeIsiBiicHUs Bapuanuii reHoB KRTS (25%), KRT14 (62,5%)
u PLEC (3,1%) mo naHHBIM MOJIEKYJSIPHO-TEHETUYECKOTO HCCIEIOBAHUS MPOCTast
dbopMa BpOXKIAECHHOTO OYyIJIE3HOTO SIMUAEPMONIN3a TUATHOCTHpPOBaHA y 54 MalueHTOB,
Opyu 3TOM B 7 cCllydasiX BBISIBICHO HECOOTBETCTBUE KIMHUYECKOTO (EeHOoTUrna u
TeHETHUYECKU TMOATBEPKIeHHONH QopMbl. Yactora ceHCHOMIM3AIMU K MHUIIEBBIM
ajyiepreHaMm B O3TOW rpymnne coctaBiasieT 22,2% U CTaTUCTUYECKH 3HAYUMO HE
OTIIMYAeTCs OT TPYNNbl CpaBHEHUs. XapakTepHA BbICOKAs YacToTa MHUIIEBOM
ceHcuOunm3anuu B panHeMm Bospacte (p=0,03) u cykeHue CreKTpa CeHCUOWIU3AIUU C
Bo3pacToM. Hambosee pacnpocTpaHEHHBIM aJIEPITE€HOM BO BCEX BO3PACTHBIX IPYIIAx
SBJISTIOTCSI OCJIKM KOPOBBHETO MOJIOKA.

2. Huctpoduueckas (opma BpOXKACHHOIO OyIIE3HOTO AHUAEPMOIIN3A,
acCcollMMpPOBaHHas ¢ nmaroreHHbIMU Bapuantamu B rene COL7A1, nonreepxaena y 119
nanuenToB. [IuieBas cencubunu3zanus B 9TOM rpyiie BbisiBieHa B 37,8% cinydaeB u
BCTpEYaeTCsl 4alle, YeM y JeTed ¢ MmpocToll (opMOM M JeTell TIpylibl CPaBHEHUS
(p=0,04). XapaktepHa Oojiee BBICOKAs 4YacTOTa CEHCHOWIM3AIMH K ITUIIEBBIM
ajuiepreHaMm B Bo3pacte crapiue 4 siet, noqucencuommmsanus (p=0,05; no cpaBHEHHIO €
MOHOCEHCHOUIM3aIel), pacliipeHrue CIeKTpa CEHCHOWIM3AaIlMd C  BO3PAcTOM.
HauGonee pacnpocTpaHeHHBIMU aJUIEPT€HAMH BO BCEX BO3PACTHBIX TPYMIaX SBISIOTCS
OCJIKH KOPOBBETO MOJIOKA, MIIEHUIIBI, sifila, 0aHaHa, cou. OCOOEHHOCTBIO SIBJISIETCS
BBISIBJICHUE ceHcHOUmu3anuu k auieprenam kusH (Act d1, Act d2), ocer (Vas5), uto He
UCKJIIOYAeT TPAHCKYTaHHBIN MyTh ceHcuOunm3aiuu. [loBeiiennsie ypoBHu ootero IgE
yare BCTPEYaroTes y AeTe ¢ auctpoduueckoit popmoii 3adoneBanus (P <0.000).

3. [MumeBass amneprust noarBepxkiaeHa y 15% Jnerel ¢ BpOXKIECHHBIM
Oymne3nbiM snuiaepmonanzom — B 13,0% wu 16,0% cioywaeB npu mnpoctol u
muctpoduueckoit ¢dopme coorBerctBeHHO. Jlons IgE-omocpenoBanHol mwmieBon
ayieprun  coctaBisieT 69,2% (y netedt ¢ mpoOCThIM OYJUIE3HBIM JMHACPMOIU30M —
42,9%, y nereii ¢ nuctpouueckuM OyJIIe3HBIM duepMoan3oM —78,9%), y aetelt ¢
TUCTPOPHUUECKUM OYJUIe3HBIM 3muaepMoian3oM fois IgE-onmocpenoBanHoOl NHIEBOM

aJlJICPruy 3HaYUMO BbIlIe, YyeM He-lgE-omocpenoBannoit opmel amtepruu (p=0,001).
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[Tpu obeux ¢gopmax BpOXKIAEHHOTO OYIIE3HOTO SMUAEPMOIIN3a MPEBAIUPYIOT KOKHBIE
NpOsIBJICHMs TUIIEBOM amieprun (69,2%), pexe BCTpeyaroTcs raCTpOMHTECTHHAIBHbBIE
(19,2%) u cmemannbie. OCTpble CHUCTEMHBIE AJUIEPrUYECKUE PEaKIMd Ha MHUIICBbIC
aJlJIepreHbl He OTMEYEHBI

4, Y  nanMeHToB € BPOXKACHHBIM  OYJUIE3HBIM  SIUJECPMOJIM30M U
YCTAaHOBJICHHOM TIMIIEBOM asuieprueil HaOmrogaroTcs Oojiee BBICOKHE IOKa3aTelu
CYMMapHOro Oajiia TshKeCTH OyJute3Horo snuaepmosnsa 1o mkaie EBDASI (p <0,05)
u 0OoJiee BBICOKHE MOKa3aTeau akTUBHOCTH 3yaa 1o mkaine BAII (p<0,05), nezaBucumo
or (¢dopmbel 3aboneBanusi. Mmeercs cuwibHas CBsA3b IOKa3aTeliel aKTUBHOCTHU
BPOXKJIEHHOTO OyJuie3Horo snuaepmonn3a mno mkaine EBDASI ¢ koHuentpanuei
oomero IgE cwBopotkm kpoBu (r=0,75; p <0,05). Cpemnue 3HaYCHUS
anTponiomeTpuueckux uHAekcoB (WAZ, BAZ, HAZ) y nereit ¢ auctpoduueckum
OyJUIE3HBIM SIUAECPMOIU30M U KOMOPOUIHON MUIIEBOM allIeprueil HuKe, 4eM y JeTei
0e3 MUIIEBOM aJlJIEpTUu.

5. Ha  ¢one  mnepcoHamu3upoBaHHOW  JAMETOTEpANUH,  BKIIOYaBIICH
MIMMHUHAIIMOHHBIA ~ PEXKUM W HYTPUTUBHYIO TOJJEPKKY C  HMCIOJIb30BAaHUEM
CHCIMAIM3UPOBAHHBIX TPOMYKTOB HA pa3HBIX JTalmax JUETOTEpaniu, y JeTed ¢
BPOXKJIEHHBIM OYJIJIE3HBIM SIUAEPMOIIU30M U THIIEBOM allJiepruei yaajaoch JOCTUYD
Ky[IUPOBaHUSI CUMIITOMOB THIIEBOMN ayuiepruu, cHwxkeHus 3yaa (p<0,05), cHmkeHUs
aKTUBHOCTH BPOXKJIEHHOTo Oyiuie3Horo smuaepmosmsa mo mkaire EBDASI (p<0,05),
VIY4IICHUs] HYTPUTHUBHOTO cTaTyca. Y JeTed ¢ AucTpoduyueckuMm OyIIe3HbIM
AMUEPMOJIM30M B OTJIMYHKE OT JeTel ¢ mpocToil (popMoii 3a00sieBaHusl, HE OTMEYAIOCh

3HaUMMOTO cHIKeHus SIgE k nuieBsiM OesikaM Ha (POHE TUMHUHAITMOHHON JUETHI.
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NNPAKTUYECKHUE PEKOMEHIALINUN

1. Ilpu cOope aHamHe3a JAeTed C BPOXKICHHBIM OYJUIE3HBIM SMHUACPMOJIA30M
cieqyer 0ojee TIATENIbHO COOMpAaTh aJJIEProJIOTMYECKUl aHAMHE3, IMOCKOJIbKY H3-3a
BBIPXEHHOTO TOBPEXACHUS OapbepHBIX CBOMCTB KOXKHU M CIU3UCTBIX O0OJIOUEK HUX
MO’KHO OTHECTH K IPYIIIE PUCKA [0 PAa3BUTHIO MUILIEBOM aJUIEPTHH.

2. VYuuTbiBasg MOBBIIIEHHBIM PHUCK pa3BUTHs MUIIEBOW aJJIEPTUU  CIIETYET
aKTUBU3MPOBATh MEpHI IO MOJACPKKE TPYAHOrO BCKAPMIIMBAHHS 3TOH KaTeropuu
NAIUEHTOB, PU HEOOXOJUMOCTH MCKYCCTBEHHOI'O WJIM CMEIIAHHOTO BCKapMJIMBaHMS,
IEJIeCO00pa3HO PEKOMEH/IOBATh TUIOAJICPTeHHBIE CMECH (Ha OCHOBE YacTUYHO
TUJPOJIM30BAHHOIO MOJIOUHOTO Oenka). [lpu Hanmuumum ceHcuOumM3anuu K OelKam
KOPOBBETO MOJIOKA, €IIe NpU OTCYTCTBHUM KIMHUYECKMX PpEaKIUA MOXKET ObITh
PEKOMEHIOBAHO UCIIOJIb30BaHUE Je4eOHBIX cMmeceit Ha OCHOBE
BBICOKOT'MJIPOJIM30BAaHHOTO MOJIOYHOI'O O€JIKa NI aMUHOKHUCIIOT.

3. JeTsM C YCTaHOBJIGHHOM ayjiepruel Kk OenkaM KOpPOBBErO MOJIOKA JIs
(dbopMUpOBaHUS MOJHOIICHHOTO palloHa HEOOXOAUMO HMCIOJIh30BaTh CMECH HA OCHOBE
BBICOKOT'MIPOJIM30BAHHOTO MOJIOYHOIO OeliKa UM aMUHOKHCIIOT, Ha 3Tare paciliupeHus
parroHa MOXET OBbITh MCIOJIb30BaHA CMECh Ha OCHOBE YaCTMYHO THAPOJIU30BAHHOTO
MOJIOYHOTO O€JIKa MoCye OTPULIATEIBHOIO Pe3ybTaTa OTKPBITOM MUILEBOM MPOOHKI.

4. Ilpu ocyliecTBICHUH HAPY>KHOM Tepamuu JETAM C BPOXKIACHHBIM OYIIE3HBIM
SMHUACPMOIIU30M CJIEIyeT y4YUTHIBaTh, YTO CPEICTBAa YXOJa, COJEpKallhe JaTeKc,
COEBbIE€ M30JISThl, MPOAYKTHl IMYEIOBOJCTBA, MOTYT MPUBOAUTH K TPaHCKyTaHHOU
CCHCHOMIIM3AINH K COJACPKAIIMMCS B HUX aJIJISPreHHBIM O€JIKaMm, U CIIOCOOCTBOBAThH B
JaNbHEUIIIEM Pa3BUTUIO MHUIICBOW aJNIEPTUU HA MPOIYKTHI, UMEIOIINE MEePEKPECTHYIO
PEaKTUBHOCTb.

5. Ins oueHkH 3PQPEeKTUBHOCTU TUETOTEpANUU y JAETeH C MPOCTHIM OYJIIE3HBIM
AMUIEPMOIIU30M PEKOMEHYeTCs MPOBOIUTH omnpexaeneHue ypoBHs SIJE B kpoBu B
JUHAMHKE, YTO TIO3BOJIUT OTCJIEIUTh W3MEHEHHE YYBCTBUTEIBHOCTH K IHIIEBBIM
Ooenkam. Y gerel ¢ IUCTPOPUUECKUM OYIUIE3HBIM SMUAEPMOIN30M, Y KOTOPBIX HE

HaOmogaeTcst 3HaunMoro cHuwxkeHus SIQE k mumeBbiM Oenkam Ha (oHe seueOHOMN
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AUCTOTCPAIINU, AJHAIHOCTHUYCCKOC BBCIACHHUC IIPOJAYKTAa BO3MOYKHO IIpHU OTCYTCTBHUU

OCTPBIX aJUIEPrUYECKUX PEaKINi, Jaxke eciid ypoBHU SIQE ocTaroTcst MOBBIIIEHHBIMU.
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HPUJIOKEHUSA

IIpunoxenne 1.

HNuaexe akTHBHOCTH U pyOueBaHusi 0yJuie3Horo snuaepmosausa EBDASI

(Epidermolysis Bullosa Disease and Scarring Index)

Ne nmarenTa:

Tun B3 Jlata / /

Bpewms crapra

Cexknus |: Koxka

AmnatoMmuyeckas o0J1acTb

Axmuenocmo 3a001e6anusn

3pO3uH/NMy3bIPH/ KOPKH

0 - oTCYTCTBYIOT;

1 - 1-3 ouara, Hu OHOTO >2 CM B IUAMETPE;

2 - 1-3 ouara, mo kpaiiaeir mepe 1 odar >2 cM B AuaMeTpe, HA OJJHOTO
> 6 cM B 1MaMeTpe;

3 - >3 o4aroB, HU OJTHOTO OYara >6 CM B JHAMETPE;

5 - >3 ouaroB, u/wH 10 KpaiiHel Mepe 1 odar >6 cM B AuaMeTpeE;

7 - >3 ovaroB, W/wim 1o KpaiiHeil mepe | ouar >16 cMm B quamerpe;

8 - BOBIIEUECHHE MTOYTH BCEH TOBEPXHOCTHU KOXKU;

10 - BoBJICUEHA BCS TOBEPXHOCTH KOKHU

Y

JIuto

les

I'pynnas ximerka

JKusor

Cnouna

SIroanIiel

Pyku

Kucte

Horn

Cromna

AHOreHuTaAIIbHASA 00J1aCTh

Utor

/120
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IHoepestcoenue

CKalbIl BOJIOCHCTAs YacTh
T'OJIOBBI

Anaromnueckas IlocTBOCHanuTens
Has Tloiikunon| Atpodus Munu
obacth Dpurema A ATPOG [uriexeparos Pyoiibt ™
rumnep-, epMust KOXU Bl
TUIIONUTMEHTALIUA
0 et 1na
Vim
JIuro
les
I'pynnas ximerka
JKusot
Cnouna
Srogunel
Pykn
Kuctb
Horn
Croma
AHOTreHUTAJILHAS
00JIacTh
[TpoMeKyTOUHBII
TOT
HUror /84
Cexuus |1: Ckanbn (BoJIOCHCTast 4aCTh I'0JIOBBI)
AKmuenocmp Ilogpestcoenue
IPO3MU/MY3BIP ITocTBOCHIAIUTEILHAS
U/ KOPKH rumnep-,
THNONUIrMEeHTaAlus UJInu PyouoBasi
IpUTEMA NPH pa3pelicHNnH | aJonenunst
oyara
WIN TMIIEPKepaTo3

0 - OTCYTCTBYIOT

1 - B 1 xBagpanTe

2 - B 2 KBaJIpaHTax
3 - B 3 KkBajpaHTax
4 - 3aHuMaroT 4 KBajipaHTa
8 - 3aHuMaroT 4 kBajpanrta ¢ louarom> 6 cMm
9 - BOBJIEYUCHHE TIOYTH BCEH MIJIOMIAIN BOJIOCUCTOM YacTh

T'OJIOBBI

10 - BoBI€UEHA BCS IUIOMIANb CKAJIbIIA

ITpoMexkyTOYHBIN UTOT

Hror

/10

120
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Cexkuus I11: Caunsucroie 000J10YKH

Axkmuenocmep Iloepercoenue
AHATOMIYECKas Apo3un, my3bipu, IpUTema,
o0actk aTpogusi CIIM3UCTOM, TPELIHUHBI,
CTEHO3BI
0 - orcyrcTBYIOT; O-ner
YTCTBYIOT; IIpusnak
1 - 1 ouar; 2 -ecTh
2 - 2-3 ouara;
5 - >5 ouaroB unu 2 ouara >2 cM;
10 - BoBieueHa Bcs ILIOIIANb
Y DKTpPONUOH
Hoc Cumbnedapon
Ilexn Bunumoe nomyTHeHuE
POTOBHITBI
TBepnoe HebO Mukpocromus (<35 Mm)
Bepxwusis necHa AHKWIOTTIOCHS
Hwxwnssa necna BuyTtpuporoBsie pyO1s
S3BIK ['unonnasus smanu
JlHO monoctu pTa AHaJbHBIE CTPUKTYPBI
['yObr Uror /16
I'motka
I'enuranuu
Hror 1120
Cexkuus IV: Horru
kY Y i
R 7
H ) R~>| £ L
i 7 \ -'I T ) \
OT'TH Ha KHCTAX e/ AW LA '&\'«\\
= '__.lF | [ "-I o 14
R 0 g
I1y3b1pH, 5po3uu, KOPKH, Hroro
AKTHBHOCTH /5 /5
IIPU3HAKN BOCTIAJICHUS /10
Huctpodus /5 /5 Hroro
AHOHUXUS, KOJIUYECTBO (Ne meTpodurHbIX
Iospesxien Horreit + 3 X Ne
aMITyTHPOBAHHBIX IMAJIBIICB, -
ne 15 15 AHOHUXUIN)
KOJIMYECTBO IMAJTBIEB C
TICEBIOCHHIAK THITHSIMH 130
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Hortu Ha cTromax

AKTUBHOCTb TTy3bIpH, 3pO3UH, KOPKH, 5 5 Hroro
MPU3HAKH BOCTIAJICHUS /110
IloBpexnenu Juctpodust /5 /5 Hroro
© AHOHUXHUS, KOJIUTYECTBO
aMITyTUPOBAHHbIX (Ne mueTpoduHbIX
HaJIbLEB, KOJMIESCTBO /5 /5 Horreit + 3 X Ne
IAJIBLEB C AQHOHUXMUIN)
TMICeBIOCHHIAK THITUSIMH /30
Cexuus V: JIpyrue 3nuTeu3MpOBaAHHbIC OPTraHbl
AnatoMuueckas AKTHUBHOCTH Uto | IloBpexaeHue Hto
o0macThb ro ro
l'optanb 0- mer 0 - HeT BOBICYCHHS
BOBJICUCHUS 3 - dacTasi, peuuIUBUPYIONIAs XPUIIOTA
2 - BpeMEHHas 5 - adoHus, 3MU30/bl ACHUKCUU
XpHUIIOTa /2 | 10 - TpaxeocTomus /10
[MumeBon 0 - Hopma 0 - HeT BoBIeUEHUS
2 - mucdarus 2 - CTPUKTYpBI, TpeOYIOIIe TUIIATALUN
3 - MOBTOPHBIE CTPUKTYPHI, TpeOyromme 2-5
MU TAi
S - IOBTOPHBIE CTPUKTYPHI, TpeOytomiue >5
MU TAl i
8 - HazoracTpaibHbIi 30H]
/2 | 10 - racTpocToma /10
MouenonoBas 0 - Hopma 0 - HeT BOBJIEYEHHUS
cucTeMa 2 - mu3ypwsl, 3 - CTeHO3 MeaTyca, BIIarajiniia
CIIa3M MOYEBOI'0 S - CTEHO3 ypeTpbl, MOYETOYHUKOB +/- CTEHT
y3BIPS. 8 - MOBTOPHEII CTEHO3 ypeTphI/
MOYETOYHHKOB
/2 | 10 - ypocTOMa/OCTOSIHHBIN KaTeTep /10
Pykn 0 - HopMa;
(TICeBIOCUHIAKTH 1 - MunMyMBI, HET cparieHuit, <25% pyO1oB
JIUN) 2 - MUJIMYMBI, HET cpaleHuit, 25-50%
) ) pyO10B
3 - MUITMyMBI, HET cpamennii, 50-75%
pyOI1I0B /10
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4 - MUTUYMBI, HET cparienuit, 75-100%

pyO1oB

5 - arpoduueckue pyOisl AU Qy3HbIe,
MUJILYMBI, TOTepst HOTTel <25% pyO1oB

6 - xak BbIlIe + 25-50% cpateHuit

7 - xak BbIe + 50-75% cpaenuit

8 - xak BbImIe + 75-100% cparenuii

9 - 1 pyka amnyrupoBaHa

10 - ammyramus o6eux pyk

InockokneToyna
sl KapIIMHOMa

0 - met snm3on0B ITKK

1 - 1 ucceuennniii ouar I1KK

2 - 2-5 ouaros IIKK

3 - >5 ouaros IIKK

4 - peruauB ncceyenHoro ouara [TKK
5 - ammytarus 1 koneunoctu ¢ [TKK

6 - ammyrarus >2 koneunocre ¢ [TKK
7 - metacrassl IIKK

8 - pagnotepanus I[TKK

9 - XUMHOTEpaIs WK TapreTHAS TeParus
ITKK

10 - cmepTh /10
Htoro /6 /50
OO0uuii 0a/1J1 aAKTUBHOCTH OO01mi 0a/1J1 MOBpEKICHUS

(Cekmuu I + I+ I+ IV + V) (Cexkupu I + I + I + IV + V)

1276 1230
Hroro
o0 0a/1J1 AKTUBHOCTH
+
001Ul 0211 MOBPEKIACHUSA

/506

Bpems okoHuanus Bpewms 3anosiHeHUs aHKETHI:
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Mos10oyHbI€e IPOAYKTHI

YacTOTHBIN MeTO OLICHKH MUTAHUS

Ipunoxenne 2

HUKOT1a

Penxo (<1
pasa B MecsII)

1-3 paza B

MeCSII]
1-2 paza
B HEJICITIO

3-4 paza
B HEJICITIO

9-6 pa3
B HEJCITIO

€KEITHEBHO

O0neM,
CpeIHUU

MoJ10KO 1IeIBpHOE

CnuBku

CwMmeraHa

Horypr

Kedup/psoxenka

Coip

MopoxeHnHoe

Crnenuajau3npoBaHHOe
NnuTaHue

I'mnoamieprennas cmech

MonouHast cmMech

JleueOHas cMmech

BenkoBble NpoayKTHI

Snna

Msico (roBsiivHa,
CBUHMHA, OapaHUHA)

Msico nTHIb!

Pr10a

boboBrie

Opexu

3epHOBBIE IPOAYKTHI

Kpynsi

127



Xn1e600yI0UHbIC U3ISTUs

MaxkapoHHbIE U3IEIIHS

DpyKThbI, ATOAbI, OBOLIU

OpyKTHI (SI0JI0KH, TPYIIIH,
OaHaHBbI)

Sronel

OBonum

IIpoayKThI ¢ BBICOKMM
co/IepKaHUEM KHPOB,
caxapa, 100aBOK

Komnbacer

CnagocTn/KOHAUTEPCKHE
U3JeNus
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Ipuaoxenne 3

IIkasa HyTputuBHbIX puckoB (THINC) y aereii ¢ 0y /ie3HbIM 31MIePMOJIM30M

(10 18 mec)

IHoxka3arean

Ouenka

Pacuer
THINC

Macca Tesa u poct

Bec nipu poxnennn,
MEPUEHTUIIb

>90 nepuentmim =0
4 — 90 nepueHTUIb = 5
<4 nepuentuiu = 10

[TpubaBka maccel Tena /
MOTeps MacChl Tella
3a MOCTEAHUN MecCsI]

Oxkono 100% oxugaemoit npubaBku Maccol = ()
Her nannbix unu 50% oxxumaemor nmprubaBKu
macchl =5 OTCyTCTBUE MTPUOABKH / TOTEPS
Maccbl =10

Poct nipu poxennu,
MEPLEHTHIIb

> 90 nepuenTrIn=0
4-90 nepueHTUIb
<4 mnepuentunu =10

VYBenuueHue pocTa 3a
nocieaaue 2-4 mecsama

Oxkono 100% oxumgaemoit npubaBku = 0

Her nanneix unu 50% oxxumaemoi npubaBku =
5 HeB0O3MOKHO U3MEPUTH (M3-3a COCTOSIHUS
KOXH)/ oTcyTcTBUE NTpubaBku = 10

IIuranue ¥ CHUMIITOMBI CO CTOPOHBI OPraHoOB NMNIIECBAPCHUA

[Tutranue B niepBbie 4-
6mec

HckntountenbHo rpyIHOE MOJIOKO = 0
I'pynHoOE MOJIOKO (WUJTK CLIEKEHHOE TPYIHOE
MOJIOKO) B miepBbie 1-4 Henenn= 0

CmenanHoe BCKapMIIMBaHHE (TPYIHOE MOJIOKO
u cMech) =0

Tonbko cMech = 5

IIutanue Ha HacTOSIIIIUU
MOMEHT

CraHmapTHas CMECh Ha OCHOBE KOPOBBETO
Mooka= (

Crnenuanu3upoBaHHask BEICOKOKaJIOpUMHAS
CMECh HUIM CMECh Ha OCHOBE THAPOJIN3aTa
MOJIOYHOr0 Oenka= 5

[TepopansHOE nMuTaHKME (KaK MOCTOSTHHOE) = 5

CnenuaibHBIE METOIBI
nuTaHus (J10
HACTOSAIIETO BpeMEeHU/
Ha HACTOSAIINN MOMEHT)

[TepopanpHOE Yepe3 ¢ UCTIOJIb30BAaHUEM
CHeIUaIbHOM COCKH «XabepmaH Gpuaep» win
3oH710BO€E = 10

CoueraHue BbIIIEYKa3aHHBIX METOJI0B =10
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[Topaxxenue poToBoOM Her=0

IOJIOCTH / OTKa3 OT HNuorma =5

rpyau, OyTHIIIOUKH WA OO6b1uHO /Bcerna = 10
KOPMJICHHS C JIOXKKH,
/racTpod3odareaabHbIHI
pedIoKC u/unm

MIPUMEHEHUE

npenapaTon

bone3nennas Her =0

nedexanus /3amop / HNuorma =5

nuapest / IpuMeHEeHHe OO6b1uHO /Bcerma = 10

Cl1a0UTETBHBIX WA
pa3MATYMUTENEN CTyJIa

I[epMaTo.]Iornqecmle CUMIITOMBI

[Tnomane mopakeHus Her = ()
KOXKHU 1-30%=5
>30% =10
[Inomane Her=0
UHQUITUPOBAHHBIX 1-30% =5
Y4aCTKOB KOXH >30% = 10
Oo0mee yuci10 MaxkcumaabHoe 3HaYeHne=100

PexoMeHIaIIUM HA OCHOBAHUM KOMILJIEKCHOH OLIEHKH COCTOSTHUS MUTAHUS
0-25 —nerkas cTeneHb HAPYIICHUS TUTAHUS - HAOJIOIEHNE CIICIIUAINCTOB B TCUCHUE B
3 - 6 mecs1a
26 - 50 - ymepeHHas CTeTneHb, BCE apaMeTphl, mpebimarontue 0 TpedyroT
MIPUBJICUCHUS] COOTBETCTBYIOIIETO CIIEIUATNCTA Kaxabie 1- 3 MecsIiieB.

51 - 75 —1spKenast cTeneHb, Bce mapameTpsl, npesbimatoiniue ) TpeOyroT npuBlIeYeHUs
COOTBETCTBYIOIIUX CHEIUATUCTOB. MOXKET MOTpeOOBATHCS TOCIUTAIM3AINH 11 00Jiee
MHTEHCUBHOTO 00cienoBanus (Habmoaenus). [loBTopHOe oOcaenoBanue yepes 1 mec.
76 - 100 - oueHb BbICOKas CTENEHb HAPYILIEHU - TocnuTaiu3anus. Bece mapamerpsi,
npesbiaronme 0, TpeOyIOT MPUBIEYSHNUS COOTBETCTBYIOIIMX CICIIHATUCTOB.

*-Vcnonb30BaHue CrielUaIbHONU CETKHU (CM.HUKE)
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Pexomenaanum nmo npudIM3NTEILHOMY pacueTy IUIOIIAAU MOPaKeHHOH Koxu (%o
oT mJiomaau nosepxuoctu resa (IIIT))

Nma

Homep ucropuu lara
HNucTpyknus:

e 3amTPUXOBATh MOPAKEHHBIC YUYACTKHU, UCTIOIB3YsI TOTOIHUTEIbHBINA BET AJIS
UH(HUIIMPOBAHHBIX 30H.

o Kaxpas siueiika cooTBETCTBYET 1% OT IUIOIIA 1M IOBEPXHOCTH BCETO TENA.

e Slueiiky npuHATH 3a 1%, eciau moJie 3aKpalleHo Ha YeTBEPTh WM OoJiee.

OnpenesieHue NPOLEHTA MOPAKESHUN KOXKM OT IJIo1aau nosepxuocru reaa (IIIIT)

Oo0mas momaab
NOPAKEHHON KOKH
(% ot IIIIT)

ILromaas HHPUIHMPOBAHHBIX
yuacTkoB Koxu (% ot IIIIT)

Hepeunﬂﬁ IMMOBEPXHOCTH

33}IHSIH MMOBEPXHOCTH

Bcero
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IIkasa HyTpuTuBHBIX puckoB (THINC) y aereii ¢ 0y//ie3HbIM 31HIePMOJIM30M

(crapure 18 mec)

IHoxka3areaun

Ouenka

Pacuer
THINC

Bec u poct

Macca tena B Kr, HEpLEHTUIb

>90 nepuentrin = ()
4 — 90 mepueHTUIb = 5
<4 nepuentim = 10

Pocrt, B cM, nepLieHTUITb
CyMMa HEeHTHITBHBIX
KOPHUJIOPOB, MPEBBIIAIOIINX
IEHTUIb MacChI TeJla

<1=0
1-2=5
>2=10

[TpubnusutenbHoe
yBEJIMYEHHE MacChl Tena /
MOTeps MACChI TeJa B
nocieaHue 6 mec.

75-100% ot oxungaemoro = 0
~25-75% ot okumaemoro = 5
>25% Wy HeXXenaTeabHas MoTeps
Maccel = 10
[Tpu Hanmuuu n36pITOUHOM Macchl - 0

CuMnTomMbl/cOCTOSTHHE OpraHoB NMUIIIEBAPCHUSA

Cparienue si3pika™

Her =0
YMepeHHOe cpalleHue s3bIKa = 5
Tspxenoe cpaiieHue si3bika = 10

Hucdarus /mporepras
nuera/

Jleuenue (anTUpedIIOKCHAS
Tepanus)/

WM U30BITOYHAS
CJIN3B/MOKPOTA

Ouenb peako/nukoraa = 0
HNBorma=>5
Yacto/Bcerma = 10

bonesnennas nedexarus /
3arop

pEeKTalIbHOE KpOBOTEUEHUE /
nuapest

UCIIOJIb30BaHNE
CJIA0OUTETBHBIX TIP.
Ype3MepHOe
B3JIyTHE/METEOPU3M /

DIMMHUHALIMOHHAS JUEeTa
(MCKITFOUEHHE KOPOBBETO

Huxorma =0
HNuorma =5
Yacro/Bcerma = 10
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MOJIOKA, TIIIIEHUIIBI, AP)

['acTtpocToma Her=0
Ha=35
JdepMmaTosiorudecKkre CMMIITOMbI/COCTOSTHHE KOKH
[Tmomaap nopakeHus Het =0
KOKI™ * 1-10%=5
11 -30% =10
31-50% =15
>50% =20
[Tnomaas HHOUITMPOBAHHBIX Her=0
Y4aCTKOB KOXH** <25% =5
26 —50% =10
>50% =15
O01ee yucI0 MaxkcumanabHoe 3HaYeHne=100

PexoMeHaallUM HA OCHOBAHUM KOMILJIEKCHOM OLIEHKH COCTOSIHUS MUTAHUS
0-25 —nerkas cTeneHb HApyIICHUSI TUTAHUS - HAOJIOIEHHUE CIICUATIMCTOB B TEUCHHE B
9 - 12 mecsma
30 - 50 - ymepeHHas cTeneHb, BCe mapaMeTpsl, pesbimaroniue 0 (3a HCKIIIOUeHUEM
OTMEUYEHHOT0 *) TpeOyIOT MPUBIIEYEHUSI COOTBETCTBYIOIIETO CHEIUAINCTA KaX Ible 4 -
6 MecsIIEB.

55 - 75 —TsbKenas CTeneHb, Bce MapaMeTphl, peBbiatomue 0 (3a UCKITI0UEHHEM
OTMEUEHHOTO *) TpeOyIOT NMPUBIICYEHUSI COOTBETCTBYIOIIMX CIIEIUATUCTOB. MOXeT
noTpebOBaThCS TOCIUTAIN3ALNH I 00JIe€ HHTEHCUBHOTO MCCIIEA0BAHNUS
(mabmoonenus). [ToBropHoe oOcnenoBanue uepes 3 Mec.

80 - 100 - oueHb BbICOKas CTETIEHb HAPYIIICHU (M CBA3aHHOTO C HUMH PUCKA) -
rocriutanu3anus, Bce mapamerpsl, mpebinaromuye 0 (3a HCKITI0YSHHEM OTMEUYEHHOTO
*) TpeOyIOT NpUBJIEUEHUS COOTBETCTBYIOIINX CIIELIUATUCTOB.

**-Mcnosib30BaHKE CIEUUAIBHON CETKU (CM.HUXKE)
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Pexomenaanum no npudIM3NTEILHOMY pacueTy IUIOIIAAU MOoPaKeHHOH KoxkH (%o
oT mJiomaau nosepxuoctu resa (IIIT))

Nma

Homep ucropuu Mara
HNucTpyknus:

e 3amTpPUXOBaTh MOPAKEHHBIE YUYACTKHU, UCIIOIB3YS JOMOJIHUTEIbHBIN [IBET IS
WH(UIIMPOBAHHBIX 30H.

L Kax(z[aﬂ sTYerKa COOTBCTCTBYCT 1% ot Iiomaaun IMoOBEPXHOCTHU BCCTO TCJIA.

e Slueiiky npuHATH 3a 1%, eciau moJie 3aKpalleHo Ha YeTBEPTh UiH OoJiee.

OnpenesneHue NPOUEHTA MOPAKEHUHA KOKM OT IJI0IaAu nmosepxHoctu teaa (IIIIT)

O0mas miomaab
MOPAKEHHON KOKH
(% ot IIIIT)

Iiomaab MH(PUIUPOBAHHBIX
y4acTkoB K0xH (% ot IIIIT)

Hepeunﬂﬁ IMMOBEPXHOCTH

3aHsIs1 NOBEPXHOCTH
Bcero
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IIpunoxenue 4

KitoueBbie BompoChl 11 cOOpa aHaMHeE3a B cllydae Momo3peHus y pebenka I[TA

[Momudumupoano mo EAACI guidelines on the diagnosis of IgE-mediated food

allergy. EAACI 2014]

Bo3pact nosiBiienus
CHUMIITOMOB

Kor/:[a MMOABUJIMCH IICPBLIC CHMIITOMBI?

Xapakrep CUMIITOMOB
MALLIEBON AJTIEPTUHU

Kakne nMeHHO CUMIITOMBI OTMEYAITUCH (YKa3aTh
KaKOM OpTaH 3aTPOHYT: KOXKa, KHIIICYHUK,
JbIXaTeIbHBIC ITyTH, HEPBHAS CUCTEMA, CEPICTHO-
cocynucTas cucrema)?

beiny 11 OHM JIESTKUMH, YMEPEHHBIMU UJTH TSHKEIIBIMA?

CKOpOCTb MOSIBJICHUS U
MIPOIOJDKATETHLHOCTD
CUMIITOMOB

Yepes kakoe BpeMst BOSHUKIM CHMIITOMBI M KaK JTOJITO
OHU HAOJIIOIAINCH?

Jleyenne cUMIITOMOB
MUIIECBON aJJIEPTUU

Kakoe neuenue npoBoaniaock U ObUIO JIU OHO
3¢ pexTuBHBIM?

BrisiBnenue nmuieBoro
ajiepresa

Kakue npoyKThl BBI3BIBAIOT PEAKLIUIO?

bbbty 1 oHM paHee B pauuoHe?

Kakue u3 Hux ObUIM HOBBIMU B pallOHE?

bbuin v paHee 1aHHbIE TPOAYKTHI B pallMOHE B
TepMUYeCcKoil oopadboTke?

KonmuecTBo anneprena

Kakoe konmuecTBO MpoAYyKTa BbI3BAJIO PEAKIUIO?

Bocnpon3zBoaumocTb
CUMIITOMOB

Bo3Hukanm In CHMITOMBI TIOBTOPHO IPH
YHOTPEOJICHUH TOTO Ke MPOayKTa?
[lepenocsTcs iu MpoIyKT B 00paboTanHoU hopme?

Cnoco0 mpuroToBIICHUS
MPOTyKTa

Ha 4t0 pa3Buiiach peakuus: Ha MPUTOTOBICHHBIN
MPOAYKT WJIH CHIPOM?

ITyTs BO3EMCTBUSA

Kakoil KOHTaKT ¢ IPOAYKTOM CIPOBOIMPOBAI PEAKIIUIO
(ynotpeOaeHue BHYTPb, KOKHbII KOHTaKT WU
WHTaJISIIIUOHHBIN ) ?

Passutne peaxuun

FI[C IMpou3ouIa pCakuusAa: 10Ma, B IIKOJIC, pCCTOPAHEC,
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Ha OTABIXC, B APYTUX MecTtax?

bblia in q[uarHocTupoBaHa NUILeBas ajuieprus panee?
DNIMMUHAIMOHHBIE 1ueThl | Kakue mpoayKThl HCKIIIOYAUCh U3 palioHa?
B aHaMHe3e b mu 3 ekt ot uckioueHus?

SIBNIseTCS M PALMOH ITUTaHus peOeHKa
MOJIHOIIEHHBIM?

Paryon nntanus Habmoanich 11 U3MEHEHHs B BECE, POCTE UITH
00IIIeM COCTOSTHUH PEOCHKA M3-3a UCKITIOUCHUS

POYKTOB?

Comyrersylomme Umerorcs i y peOeHKa aTONMYECKUI IEPMATHT,

aTOITMYCCKHE M JIPYTUE
3200JI€BaHUs

AJUIEPTUYECKUI pUHUT (CE30HHBIN/KPYTIOTOAMYHBIN),
acTMa, KpanuBHULA?
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IMpuioxkenue 5

Busyanbnas ananorosas mkana (BAII) s oneHKn HHTEHCHUBHOCTH 3y/1a

[ITkaia ”THTEHCUBHOCTH KOKHOTO 3y/1a.

[To mkane ot 0 («3ynma "Het») 1m0 10 («XyXe U MpeaCcTaBUTh ceOe HENb3sl) OLEHUTE

CPCAHIOO HHTCHCUBHOCTB KOKHOT'O 3yld B TCUCHHUC ITOCIICAHHUX CYTOK.

0 1 2 3 4 5 6 7 8 9 10

WNuTepnperanus pe3yibTaToB:
- 3yna Het (0);

- Jilerkas crerness (oT 1 1o 3);
- cpenHsis cTerneHb (oT 4 110 6);

- Tsbkenas creness (0T 7 1o 10).
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