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AxHoTaumg

Cunppom Komens-Hereprona (cKH) sBisiercs pegkum Ha-
ClIe[ICTBEHHBIM 3260/IeBaHNEM, YaCTOTA BCTPEYaeMOCTH KO-
TOPOT0 3HAYNTETBHO BaPbUPYeET, YTO MOXKET OBITh CBA3AHO C
HeJOCTATOYHOI MH(POPMIPOBAHHOCTHIO CIIEIVIATIVICTOB U OT-
CYTCTBMEM BO3MOXKHOCTY IIOATBEP>KACHILA AMarHO3a METOAAMI
MOJIEKY/ISIPHOI TeHeTUKI. DPUTPOJEePMU C AecKBaMaIyeil
C MOMEHTAa POXKACHUA MOXKeT BCTpedyaTbCs MPY PasINIHbIX
BPOXKI€HHBIX 3a00/IeBaHUAX: U3 IPYIIIbI HAPYLIEHUIT OPOrO-
BeHM:, CMHPOMOB NePBIMYHOTO NMMYHOAeDUINTA, a TAKKe
BPOXAEHHDIX HAPYLIEHUIT META00/IM3Ma, IO3TOMY TONBKO JaH-
HBIX (PU3MKATBHOTO OCMOTPA HEJOCTATOYHO IS MOCTAHOBKI
auarHosa. [JononHuTeIbHble KITMHIYECKIIe CUMIITOMBI, TaKIie
KaK: Opa)keH!e MPUJATKOB KOXKY 0 THILY «0aMOYKOBBIX»
BOJIOC, OTCTaBaHUe B POCTe Y pasBUTUM, PelMAVBUPYIOIINe
nH(}pEKIVOHHbIe 3200/IeBaHN, IPOABICHNA aATOINN U peak-
IIMiT HeMeJ[JIECHHOTO THIIA, MOAB/IAIOTCS C TeYeHNeM BpeMeHN
¥ BBIPQ)KEHBI B PasHOIl cTeneHyu y manuentos ¢ cKH, uro
3aTPyAHAET AMATHOCTUKY M YA/IMHAET BpeMsa HOCTaHOBKI
KOPPEeKTHOTO Ayarnosa. IIpuMeHeH1e CKpMHIHTOBBIX METOOB
MOJIEKY/IAPHO-TeHeTMYeCKOIl IMAarHOCTUKY He BCerfa MH-
¢opMaTNBHO, TaK KaK MCKTI0OYaeT BO3MO>KHOCTb BbISABICHU
penskux MyTtanuii. [ me4eHNs JAHHOI TPYNIBI NAIIEHTOB
HeoOX0MM KOMIUIEKCHBIN MOIXO0JI, OCHOBAHHBIIT Ha 3HAHUI
VIMMYHOIOTMYeCKIX 0COOEHHOCTEN CHHAPOMA, C MICIIO/Ib30Ba-
HIeM IPeNaparoB I TAPTeTHOTO BO3JeIICTBYA Ha 3BEHbS M-
MYHOIIaTOreHe3a. B 9T0it my6/ImKayy IpuBOJUTCS OIIICAHIe
ucropuu 60ne3Hu ogHoro u3 nanueHTos ¢ cKH, Haxomsmyxcs
110 HaOMIOIEeHIIEM CIIEIVIATCTOB KOKHOTO OTIeIeHMA.
CaHkrt-IleTepOyprckoro rocyfapCcTBeHHOTO MefMATPUIECKO-
IO MegUIMHCKOTO YHUBEPCUTETA, OT MOMEHTA IMOCTAHOBKI
KIMHIYEeCKOTO IMAarHo3a 10 HacToslee BpeMa. B coyyae ¢
TalyeHTOM B. MBI BIlepBble CTONKHYINChH C LeTBIM PAXOM
TPYJHOCTE Kak npu BepuduKammn CMHAPOMa, 4YTO 66110
CBs3aHO C 0COOeHHOCTAMYU peanusanun ¢peHoTuna 3abo-
JAeBaHUA M CHeNMPUKOI HACTeICTBEHHOTo paKTopa, TaK
u B Xofie Tepanuiu. 1lenpio JaHHOTO COOOLIEHNS ABIAETCS
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Summary

Comel-Netherton syndrome (CNs) is a rare hereditary
disease, the incidence of which varies significantly, which
may be due to insufficient awareness of specialists and the
lack of possibility of confirming the diagnosis by molecular
genetic methods. Erythroderma with desquamation
from birth can occur in various congenital diseases
from various groups: keratinization disorders, primary
immunodeficiency syndromes, as well as congenital
metabolic disorders, therefore, physical examination data
alone are not enough to make a diagnosis. Additional
clinical symptoms, such as lesions of the skin appendages
in the form of "bamboo" hair, growth and developmental
retardation, recurrent infectious diseases, manifestations
of atopy and immediate immunological reactions, appear
over time and are expressed to varying degrees in patients
with CNs, which complicates diagnostics and prolongs the
time before the correct diagnosis can be established. The
use of screening methods of molecular genetic diagnostics
is not always informative, since it excludes the possibility of
identifying rare mutations. To treat this group of patients,
a comprehensive approach is needed, based on knowledge
of the immunological features of the syndrome, using
drugs for targeted action on the pathogenetic stages of its
development. This publication describes the case history of
one of the patients with CNs, who are under the supervision
of specialists of the skin department of the Saint- Petersburg
State Pediatric Medical University, from the moment of
clinical diagnosis to the present. In the case of patient V.,
we encountered a number of difficulties both in verifying
the syndrome, which was associated with the peculiarities
disease phenotype development and the specificity of
the hereditary factor, and during therapy. The purpose
of this report is to draw the attention of a wide range of
specialists to the problem of hereditary diseases, because at
the current stage of development of medical technologies,
and especially in the future, such children may have a
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npuBIeYeHNe BHIMAHNA INPOKOr0 KPyra CHeuanicToB
K npo0i1eMe HaCIeACTBEHHbIX 3a00eBaHNIL, BeIb HA COBpPe-
MEHHOM 3TaIle PasBUTIS MEIUIMHCKIX TEXHONIOTHIL, a TeM
Gonee B GyayleM, y TAKIX geTeil MO>KET IIOSBITHCS MIAHC HA
Cyll[eCTBEHHOE yIy4lIeHNe KadeCTBa KU3HM, IIPU YCTOBUM
BEPHO YCTAaHOB/IEHHOIO JIIaTHO3A.

KnioyeBbie cnoBa

Cunppom Komensa-HereproHa, cMHHEpOMaIbHbIE NXTHO3BI,
TIepBUYHBII MMMYHOAePUINT, CMHPOM IMIIEPUMMYHOITO0Y-
muHemun E, nynmnyma6, reHHO-MH)KeHepHO 610/IormyecKas
Tepanus, BHYTPUBEHHbIe UMMYHOITIOOYIIHBI, CCKYKMHYMa0.

Cunppom Komensi-Hereprona (cKH) cunraercs
OJHUM 13 Hambosee YacTO BCTPEYAOIINXCS 3a-
0oeBaHMII Cpely CUHAPOMAIbHBIX UXTNO30B [1],
PacIpoCTpaHEHHOCTD B MONYIALNY KOTOPOTO He-
IOOLIeHeHa B CBA3Y C TPYAHOCTAMY BepupuKaIum.
Tak, yacToTa BCTpeYyaeMOCT! MOXXET BapbUpPOBATh
OT OHOTO HOBOpOXHEHHOro Ha 200000 poxxpenmit
no 1 1a 50000 [2-4]. Bonpoc knaccubukanum faH-
HOTO 3a060/IeBaHMsI OCTAETCS OTKPBITBIM: OCHOBHOII
TeHeTUYeCK! NeTepMUHUPOBAHHBIN MpollecC 3a-
TparusaeT 6apbepHble GYHKIUU KOXKI C BOBJIeYe-
HIeM IPUTATKOB, & CONYTCTBYIOLIME CUMITOMBI
CBUJIETENILCTBYIOT O Pa3BUTHUM MIMMYHOJIOTMTYECKOTO
medunnuTa U peakuuil r’UIepYyBCTBUTETbHOCTI
[1,5]. [To KTMHKUKO-TeHeTHYeCKOT KmaccupuKkanuy,
npuHATol Koncencycom no nxrnosam B 2009 rogy,
cKH oTHOCHTCA K TeTepOreHHOI IPyIIe BPOX/IEH-
HBIX 3a00/IeBaHNII C HapyLIEHVeM OPOTOBEHI KOXKI
¢ MeHpeneBcKMM TUIIOM Hac/Ie0OBaHNA, IOATPYIIIIe
CUHJIpOMa/TbHBIX UXTHO30B, HaC/E€AyEeMbIX ayTO-
COMHO-PEIeCCUBHO U UMEIOIINX JJOIIOTHUTE/TbHbIE
3CTPaKOXKHbIE POABIEHNA B BU/le TUIIMYHBIX aHO-
Masuii CTpyKTypsl Bojoc [1,6]. ITo kmaccudpukanym
ot 2022 ropa, ofo6peHHOIT DKCIIEPTHBIM KOMUTE-
TOM MeXIyHapOJZHOTO CO03a MIMMYHOIOTMYECKIX
COO0O0IeCTB, TaHHBII CUHIPOM 3aHMMAaeT MeCTO B
rpyIIe KOMOVHMPOBAHHBIX UMMYHORE(DUIUTOB C
TOTIOJTHUTENbHBIMY VIV CUHJIPOMaJIbHBIMU TIPU-
3HaKaMM U MOAIPYyIIe CUHAPOMA IUIIePUMMYHO-
rno6ynmunemun E (runepVIrE) [7]. Ha mpakTuke ke,
TaKJe MalMeHThl MOTYT JJINTETbHO HAaOMI0aaThCsA
C IUATHO30M: 1) aTONMMYeCKNIT lepPMATUT, TSDKENoe
TedeHe, OCTTOKHEHHbI 6akTepuanbHON MHOeEK-
Uell ¥ CONYyTCTBYIOIUMHU PelUfUBUPYOMIMA
nH$pekunonusiMu 3abonesanusmu JIOP-opranos,
WiIn 2) BpOXKAEHHAsA UXTUO3UDOpMHAsT 3PUTPO-
IepMUs C pa3BUTUEM aTOIMUYECKOTO JepMATUTa B
KauecTBe COIyTCTBYIOLIEro 3a00/eBaHNs; a OTCTa-
BaHIeE B POCTE I Pa3BUTUN Y TAKNX JeTell TPAKTYIOT
KaK C/Ie[[CTBME MMMIUHALMOHHO 11eThl Ha GhoHe
nomcencubmmsannu. PeHoTnnmyeckn o6ycIoB-
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chance for a significant improvement in the quality of life,
provided that the diagnosis is correctly established.
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JIeHHas1 TeTePOTeHHOCTh KIMHNYECKUX CUMIITOMOB
Yy HEMHOTOYNC/IEHHBIX ITAI[IeHTOB, ONVICbIBaeMas B
MeNIHCKO TUTepaType, C BAPMAIVIEN OT JIeTaIb-
HBIX (OPM JI0 IETKMX BAPUAHTOB TEYEHNUSI CUHPOMa
TaKke TpebyeT 0c060T0 BHUMAHUA MYIbTUANC-
UIUTMHAPHON KOMaH[bl CIENMaTiCTOB, TaK KakK
9aCTh TAKMX HOBOPOXK/IEHHBIX MOXKET ITOTMOHYTh B
HEOHATaTbHOM IIePHOJie OT TUIIepPHATPUEMUIECKOIT
TUIOTUpATALVY, UHPEKIMOHHBIX OCITOXXHEHMUI
(cemcuc), cepbE3HBIX MeTabOMMYECKMX HAPYLICHMI
(suTepomarus) [8]. JleTaTbHOCTD MOXKET LOCTUTATh
20%, 10 HEKOTOPHIM JAaHHBIM 1 13 10 MiaseHIIeB
UCTOPUYECKN He BCTPeYasl CBOI MePBBIii leHb POXK-
IeHNUs, YTO JUKTYeT HeoOXOAUMOCTb KaK MOXHO
Oo7ee paHHEro yCTaHOBJIEHMsI AuarHosa [2,8]. Bos-
MO>XHOCTb IPOTHO3MPOBAHUS TSXKECTU TeUeHUs
MOSIBJISIETCS IPU IPOBEJEeHNM KOMIUIEKCHOTO MO-
JIEKY/IAPHO-TeHeTUYeCKOro uccaefnosanus. Tak,
oOHapy>KeHMe ONMMCAHHBIX JIeTAIbHBIX MYTaIuil
WIN, HAIPOTUB, OATBEPXKAEeHNe HATMYNsI OKCIIPec-
cyuy GenKa mpy JETKUX BapMaHTaX TeYEHMsS MOTYT
KaueCTBEHHO M3MEHUTD BBIOOP TaKTUKM Teparnu
[2,5]. Inst aTOrO0 HEOOXOOAUMO UCIIONb30BATh BECh
CIIEKTP COBPEMEHHBIX METOJOB MOJIEKY/IIPHO-Te-
HETNYEeCKOTO UCCIIEOBAaHNs, @ He OPUEHTUPOBATHCS
Ha JlaHHble CKPMHMHTOBBIX maHerneit [9]. Ocobbie
TPYAHOCTY HpeACTaB/IsAeT Kypanus HallIeHTOB C
cKH, Tax kak efjuHble MOXO/bI K TEPAIIUN He paspa-
6otansr [10,11]. [ToMnMo 3KCIIepMEHTATbHBIX, Ha-
XOIALINXCA HA CTAINN KIMHNMYECKUX VCCIIENOBAHMI
BapMAHTOB (TeHHas Tepalysa U Majble MOJIEKYJIbI)
[12,13], nmeroTcsa nybnmukanuy o IpuMeHeHnn og-
breitbn reHHO-MH>KEHEPHON OMOTOTMYEeCKOil Tepa-
iy (IVIBT) c monoxxurensubiM addexrom [14,15], a
takxke o codetanuu ['VIBT ¢ gaBHO mprMeHsAeMbIMI
IJIsI JIeYeHMsI MallieHTOB ¢ KOMOVHUPOBaHHBIMMU
NepPBUYHBIMY IMMYHOEe(PUIMTAMY C CHHAPOMA/Ib-
HpiMu nposasneHusamnu (I1M]Ic) BHyTpuBeHHBIX
umMmyHorno6ymaos (BBUT) [16-18]. Kpowme Toro,
TaKye MaIeHTbl HY>KAAI0TCA B IIOKM3HEHHOM eXKe-
OHEBHOM NPUMEHEHUN TOMMYECKUX CPEefICTB IS
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obnerdenus cocrostuus [19]. [Tpu aTOM BaXkKHO yun-
THIBAaTh KPAITHIOK YYBCTBUTENIbHOCTD KOXKI K Ha3Ha-
JaeMBIM Hapy>kHO IIperaparaM ¢ HeoOXOMMOCTBIO
IPVIMEHEHVsI HU3KVX KOHIIEHTPAINIi JeICTBYIOIINX,
0CO6EHHO KepaTOMUTNIeCKNX, KOMIIOHEHTOB 1 13-
OMpaTe/NbHBIM JTOKQTbHBIM HaHEeCEHMEeM, a TakKe
0071ee BHICOKYIO BEPOATHOCTD CYICTEMHbIX OOOYHBIX
3¢ PeKTOB M3-3a MOBBIIIEHHOI ITPOHUIAEMOCTHI
KOXXHBIX ITOKpoBOB [20]. Bonbimoit npo6nemoit
ABNAETCA CYyObeKTMBHAsA CUMITOMAaTHKA B BUJE
BBIPKEHHOTO 3yZa U JjaKe 60/e3HEHHOCTU KOXMI,
KOTOpbIe CHJDKAIOT Ka4eCTBO JKM3HU MaLMeHTOB U
TpeOYIOT OT/Ie/IbHOTO BHUMAaHNA Ipu Kyparuu [21].
B manHol my6nukanyy OymeT mpencTaBIeH KIu-
HUYECKUI CIIyYal, WUTIOCTPUPYIOINI TPYLHOCTH,
BO3HMKAIOIIVE Ha ITyTU K KOPPEKTHOMY JMarHO3y U
000CHOBAaHHOMY, CHOCOOHOMY Y/Ty4IINTDh KaueCTBO
)KVM3HM NAIVIEHTOB JIeYEHMIO.

KnuHuyeckuit cnyvait

Manpuuk B. poguncsa B mapre 2018 rofja B ofHOM
u3 pernonos Poccuiickoit Pepepanuu oT BTOPOIl
OepeMeHHOCTH, TPOTEeKaBILEN C TOKCMKO30M U YTPO-
3011 TpepbIBaHMA, Ha (POHE TOKCOITazMo3a (Co C/IoB
MaMbl: IIPOBEJleH KYypPC Tepaluy aHTUMAIAPUITHBIM
IpernapaToM B COYeTaHUY C aHTUOAKTepyaTbHBIM U3
TPYIIIBI MAaKPOINIOB, II0 HA3HAYEHNIO MHPEKI[NO-
HIICTA), MaJIOBOAYA U 6aKTepMUarTbHOIO BarnHO3a,
BTOPBIX POJIOB ITyTEM SKCTPEHHOT'O KecapeBa ceve-
HUA Ha 35-36 Henmene, ¢ mokasaTensamu AIITAP 8/8,
BECOM IIpU pOXJAeHUM 2 Kr 235 T U JANHON Tena
45 cm. Ilepmoy HOBOPOXKIEHHOCTY HAXOJWUJICA B OT-
HeeHNM peaHMMaluy ¥ UHTEHCUBHOI Tepannuu
(OPUT) 7 guell, nanee — B OTAEIEHUN TTaTOIOTUY
HOBOPOX/IeHHbIX. Boimucan B 1 meca,. [lopakenue
KOXXJ1 OTM€YajI0Ch C MOMEHTA POX/IEHMA ¥ HOCUJIO
YHUBepCa/IbHBII XapaKTep: KO>Ka VIMerIa «000XKKeH-
HBII BUI» — 9pUTPOAEpMUA C lecCKBaMaliyell snnTe-
7. YCTaHOBJIEH AVATHO3: «BPOXKAEHHAA UXTUO3U-
¢dbopmHas sputpopepmMusi» 6€3 MOTIEKY/ISIPHO-TeHe-
TUYECKOTO IIO/ITBEP>K/IEHNS, Ha3Ha4YeH IIPEJHI30/I0H
B J103€ 5 MI/KI' MacChl Te/la B CyTKU BHYTPUBEHHO C
HONIOKNUTENbHBIM 3¢ dekToM. B mepnose HoBOpoXx-
JIeHHOCTY OTMevasach IMIOTPOdusA O 3HaYEHNAMNI
HIDKe 5 MepIeHTU/IA, HaX0/U/ICA Ha CMEeIIaHHOM
BCKapM/IMBAaHMM IO 2-X MeCAIIEB, 3aTeM Ha MCKYC-
CTBEHHOM. B 5 Mecs1ieB nepeHéc oCTpbIil OPOHXMUT,
IOBYXCTOPOHHMUII CPEJHUII OTUT C Kypalueil B CTa-
nyoHape: nedanocnopunsi I1, a satem 111 mokonenus
Y MaKpOJIUJIbI, CUCTEMHbIE ITTIOKOKOPTUKOCTEPOU/IbI
(cI'KC) 1 aHTMMMKOTMYECKAA TePAIVIS, IPOU3BEIEH
naparnenTes. C 6 Mecsl|eB IOBTOPHBII IBYXCTOPOH-
HIVI THOMHBIN CPEHNIA OTUT, IIOTy4a/l 3alUIIEHHbIE
HNEeHMIMIJINHDBL, ¥ TP BBIIMCKE U3 CTAllMOHapa
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NeVIKOLMTO3 coxpaHscs fo 34x10°/n. C 7 mecsna
XKVM3HM eXKeJHeBHbIN (GeOpuImTeT Npy OTCyTCTBUN
KaTapaJIbHbIX ABJICHNII, IMEHHO C 3TUMM XKao6aMu
HaLVeHT U HOCTYIVI BllepBble B OKTsA0pe 2018 roza
B KokHOe otjienieHne CaHkT-IletepbOyprckoro rocy-
DapCTBEHHOTO MeAMaTPUYECKOTO MEAUIIMHCKOTO
yausepcureta (CII6ITIMY). Ilpn noctynnennn
HOpa)keHMe KOXKI YHMBepcanbHoe (puc. 1), B Buze
3PUTPOJEPMUM C yYaCTKAMU CPefIHe- ¥ KPYITHOILIA-
CTMHYATOTO IlIe/TylIeHNs, TaJOHHO-I0JJOLIBEeHHas
KepaToflepMI, Y4aCTKM 9K3eMaTU3aluy C KOpKaMu
B 00/1aCTV KPYIIHBIX CK/IaJIOK VI Ha pasrubaTebHOI
MIOBEPXHOCTY KOHEYHOCTEI, BOIOCUCTAA YacTh TO-
JIOBBI TOKPBITA IIJIOTHBIMY KOPKAMMU C €IV HUYHBIMI
TYCK/IBIMU BOJIOCAMY HEOOJBLION JIIMHBI, POCT
e TMHMCTBIX BOJIOC HAPYILIEH, HOTTEBbIE IITTACTUHKA
KICTell TaKMPOBAHHbIE, BCIIE[ICTBIE PETY/IAPHOTO
pacuécpiBanuA, muMdanenonarus. [Iposegenne
TPUXOCKOIINY OBIIO 3aTPYSHEHO, BCIEACTBIE OT-
CYTCTBM: JOCTAaTOYHOI'O KOJIMYECTBA MaTepuaIa Jyis
usydeHus. OT TUCTONOTMYECKOTO MCCIE0BAHNA
POJICTBEHHMKM OTKa3anch. B xoze obcnenoBanmsa
AVAarHOCTMPOBaHa reHepaIn30BaHHasA OaKTepuab-
Has nHpeKuusa: BpiceB U3 KpoBu Staphylococcus
aureus. ITomy4yan npoTMBOMMKPOOHBIN Ipemapar
(OTHOCUTCA K K/TACCY OKCa30/IMAVHOHOB), C TOJIOXKN-
Te/IbHBIM 3 (HeKTOM, HO ¢ 15 THA B CBA3YU C peLu/iy-
BOM U BbIceBOM Enterobacter aerogenes mpoBefieHa
KOMOVHYpOBaHHas aHTnOakTepuanpHas (AB) Tepa-
nus (KapOomeHeMbl C TIMKOMENTUIAMU) 110 9yB-
CTBUTENIBbHOCTY BO3OYAUTENA C TIONTOKUTETbHBIM
oTBeTOM Ha Tepanuio. C y4éToM Bcex BbILIENepe-
YJICTIEHHBIX JAHHBIX OBUI IIPEIJIOXKEeH JVArHO3 Iep-
BIYHOTO MMMYyHoOpednuuTa, cnagpoma Komensa-He-
TE€PTOHA, KOHCY/IbTUPOBAH BPayOM-I€HETUKOM U
PEKOMEH/IOBAHO MOJIEKY/IAPHO-TeHEeTHYeCKOe JC-
cnepnoBaHue (TapreTHoe cekBeHypoBaHye Ha [TM]Ic).
Ins obcnenoBanus u mopbopa Tepanun pe6EHOK
nepeBefiéH B neguaTpudeckoe otaenenue (ITO Ne 2).
K xoH11y 2018 rofia Ha MOMEHT ITOBTOPHOI FOCIIUTA-

Puc. 1. MNopaxeHue KOX1 Npu NOCTYMNIEHU B 7 MeCILEB

27



A.IN Bpaxcnuxosa, E.C. Bonvuakosa, H.A. [opraros u 0p.

mm3anyu B ITO Ne 2 Obi1a 3aperncTpupoBaHa I'UIo-
Tpodus 2 crenenn (Bec 5 kr 245 1), nmumdaneHomna-
TUA, TENATOCIIEHOMETA N, COXPAHANIOCh YHUBEP-
cajibHO€ TOpa)kKeHMe KOXXHOTO IIOKpOBa B BUJE
3PUTPOJIEPMUN C BK/IIOUYEHMEM KOXKM CK/IAfIOK, BO-
JIOCUCTOJ YacTY TOJIOBBI C KPYIHOIIACTMHYATHIM
IIe/TyIeH)eM U I3MeHEHMeM BOJIOC (TYCKIIbIe, TOM-
K1le, KOPOTKIe, IPUCYTCTBYIOT B HeOOIbIIOM KOJIN-
JyecTBe Ha BOJIOCHCTO 4acTy To/oBbI). Tpuxockommsa
He IIpOBOAMIAch. JIabOopaToOpHO: XKene3onepuITHaSL
aHeMMsA BOCHA/NINMTeNIbHaA JIeTKoi crenenu (Ip-
4,05x10"*/n, Hb - 95 r/n, Fe chBOpOoTKM -
3,3 MKMOJIB/T), XPOHMYECKNII NeIKouuTOo3 oT 13,8
1o 21x10°/71, mperMy1ecTBeHHO MMM OLUTAPHBbIIT),
HOBBIIIEHNE OCTpOodasHbIX 6enkoB (anbda 1-8,9%;
anbga 2 - 17,1%, C-peakTUBHBIIT 60K — 36 Mr/1),
IIMTOMETa/TOBUPYCHAsA MHPEKINA XPOHMIeCcKasa
peunpuBupylomas (o6Hapyxensl IgM u IgG x
CMYV), xonnentpanus obujero IgE mossimena o
205 ME/mn (N o 17), ocTanbHbIe UMMYHOTTIOOY/IN-
HBI B TIpefiesiaX HOpMblL. [IpoToyHas nuromerpus
BBIABIJIA OTHOCUTEIbHOE CHYDKEHYE CyOTIOMy AN
T-nmumdornuros xennepos (CD3+CD4+), CD8+NK-
KJIETOK ¥ aOCOTIOTHOTO YMC/Ia €CTeCTBEHHBIX KII-
nepoB (CD3-CD16+CD56+), a Tak>ke BBIpaKeHHOE
ycunenne sxcnpeccun CD25+ (penentop I1L-2) n
yBenuueHue abCcomoTHOrO 4nciaa 3¢ PeKTOpHBIX
T-mumdonmros (CD3+CD25+). B xone nccnenosa-
HJSI MIOT€HHOTO OTBeTa MMMQOIVITOB BLIABICHO
HapyueHye QyHKImit B-mumdornuros (HegocTaToy-
Hafg nmponudepannusa Ha MUTOTEH JTaKOHOCA).
darobypcT-TecT n ppaKIyy KOMIJIEMEHTA B IIpefie-
JIaX BO3pacTHOI HOpMbL. KOHCyIbTHpoBaH Bpaye6-
HoOVI xoMuccuelt HammmoHaibHOTO MeIMIIMHCKOT O
MICCTIE[IOBATETBCKOTO LIEHTPA HeTCKON reMaToI0T I,
oukonoryvu u uMmyHonorviu (HMULL ATOM) um. [I.
Porauesa, 110 pesynbraTaM KOTOPOI pEKOMEH/IOBAHO
VICK/TIOYeHe PeKIX (GOPM TSKEbIX UMMYHOIe M-
uutoB MetogoMm IIIIP B pealbHOM BpeMeHU C KOJIb-
nebiMy JHK-cTpykTypamn cnenudundeckux pe-
nentopos T- u B-mumdonnros (TREC/KREC). Tak
KaK aHaMHeCTHYecKue, KIMHIYecKe 1 1abopaTop-
HbI€ JAaHHbIE CBUJIETEIbCTBOBAIN B I10/Ib3Y IIEPBUY-
HOTO MMMYHO[IeUIINTA, PelleHieM KOHCUINyMa
cnenuamuctos CIIBITIMY 6bl1a mHMIMMpPOBaHA
perynapnas tepanua BBUI - 0,5 r/xr. IlanneHT BbI-
IJCaH JOMOJ C yIy4dllleHNeM U peKOMeHTaluen
exeMeca4Horo BBefieHnA BBV mo Mecty >xurenb-
CTBa 11 eXefHeBHbIM puémMoM ADB cynbdanmmamm-
HOTO TIpemapara U IpOTUBOTPUOKOBOTO CpelCcTBa
(mpomsBopHOe Tpuasona), 25 Mr 1 pas B cyTku. 3a 5
MecsAILleB TPYDK/BI IEPEeHEC OCTPYIO PECIIPATOPHYIO
uHpekuuio (OPV) ¢ kmHMKOI puHUTA, Tpaxeo-
OpOHXWTA ¥ OTUTA, ABAXK/bI C HEOOXOUMOCTBIO
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rocmTanusanyy, nonydennsa Ab repanum. B none
2019 roga (1 rog u 3 Mecana >kusHu) — oTék Ksunke
(accoummpoBaH ¢ ynorpebieHneM B MUY pbIObI),
nosry4an Tepanuio B cranyonape — cI'KC, xnopomnu-
paMIH, copb6eHTbI. MeTomoM TBepodasHOTo MMMY-
HO(EepMEHTHOTO aHa/IM3a BbIAB/IEHA CeHCHOMIN3a-
IV K 6€/IKy KOPOBbETo MOJIOKa, O€/IKy KYpUHOTO
AI1a, TI0TEHCO/IePKAIIM 3/1aKOBBIM, OaHaHY; a
MOJIEKY/IAPHO-TeHeTUYEeCKUM — IIepBIYHAs IaKTa3-
Hasi HeJOCTAaTOYHOCTb. 3aTeM B OKTs10pe 2019 roza
cHoBa rocrmmranusuposad B [10 Ne 2 CII6ITIMY ¢
anmobamn Ha cy6geOpunnreT B TedyeHne 2 Heflenb
1 pe3Koe yCUIeHMe 3y/1a, a TAK)Ke IeprofindecKoe
BO3HVMKHOBEHME ITyCTY/NE3HBIX 3/1eMEHTOB Ha KOJXKe.
B xoze 06cnenoBanHnusA BhIABIEHA TIOBTOPHAsA OaKTe-
puemus (Staphylococcus aureus, Enterobacter
aerogenes). B mocese us nyctyn — Staphylococcus
aureus, Enterobacter aerogenes, Staphylococcus
haemolyticus, Enterococcuc faecalis. 1o ;aHHBIM MM-
MYHOJIOTMYeCKOTO MCCIeJOBaHNsA, COXPaHAIACh
runepuMMyHorno6ymHemus E, Ho 3adukcuposaHo
cHmkenne IgA no 0,04 r/n (N 0,3-1,2). IIpoBeneHo
HeCKO/IbKO KypcoB Ab Tepammn: nedanocropuHbt
III moKoneHns ¥ INMMKONENTUIHDII IIPENapar, 3aTeM
nedanocrnopuusl [l nokonenus ¢ MHrUOUTOPOM
Oera-makramMas u AD IpyIIbl OKCa3onUNHOHOB,
T0J], IPUKPBITHEM TPUA30/TbHOTO IIPOTUBOIPUOKO-
BOTO IIpemnapara C IONT0XXUTEeTbHbIM 3P (eKTOM.
IToBTOpHO 6bIIN BBeieHb! BBUI. ITony4eH pesyinb-
TaT reHeTN4ecKoro uccnefgosanus Ha [1M]]: o6Hapy-
KeH BapyaHT reHa IL21R(rs 52822694) c.890G>A, B
reTepO3UTOTHOM COCTOSHUM, KIMHIYECKas 3HAUM-
MOCTb KOTOPOTO HEM3BECTHA, TaK KaK OINMCaHHbIE
MYTaLVIM, ACCOLMMPOBAHHbIE C Pa3BUTVEM flepuii-
ta IL21R (OMIM#615207), Hac/eRyI0TCs Ay TOCOM-
HO-PEI[eCCUBHO, T.e. Ha/IM4Ms OfHOI MyTal[uy He-
JOCTaTOYHO JIA pasBUTUA 3aboneBanHus. [Juarnos
cunzipoma Komensa-HeteproHa He 6bUI MOATBEPIK-
II€H, TIPONOKIII IeYeHMe C YCTaHOBIEHHBIMM KM -
HIYeCKM IMarHO3aMI: BPOXX/IeHHOI NXTNO031(POPM-
HOJl SpUTPOREPMUN Y TIEPBUYHOTO UMMYHOePM-
nyTa HepydepeHIpOBaHHOTO, a TAaKXe 6eIKOBO-
9HEpreTNYeCcKOl HeIOCTAaTOYHOCTH 1-2 cTeneHn u
XPOHIYECKOTO IBYCTOPOHHETO HapY>KHOTO AN dys3-
HOTO OTUTA, TIOJ, HAaO/TI0fieHNeM TIefiyaTpa, UMMYHO-
nora u gepmaroBeHeposora. C xonia 2019 no fe-
kabpb 2020 roga Tpu snmsona OPVI, kotopsle nepe-
HEC aMOy/IaTOPHO, HAXOJACh Ha eXKeMeCAYHOM BBe-
nenuyu BBUT (ramyHekc, npuBumKeH). bein ycra-
HOBJIEH [IarHO3 //IEPIUYeCKOro TpaxeoOpOHXMUTa
C O/IMCeHCHOMIM3aNVel K pa3/INYHBIM a3poajiep-
reHaM, peKOMEH/IOBaHO: JUINTebHOE IIPUMeHeHe
AHTUTYICTAMUHHBIX TIPeNapaToB, MHTA/IAIMOHHbIE
I'KC npn npucrynax yaymbsa. B Bece mpubasisan
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HeZO0CTAaTOYHO (runoTpodus 1-2 crenenn), mpenn-
ABJIAI )KATTOOBI Ha CYJIBHBIN 3Y[ ¥ 60/1e3HEHHOCTD
KO>XI1, HECMOTPS Ha NIPOBOJMMYIO TOIIMYECKYIO Te-
panmio SMOJIEeHTaMM C IEPUOMIECKMM HCII0/Ib30Ba-
HJIeM VHTUONTOPOB Ka/Ibl[HEBPMHA Ha 9K3eMaTO3-
HBIX yYacTKax KoxXu. B 2 roga u 9 Mecsiues ¢ iekabpst
2020 o siHBapb 2021 ropa 6bUI rOCINTANN3NPOBAH
C TOKCHMKO-aJ/IJIEpTMIECKUM JIEPMAaTUTOM, FeHepan-
30BaHHOIJI reprieTMaecKoi MHgeknyeit (TMHIMBOCTO-
MaTuT, reprueTndeckasn sk3ema Kamomm). ITomydan
IPOTMBOBUPYCHDI ITpeNapar, CMHTeTUYeCKIUIT aHa-
JIOT TIyPMHOBOTO HYKJIEOTIAR, Ledanocropunsl 111
HoKo/eHus, [leHTarno6uH 5 T, Ha KOTOPbI OTMeYa-
7ach peaklysA B BUJie OTEKA JINIA, YIlell, BhIpakeH-
HOTO 3y7a. B Hayase 4-0ro rojia XMsHU — OTUT, Jie-
YyeHMe B cTalloHape — Ab, mapanentes, BBUI. Ilo
pexoMeHpanyy Bpada-reretrika CII6ITIMY B 3 roga
1 Mec. BBITIOJIHEHO NTOJTHO3K30MHO€E CEKBEHMPOBa-
HMe: BpIsABIeHa MyTanua B reHe SPINKS, panee
OIIVICAaHHBII B IUTepaType BapuaHT (rs368134354) B
TOMO- VIV TeMU3UTOTHOM COCTOSIHUM B 15 MHTpOHE
u3 33 narpoHos reHa SPINKS, npusopammnit K Ha-
pyueHnio cmnaiicuHra, 5:g.148104940G>A
ENST00000359874.7:¢c.1431-, accounupoBaHHas C
passutueM cKH, Takum o6pasom ayarHos oKoH4a-
TeJIbHO NMOATBePXAEH. KpoMe Toro, 6b11a mpoBefeHa
mepmarockonus (puc. 2) 1 o6Hapy>keH IaTOTHOMO-
HUYHBII 71 JAHHOTO CMHJPOMa IPU3HAK ITOPaKe-
HIA BOJIOC — MHBATMHYPOBAHHBII TPUXOPEKCUC MK
«6aMOyKOBBIe» BOMOCHL. ExkeMecsAuHbIe BBefleHNA
BBUTI npopo/mkeHsl, eprofudeckme Kamnobsl Ha
PMHUT, 6e3 TeMIlepaTypbl, HO MOpakeHNe KOXI B
BUJIe SPUTPOIEPMUM COXPAHAIOCH U COIIPOBOX/A-

Puc. 2. iepmatockonus AJIMHHbIX BOJIOC: BOJIOChI

C IBIeHneM TPUXOPEKCUC UHBarmHaTa-6amOyKoBbIe;
00610MaHHble BONOChI B BUAE CMIUYKU
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70Cch cUIbHBIM 3ygoM. Hapacrana cnenmdudeckas
CeHcHOMmmM3anys 1 KoHLeHTpanus obmero IgE no
1432,65 ME/mn (0,00-56,00). B oxtsi6pe 2021 roga
odepefHas rocnuranusanyA (puc. 3), B Xofe KOTO-
poil mpoBefiéH KoHCcUAnyM Bpadeir B IO Ne 2
CII6I'TIMY u npunsaTo pemenne o Havane [VIBT
IpernapaToM JyNUKCceHT B fo3e 300 mr n/k 1 pas B
Mecsil, 3ateM 200 mr 11/k. [Tocne mannmanum B 3 roma
u 6 Mecsnes xusuy B CIIOITIMY nonygan [TIBT
peryasapHo o MecTy XutenbctBa. Ha ¢one mpu-
MeHeHNA AymTyMaba B TedeHMe IepBOro Tofia OT-
Meya/y HEKOTOPOe yay4llleH)e KOXKHOTO CMHpOMa
(puc. 4, 5): NOABMINCH YYaCTKU MPAKTUYECKN UH-
TAKTHO KOXMY (TBUIbHASA Y JIaJJOHHAA IOBEPXHOCTD
KICTeJ1, IepelHss IIOBEePXHOCTb 6&ep u roneHen),
3HAYNTEIbHO YMEHbIINIICA 3y, YMEHbIIMIUCD IIPO-
ABJIEHNA aTONNM, YMEHBIIN/IMCH YaCTOTA Y TAXKECTD
OPI, pexxe obocTpenus xporndeckoro oruta. [o-
cnegHAs rocnuTanu3anyA B [1O Ne 2 B mapre 2023 1,
IO pes3yabTaTaM KOTOPOJ NPOJO/KeHa Tepanus
BBUT (ITpuBumxen B/B 10 I OHOKpAaTHO — Iepe-
HOCHMOCTbD yIOBJIETBOPUTENbHAA, 6€3 ITaToornye-
CKMX peakiit), ;ynwaymata ([Jymvkcent mn/k 200 mr
OJJHOKPATHO — II€PEHOCUMOCTD Y/IOB/I€TBOPUTEb-
Has, 63 MaTOTOTMYeCKUX peaKlnii), Ipou3BeneH
10f00p HapY>KHOJI Tepanmu B CBA3M C OTCYTCTBUEM
IPUBBIYHOTO JIJIA IAlMeHTa IIpelapaTa Ha OCHOBE
rmunepona (Jexcepun). Koncraruposansr: OCHOB-
HoII uarHos: [lepsuunenit uMmmyHnogeduiyut, CuH-
npom Komensa- Hereprona (myranms B rene SPINKS
rs368134354); ConyrcTBylomue: AniepriniecKuit
TpaxeoOpOHXNT. benkoBo-sHepreTnyeckas Hefo-
cratouyHocTb 1-2 crenenu (Poct — 105 cMm, Bec —

Puc. 3. [lo MHMuMauum Tepanumu gynunyMmabom
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Puc. 4. Yepes 3 mecqua nocne MHMumauum aynunymaba

16 kr). JTabopaTopHble IIoKa3areny Ha (OHe Tepanm
B TIpefieNIax HOPMBbI, KpOMe IMII0aTbOyMIHEMIN [0
35 r/n ¥ CHMKeHMA KOHLIEHTpaluUM 25-TUIPOKCHU-
ButamuHa /1 1o 19 ur/mn. Copepskanne IgE obero
CHM3WIOCHh Ao 77,21 ME/mn (0,00-70,00). Cy6bex-
TYBHBIE 5Ka/I00bI 3HAYNTENBHO YMEHBIINIVCh, IMe-
NMCh YYACTKU KOXM OOBIYHOI OKpacky (KMCTH,
IpefIedbs, TOIeHN 1 CTOIbI), OTMEYaNoCh yayd-
IIeH) e POCTa BOJIOC HAa BOTIOCUCTOI YaCTV T'OJIOBBL.
PexoMeHI0BaHO IpOJOKEHNE pa3paboTaHHOM
CXeMBbI Tepalny 1 JajabHelilIee HabmoaeHne ¢ Jo-
IIOJIHUTENIbHON HY TPUTUBHOM IO IEPXKKOIA.

B uone 2023 ropa ObUI TOCIUTATN3NPOBAH B
UMMyHonorndeckoe orgenenune « HMUIL AT'OM
um. JI. PorageBa» ¢ xanob6aMu Ha TOTAJIbHYIO TU-
HepeMuI0 KOXM, 3Y/l, ABIE€HNsA a/loNeluH, TeKap-
CTBEHHYIO HEIIepeHOCUMOCTb B BiJie 0Téka KBuHKe
Ha cTepodyHIMH, CMeKTY, okTaraM. IIpum ocmoTpe
BbIsIBJIEHA CIJIEHOMEranusa +3 ¢cM OT Kpasd /1eBoit
pébepHoit myru. JlTabopaTopHbIe NCCIeTOBAHNA BbI-
ABVIIN CHVDKeHNe B-miMonnToB ¢ mepekmodeHeM
knaccos Ig o 27,8 xin/mxn. Y3W OBII nogTBepauio
cIIeHOMeranuio ¢ 1upy3HbIMU NU3MEHEHNAMNI
IapeHXMMBI, 0OHapY)XeHbI TaKXe JBYyCTOpOHHEe
yBeIMUYeHMe MoYeK, Me3eHTepuanbHasa muMdae-
Homarus, a mo MCKT rpyaHoit kineTku, OpromHoit
HOJIOCTM ¥ MAjIOro Ta3a ¢ KOHTPAcTOM - TreHepa-
NMM30BaHHAA MUMda/IeHOIATHA, TeaTOCIITIEHOMe-
ramuA. [Tpu mocese ¢ koxxu 6bL1 BhIfeneH Proteus
mirabilis 10° KOE/M1, pesucTeHTHBI K Cynbda-
MeToKkcasony. ITocne npoBeéHHOrO KOHCUINYMa
Obl/Ia VHUIIMMPOBAHA Tepanusa CeKyKuHyMaboM (B
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Puc. 5. Mocne nunumaumm gynunyma6a yepes 3 mecaua

IIOTIONHEHNE K TIPOBOAMMOII paHee), Ha OCHOBAaHNMI
TAHHBIX MUPOBOII INTEPATYPHI, B J03€ 75 MT II/K I10
cxeMe: 4 pasa-1 pas B Heflento, janee-1 pas B MecAI]
(nmepenéc ynosneTBopuTenbHo). Kpome Toro, 6pi1
BBefiéH 11/k nMmMyHornobymma CUTAQUIG 2 1. B
2 TOYKM, Ha KOTOPBIN TaKXe He OBI/IO OTMEeYeHO
HaTONOTMYeCKMX peaknuii. I[loropHas rocnmra-
MU3anuA i KOHTPOJIA 3a JMHAMMKON COCTOSHMUA
Y IaHHBIX TA00PAaTOPHBIX M MHCTPYMEHTATbHBIX
MCCIefOBaHMIl OblyIa IpoBefieHa B OKTA6pe 2023
roga. OTMe4anach 3HaYNTENbHAA MOIOKUTEIbHASA
AVHAMMKA CO CTOPOHBI KOXKHOTO IIOKpoBa (puc. 6).

i

Puc. 6. Couerannas TMBT (gynunyma6-+cekykuHymao)
10 mecsuesB
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ITo pesynbTaTaM KOMIUIEKCHOTO 0OCIeOBaHMA U
KOHCY/IbTaLIMIl CMEXXHBIX CIIEIaINCTOB JOIIOTHM-
TE/IbHO YCTAaHOBJIEHBI: BTOPUYHBII MYOTIATNIECKII
CUHJIPOM U KOTHUTUBHbIE HapyLIeHN: (peKOMeH/[0-
BaHbI KOHCY/IbTAIVA U 3aHATHA C HEMIPOIICUXO/IOTOM,
KOHTPOJIb 3PUTETbHBIX BBI3BAHHBIX ITOTEHIINAIOB
TOJIOBHOTO MO3Ta U aKYCTHMYECKUX CTBOJIOBBIX BBI-
3BaHHBIX IIOTEHI[MANIOB, BUAe0-OI[-MOHUTOPUHT
60apCcTBOBaHMSA); CMHAPOM CYXOro I71a3a 1 (OHOBast
aHryonarusA (Ha3Ha4eHbl MECTHbIE CTMMY/IATOPBI
pereHepanuy u KepaTOMpOTEKTOPbI). YUUTbIBAA
CTOVIKYIO TIOTIOXKUTE/NbHYIO AMHAMUKY KOXXHOTO
CUHZIpOMa, OBIIO PeKOMEHZOBAHO IPOJO/KUTD
crienudrIecKyro KOMOMHMPOBAaHHYIO aHTUIVITOKM-
HOBYIO TepaIIo B IIpexkHeM peskume (CekyknHyMab
75 mr 1 pas B 4 Hegenu, gynunyma6 200 mr 1 pas
B 2 Hefle/ln) C KOPpeKIMeil 1o JOCTIKEHNN Beca
B 20 Kr (pa3oBas J03a ceKykuHymaba o 150 mr).
IIpoBenenmne perynapHoi 3aMeCTUTENbHO TepaInm
IperapaTaMy MIMMYHOITIOOY/IMHOB B eXKeMeCAIHO
nosupoBke 0,5 I/KI HeM3MEHHO, YYMTBIBas BBICOKIE
PUCKM Pa3BUTHA KIM3HEYTPOXKAIOINX MHPEKIVOH-
HBIX 3a0071eBaHmMII Ha GOHe HapyIIeHNs crierduye-
CKOTO aHTUTEN000pa30BaHMA B PaMKaX OCHOBHOTO
3aboneBanusA. Pe68HOK Ipofjo/mKaeT HaOMIORATHCSA
y IpoU/IbHBIX CIeLManucToB, kak B CII6ITIMY,
Tak u B «HMMWI] ITOW um. II. PorayeBa», a Tak)xe
II0 MEeCTY >KMTEIbCTBA, YTO 0becleunBaeT BO3-
MO>KHOCTb CBOEBPEMEHHOI KOPPeKIMI TePaNn U
IpOoBeJieHNe BCEOOBEMTIONEr0 00CIe[OBAHA, A1
HOJ/iep>KaHMA KauecTBa KM3HM MalieHTa C BPOXK-
IEHHBIM 3a00/IeBaHMEM.

AnddepeHumanbHas AMarHocTuka

Hanb6onpimme TpygHocTH BbI3bIBaeT Auddepen-
myanbHas guardoctuka cKH n 3aBucur or Bospacra
nanyeHTa. B neprosie HOBOPOXXAEHHOCTH OCYILECT-
BJIAIETCA C IIEIBIM PAIOM 3a00/IeBaHMil, COTPOBOXK/a-
IOIVIXCS SPUTPOJEPMIIEIl: HAC/Ie[ICTBEHHbIX (IpyIIa
BPOXXIEHHOTO MXTNO34, IPyIIIa CMHApoMa rureplVIrE,
rpyIlna HapyIIeHuT MeTabo/3Ma), MHPEeKIVIOHHBIX
(cuHAPOM CTaMITOKOKKOBOI 000XKKEHHOI KOXI,
BPOX/IEHHBIN KaHAM/I03) 1 ATPOTEHHBIX (peaKLAMI
JIeKapCTBEHHOI IUIIePYyBCTBUTENbHOCTI), @ B 6ortee
cTapleM BO3pacTe, OC/e 3-X MecALeB )XNU3HU, — C
XPOHUYECKVIMI JilepMaTo3aMyl (aTOMIMYeCcKMIt flepMa-
TUT, ceO0PENIHBbIIT IepMaTuT, icopuas) [21].

OpuTpomepMus onpepensgeTcs Kak BOCIAIN-
Te/IbHOe MOopaXKeHNe KOXI, 3aXBaThIBaolee Ooee
90% eé TIoIaAy MOBEPXHOCTH U Tpebyloliee IKC-
TPEHHOTO MeIMIITHCKOTO BMeIIaTenbcTBa [22].
PerpocriekTuBHbIE MCC/IEOBAHNA HECKONIbKIX aB-
TOPOB IOKa3a/M, YTO IPUYNHON SPUTPOIEPMUN Y
HOBOPOXXJEHHBIX ABWINCH UXTNO3U(POPMHBIE Iep-
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Maro3sl (24%), cKH (18%) u gpyrue ITV]Ic (30%),
3K3eMaTO3HbIIl MU MAMy/I0CKBAMO3HBII IepPMaTUT
(20%), a y 12% mauneHTOB SpUTPOAEPMUS MMeNa
Hel3BeCcTHOe Nnpoucxoxaenne. CMEPTHOCTDb OT
OCJIO>KHEHMIT mpubmkanach k 16% B cpegHeM K
1,5 rogam >KM3HY IalM€HTOB, II09TOMY Ipobriema
HEOHATaJIbHOI SpUTPOAEepPMUN TPebyeT ClTaXKeHHOI
pabOoThl MyTBTUVCLAIUIMHAPHO KOMaHAbI, KaK C
TOYKM 3pEHMA IMATHOCTUKY, TaK ¥ T€pPaNnu [3,23].

[TepBbIMU HEOOXOAVIMO UCK/TIOYATh Hanmbosee
YacTO BCTpeYarolecs 1 IOTeHIIalbHO ONacHbIe
COCTOSIHVS, Tpebylollie SKCTPEHHOTO BMelIaTe/b-
CTBa, TaKMe Kak MHQEKI[MOHHbIE 11 JIEKapCTBEHHO
obycnosnenHble. K aputponepmun MoxxeT npuBecT
Hanboree TsDKEMas popma cradpunIogepMmm — CUH-
ApoM CcTaUIOKOKKOBOI 000XKKEHHOM KOXY MK
cuHppoM Purrepa. 3a60/1eBaeMOCTb y HOBOPOX-
TOeHHBIX U JleTeil M/IafIIero BO3pacTa COCTaBAeT
250 cnmydaes Ha 1 MJIH, a JIETANbHOCTD — OT 2,5 1O
11% [24]. Ins panHOTO 3a60/I€BaHNUsA XapaKTePHO
OCTpOe Hayajio He paHee 2-3 CYTOK OT MOMEHTa
POX/IeHNs ¥ Ha/I4yyie BXOJHBIX BOPOT MH(EKINN B
Bujie oM(annTa, pUHOKOHBIOHKTUBUTA M Oy/1€3-
HOTO MIMIIETUTO, BBI3BaHHBIX Staphylococcus aureus,
BbIZe/AOINX 9KchomaTuabl A u B. Cunppom xe
CBSI3aH C TeMaTOTeHHOI [MICCeMMHAIIMEN TOKCUHOB,
KOTOPpbIe, ABJIAACh CEpMHOBBIMY IIPOTea3aMM, BbI3bI-
BAIOT OTC/IONKY 3MIJIepMIICa HA YPOBHE 3€PHICTOTO
c1os1. BoIBeleHMe TOKCMHOB Yepe3 ITOYKM B paHHEM
TeTCKOM BO3pacTe 3aMeJi/IeHO, a aHTUTeNla K HUM
IPOAYLMPYIOTCS HEIOCTATOYHO, YTO CIIOCOOCTBYET
HaKOIIICHNIO 9KC(ONMMATIHOB Y 0C/Iab/IeHHBIX HOBO-
POXXEHHBIX (HEIOHOIICHHBIX, Ma/IOBECHBIX K CPOKY,
TPaBMIUPOBAHHBIX MHTPAHATA/IbHO JOHOLIEHHBIX) 1
peanusanyy KIMHUYIECKON CUMIITOMATUKM [25,26].
Ha ¢oHe pe3koro moBblleHNs TeMIIepaTypbl Tena
10 40-41°C, TAXEMOro 061Iero COCTOAHUA U BbI-
Pa>KE€HHOJ MHTOKCUKAL UM Ha 2-4-11 leHb )XU3HU
BO3HMKAIOT YYACTKM TOKPACHEHUs KOXI U 3aTeM
e€ CIyUMBaHMA BOKPYT pTa, IyINKa WIN Cpasy Io-
ABNIAIOTCA MY3bIPY Ha KaXKyIlelicd HoOpManbHOM
KOXKe C PaclpoCTpaHeHMeM MopaKeHNA BIUIOTbH JI0
reHepanus3anuy mpouecca. XapakTepHO BO3HUK-
HOBEHJI€e ITy3bIpeil Ha MecTe TI000ro IMpUKOCHOBe-
HMSA (IIOIOKUTENbHBIN cUMIITOM HIUKO/IBCKOrO Ha
MHTAKTHOJ KOXKe) 1 pacIllon3aHne Iy3bIipeit npu
MOTATMBAHNUY 32 Kpall BCKPBIBAIOIINMXCS MTOKPBILIEK
(xpaeBoit cumntoM Hukonbckoro), B pesynbrare
4ero KoXka CTAHOBUTCS «OLINTAPEHHOI» ¢ 0OHaXKe-
HIeM OOIIVPHBIX MOKHYIINX IIOBEPXHOCTEN, TPy
9TOM CAM3NUCThIe MHTAKTHBI [24,25]. B Teuenue
5-7 CYTOK IPOUCXOAUT SMUTEIU3ANUA 3PO3UIL C
HOC/Ie YOI MM ITACTUHYATBIM LIeNylIeHreM, 6e3
pybueBanusa. Hepeko BO3ZHMKAIOT OCIOXKHEHNA
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(THeBMOHMS, OTUTHI, (/IeTMOHBI, a6CIeCChI, Me/I0-
Hedpurt n ip.) [27]. B knHMYecKOM aHaNMM3e KPOBU
OTMEYaKTCsA ITUIOXPOMHAs aHEMYS, IeJIKOLIUTO3 CO
CIOBUTOM BJIEBO, YBE/IMYEHIE CKOPOCTU OCefJaHVA
3PUTPOLUTOB, OMOXMMIYECKIE TOKA3aTe/IN BbI-
ABJIAIOT JUCIPOTEVHEMUIO VM TUIIOIPOTENHEMMIO.
IToceBbI ¢ KOy He MH(POPMATUBHBI, HEOOXOMMO
MICCTIEOBATh BXOAHBIE BOopoTa MHpeKuu (Hoco-
IJIOTKA, KOHDIOHKTNMBA, OYary MMIIETUIO Ha KOXe,
napayMOMIMKaIbHYIO U IIepyaHaIbHYI0 30HbI). [/
JIeYeHN TaKVX MAIMeHTOB Ba)XHO IpyMeHeHne Ab
Tepanuy IO YyBCTBUTEIbHOCTY BO3OYAUTENS, B
CBA3M C €ro MOMMPEe3UCTEHTHOCTDIO, HepeKo C Ha-
3Ha4YeHVeM KOMOMHVMPOBaHHBIX CXeM, a TaKXKe BOC-
IIOJTHEHME TT0Tepb OeJIKa U 97IeKTPOJINTOB, CO3TaHMe
YCIIOBUIA [JIAL JOMDKHOV 3NMUTENU3alUN TKaHel U
IpefoTBPalleHNs BTOPMYHOTO MHPUIMPOBAHUA U
BO3MO>XKHOJT runotepmunn [28].

Bpo>x/1€HHDINI KaHAMIO3 BO3HMKAET MEHee YeM
y 0,1% HOBOPOXXIEHHDIX [ETEN, 10 JAHHBIM OJJHOTO
U3 PETPOCHEKTYBHBIX UCCIIEJOBAHMIA, 1, C HANOOIb-
nIejl 4acToTOM, Y HEJJOHOIIEHHDIX ¥ MaJlOBECHBbIX,
natoreHoM npu atoMm ssnsercs Candida albicans
[29]. Bicpimanmst MOTYT KaK NPUCYTCTBOBATH TP
POXXJIEHUN, TaK Y TIOSABUTHCSA B TeYeHUeE NepPBbIX 7
IHeTt )XV3HM, TIpeicTaBleHHble A1 y3HO pacrpo-
CTPaHAIIIVIMICSA ITOTMMOP(HBIMY IIATHUCTO-TIAITY-
JIE3HBIMI, ITYCTY/IE3HBIMI 97IEMEHTAMM, abcrieccamu,
akcdonmanuent n/unm geckBamaiyeit u oo6paso-
BaHUeM TpeluH. [/ AMarHoOCTUKY UCIIONIb3YIOT
KY/IbTYPaJIbHBIII METOJ, MICC/IEOBAHMA IIOCEBOB C
KoM, [IIIP-guarHocTuKy, a Tak)Ke TMCTOIOTMYE-
CKOe VI3y4YeHYe IIpenaparoB IVIAlleHThbI M TYTIOBUHBIL.
CBoeBpeMeHHOe Ha3HaueHMe aHTMMUKOTUYIECKO
Tepanuy IpefoTBpaliaeT pa3BUTIE TeMaTOTeHHO
AVICCEMUHALIVN Y KV3HEYTPO>KAIOLINX OCTIOKHEHMIA,
IIPU 3TOM CpefjHAA NPONO/DKUTETBHOCTD Tepannn
IO/DKHA OBITh He MeHee 2-X Hezenb [30,31].

Hanbornee 4acToit Npu4YMHOI BO3SHUKHOBEHNS
3PUTPOJEPMIN, CBA3AHHOI C TeKapCTBEHHBIMM ITpe-
IapaTaMy, BBICTYNAIOT NPOTUBOSIMIEITIYECKIEe
npenaparbl (GeHUTONH, KapbaMasenuH), aHTHU-
6axkTepnanpuble (e TpraKkcOH, BAHKOMUIIVIH) U
HeCTepOVJIHbIe IPOTVBOBOCIIA/INTENbHEIE [32].

VimeroTcs maHHBIE O IPepPacIONOXeHHOCTH
K TSDKENBIM peakLMAM Ha JIeKapCTBeHHbIE IIpe-
maparsbl, Tak, Hajnuune atens HLA-A*32:01 y nuig
U3 I0T0-BOCTOYHON A3MM 3HAYUTEIbHO IIOBBIIIAET
puck passurus cuHppoma CruseHca-J/[)KoHCOHA 1
TOKCMYECKOTO0 anuziepManbHoro Hekpomusa (TOH)
IpY IIpYMeHeHUY BaHKoMuIyHa [33].

JIIs IeKapCTBEHHBIX peaKMil XapaKTepHO I10-
CTEIIEHHOE HapacTaHMe MOpaXKeH!Us KOXu ¢ 5-7
IHA IPUMEHEHNA [IPeIapaToB 1 MOMNMOP(U3M BbI-
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CBIITHBIX 37IEMEHTOB, 3a4aCTYIO C TeMOPPAarn4ecKuM
KOMIIOHEHTOM M TIOSIBJICHUEM BBICBITTAaHNIT CHaYaIa
Ha TYJIOBUIIE, TaJJOHAX U MOJOIIBAX, a MO3/IHee C
pacnpocTpaHeHMeM Ha JApyrye YIacTKU KO>KHOTO
nokposa [34-36]. [Topaxxenne 6omee 30% KOXHOTO
IIOKPOBA BIUIOTD JIO YHMBEPCAIBHOTO C PasBUTHEM
apuTpoaepMuu ¢ 6ynIE3HBIM KOMIIOHEHTOM 1 T10-
CTIeRYIOLIMM OTCTIOCHVIeM KOXKU Vi CTTM3UCTBIX BO3HM-
KaeT pu camoit Tspkénont popme (TOH), Bcnepctaue
MaCCHBHOTO aIloNTo3a 6a3aabHBIX KePaTMHOLNTOB
He paHee 2 THA OT MOMEHTa KOHTAKTa C IIPUYMHHO-
3Ha4YMMBIM InpernaparoM [36]. Cumnrom Hukonbcko-
ro nono>xutenbHblit. TOH mpakTidyeckn HUKorga He
ObIBaeT y HOBOPOXK/IEHHDIX, 32 VICK/TIOUEHVEM PeIKIX
CTy4aeB, ONVMCAHHBIX B €AVHNYHBIX ITyOIMKAIIAX
[37]. B 6onbummacTBe cnydaeB TOH HaunmHaercs B
BO3pacTe cTapile 6 Hefenb. [losABI€HNIO BBICHIIIA-
HUIJI TIPEIIeCTBYeT 3a JeHb-[Ba I'PUIIIONOA00HAA
CHMIITOMATUKA C IMXOPAIKON ¥ MHTOKCUKALIMeE,
mapecTesueit ¥1/umm 60/1e3HEHHOCTDIO KOXHBIX I10-
KPOBOB, I71a3 1 C IIOCTENEHHBIM (OT HECKOIbKIUX
JacoB /IO HECKOJIBKMX CYTOK) Pa3BUTIEM TIOPaXKEeHMA
KOXXM U CIU3UCTHIX [32,33,38]. TaxkecTh COCTOSAHMA
00ycIoB/IeHa TTapaneNnbHO Pa3BUBAIMMCH II0-
BPEeXJeHJMEM BHYTPEHHMX OPraHOB (IOpakeHMe
SMUTE/NVA JIETKVX U )KeTyAOYHO-KNIIEYHOTO TPAKTA,
MMOKapAuT, HeQpPUT, TeaTUT) U OCTOKHEHNAMUI
(cemcuc n [yIcCeMMHIPOBAHHOE BHY TPUCOCYANCTOR
cBéprriBanme) [39]. JleTalbHOCTb MOXKET COCTaB-
nATb oT 25 10 50%, 4To TpebyeT KaK MOXKHO Ooree
paHHell IMAarHOCTMKM ¥ MHULMALMY Tepaluy B
ycnoBusax OPUT [40]. ITpu 6maronpusTHOM ucxope
3MUTENN3AIVA TIPOUCXOANT B TeUeHMe 2-3 Heflelb,
a IIOJTHOe BOCCTAHOBJIEHME MOXET NMOTpe6oBaTh
HECKO/IbKO MecsAIeB. Y 4acTy MalMeHTOB GpopMu-
PYIOTCA pyOIbI Ha KOXe ¥ CIM3UCTBIX, CTOKAsA
TUNEePIUTMEHTAVA, CMHEXUU I MHOXECTBO ApY-
rux ocnoxkuenuin [41,42]. Ing gereir go 5 nert, 1o
JlaHHBIM HEKOTOPBIX MCC/IeOBAHNIL, O0oIee, ueM i
B3POC/IBIX, XapaKTepHO MTOpaXKeHNe I71a3, IPY 3TOM
BO3MO>KHBI OTCPOYEHHBIE OC/IO)KHEH S, BHE 3aBJICH-
MOCTY OT CTeIIeHM TSDKeCTH B ocTpblil nepuop TOH
[43]. Heob6xonyuMo conpoBox/ieHye 0(TaTbMOIOrOM
KaK BO BpeMs Kypaluy JIeKapCTBEHHON peaKIvi,
TaK 1 Bechb Iepuoj BoccTaHoBneHuA. Kpome oT-
MEeHBI IPUYMHHO-3HAYMMOT0 areHTa, IIPOBOJATCS
Ie3MHTOKCYKALIMOHHbIE U JleCeHCUOMIM3NPYIOIe
MepONpUATHUA, CUH/IpPOMajIbHasA Tepanus, npodu-
JIAKTVKA IPUCOENVHEHV BTOPUYHOI MHQEKIN 1
OCJIO)KHEHMII CO CTOPOHBI KaK IIOKPOBHbIX TKaHeTl,
TaK ¥ BHYTPEHHNX OpraHoB [42,43].

[TosiBNIEHNE SPUTPOJEPMUN UXTHO3UPOPMHOTO
XapakTepa /1 poXK/ieHne pe6€HKa B KOJUIOMTHO
IJIEHKE XapaKTePHO /I HEKOTOPBIX HAC/Ie[CTBEH-
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HBIX 3a00/IeBaHMII C HAPYIIEHNEeM OPrOBeHMA-NX-
TMO30B C PELIeCCYBHBIM TUIIOM HAC/eOBAHNA, KaK
HEeCUH/IPOMAJIbHBIX, TaK U CMHJPOMAa/lbHBIX [44].
He6ynnésnas BpoxxaéHHas uxTro3ndopMHast spu-
TpOfiepMuA ABJIAETCA Haubosiee paclipoCTpaHEHHBIM
(bEeHOTUIIOM ayTOCOMHO-PeIleCCUBHBIX HeCUH/IPO-
MaJ/IbHbIX BPOX/JEHHBIX MIXTM030B, KOTOPbIE CBA3aHbI
C MyTaIMAMM KaK MVHVIMYM B JIECATY Pa3/INIHbIX Te-
Hax (TGM1, ALOX12B, ALOXE3, ABCA12, CYP4F22,
SDP4, NIPAL4, SLC27A4, CERS3, PNPLA1) u npu-
MepHO Y 90% 60/bHbIX XapaKTepu3yeTcs pOXK/IeHIEM,
3a4acTyI0 NIPeX/eBPeMeHHO, B MeMOpaHe, HalloMI-
HalolIell 1[e/I0(paHOBYIO IIEHKY, COXPAHAIOIIYIOCA
B TeUeHNe C/IeYIOIVX 2-3 Hefle/b XKU3HN, a TaKKe C
9KTPOIIMOHOM (BBIBOPOT BeK) 11 9K/1a0VIOHOM (BBIBO-
por ry6) [45,46]. ITocre oTTOpKEHNs IVIEHKY Y MJIa-
JIeHIIeB HAOTIOfIAe TCs SPUTPOAEPMIA C TTIOCTIEAYOLIei
MAacCHBHOJ fieckBamaryert. OCTIO)XHEHN eVIHBI I
BCeJl IPYIIIBI KO/UIOUIHBIX IUIOFOB 1 00YC/IOB/IEHBI
TOBBILICHHOJ TPAHCAMUIePMaIbHO IIOTepelt BIaru
¥ TeIUIa: TUIePHATpYeMIYecKas IernipaTamys, Tuc-
0aJIaHC 57IeKTPO/INTOB, HAPYLIEHE TEPMOPETyIIALIN
¥ TUIIOTPO(NSA; KpOMe TOTO, IPU PACTPECKUBAHNNI
KO BO3MOXXHO BTOPMYHOE MHPUIMPOBaHUE C
puckoM baxrepremun [47].

CuHapoMasbHble UXTHO3bI, TaKye Kak [InmmHr-
cunppom tuna B u cungpom SAM ((severe skin
dermatitis, multiple allergies and metabolic wasting)
- Tsokémad GopMa aTONMYeCcKOro JepMaTuTa, MHO-
JKeCTBEHHAs aljieprus 1 HapylleHyue oOMeHa Be-
I[eCTB), MMeIoT cxoxxnmit penorun ¢ cKH: mouru Bce
IeTV CTPajaiT OT UXTNO3UGOPMHOI 3PUTPOTEP-
MU, TIOTIMBA/IEHTHON INIIEBON a/UIepIUN U UMEIOT
TSDKEIOe OTCTaBaHVe PU3NIECKOTO PasBUTIA, & IIPU
MabOopaTOPHOM MCC/IEJOBAHNN OTMEYAIOTCA BBI-
paKeHHas 903MHOPWINA U MOBBIIIEHHBI YPOBEHb
obuiero u amnepres-crenuduyeckoro IgE B cpiBo-
potke kpoBu [48,49]. Tem He MeHee cuHgpOoM SAM
MOXeT OBITb KIMHWYeCcky AnddepeHInpoBaH 1o
JIaJIOHHO-TIOJOLIBEHHOI KepaTofiepmun u auddys-
HOMY TUIIOTPUXO03Y KOXX) T'OJIOBBI, @ TIVJIVHT-CHH-
IPOM IO XPYTIKOCTY KOXXM ¥ YaCTO U3HYPUTEILHOMY
3yny, Torfa kak npu cKH BaxHeitmeit HaxonKoit
OyJeT MaTOrHOMOHMYHOE TIOPaXKEeHMe BOIOC O-THUITY
«6aMOyKoBBIX» [49]. Hanu4ue HeBpomorn4eckoii
CUMIITOMATHKM (OTCTaBaHUe B IICUXOMOTOPHOM
PasBUTHUY, CITACTUYECKAA JU- VIN TeTpPAIIeTN),
odpranbmonorndeckux npobniem (cBeTo60s3Hb,
HapylleHJe OCTPOTHI 3peHN), HapAALy C 3PUTPO-
IepMMueli, a TaKXKe Y4aCTKOB JMXeHuuKanum un
TUIIepKepaTo3a B 06/1aCTy KPYIHbIX CK/IaJJOK U LIIeH,
MYYUTENTbHBIN HeCTEPIUMBII 3y, IIOXO IOJjak0-
IVIICA Tepammu, OYAyT CBUJIETeIbCTBOBATD B IIO/Ib3Y
OJIHOTO 13 Hanbosiee TAKEMBIX CUH/POMaTbHbIX VX-
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THO30B — Ay TOCOMHO-pelleccuBHOro cuHpipoma Illé-
rpeHa-Jlapccona (Sjo gren-Larsson syndrome) [50].
OKOHYaTeTbHBIN [UATHO3 MOXKET ObITh YCTaHOBJIEH
TOJIKO C TIOMOIIIbI0 MOJIEKY/IAPHO-TeHeTUYeCKUX
uccnenosanuii. Tak, o6Hapy»eHMe MyTauuii ¢ mo-
Tepelt GQYHKLUMM WMV TIO/THOIL Jieeljyeli TeHa Kop-
HeoztecMocrHa (CDSN) cBUeTeNbCTBYET B MOMb3Y
OUIMHT-CUH/IpOMa Tuna B, a BbIABIIEHNE TOMO3M-
TOTHBIX MYTalIMil B Te€HE, KOMPYIOLIEM IeCMOIJIENH
1 (DSG1), u, pekux cnydasx, B reHe, KOAVPYIOIeM
necmorutakuH (DSP), - B monb3y cungpoma SAM,
a mytauuu B reHe ALDH3A2, koTopble BIUAIOT Ha
9KCIIPECCUIO KMPHOI aIb/leTUEI U POTreHashl, — B
nonb3y cunppoma Illérpena-Jlapccona [51,52].

Pap aBTOpOB HacTOATENBHO PEKOMEHIYET NpO-
BeJleHMe TUCTOTIOTMYECKOTO MCCIeJOBAHNA KOXMI
y MaLIMEHTOB C 3pUTpofepMueii, Ho B ciydae cKH
oObIYHAsA OKpacka He MHPOPMATMBHA, TaK KaK B
3aBUCUMOCTH OT (ha3bl BOCIIA/IEHN s BO3MOXKHBI pas3-
TMYHBbIE NATTEPHBI, CXOJHbIE C IPYTUMHU KOKHBIMU
3aboneBanuamu [53].

Tak, runepnnasus snujepMuca ¢ MHBaruHa-
IUAMHU B lepMe (aKaHTO3 U MaNMIJIOMaTo3), Ha-
pyllleHNe KepaTMHU3ALMN C AlpaMU B POTOBOM
cnoe (mapakepaTo3) MOTYT ObITb XapaKTepPHBI I/
HaIy/10-CKBAMO3HOJI IPYIIIbL, @ PAaHHAA JleCKBaMa-
IV C paspylIeHueM fiecMorierHa-1 (pokanbHbIi
aKaHTOJN3), OTEK 6a3aIbHOTO C/1051 KePaTMHOLIUTOB
¥ BOCIIQ/INTE/IbHbIN MHPWUIBTPAT KaK B SNUfIePMM-
ce, TaK U B JlepMe 13 503MHOPUIIOB, JeHIPUTHBIX
KJIETKOK, HeMITPO(IIbHBIX JTeIKOLIUTOB — J/I aKaH-
tomutuydeckoit. s nopreepxxaenus cKH Heo6xo-
IVIMO MMMYHOTMCTOXMMMYECKO€e OKpAlIMBaHUE C
ucnonb3oBaHueM uHrn6muropa nporeas (LEKTI),
HO TIpM JIETKUX BapMaHTaX (peHOTUIIa BO3MOXHO CO-
XpaHeHIe 3KCIIPECCUM, YTO He UCK/II0YAET JUarHo3a
cKH [54]. B ciy4yae BbIABIE€HNA CIIOHTYOTIYECKOTO
naTTepHa C HEKPO30M KePaTVHOLUTOB U CaTes/InTa-
MM 113 TUMQOINTOB, 2 TAKXKe TMMQOLUTAPHOTO VH-
¢dunbTpaTa c/6e3 303MHOPMIBHBIMY TEIKOIMTaMU
HeoOxonyMo yckaodaTh rpynmy I ]Ic.

ITepBbIM BaxkHO iy epeHIIPOBaTh OfVIH U3 IO~
TeHLMAIbHO NeTanbHbIX [IV]]c — BocIanuTenbHbIil
BapUaHT TSKEIOr0 KOMOMHMPOBAHHOTO VIMMYHO-
meduiyta wav cuHApoM OMeHH, BBI3BaHHBII TUIIO-
MOPGHBIMI My TAIVAMM PA3/TNYHbIX T€HOB, y4aCTBY-
IOIUX B peKOMOMHaIM T-KIeTOYHOro perenTtopa
(RAG1, RAG2, ARTEMIS and JHK nmurasa IV) [55].
ITpu sTom 3aboneBanumu penepryap T-KIeTOUHBIX
pelLenTopoOB CyIeCTBEHHO OTPAaHMYMBAETCsA, HO
Ha0/mo1aeTCAA BBIPaXKEHHA aKTYBALVIA 1 9KCITAHCUA
CYILIeCTBYIOIIMX KJIOHOB T-1muM@onmuToB, KOTOpbie
MOTYT OBITb ayTOPEaKTUBHBI ¥ OTBETCTBEHHBI 32
MaHU(peCTANIO0 CYMITOMOB THUIIA «TPaHCIUIAHTAT
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IpoTUB X03sinMHa». [Ina curgpoma OMEHH Xapak-
TEPHO paHHee HayaJlo 3KCCYaTMBHOIO BOCIIAIEH A
KOXXM BIUIOTDb JIO 3pUTPOJIEPMUY, JleCKBaMaTUBHas
ayonenus, MMQaeHONaTnsA, TelaTOCITIeHOMera-
TN, XpOHMYECKas IepCUCTUPYIOLIasd Juapes, TUIIo-
TpOodUA, TUIIEP303MHOPU/INA U PE3KO HOBBIIICHHASA
KoHIleHTpauus obmero IgE no 10,000 ME/mn. Y
9acT NALMEHTOB PETMCTPUPYIOTCS MOBBILIEHHbIE
YYBCTBUTEIbHOCTDb K MOHU3UPYIOLLEN pajguanum
Y 9acTOTA Pa3sBUTHUA 3/710KaYeCTBEHHBIX OIYXOJIeN.
[l caceHus KM3HM TaKMX AeTeil TpebyeTcs Kak
MO>KHO 60lee paHHAA TPaHCIUVIAHTALUA KOCTHOTO
Mosra [56]. [Togo6ubit cuapomy OMeHHa heHOTUIT
PpasBUBaETCA y NAIMIEHTOB C IIOJIHBIM CUHZIpoMoM [Iu
JI>KopyKa, HO IOIIOTHAETCA TUIIOKAIbIIMEeMIYEeCKO
TeTaHMell (HapylleHe OKOMOIMTOBUIHBIX JKeé3),
IOPOKaMM Pa3BUTHA cepAla u HEOA, amnasuei
tumyca. OH pasBuBaetca B 1,5% ciyyaes y mofeil
C TeMMU3UTOTHON Jlenienuent B mokyce 22ql1. Boc-
CTaHOB/IeHMe PYHKUMI TMMQOINUTOB IPOUCXONNUT
IOCJIe TPAHCIUIAHTALVM TUMYCa, HO IJIS 3TOTO Heob-
XO[IMa MUMMYHOCYIIPECCUBHAs MOJIeP>KMBAIOIIA
tepamysA. JIabopaToOpHO y MALMEHTOB C CMHAPOMaMMI
Owmenna u Ju/l>xopmxa ouenb Mano T-mumMdormros
C MOMEHTA POX/I€HNA VM OTPaHMYEHHDIN pelepTy-
ap T-K/7eTOYHBIX PELleNTOPOB, YTO U NMPUBOJUT K
OJIUTOKJIOHAIbHON 9KcmaHcum T-xenmnepos 2 tuma,
VMHQUIBTPUPYIOLINX epudepudeckyie TKaH! (Koxka
U XKeTyOYHO-KUIIEYHBIil TPakT) [57,58].

Jlanee MCKIIOYAIOTCA CUHAPOMBI TUIIEPUMMY-
HornobOynmuuemuu E(runepVrE) - renetumdeckn
rereporeHHas rpynma 1M ]c, xapakrepusyrolascs
TPMAJ0ii CUMIITOMOB: aTONMYECKUII lepMAaTUT, pe-
IVAVBYPYIOIVe MHQEKIVN KO Y AbIXaTelTbHBIX
IIyTeN M PE3KO IOBBIIIEHHAA KOHLeHTpauus IgE B
KpoBu nanyentos. Cungpom Vosa (Job) ayrocom-
HO-/JOMMHAHTHOT'O TUIIa HaC/IeJOBaHNUs:A C TeTepo-
3UroTHoi myTtanueil reHa STAT3 ¢ TOMMHAaHTHBIM
HeraTUBHBIM 3P PEKTOM ABIAETCA IIPOTOTHUIIOM /LA
BCeil rpymsl 3aboneBanmii [59].

3a nmocnefiHee leCATUIETIIE B 3Ty TPYIILY IIPUM-
KHYJI Cpasy HECKOJIbKO BHOBb omucaHHbIX TN ]Ic
C ayTOCOMHO-PELIECCMBHBIM BapMaHTOM HacjeJo-
BaHuA — 370 [1V]Ic ¢ 6manmenbHpIMU My TaVsIMU B
redax DOCKS, ZNF431 1 PGM3 1 reTepo3uroTHoit
MyTalyeli ¢ JOMUHAHTHBIM HeTaTVBHBIM 3¢ (eKToM
B reHe CARDI11 [60-65]. HecmoTpst Ha cxopHble
dbeHoTUIIMYeCKYIe TPOAB/ICHN, IOXON K Tepanmu
3aBYICUT OT BbIAB/IEHHOJ MyTallul, TaK, TPaHCIUIaH-
TalysA TeMOIO3TUYECKUX CTBOIOBBIX K/IETOK IIO-
KasaHa namyeHTaMm ¢ gedpexrom DOCKS, HO MeHee
s deKTUBHA U JaXke CIIOPHA IO IPYTUM JaHHBIM Y
nanueHToB ¢ A-J BapuaHTOM cMHApoMa (MyTalusa
B rede STAT3) [66].

34

Knuaudecku s JaHHO IPYIIBI XapaKTep-
HO: HAa4aJIo aTONNYEeCKOTO JIePMaTUTa B NEePUOJe
HOBOPOX/IeHHOCTH (57% MaleHTOB), pely/iuBNU-
pytouie cTaduIOKOKKOBBIE abCIiecChl KOXKM, TaK
Ha3bIBaeMble «XOMOfIHbIe» (74%), peLMANBUPYIOLIIe
IIHeBMOHWY, BbI3BaHHbIe Staphylococcus aureus
(72%) n Aspergillus fumigatus (27%), KoTopbIe 3a-
KaH4YMBAIOTCS Pa3BUTVEM ITHEeBMaTOIle/le, abCIiecChl
BHYTPEHHUX OPTaHOB, KO>KHO-CIM3UCTBIN KaHANIO03,
aQHOMAJIVM Pa3BUTHS CKeleTa, 3y00B, COeANHUTEb-
HOJI TKaHM (AMacTeMa, BBICOKUIL /100, aCMMeTpUs
NNLIA, 3afiep)KKa IpOpe3bIBaHNs MOTOYHBIX 3YO0OB
(41%), nepepasrnbanme B cycraBax (4%), ckonmos
(34%), xpoHMYeCKUe MATONOTUYECKIE TTepeTOMbI
(39%) n anomanuu cocygnos) [48]. [Topaxxenue
KOCTHOJI CHICTEeMBI ¥ COEAMHUTENbHOI TKaH!U IPO-
ABJIAETCS C 3aJIePKKOIT, YTO, Kak U B cnydasx cKH,
IpefICTaB/IseT AUArHOCTNYECKIIe TPYSHOCTU B KOP-
PEeKTHOJ ITOCTaHOBKe juarHosa. JlaboparopHeiMu
IIOKa3aTeIsAMI, KpOMe BBICOKMX KOHLIeHTpauwuii IgE,
ABJIAIOTCS TaKXKe 903MHOMUINSA, @ Y TalMieHTOB C
nedunmrom DOCKS - numdonenns, npenmyiie-
cTBeHHO T-KjIeTo4Has, pegylupoBaHa mMMQoIpo-
nmudepanys B OTBET HA MUTOTEHBI, YaCTO OOHApPY-
JKVBAeTCsI CHIDKeHMe KOHLeHTpaunu IgM u crabprit
OTBET Ha BaKIMHaLuio [48,61].

Cunppom Buckorra-Onapuda BbI3BaH TeMU31-
roTHOI MyTanuei B reHe WAS, 6e10k KOTOpOro
BOBJIEYEH B peOPraHM3aLMIO IIUTOCKeIeTa, He00XO0-
AVMYIO /IS IPOL[eCCOB XeMoTaKcyca u GopMupo-
BaHNA UMMYHHOTO cuHarnca. Kak u npu geduinre
DOCKS, pasBuBaeTcs NErKuil BapuaHT peHOTHIA
KOMOVHVPOBaHHOTO MMMYHOZiepUIINTa, HO HAa/due
MUKpOTpoMOouuToneHnn (MenKye ¢ HapyueHHO
CTPYKTYPOI1 M YMEHBLIEHHBIM CPOKOM JXVM3HU TPOM-
OOLMTBI), KOTOpast ABNAETCA MATOTHOMOHUYHBIM
Ipu3HaKoM cuHApoMa Buckorra-Onppuya, a Tak-
e ero X-clielIeHHas HacleflyeMoCTb, Hanbojee
Ba)KHBI 151 pepeHIanbHOM JUarHoCcTuKy [67].

Cunppom Buckorra-Ongpnya nposiBisieTcs B
HepBble MeCSAIbl )KM3HMU TeTeXMaAbHO CHIIIBIO 1
9KXVMMO3aMI, KPOBaBOI1 Ayapeeri, HOCOBBIMM KPOBO-
TeYEeHVSAM, Jla/iee BO3HUKAIOT NPOsIBIEHNS aTOIN-
YeCKOTO0 JlepMaTnTa, peppaKTepHOTO K CTAH/IAPTHOII
Tepamnuy, ayTOMMMYHHbIe MaHuecTanym (reMosnu-
TUJYecKas aHeMus — 36% ManueHTOB 0 5-71eTHero
BO3pacTa, BaCKY/IUT, BK/I0Yas LiepeOpaabHbIil Ba-
ckymut (29%), aptput (29%), Herirponienus (25%),
BOCITa/IuTeNbHblE 3a60/1eBanmaA KumedHnka (9%) u
Hedpomarus (3%)) [68]. Puck pasButus 3noxade-
CTBEHHBIX OITYXOJIell Y OOIbHBIX C CMHAPOMOM Bu-
cxorTa-Onppnya B 100 pas Bblllle, YeM y APYTUX JieTell
aToro Bospacra. Hanbosee yacTo y HUX pa3BUBaIOTCS
HeXODKKMHCKYE muMdoMel [69]. Y 100% nmanyeHToB
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BBIAB/IAIOT TpoMbouuronennio fo 80 Toic./MM?, a
B HEKOTOPBIX C/Ty4asx u o 20 Thic./MM?, 4acTo OT-
MeyvaeTcst s03uHodus. Kpaiinss BapuabenpHOCTD
TSDKECTY TeYeHUs, OT POPM C TSDKEBIM MMMYHOJIe-
GUINTOM, OCIO)KHEHUSIMY B BIJIe KPOBOTEYEHWIT 1
paHHel T1OebIo, 0 IPaKTNIecKy 6@CCYMITOMHOTO
Te4YeHNs, 3a VICKTI0UeH)eM TPOMOOINTOIIeHN Y, 3a-
TPY[HSET AVAaTHOCTUKY, HO IPUHLIMIINAIbHA IPK
BbIOOpe TAaKTUMKM Tepanuu. Tax, [yis HaleHToB C
K/IVHIYECKY 3HA9VIMbIM IMMYHOZIe(pUIITOM U TPOM-
OGOLMTOIIEHMEN C 9K3eMOI1 1M 6e3 Heé — aOCOMIOTHO
NIOKa3aHa a/UIOTeHHasl TPAaHCIIAHTALVS TeMOIIO9TH -
YeCKMX CTBOJIOBBIX KJIETOK [70].

AyTOMMMYHHBII HOMUTTAHAY/ISPHBIN CUHIPOM
— X-cueneHHblll CMUHAPOM MMMYHHO JUCPETYIA-
LIV, TIOTIMOHOKPVHOIIATIY, SHTEPOIIATUM — PEIKIIL
X-cuertenHbiit 11/ ]Ic, BBI3BaHHBIN TeMU3UTOTHON
myTanuei rena FOXP3, koTopblil KogupyeT TpaHc-
KPUIIVOHHBI (aKTOP, HeOOXOAVIMBIN IJIs TeHe-
pauyy T-perynsaToOpHBIX KJIETOK, TaK>Ke BXOJUT B
rpynny ans guddepeHuanbHON JUAaTHOCTUKA
[71]. Y Takux meTei y)xe B paHHEM BO3PacTe MOXKET
PasBUTBHCS ayTOMMMYHHAs TpyUaja: S9HJOKPUHOIA-
iy (paHHee Havyalo caxapHoro auabera 1 Tuma,
TUIIOTUPEO3), SHTeponaTus (TsDKEnast guapest ¢ Ma-
nbabcopOuyelt) 1 ATOIMNYeCKNit fepMaTuT. Y 60/b-
IIeTO YJC/IA MAlMIeHTOB OTMeYaeTCsl 903MHOpMIs,
yMepeHHoOe MoBbllIeHne KoHeHTpanunu IgE n IgA
B CBIBOPOTKE KPOBM, 3HAYNTETIbHOE CHIDKEHNE VTN
orcyTcTtBre CD4+CD25+FOXP3+ T-perynaropHbix
KJIeTOK, IIpy 9TOM uucio T- u B-mumdornros Hop-
MaJIbHOE, KaK I OTBeT Ha MUTOreHsl [72]. [Iis neve-
HYISI IaHHOVI TPYIIIBI IIPUMEHSIOT MIMMYHOCYTIpec-
CHBHBIE CPeJICTBA, HO 3/IeYeHlie BO3MOXKHO TOTbKO
IpY a/UIOTEHHOI TPaHCIUIAHTAIVY TeMOII0O3TIYe-
CKMX CTBOJIOBBIX K/IETOK [73].

IpuTponepMuM y HOBOPO>KIE€HHBIX MOTYT BCTpe-
YaThCs U IPU HapyIIEHMsX oOMeHa BelecTB. buo-
TUH-YyBCTBUTETbHBII MHOXECTBEHHBI Aeuunut
KapOOKCHIas3sl — IBa HAC/Ie[CTBEHHBIX 3a00/IeBa-
HUs, 00YC/IOB/IeHHBIe HapyIleHeM MeTabonusma
OmoTMHa: KeUIUT ronoKapOOKCUIa3CUHTeTa3bl 1
HEJIOCTaTOYHOCTb OMOTMHU/A3BL, € 001mmM peHoTH-
nom. [ToTeHIIManbHO CMepTe/IbHOE COCTOsIHYE, Ha-
crIefyeMoe ay TOCOMHO-PeLieCCBHO, KOTOPOEe MOXKET
MaHudpecTUpoBaTh Ha 1-2 Heflesle XM3HM U COTIPOBO-
XKJIAThCSI METAOOMYECKIIM aLJ030M, HapacTalolel
muchynkimeit ITHC u peunpmsupyromymy nHgpek-
M. OTINYUTEIbHON YePTOll AB/IsEeTCS BOCIa-
JINTENbHOE TOpaXKeHNe KOXKY TOIOBBI (KpoMe TOoro,
TOHKVIE BOJIOCHI WM aJonielinisi), obmactu 6poseit
pecHML], a 3aTeM pacIpoCTpaHeHe BOCIIAINTE/IbHO-
ro MOpa>keHMs Ha IIePUOPAIbHYIO, TepUaHATbHYIO 1
nepuopouTanbHyIo 06/acTi. BoaMo>keH BTOpUYHBIN
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KaH[U03, 61epapuT 1 KepaTOKOHBIOHKTUBUT C
¢dotodobueit. [Ipu oTcyTCcTBUM Tepanuy pa3BuBa-
I0TCS1 ITyOOKMIA JIAKTOAIV/I03, KETO3 C JIeTa/bHBIM
JICXO0M, Hambosee ObICTPO y [eTeil Ha IPYyJHOM
THUIIe BCKapM/IMBaHMs. PaHHee pacrno3HaBaHue 3a-
OoneBaHNs ¥ IPOBeleHNe Tepanuy IepopanTbHbIM
OMOTMHOM NIPUBOAUT K U3/Ie4eHnIo [74-76].

MeTunaManoHOBbIE ALUAEMUN — TeHETUYECKA
reTeporeHHOEe HacIe[ICTBEHHOe 3aboeBaHue 13
TPYIIBI OPTaHMYECKNX AIUIeMUIl C HapylleHueM
MeTabonu3Ma psAfila aMUHOKUCIOT (M30/IeNIINH,
Ba/IVH, TPEOHMH, METUOHNH). 3ab0/1eBaHue NMeeT
KPU30BO€ TeYeHMe U COIPOBOXKAAETCS TSKENIBIMU
HEeBPO/IOTMYECKUMY HaPYIIEHUAMY, TIOPaKeHeM
HI0YeK, MHOTZIA ITAHKPEeaTITOM U KapAMOMIOIIaTIel,
MeTabo/MN4YecKuM alligo30M B Iepuoy Kpusa [77].
[TopakeHue KOXXI TTepPBOHAYAIBHO IIPOSIB/ISETCS B
nepudepudeckux o06acTAX U MPpK paclpocTpaHe-
HJM TIPOLiecca TPaHCPOPMUPYeTCs B 9KCPONMMATUB-
HyI0 apuTpozepmuto [78]. [l nedeHnst Kak MOXKHO
paHblile He0OX0AMMO cobMoaeHNe CrelpIIecKo
IVeTHI C OrpaHnyYeHneM Oernka u xupos [79,80].

Cpeny XpOHMYECKUX [IEPMATO30B B IepUOfe
HOBOPOXKJIEHHOCTH, HO CO 2-4 Hefleny >KM3HU, MO-
KeT MaHUQecTupoBaTh ceOOPENHbIN JepMaTUT
TPYAHBIX IeTell, pa3BUTIE KOTOPOTO CBA3BIBAIOT C
KOJIOHM3alMell KOXM TUIIOPUIbHBIM IpubOM posia
Malassezia [81]. Bcrpedaetca B 70% ciry4daeB y feTei
MyIajjie 3 MecsleB B BUJie IOKQJIbHOTO IIOPaXKeHNs
BOJIOCUCTOJ YaCTV TOJIOBBI U B CKIaJIKaX KOXKM, KaK
pe3Ko o4YepUYeHHbIE IPUTEMATO3HbIE IISATHA U TIa-
IyJIBI, TIOKPBIThIE IPOIMTAHHBIMM KO>KHBIM Ca/IoM
qemryiiko-Kopkamu. K passutuio spurpogepmun ¢
Mallepanyei ¥ TpeluHaMy B 00/1aCT! eCTeCTBEH-
HBIX CKJIaJIOK (3ayILIHBIX, IIEVHBIX, TOAMBIIIEYHbIX,
ITIaXOBBIX ), MACCUBHBIM HAC/IOEHMEM >KEITOBATHIX
JKVIPHBIX YeIIyiIKO-KOPOK Ha BOTIOCUCTOM YacTy TO-
JIOBBI C 3aXBAaTOM BUCOYHBIX 0OacTeii, 16a, 6poBeit
U pa3BUTMEM JUCIIENITUYECKOTO CMHApOMa (JacToe
CpBITMBaHIeE I AMapes) IPUBOJAT TSKENbIe GOPMBI
ce6OpeItHOro IepMaTnTa, pedpakTepHbIe K TOIIYe-
CKOJl aHTMMUKOTHYECKON Tepanuu. B sTux cnyqasax
HpYMeHAeTCs] KOMIIEKCHBI TIOIXOf C MICTIONIb30-
BaHJEeM KOPOTKIX KypcoB AB (aMnuIimH, okca-
LVJUIVH), CUCTEMHOJ CMITOMATIYeCKOll Tepannn
(KOoppeKIus BOJHO-3/IeKTPOIMTHBIX HapyLIEHNI,
TUIIOBUTAMIHO32, GepMEHTaTUBHOI HELOCTATOY-
HOCTH, sIBJIeHMI iucomonieno3a) u BBUT y nanbornee
TSOKEBIX MMAlMeHToB [82].

[TepBble CUMIITOMBI ATONNYECKOTO JiepMaTUTa
MOTYT HOSIBUTBCS B 2-3 MecCsIa )XU3HY 1 XapaKTe-
PU3YIOTCS Ha IAaHHOM 9TaIle 9KCCY/JaTUBHBIM TUIIOM
BOCIIaJIEHMsI KOXKY, KOTOpOe HauyMHaeTcs ¢ mna (00-
JacTb LIEK) U 3aTeM PacIpOCTpPaHACTCA Ha JIpyrue
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YYaCTKU Tej1a, IIPY 3TOM 30Ha IO/ITy3HMKOB, KaK IIpa-
BIJIO, He mopakaeTcA [26]. TorambHOe mopaxkeH1e
KO>KHOT'O ITOKpOBa — aTONMYecKass 3pUTPOfepMus
Xunma — MOXeT ABJIAThCA OCIOKHEHMEM JJIUTENbHO
CYILECTBYIOIIEr0O ¥ He CKOPPEKTMPOBAHHOTO COCTO-
AHMA U/UIM OTBETOM Ha HeaJleKBaTHYIO TePaIuio C
BHE3aIIHbIM Pa3BUTMEM YHMBEPCAJIbHOTO BOCIIAJIe-
HIA KOXKM C YCUJIEHVEM 9KCCY/Iallv U IOCTIEy oIl
IleCKBaMaIlueit, lepMaTonaTI4ecKo MMMdaeHomna-
THEN, yCUIEHVEM 3Y/ja U IOBBILIIEHEM T€MIIEPATyPbI
TeJIa, IOBbILIEHMeM PUCKA IPUCOeVHEHUA BTOPUY-
Hot nHeknyu [83]. [Ipn aronmyeckom repmarute
He OTMeYaeTCA MOpaKeHMe MMMYHHOI CUCTEMBI C
pasBuTIEM TDKENBIX popM 6aHATbHBIX MHDEKINI,
ITy0OKIX a6CLiecCOB, KOYKHO-CIIM3MCTOTO KaHAM032
VI AHOMAJINIA CKe/leTa M COeMHUTENbHONM TKaHMU.
XOTS aTONMYecKnit IepMaTUT U ABJIAETCA Haubonee
4acTOV IIPUYMHO IOBbIIIEHNA KOHIeHTpauuu IgE,
3Ha4eHJe KOHIIEHTPaliyl KOPPENMUPYET C TAKECTDIO
TeyeHNA 3a00/IeBaHNA U PUCKOM IPUCOEAVHEHNA
IMIIEBOJT 11 OBITOBOII CEHCHOMIU3ALINY Y TTIALIVIEHTOB
B otnimume ot I ]Ic.

Bpox€HHDBIN IICOpUa3 BCTpeYaeTCA OYEHD
PelKO 1 4acThI0 aBTOPOB CUMUTAETCA IPOABIEHU-
€M ayTOBOCHAa/NIUTENbHbIX HAPYLUIEHNIT KepaTUHN-
3anuu, Takux Kak IL-36RN-accounmpoBaHHBI
reHepaan30BAHHBIN ITYCTYNE3HDIN IICOpUA3 UIN
CARD14-onocpenoBaHHbII MIafleHuYeCKNUIT 1/Unn
IOBEeHVWIbHBIN IyCTYNE3HBIN ncopuas [84,85]. Ilo
MMEIOIMMCH IaHHBIM, IIPYU ITyCTY/IE€3HOM IICOpHUase,
HO-BUMIMOMY, ITpeo6IajjaeT MHTEHCUBHAA BOCIIA-
NMUTeNbHAsA peaKllyis, BO3HUKAIIAA B Pe3y/IbTaTe
TUIIEPAKTUBALIY BPOXK/IEHHOTO MUMMYHUTETA, C pe-
IIAIOIIVM y4acTyieM ocy nHTepreiiknHa IL-36 [86].

Ienepann3oBaHHBII YCTYNE3HBIN IICOpUA3 — TH-
KEITBIN Y pEeIKUI TUII IICOPMA3a, XapaKTePU3YIOLINIA-
Csl BOSHUKHOBEHMEM CTEPU/IbHBIX ITyCTYII HA 3pUTe-
MaTo3HOM (hOHE C MOC/IeNYIoNIell JeCKBaMaLueil 1
reHepann3alueil polecca, CONpOBOXK/JAOIIMMCS
TUIEPINPeKCUeil X CUCTEMHBIM HeNTPOMUIbHBIM
BOCIIaJIEHVMEM, Pa3BUBANIIMMUCA y Nal[IEeHTOB
BHe3amnHo [87]. B 60npImMHCTBE CIy4YaeB OH CO-
4YeTaeTCcsA C aHAMHE30M BY/IbIapPHOIO I1ICOPMA3a, B
eIMHIYHbIX — IOAB/IAETCA MIEPBUYHO ¥ 060CO0/IeH-
HO OT Apyrux ¢popm. IIyckoBbIM MOMEHTOM Jis
IOSABJIEHN BBICBIIIAHNUII MOTYT CTaTh MHQEKINM,
IIp¥eM HEKOTOPBIX IIPEeNaparoB, pe3Kasd OTMEHa CH-
CTEMHBIX IJIIOKOKOPTUKOCTEpOUoB 1 Jip. YacroTa
nycTyné3HbIX GOpPM Icopuasa y mereil 10 2-X j1eT
COCTABJIAET, 110 Pa3HbIM JAHHBIM, OT 3,5% 1o 16% us
411C/la BCEX BAPMAHTOB TeYEHN A [ICOPMa3a B Ie€TCKOM
Bo3pacre [88] n mpumepHo 0,6% oT ob1ero uncna
00/IBPHBIX C MYCTYNE3HBIM IIcopuasoM [89]. Hawano
I0BEHMJIBHOTO IyCTY/IE€3HOTO IICOpMas3a TUIMYHO
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IPUXOUTCA Ha 6-7-7€THMIT BO3PACT, TUIIb efu-
HIYHbIE CTy4Yal ONMCAHBI B INTEPAType B BO3pacTe
1o roza [90]. 9Ty dopmy OT reHepaIM30BAHHOTO
IYCTY/NE3HOTO NCOpMUasa OTNMYaeT aHHYIAPHBIN/
KPYTOBUIHBIN IIATTEPH BBICHIITIAHMIL CO CTEPUIb-
HBIMM ITyCTy/IaMM IO nepudepun 31eMeHTOB U
Ooree pefikMe CYCTEMHBIE IPOsAB/IeHN: (IMXOpajiKa,
JIEVIKOLIMTO3, TIOBBILIEHNE OCTPO(A30BBIX OETKOB)
[91,92]. Tucronornyeckass KapTuHa OGMONTATOB IIy-
CTyn y 06enx popM CXoKa ¥ MMeeT Creluduyeckue
IPU3HAKY, B BUJie TUIIEPKepaTo3a ¢ IapaKkepaTo3oM,
aKaHTO30M, popMupoBaHueM CyOKOpHealIbHbBIX
nycTyn (CIOHrMoTnM4eckue myctynsl Koroits) us
HeTPOIIbHBIX IEJKOLITOB, a TAKXKe PaCIIVPeHye
COCYJIOB CETYATOTO C/IOsA AePMbI C MHQMIbTpaTaMu
13 TMMQOIVTOB U HENTPODIIbHBIX JIEIKOIIUTOB
[93]. Tak>ke OBICTPO MPOTPeCCUPOBATh BIUIOTDH [0
3PUTPONEPMUM MOTYT BBICHIIIAHNA Ha KOXKE Y MJIa-
JieHIleB ¢ By/brapHoit popmoii copuasa. ITo mpun-
IUITy 130MOP(HOI peakyy (OfMH U3 BO3MOKHBIX
MeXaHN3MOB) NepBble BBICHIIIAHNA y MJIafIeHI[eB
HOAB/IAIOTCA B aHOTEHUTAIbHOI 00/1aCTH, IIOJ IOfI-
TY3HUKOM, ¥ XapaKTepU3YIOTCA TOPIUJHBIMMU K Te-
pamyi namyné3HbIMYI 3/1eMEHTaMM, CIMBAIONIVIMIUCS
B KPYIIHbIe O/IAlIeYHble, C YETKMMU TPAHULAMA U
OnecTsLLell TOBepXHOCTHIO (OfiMH 13 PeHOMEHOB
IICOPMATUYECKOI TpUAJibl — TEPMMHAIbHOI IIJIEH-
K1), a jajiee pacIpOCTPAHAIOTCA B BUJIE OT/ebHBIX
IAITy/1 Ha APYTHe yYacTKM Tena (II0paXkaTbCs MOTYT
TaK)Xe JIMI0, BOJIOCUCTASA YaCThb TOIOBDI, JIAJJOHNU U
TIIO/IOLIBBI), IIPY 3TOM IIAIy/Ibl MeHee MHUIbTpH-
POBaHBbI I HAa HMX MeHbIIIe YelllyeK, YeM y B3pOC/IbIX
[94]. YacToTa BcTpeyaeMOCTH BY/IbTapHOI GOPMBI
y JeTeit [0 2-X JIET Bapbupyer oT 6,5% no 14%, n
OTMedYaeTcs HAaClIeACTBEHHAs MpepacIIoNoKeH-
HOCTb K pa3BuUTHIO 3ab01eBannA B 39-89% cinyyaes
[95,96]. JlokycoM IpeapacronoXeHHOCTH, aCCo-
IIMMPOBAHHBIM C paHHell MaHupecTannen 3abo-
neBaHns, cuuraercd awnens HLA-Cw'06, Hanboree
9acTO 0OHAPY>KMBAEMBIN Y HAL[MEHTOB C TOH3WJIIO-
reHHO popMoii Iicoprasa (KarieBUIHBII IICOpKas),
a TaK)Ke y MallMeHTOB C BBIPAKEHHBIM (PeHOMEHOM
Kebnepa (n3omopdnas peakuus) [97]. BoamoxxHo
IpOBefieHNe TUCTOTOTNYECKOTO UCCIeOBAHMA C
0OBIYHOI OKPACKON reMaTOKCV/IH-303HOM Y BbI-
ABJIEHJEM TUIINYHBIX JJI 3a00/IeBaHMA aTTEPHOB
B BUJIe TICOPMasupOPMHOII IUIIepIUIa3uy SNupep-
muca. [l 1edeHNs MalieHTOB C IICOPUATINYEeCKOI
3pUTpOfepMIell IPUMEHAIOTCA CUCTEMHBIE IIUTO-
CTaTMYeCKMe TperapaThl, a B CIydae BPOXK/EHHBIX
HyCTYNE3HBIX GOPM HEOOXOAVMO JJONIOTHUTETbHO
MOJIEKY/IAPHO-TeHEeTUYeCKOe MCCIeoBaHue /A
000CcHOBaHN BBIOOPA O0JIee KOPPEKTHON TaKTHKU
TapreTHoi Tepanuu [98].
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06cyxpaeHue

Cungpom KH (OMIM #256500), onucaHHbIT B
1958 ropy 9. HetepronoM [99], siBnsieTcs TsXKENbIM
reHOZIepMaTO30M, ayTOCOMHO-PeILleCCUBHOTO THUIIA
HAaC/Ie[lOBaHVIs, XapaKTePU3YIOIVIMCS XPOHNIECKIM
BOCIIA/INTE/IbHBIM IIOPa>KeHMEM KOXM UXTHO3M-
¢dbopmHOrO XapakTepa, crenupnuecKuMy aHOMaIn-
sIMJ BOJIOC B BIJIe M'HBAaIMHMPOBAaHHOTO TPUXOPEK-
CCa, IPOSIB/IEHUMMI aTONNYECKUX 3ab0/IeBaHmit
Y TUIIePYYBCTBUTEIBHOCTY HeMeJJIEHHOTO THUIIA C
HOBBIIIEHVEM CHIBOPOTOYHON KOHLIEHTPALMM KaK
ob1ero, Tak u crenuudecknx IgE, orcraBannem B
pocTe U PasBUTHM, PELMANBUAPYIOIUMY NHPEKIIN-
OHHBIMI 3260/1€BAaHUSMY Y BOSMOXXHBIM JIETaIbHbIM
JMICXOIOM OT OC/IO>KHEHMUIA.

Ina cKH xapaxkTepHO poXkfieHHUe TallVIeHTOB 10
cpoka Ha 35-37 HefleNAX reCTalluy B COCTOSTHUM 3PU-
TPOJIEpPMIN CPasy VI B TeUeHNe NePBBIX CYTOK OT
MOMEHTA IIOSIB/IEHNS Ha CBET, KOTOpasi 3aTeM JIOTION-
HSeTCsI MACCUBHOII leckBamariyeit [8]. Y HekoTopbIx
HAIVIEeHTOB OTCYTCTBYIOT BOJIOCHI Ha BOJIOCUCTON
YaCTV T'OJIOBBI, @ TAKXKe OPOBM ¥ PECHUIIBL, @ TUIINY-
HbI€e [I/I JAHHOTO CUMIITOMAa aHOMaJIUI BOJIOCAHOTO
CTepIKHSI, TaKye KaK «0aMOyKOBbIe» BOJIOCHI (IHBAaru-
HVPOBaHHBII1 TPUXOPEKCIIC) U IOMKOCTb BOJIOC, Pa3-
BUBAIOTCI O7IVDKe K KOHITY IlepBoro rofa >xusHu [100].
ITpu oTpacTaHny BOIOCH KOPOTKIE, CTTadble, pefKye
U TYCKJIble; OpOBM peliKyie, 0COOEHHO JlaTepaibHble
vqacTy. CBeTOBask MUKPOCKOIIVS VY TPUXOCKOIINSA
BBLAB/ISIET IATOTHOMOHWYHBIN IIPU3HAK MHBATVHUPO-
BaHHOTrO Tpuxopekcuca [101]. Kpome Toro, moryT Ha-
OTIOfIaTHCS BOTIOCHI IO TUITY «KJTFOLIKY [/Is TONbgar,
KOTOpbIe BO3HMKAIOT B Pe3y/IbTaTe pa3pbiBa CTeP>KHS
BOJIOCA HAa YPOBHE VIHBArMHALMY OKOJIO Yanieobpas-
HOI1 YacTy cTepykHs. E1llé ofHa aHOMasA BOJIOCAHO-
rO CTEPYKHSI, C KOTOPOIl MO>KHO CTOJIKHYTbCS, — 9TO
CUMIITOM «CIIMYKI», IPEACTABIEHHbII CIOMaHHBIM
BOJIOCSIHBIM CTEP>KHEM C BBIITYK/IBIM KOHI[OM. BbI-
HIeYyIIOMSHY Thble je(DeKThl BOTOCSIHOTO CTEP>KHS
MOTYT 6bITb OOHAPY>KeHbI Ha KOXKe TOTIOBbI, OPOBSIX 1
PeCHMIIAX, IIPY 9TOM HEKOTOpPbIe aBTOPBI COOOIIAIOT,
YTO MHBAarMHUPOBAHHBII TPUXOPEKCHC ¥ CUMIITOM
«KJTIOLIKY [7Is1 TO/Tb(ax» Yallle BCTPEYATCs B 00/1acTi
OpoBeit, 4eM Ha BOJIOCUCTOI YacTy TonoBel [102].
Ilepexpy4eHHbIe BOIOCHI, Y3/I0BATbIV TPUXOPEKCUC
Y CIMpPa/NbHO 3aKPY4YeHHBbIE BOJIOCHI — 9TO TaKXXe
QHOMAJINY BOJIOCSIHOTO CTEP>KHSI, OIIMChIBAaeMBble [P
cKH, 1o He marorHoMoHM4HbIe [103].

Hamr naument B. 6bu1 poxaéH Ha 35-36 Heperne
Iy TéM 9KCTPEHHOT0 KecapeBa Ce4YeHIsI MaJIOBECHBIM K
CPOKY U B COCTOSIHUY 9PUTPOEPMUM C OC/IENYIOLVIM
MacCUBHBIM wrenyuieHneM. O0 M3MeHeHMsX IpuaaT-
KOB KOYKI Ha MOMEHT IIOSIBJIEHVSA Ha CBET JAHHbBIX He
npenocrasieHo. Ha srane nepsudHol rocnmuranmsa-
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L[VIJ Ha TIEPBOM IOy JKU3HM U Jlajiee IepPMaTOCKONNsA
Obl1a MaZToMH(POPMATVBHA, B CBA3M CO CKYJHOCTBIO
BOJIOCSTHOTO TIOKPOBA, IO3TOMY MCC/IeIoBaHNe OBLIO
IIPOM3BE/IEHO TOJIBKO Ha YeTBEPTOM Oy JKU3HU, U
IIATOTHOMOHWYHBIIT TPU3HAK OOHapy»XeH (puc. 2).

OpUTpOIEPMUA COXPAHAETCA B IOCNIEAYIOLIEM Y
YaCTM NALMEHTOB C 607Iee TSHKETBIMI BapYaHTaMM Te-
YeHN, Y OCTA/IbHbIX pa3BMUBaeTCsA (EHOTHII IMHeap-
HOTO OrM0AaroIIero MXTIO03a, ONcaHHbli Komenem B
1949 rony (“ichthyosis linearis circumflexa Comel”), ¢
TYIP/ITHE000Pa3HBIMY, KPYTOBYHBIMM, OMVLIVKIIV-
YeCKMMU MUTPUPYIOLIVIMI 3PUTEMATO-CKBAMO3HBIMM
3/IeMeHTaMM Ha TY/IOBUIE ¥ KOHEYHOCTAX C TUIINY-
HBIMU 3a0CTPEHHBIMMU C JIByX KPa€B YellyliKaMu 1o
nepudepun anemMenToB (puc. 7) [104].

Taxoke Ipu cpeiHETAXKENOM U TAKENTOM BapUaH-
TaX Te4eHUs PUCOENVHAIOTCA IPOABIEHNS aTOINN
(BO3MOXXHO pasBMUTUE CHMIITOMOB aTOIYECKOTO
flepMaTUTa, aJUIEPIUIeCKOT0 PUHNUTA, OPOHXMAb-
HOJI aCTMBI), NUIIEBON CeHCUOMNMN3ALUU, MOTYT
BO3HMKATD SIBJIEHUs aHTMOOTEKA PasINYHON BbIpa-
>keHHoCTH [5,10,23]. B Hamem clIy4ae COXpaHANOCh
TOTa/IbHOE TIOpa’keHMe KOXKHBIX IOKPOBOB B BUJiE
UXTNO03M(POPMHOIL SPUTPOJEPMUN C NTOSABIECHIEM
BCIIBILIEK BOCIAJIEHNA KOXIU C MHQUIbTpaLyeit u
3K3eMaTu3alyell OTJe/IbHbIX YYaCTKOB, COIPOBO-
KIAIOLIMXCA MYYMUTEIbHBIM 3Y/IOM, a C 3 €ro roja
JKIU3HU B CBA3MU C BBIPAXKEHHBIM 3Y/IOM IIPUCOEN-
HIIACh MMXeHN(UKAIVA KPYIHbIX CKIaoK. bpuin
3a(pMKCUPOBAHBI ¥ CEHCUOMIN3AIMA K PA3IIIHbIM
ajIJiepreHaM, 1 3MMU30/bl AHTMOOTEKA KaK Ha IMIIe-
Bbl€ a/IJIepreHbl, TAK M Ha JIEKapCTBEHHbIE CPENICTBA.

JIns DaleHToB CO CPEJHETAKENDIM U TSKENTBIM
BapMaHTaMM TeYEeHNs CUHIPOMA XapaKTepHO HaJIM-
qye peluUBUPYIONX MH(PEKIVOHHBIX 3a00/IeBa-
HulL, npenMyectBeHHo JIOP-opraHos, ¢ BeposATHO-
CTBIO Pa3BUTUA CENTUYECKMX OCTIOKHEHUII IIPY OT-
CYTCTBMU afieKBaTHOU Tepammu [23]. Y manbunka B.

Puc. 7. OrubGaiowmii nuHeapHblit uxTno3 Komens
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HaOJTIOfla/INCh pelMANBUpPYIOLe TyOOOTUTHI 60rIee
4-X pa3 B rofj, KOTOPBIMY 3aKaHYMBAJICS TOYTU KaXK-
npiit armsor OPV, nBaskabl OblIa [UarHOCTMPOBAHA
OakTepuemMusi, KOTopas MOTpe6oBaIa HECKONIBKIX
HOC/IeloBaTeIbHBIX KypcoB Ab Tepamum.

Takoxe [/Is1 MAIlMEHTOB CO CPeIHETSHKEIBIM U
TSDKEIBIM BapMaHTOM TedeHMs 3a00IeBaHUs Xa-
PaKTepHO OTCTaBaHMe B POCTe U Pa3BUTUH, YTO
PS/IOM aBTOPOB OOBACHSETCS HapyllIeHeM paboThl
KaJ/UIMKPeNH-KIHIHOBOJ CUCTeMBI B Tunoduse u
HapyLIEeHeM Pery/IALy COMaTOTPOITHOTO TOPMOHA
[23]. Manpuuk B. Bech nepuoy HabmogeHNs MMen
npu3HaKu runotrpoduu 1-2 creneHu, KOTOpble CO-
XPaHSITCS HECMOTPs Ha IIPOBOZIMIMYIO TEPAIINIO.

JyickyTabenpbHbIM ABAETCS BOIPOC O HATIMYUN
VMIMMYHOJIOTYeCKX HapyIIeHNUIl ¥ MALMeHTOB C
cKH. B ogHOM 13 JaTCKUX MCCIe0BAHMIA, IIPOBeEH-
HBIX Ha BbIOOpKe nanmenToB ¢ cKH pasmmynoro Bos-
pacra, y aleHTOB B CTapllell BO3PaCcTHOI IPyIIIIe
OTKJIOHEHMIT B MMMYHOJIOTUYECKOM CTaTyce He
obHapyxeno [105]. Ilpenmnonaraercs, YTO HaHHBIN
CHHZIPOM BO3HMKAeT CKOpee B pe3y/bTaTe TsDKENO-
ro MOpPaKeHNs KOXKHOTO IOKPOBa, HEXeNN U3-3a
Ha/IN4Msl IMMYHOJIOTMYECKOTO AedUINTa, TaK KakK
U MHQEKIVOHHbIE OCTOKHEHMS, 11 aj/UleprudecKas
CeHCMOMMM3aI s NPUINCHIBAIOTCSA HAPYLUIEHUAM
6apbepHBIX CBOVICTB KOXKM C TIOBBIIIEHVIEM IPOHVK-
HOBEHMS Yy>KePOJJHBIX aHTUTEHOB, a IMEIOIINeCs Y
IeTeil UMMYHOIOTMYeCKVie OTKTIOHEHMSI OObSCHSIOT
9TAIOM CO3PEBaHNs IMMYHHO CUCTEMBI.

Jlpyrue aBTOPBI CYMTAIOT, YTO JlepeKT IKCIpeccun
LEKTI B TMMYyce IpUBOAUT K MOJABIEHUIO CO3PEBa-
Hus T-muMdonuTos, n gaXke HeCMOTPS Ha TO, YTO
peLyauBMpyoLe NHPEKIMY MOTYT OBITb CBSI3aHBI
C TIOBBILIEHHON IPOHUI[AEMOCTBIO I MHPEeKIM-
OHHBIX areHToB (Hanpumep, Staphylococcus aureus),
HO Y/Iy4llleHVie COCTOSIHMA BO3HMKAET TOIBKO IOCTIe
IpUMeHeH)s BHYTPUBEHHBIX IMMYHOITIOOY/IMHOB,
YTO CBUJIETE/ILCTBYET B ITO/Ib3Y BHY TPEHHETO ledeKTa
[106]. OmucaHbl CHYDKEHYE YIC/Ia KJIETOK HAaTypasib-
HbIx Kumnepos (NK) u ux He3penblit peHOTHI CO
CHIDKEHVEM JIM3UPYIOLIVX CBOVICTB, CHVDKEHME YMCTIa
B-KJ1eTOK maMsATy ¥ yMeHbllIeHye IMMYHHOTO OTBeTa
Ha BaKIMHALMIO THEBMOKOKKOM, KpOMe TOTO, CO00-
IaeTCs O MPEX/eBPeMEHHOM CO3peBaHmM T-KIeToK,
YTO He OTPaKaeTcsl Ha X (PYHKLMOHATBbHON aKTVB-
HocTu. OCHOBHAS YacTh INOMOOHBIX HAOIIONEeHNIT
OIlVICaHa Ha HeOOJIBIINX BHIOOPKAX MAI[MIEHTOB, CO-
CTOSILIVIX NIPEMMYILeCTBeHHO U3 feteit [107]. Y ma-
1yeHTa B. ObI/10 3aperncTpupoBaHO OTHOCUTEIBHOE
CHIDKeHMe cyornonynanuy 3penbix T-mumM@ornuTon
(CD3+CD4+), CD8+ NK-kj1eTOK 1 abCOMIOTHOTO
4yc/Ia ecTecTBeHHbIX KiytepoB (CD3-CD16+CD56+),
Hapy1eHue QyHKIuit B-miMormTos, KOTopble HOP-
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MajIM30BajNCh MOC/e JITUTEIbHOTO IpUMeHeHNA
BBHUI. Peakuyio Ha BaKIIMHALIMIO OLEHUTD HE Mpefi-
CTaBJIAETCS BO3MOXKHBIM, TaK KaK peO6&HOK He ObII
BaKI[MHMPOBAH B CBA3M C TSKECTbIO COCTOSHMUA.
Cunraercs, uto suarnos cKH moxeT 6bITb ycTa-
HOBJIEH Ha OCHOBAHMM KJIMHUYECKUX JAHHBIX, HO
€CTb NPUYMHBI, 110 KOTOPbIM 3TO 3aTPyJHUTENIbHO:
y HaI[EeHTOB ¢ 60JIee TAXKENBIM TedeHeM 3ab0/eBa-
HIAA MOYKET OBITD a/IONeIVIA TPV POKAEHNN Y OUeHb
MEJIJIEHHBII POCT BOJIOC C TeYEHMEM BPEMEHM; B BO-
70cax, 06CIefOBaHHBIX TPV TPUXOCKOINY, MOTYT
OTCYTCTBOBAaTb AaHOMAJINM BOJIOCAHOTO CTEPKHA,
IIOCKOJIbKY OHM ITOPAXKaIOT TONbKO 20-50% Bomoc n
Jalre B 06/1acTyt 6poBeli, KOTOPYIO PeKO MOfBepra-
0T ICC/IEJOBAHNIO; ATOIIMYECKIE IIPOSABIEHNSA MOTY T
MAacKMpOBATh KIMHIYECKY0 KapTUHY 3a00/1eBaHMA,
U3MeHsAA XapaKTep BOCIAJIEH) s Ha SKCCYNATUBHBI
B MJIajieHYeckoM BospacTte [108]. JlTabopaTopHbie
MeTOJbl TAK)KEe MOT'YT He IIPMHECTH >KeIaeMOro
pesynbrata. [ucTonornyeckas KapTuHa, Kak yKasbl-
BaJIOCh paHee, He CIeIM(uiHa, a MMMYHOTMICTOXM-
MIYecKoe UCCTIeloBaHNe He IPYMEHAETCA IMPOKO,
VI IIPY HEKOTOPBIX (PEHOTHUIIAX MOXKET COXPAHATHCSA
akcnpeccuss LEKTI, nostomy mia nopTrsepXaeHns
IarHO3a HeOOXOAMMO reHeTNYeCKOe TeCTYPOBAHIE.
ITpn cKH 6b110 MaeHTNOUIMPOBAaHO OKOIO 84
PAa3/IMYHBIX TATOTeHHBIX BAPUAHTOB IOTepU PYHKILVIN
B reHe SPINKS, xax B 5K30HaX, Tak 1 B MHTPOHAX [2].
ITOT T'eH JIOKa/lN30BaH Ha JITIMHHOM Iijiede 5 Xpo-
MocoMbI (5q32) 1 KogMpyeT MHIMOUTOP CEPUHOBOI
IpOTeasbl, Ha3bIBAEMBbIIT MMM OINUTEMATbHBIM UH-
ruburopom kazal-tuna 5(LEKTTI), sxcipeccupyemoii B
TMyce ¥ stmTervin. GeHoTUIIIecKoe pa3Hoobpasue
00YC/IOB/IEHO BapMATUBHOCTBIO SKCIPECCUN Y Ha-
ym4reM yKopodeHHbIX ¢popm benka LEKTI [109]. 3a-
PErncTpUpOBaHbl 9 BAPMAHTOB, CBA3AHHBIX C JIeTa/lb-
HBIM JICXO[JOM B Pa3/M4HbIX mony/siumsx (c.153delT,
¢.238insG, ¢.375_376delAT, c¢.C649T, c.997C[T,
c.1111C[T, c1431-12G[A, ¢.715insT, 375delAT (Typ-
1y, Iyspro Puko, bocuus, Vpan, AAnonns, CeBepHas
EBpoma, PyMbIHVA COOTBETCTBEHHO), OOHApY>KeHVe
KOTOPBIX MMeEeT Ba’KHOE ITPOTHOCTUYECKOE 3HAUEHNE
[110]. B HacTOsAIICE BpeMA UCIOIb3yeTCs METOLVKA
TapreTHOTr0 CEKBEHMPOBAHNA HOBOTO TIOKOJIEHNA JITIA
BBIABJICHNUA MYTALi1 Pa3IMYHbIX TeHOB U3 Habopa
nanenu IIM]Ic, orpannyeHneM KOTOPON ABAETCA
HeCIIOCOOHOCTD BBIABIICHNA PEJKUX MyTaluil, He
BK/IIOYEHHBIX B JUATHOCTUYECKYIO ITaHEeNb, a TAKXe
Bapuanuii yrciaa konwit (CNV) u JyIMH HYK/IeoTus-
HBIX TOBTOPOB [111,112]. Bonpmmit oXBaT MOXeT
obecrieynTh MOTHOSK30MHOE CEKBEHIPOBaHMe, IpU
KOTOPOM UCCTIEYIOTCS BCe KOAMPYIOLLVIe 00IacTi, HO
HIOKPBIBAIOTCAA OKOTIO 1,5% reHoMa. CambIM MH(pOpMa-
TUBHbIM ABJIA€TCA IOJITHOT€HOMHOE CEKBEHMPOBAHIE,
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IpUMeHEHNE KOTOPOTO OTPAHNYEHO B CBA3Y C TPYHIO-
éMKOCTBIO 1 BBICOKOIT CTOMMOCTBIO [113,114].

Y Hamlero malueHTa [uarHo3 6bUI YCTaHOBJIEH
TOJIBKO B 3 TOfIa ITOCTIe IPOBEJIeHN A II0THO3K30MHO-
TO CEKBEHMPOBAHUA, I BbIAB/IEH paHee OIMCAHHBIN
B JINTEpaType B KOMIIAYH/-TeTePO3UTOTHON hopme
BapuaHT (rs368134354) rena SPINKS5, npusops-
Ml K HapyLIeHuto citaiicuura [115,116].Bapuanr
BCTpedaeTcs B 6ase JaHHBIX MOMY/IALMOHHBIX Ya-
ctoT gnomAD ¢ OTHOCHTEIbHO HU3KOJI YaCTOTOI! (6
ajuienet), IpefickasaH MPUBOANUTD K abeppaHTHOMY
CIUIAMICUHTY KOMIIbIOTepHBbIM anroputMamu CADD,
SpliceAl, Human Splicing Finder, anHoTupoBan
IaTOT€HHBIM MY BEPOATHO MAaTOTeHHBLIM B 6a3se
manHbIX ClinVar nATbio 1abopaTopuamm.

JIns moATBepKAeHNs NMaTOTeHHOCTM BapyaHTa
ObIIO PeKOMEH/IOBAHO YTOYHEHME €T0 3UTOTHOCTHI
pedepeHCHbIM MeTOIOM (CeKBEHMPOBaHNe TPYUO IO
Merony CaHrepa), KOTOpoe He IPOBOAV/IOCH.

ITpoBenéHHOE TapreTHOE CEKBEHMPOBAHME BbI-
ABUJIO BAPMAHT I'€Ha pelleNTopa MHTepneliKuHa-21,
IL21R (rs 52822694) c.890G>A, B reTepO3UrOTHOM
COCTOSAHMM, K/IMHIYECKasA 3HAUMMOCTb KOTOPOTO He-
n3BecTHa. MyTtanym IL21R acconumpoBaHbl ¢ pasBiu-
trieM fiepunmra IL21R (#615207), ogHako HeoO6XoM
OmastenbHbI BapyuaHT notepy Gpynkumit IL21 mmm
IL21R. Y Takux 60/NbHBIX pa3BUBAETCA ayTOCOMHO-
peLiecCHBHBI KOMOMHMPOBAHHbI IMMYHOLCUIINT C
Bapuabe/IbHOI eHeTPaHTHOCTHIO [117,118]. Ommcano
8 manyeHToB 13 5 ceMell C TOMO3UTOTHBIMYU MY Tally-
samvu B reHe IL21R, a 3atem emé 13 maumeHToB C I10-
IOOHBIMY My TaL[VIAAMM Y1 BBLAB/IEHO 2 HOBBIe. CpemHmit
BO3pacT MaHMdecranyuy 3a601eBaHNA COCTaBUI 2,5
TOfja, a IeTaIbHOCTD 6e3 TpaHCITaHTaym 57%. bomb-
IIMHCTBO MaryeHToB ¢ gedunyrom IL21R crpapgano
PeLVAMBYPYIOIMMY MHGEKIVIAMI PeCIIMPATOPHOTO
Y1 )KEITyJJOYHO-KHUIIIEYHOTO TPAKTOB, 0OCOOEHHO KPUII-
TOCIIOPU/IYI030M, ACCOLIMMPOBAHHBIM C XPOHMYECKIM
XOJIAHTYITOM, XPOHMYECKOII iapeeit 1 Manbabcopo-
IVielf; KpOMe TOTO, KaHMI030M VI MUKOOAKTepUO30M,
IepPMaTOMIKO30M TY/IOBMILA, TaOVa/IbHBIM IepPIIeCOM.
Taxoke, 110 MOC/IENHNM JJAHHBIM, Y YaCTU IALIIEHTOB,
0K0710 15%, ObIIM OTMe4eHbI BOCIIA/INTEIbHbIE BbI-
CBIITAHNA Ha KOXke 1 8% cTpajja/ii OT aHApUIAKTH-
yeckux peakuuit [118,119]. ITpuunnoit mogo6HBIX
ABJIEHNIT MOXKeT ObITh HapyILIeHVe MyTH CUTHAIOB
IL-21, xoTOpbIl B HOpMe NOfABIAeT IpopyKuuo IgE,
npepbiBas nepekmodenne IgG1+ B-mimdountos Ha
cunTes IgE [120]. Mplmnnas Mofernb ¢ 6uajiebHbIM
medpuuuToM penenropa [121r-/- mpogeMoHCcTpUpO-
BaJla TOBbIIIeHMe KoHLleHTpauyn IgE, Ho cHbKeHne
OCTAJIbHBIX M30TUIIOB UMMYHOITIOOY/IMHOB. B HOp-
Me IL-21 nomasnaer npopgykuuio IgE B-kneTkamu,
crumynuposanHbiMu [L-4. B ogHoit 3 paboT 66110
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IPO/IEMOHCTPUPOBAHO, YTO YMEHbIIEHHOE KOIMYe-
cTBO IL-4, npopynypyeMoe UMMYHHBIMY K/I€TKaMM
Mmbieit IL21r-/-, cOOTBETCTBOBAIO YMEHbIIEHNIO
pactBopuMoro penenitopa IL-4 anbda (sIL-4Ra), uto
MOXKeT aKTuBMpoBaThb 3 dekTnl IL-4 faxke B 0ueHb
HU3KMX 033X, MofepKuBas npopykumo IgE B o1-
cyrcrBue nepefnadu curnanos IL-21-IL-21R, u moxer
crioco6cTBOBaTh BEICOKVM ypoBH:M IgE [121]. Kpome
TOTO, y HaIyeHToB ¢ geduiyurom IL21R 3apeructpu-
poBaHo HapyuleHue npomviepaym T-mmdonuTos,
CHIDKEHME IIMTOTOKCMYECKOTrO MOTeHIMala U Mpo-
AYKLUY LUTOKVMHOB, HapylleHue fuddepeHumnpos-
K1 B-nmuM@onmTos, CHIKeHMEe IIMTOTOKCHYECKOTO
noteHimana NK-kmeTok, riumoraMmmaro6ynmseMns,
YTO CIIOCOOCTBYET PEelUVIBPOBAHNIO PA3TNIHBIX
MHQEKINIT Y HONMOPTraHHOMY NopaKeHuio. TakuM ra-
IMIeHTaM peKOMeH/J0BaHa KaK MOXXHO 6oJiee paHHS,
10 PasBUTHA 3HAYMMBIX OBPEXK/IEHNIT BHYTPEHHMUX
OpraHOB, TPAHCIIJIAHTAIIVA TeMOIIO3TUIECKMX CTBO-
NOBBIX K1eToK [118]. B cydae manpumka B. TpynHO
OLIEHUTD BKJIaJ| B PasBUTHE TSHKECTU COCTOSHNSA Bapy-
anTa IL21R B reTepo3nroTHOM COCTOSTHMM. 3a TIEPUOT,
HaO/TIOfieHNA 32 HAIIMM OO/IbHBIM KIIMHIYECKIX CUIM-
ITOMOB Kyaccudyeckoro ¢enorumna gedurmra IL21R
BBLAB/ICHO He ObITIO, JOTIOTHNUTE/IbHBIE UCCTIeOBAHNA
1A yrouHeHus skcripeccyu IL21R mnm onpenienenms
KOHIIEHTPALIMV IUTOKVHOB He ITPOBOJUINC.
Jleuenne: CKH sBnserca opdanHbIM 3a60/1eBa-
HIEM, JI/I1 KOTOPOTO B HacToAlllee BpeMs He paspa-
6oTaHo crienuduyeckoro nedenns 11, 122].
ITpuMeHsieMble BapMAHTBI Tepalyy HOCAT CUM-
IOTOMAaTUYECKUII XapaKTep, a L[e/I 3aBUCAT OT BO3-
pacTa nanueHTa. Tak, HOBOPOXK/IEHHbIE 1 M/IA/IEHIIbI C
cKH nonsepskeHbI BBICOKOMY PYICKY 00€3BOXXVBaHS,
IpYCOeAVHEHNA MHPEKINN 1 3a[,eP>KKV POCTa U pas-
BUTHA U3-32 TDKENOTO fedeKTa KOXKHOro 6apbepa u
IepPMOIIaTMYEeCKOIi SHTEPOIIATUY C IEPCUCTUPYIOILEl
Auapeeit 1 MababCopOIelt, YTO MOXKeT IIPUBECTI K
OTIACHBIM JIJIs KU3HU OCTIOKHEHUAM, NPV KOTOPBIX
HeoOXOIMMO JiedeHNe B YCIOBMAX OT/e/IeHNA VH-
TEHCUBHOII TePaINy U B3aUMOJIeIICTBIE MYIbTUIC-
LUIUIVHAPHOJ KOMaHAbI crienmamictoB [123]. TIpnu-
OPUTETHBIMU 33JJa4aMy ABJIAIOTCA: BOCCTAHOBJIEHNE
BOJIHO-3/IEKTPO/IMTHOTO 6a/1aHCa; Hy TPUTHBHASA TIOJ-
IIlep>KKa ¢ y4€TOM HapacTaolleil CeHCHOMIM3alui,
a B CIy4Yasx Cepbe3HOro HapylleHus MpuéMa MUIn
- racTpocToMmyeckas Tpybka [124,125]; crporoe
COOMIONIeH e ACENTUKM JUIA TPeJOTBPalleHV MHpeK-
VI M MOHUTOPVHT OGaKTepyalbHON KOMTOHM3AINI
Staphyococcus aureus [126]. [l 3ameenus gedexra
KO>KHOTO 6apbepa He0OXO/IIMO 4acToe ¥ pery/IApHOe
IpyMeHEeHe SMOJIEHTOB, IIPY 3TOM BaYKHO YYUTHIBATD
0cO0YI0 OBBILIEHHYI0 TPOHNILIAEMOCTD KOXI /IS
TOIMYECKMX CpefcTB y manuenTos ¢ cKH, B cBasu ¢
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4yeM HeKOTOpbIE IIperaparsl IPeCTaB/IAT CePhE3-
HBbIil PYICK, HAITpUMep: TOOOYHBIM JIefICTBUEM KpeMa C
cynbdananasiHOM cepebpa ABWICA arpaHy/IOLNUTO3; a
TOIYECKYIE MHIMONTOPbI Ka/IbL[VIHEBPYHA JOCTHTA IV
0OHapy>XMBaeMbIX B II/Ia3Me KOHI[eHTpaluii, CIIo-
COOHBIX BBI3BATh CYICTEMHBIN 9P (HeKT TOKCUIHOCTH;
IpenapaThl MOJTOYHOI KMCTOTBI aCCOIMNPOBaHBI
C JIAKTaTallMJ030M, & CATMIINIOBOI KUCIOTHI — C
VHTOKCHKAIIVell Ca/IVILIV/IATaMM; XJIOPTeKCUINH B CO-
CTaBe HapY>KHbBIX OYMIIAIOIIVX CPeACTB (MBIIO MIN
rejib) TakXKe 06/1ajlaeT TOKCMYECKVM MOTEHIIVMATIOM
[127-130]. ITo aTO¥ IpU4MHe XKeIaTeIbHO UCIIONb30-
BaTh MATKIE YBIOKHAIINE CPELICTBA, a M/IafIeHIIeB
KYIaTb TOJIBKO B BOJIE VI/IM C OYeHb Oepe>KHO OYNIIa-
IOIMIMI KOXKY cpeficTBaMu. CMAryamolye CpefcTna
PEKOMEHIYIOTCS He peke 2 pa3 B [ieHb, IPeIIOUTH -
TE/IbHO TI0C/Ie KYNIaHMsA, IIPY 3TOM B 00/I1acTAX BOC-
TIaJIeHVIS KOXKI, 3PO3MUIT M CTMOO0B — 6€3 MOYeBIHBL.
AHTHUCeNITUYeCKIe CPeICTBA PEKOMEHAYETCA TIPK-
MEHATD He 4allle 3 pa3 B HEe/I0 U B MAaKCUMaIbHO
IOMyCTUMOM pasBenenun [11].

«9K3eMaTO3HbIe IIOPAXKEHNA» MOXKHO KYIMPO-
BaTb KOPOTKMM KyPCOM TONNYECKNX KOPTUKOCTe-
PONJIOB YMEPEHHOU CWJIBL, @ B 60jiee cTaplieM BO3-
pacTe MOTYT IIPUMEHATHCSA TOMMYECKIe IHTYIOUTOPBI
Ka/IbIIHEBPVMHA, HO Ha OTPAHMYEHHBIX Y4aCcTKaX
TeJ/la 13-32 BO3MOXKHBIX CUCTEMHBIX 3¢ (HeKTOB Ipu
abcop6buym. IIpy pmuTeTbHOM IPUMEHEHUN PeKo-
MeH/JOBaH MOHMTOPVHT KOHIIEHTPALNN JelICTBYIO-
IMX BellecTB B kposu [131,132].

EcTb nanHble 00 3¢ deKTUBHOCTI POTOTEpannm
npu cKH: B HeCKONbKUX C/Ty4yasax y MalMeHTOB C
6onee nérkumnu ¢penorunamu cKH npumeHnsanaco
Y3KOIIOJIOCHAsI CpeflHeBOTHOBasA (HOTOTepams, 1o
pesynbTaTaM KOTOPOJ ObIIM peKOMEHJOBaHbBI KO-
POTKMe KyPChbl ¢ HU3KOJM CYMMapHOI JO30M 13-3a
pUCKa MOsIB/IeHNsI HOBooOpasoBaumit [133,134].

B cirydae Kypaumy nanueHToB ¢ TAKEIBIMI Bapu-
anTamu tedeHna cKH HeobxonuMa cucreMHas Tepa-
. KanbknpoBaHye ogxoza, NCIoNb3yeMoro A/
ApYTuxX 3ab0eBaHMil C HapyLIeH)EM OPOTOBEHMS,
HaInpyMep, IpYMeHEeH)e CUCTEMHbIX PEeTVHOUMIOB,
COMHUTENBbHO. TakK, allUTpeTNH YCyTryOIsI CyXoCTh
¥ BOCITaJIeHVe KO>KHBIX ITIOKPOBOB, 2 IMMYHOCYIIpec-
CMBHBIE TIpemaparsl (IMK/IOCIOPIH, METOTPEKCaT,
MuKogeHonmara MogpeTn) He obecreyrBaIy 3Ha4M -
TETIBHOTO M CTOVIKOTO yyyuienus [135].

Briewarnaromyio 3¢ PeKTUBHOCTD MPOJAEMOH-
cTpuposaino npumenenre BBUI (0,4 r/kr B Mecs1r)
[136]. VY pmereit ¢ TsxénbiM TedernneM cKH nabmroza-
JIOCh 3aMeTHOE YMEHbIIIeHNE TOKeCTU 3a00/IeBaHA,
BIUIOTD 10 HOpMa/lM3aluy IOKasaTenell pocra u
PasBUTHA, YMEHBIIEHNE BOCIAIUTEIBHOIO KOMIIO-
HEHTa IOpaKeHMsA KOXM VM YaCTOThI MH(EKIMOH-
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HBIX OCNIOKHeHMI. Mexanusm gericteusa BBUT npn
cKH HefocTaTOYHO M3BECTeH, HO NpeAIonaraeTcs
3aMelampliee, MMMYHOMOAYIMPYIOLIee, a TaKxKe
HpOTUBOBOCHANNTeNbHOE AeiicTBue [137]. Ilpnm
3TOM HeOOXOIVIMBI eXKeMeCsTYHble MHQY3UY /1 TT0]T-
IepyKaHUs JOCTUTHYTOTO pe3ybrara [138].

C Bospacrom cocrossuue 6onpHbix cKH wacTo
yAy4IlIaeTcsl, HO MOTYT HapacTaThb IIPOABIEHMS aTo-
IV, KOTOPbIe HOTPeOYIOT TIATENbHOTO BBIBICHNS
CIIeKTpa CeHCHOMM3ALINY Y CIIeI[IaIbHOV TepaIni,
B 3aBJICYIMOCTH OT Ho3ojtoruu. Kpome toro, 60/1pHbIe
MOTYT OBITh MHB/IMAN3VPOBAHBI PeLIU/IVIBUPYIOLIVM
BOCIIajIeHMeM KOXXI, BIJIOTD 10 SpUTPOAIEPMUN C TIO-
C/IeYIOIUM HIe/TyllIeH)ieM U BbIPa)KeHHBIM, IIOPOI0
MYYMTEIbHBIM M HECTEPIIVIMBIM 3Y7IOM, IPUBOALIM
K TMXeHU (UK Y TOBPEX/EHNIO KO>KHBIX IIOKPO-
BOB, a TAK)XKe MH(EKIMOHHBIM OCTTIOXKHeHMsM [11,55].

3HaYUTe/NbHBIN IPOTPecc, JOCTUTHYTHI B IOHNU-
MaHuy naroreresa cKH, nossosnser paspabarsiBaTh
HOBDbIe TepaleBTIYeCcKyle CTpaTeTny, HalleJIeHHbIe Ha
KOHKpeTHBIe Oyoorndeckne mytu 3aboneBanus. B
MMMYHOIIaTOT€He3e JaHHOT'O CMHJPOMa OCHOBHYIO
ponb urpaet fgepuunt 6enka LEKTI, kotopsiit akc-
MPecCUpOBaH B SMUTENIMOLUTAX KOXKM, CIU3UCTDIX
u Tenbuax laccans Tumyca [139]. [TocnenctBusaMu
medunnTa ABIAETCS HOTEPs CIIOCOOHOCTY K VIHIM-
OMpPOBaHUIO CEPUHOBBIX IPOTEa3, TAKMX KaK IIas-
MJH, TPUIICUH, KaTelICH, 971acTas3a, CyOTMImsuH A,
M aKTMBU3aIMs Ka/UMKperHoBbIX nentyupas (KLK)
5,7,14 n anmactasbl 2 [140,141]. B koxxe 910 IpuBOANUT
K JleTpajaluy IeCMOCOM M CHVDKEHUIO IIPOTeOIu-
TUYECKOTO MpOIlecCHHra QUIarrpuHa, a Takxe K
aktuBauuy KLK5 penentopos Ha KepaTMHOLMTAX
(PAR-2) 1 npopyKumm TUMIYECKOTO CTPOMA/IBHOTO
mumdonoatuHa (TSLP - B ofHOM 13 mccmenoBaHmit
ObUT MeHTU(UIIPOBAH B KaueCTBe OMO/IOTYeCKOTO
mapkepa Tspkectyt Tedenns cKH [15] ), nqurtoknHa,
CBSI3aHHOTO C peakumsamu T-xemmnepos 2 tuma. Oba
3TU NIpollecca YCUIMBAIOT a/ljieprudecKyo Impefpac-
HIOJIO)KEHHOCTD ¥ CIIOCOOCTBYIOT BOCIIATIEHNIO, TaK,
akTuBanua PAR-2 yBenuunBaeT sKcIpeccuio mpo-
BOCIIA/INTENBHBIX IMTOKMHOB 11 XeMOKIHOB (TNF-q,
IL-8, ICAM-1),a IIeHeTpaLVA AHTUTEHOB Yepes I10-
BPEX/IEHHBIIT Oapbep BbI3bIBAET aKTUBAIVIO KacIla-
3bI-1 U mpopykumio aktuBHON popmer IL-1P [122].

IlospimenHas skcnpeccua TNF-a crana mue-
HBIO JI Tepanuy y 2-X HaleHTOB, KOTOPble IOY-
vaym nH@mKcrMa6. OTMedanoch yaydlleHne pocTa
BOJIOC ¥ COCTOSAHMUSA KOXXHOTO IOKpoBa. OgHaKo
ucrionb3oBanue nHrn6uTopoB TNF-a He pekomeH-
AyeTcs LIMPOKO (HeOOXOAMMBI TATEIbHbIE MCCIIe-
IOBaHMs Ha OO/MBIINX BBIOOPKAX) B CBA3Y C IIOBBI-
IIEHHBIM PUCKOM MHQEKLNI ¥ paKa KO>KI, KOTOPBIt
y>Ke IpUCYTCTBYeT y nanuenTos ¢ cKH. Penknumu, HO
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TSDKETBIMU OCTIOKHEHVMAMIU B 3TOJ IPYIIIie 60/IbHBIX
apnAwTca BIIY-acconumupoBaHHble MOpaXKeHNA
IepPUTeHNTAIbHOI 00/1aCTH, BIUIOTD IO TUTAHTCKOI
KoHzmMnoMbl bymike-JleBeniraiina [142,143] u mio-
CKOKJIETOYHOTO paka Koxxu [144,145].

Jpyroit TepaneBTYeCKO MUILIEHDBIO CTA/IN LIUTO-
KnHbl T-xenmepos 2 Tumna (IL-4, IL-13), mogaBneHue
3¢ (}eKTOB KOTOPBIX BaYKHO He TOIBKO B MIMMYHO-
IIaTOTeHe3e aTOIMMYeCKOro KOMIIOHEHTa (MHIYKIUA
nepekodenus B-nmumoounrtos Ha cuHTe3 IgE, ak-
TUBALVA 903UHO(UIBHBIX JTEMIKOLMTOB ¥ TYYHBIX
KJIETOK ), HO V1 XPOHIYECKOT0 3y7ia y maiyenTos ¢ cKH
[146]. IIpumenenne pynmnymaba Kak CyleCTBEHHO
YAYYIINIO Ka4eCTBO XM3HM U YMEHBIINIO TAXKECTh
3aborneBanus y meteit u B3pocnbix ¢ cKH [14,16,147],
TaK I, 110 IPYTYM JJAHHBIM, TIPMBOJVIO JINIIb K HE3HA-
YITETbHOMY YMEHBIIEHNIO CUMITOMOB Y B3POC/IbIX
TAIVIeHTOB, HO IIepMOf] JIeYEeHNA U HAOMIOfIEHNISA B 9TOM
CITy4ae COCTaB/LA 6 Heyienb [17]. Y yacTy maiyeHTos,
HECMOTPs1 Ha 3HAYMTENIbHOE YMEHbIIIEHNe 3y/ia U I1le-
JTyIIeHVA, HaOMIOfa/IoCh MOSBICHNE SPUTEMBI 11/ VN
nycTynusanys. TepaneBTiyecKoli cTpareryesi B TaKIX
CTy4YasX aHOHCHPOBAHO JIOTIOJTHUTENbHOE K Kypalin
mymryMaboM O0KMpoBaHue cucteMbl T-xermnepoB
17 tuma [148], ocHOBaHHOE Ha JAHHBIX O K/IIYEBOIl
pomn IL-17 u IL-36, BbICOKas KOHLIEHTpaL/A KOTO-
PBIX aCCOLMMPOBAHA C TSAKECTDIO 3a00/IeBaHNA Y
naryenTos ¢ cKH [149]. B Heckonpkux my6mmkanmsax
OTMEYasIoCh 3HAUUTEIbHOE YIydllleH)e COCTOSHNA
KOYKV Y YMEHBIIIEHNE 3y/ia IIPY IPUMEHEHUY KaK MK-
cekusymaba [150], Tak u cekykunyma6ba [151,152], y
HaLMEHTOB C THKENbIM TedeHneM cKH, HecmoTpA Ha
OITaceHNs TOOOYHOTO IeVICTBIA B BUJIE PYCKA IIPUCO-
eIVIHEHVA IH(PEKLINM, B TOM YVC/Ie M PeCIIPATOPHOTO
TpakKTa, maTorHoMoHnyHoro A cKH [153].

Taxxe efMHNYHBIE PabOTHl ONMMCHIBAIOT IO-
JIOKUTENbHBIN 3PGEeKT OT IPUMEHEHUA OMaIN3y-
Maba (yMeHblIIeHe aTOIYeCKOTO0 KOMIIOHEHTA) 1
ycTekuHyMaba (ynydileHne COCTOSHISA KOXU 6e3
peLMANBOB B TedeHMe rofa) [154,155].

ITpoBopATCA MCCNEOBAaHNUA U Y)KE UMEITCA
HEKOTOPpbIe JAaHHbIE O CIeNpUIecKNX BapuaHTax
Tepanuy: 6eIKoBas VIV MOMUIENTUIHAS 3aMeCTH-
Te/lbHAasA Tepanus C UCIIOIb30BaHNMEM BBIOPAHHBIX
¢parmentoB LEKTI unu mogudunmpoBaHHbIX
PEKOMOVHAHTHBIX MHIMOUTOPOB; MHTMOUTOPHI KaJI-
nukpenHa 5; no6asnenue rena SPINKS5 ¢ momorpio
TIEHTUBUPYCHOTO MM a/IEHOBUPYCHOTO BEKTOPa C
UCIIO/Ib30BaHMEM ayTONOTMYHBIX TPAHCIIAHTATOB
TeHeTUYeCKM CKOPPEKTHPOBAHHBIX KEPATUHOIM-
TOB IMalueHToB [156,157]; aJIbTepHATUBHbIE Bapu-
aHTBI, Hanlpas/ieHHble Ha PAR-2 nnn skcnpeccuto
TSLP, TNF-a wnn IL-1B, win Beicokue yposuu IgE
u ppyrue [157]. besomacHocTh 1 3pPeKTUBHOCTD
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HOA0OHBIX IOAXOA0B emé OyaeT U3ydaTbcs, HO
CaMo [IBIDKEHIE B CTOPOHY BO3MO>KHOI KOPPeKINI
BPOXX/IEHHOTO 3ab0/meBanms 6ecreHHoO [12].
[Tanuent B. momasn B moje Halero 3peHus B 7
MecALeB B COCTOSTHUY SPUTPOAEPMIUM U OaKTepue-
MUY, TUTIOTPOQUIY 2 CTENIEH, C P VIBUPYIOLIIMI
OTUTaMU B aHaMHe3e. TeparneBTiyeckas TaKTHKa 3a-
K/II0Ya/Iach B KyIIMPOBAaHNY MH(PEKIVIOHHBIX OC/IOX-
HeHMII OCTIefioBaTeIbHbIMI Kypcamu Ab Tepamun
II0 YyBCTBUTETbHOCTU BO3OyAUTENeI, MaAIeit
HapY>XKHOII TePaIny C JIOKAJIbHbIM KPAaTKOCPOYHBIM
npuMeHeHueM cHadana Tommdeckux ['KC, a 3atem
TONMYECKOTO MHIMOUTOPA Ka/IbL[VIHEBPIHA [0 YITyd-
IIEHVA COCTOSHVA KOXKY C TTOC/IeAYIOIeil OTMEHOIL.
ITo pesynbTaTaM MMMYHOJIOTMYECKOTO UCCTIEOBAHNUA
OBUIO IIPUHATO pellleHye O Ha3HAYeHNM 3aMeIatoIeit
tepanuy BBUI, koTopas sHa4MTENbHO YMEHbIIMIA
4acTOTy OCNOKHeHMI. V3-3a HapacTamooUen Mmoum-
ceHCMObMIasanyy 1 pepakTepHOCTU MOPAKEHNA
KOXHOTO IIOKPOBa C 3MM30JaMI 9K3eMaTU3alnu 1
MY4MTEIbHOTO 3Y/a, ObUIO MHULIMMPOBAHO IIpUMeHe-
Hyie TymTyMaba ¢ OJIOKUTETbHBIM, HO HeOCTaTO4-
HO cTOlKMM 3¢ dextom. B mocnenyromem B Tepamnio
I'MBT 6511 fo6aB/IeH CEKYKMHYMa0, B pe3y/IbraTe
4ero JOCTUTHYT 3HAYMMBIN KIMHIYeCKUI 3P PeKT
(puc. 6). HabmoneHne 11 nedeHe IPOJIO/KEHBI, pery-
JIAPHO TIPOBOZATCA HeOOXOAMMBIe 00C/IeJOBaHMA I
IPEOTBPAILeHNA BO3MOKHBIX TOOOYHBIX 3P (PeKTOB.

BbiBOAbLI U 3aKnlO4eHue

Cunppom Komernsa-Hereprona ABnsAeTcs pefKum
BPOXKIEHHBIM 3a00/IeBaHNEM, HACTIeyeMbIM ayTO-
COMHO-PEIleCCHBHO, BbI3BAaHHBIM MYTallM€ell B reHe
SPINKS, npuBopsiel K HapylleHMIo leCKBaMaln
aMUTeNNA B pe3ynibrare AUCYHKIVM OeTKa-MHImom-
topa npoteas LEKTT, iy1s1 kotoporo xapakrepHo ¢eHo-
TUIIYECKOe Pa3HOOOpasyie POsB/ICHNI Y ITAI[VIEHTOB
B 3aBVMICUMOCTY OT 9KCIIPECCHY HAPYILIEHHOTOo Oenka. Y
OO/IBLINHCTBA MAIMEHTOB OTMEYAeTC A SPUTPOAEPMIUL
IIpY POXK/IEHNY WM Cpasy 10CJle, KOTOpas 3aTeM CO-
XpaHsAeTCcs Npu 6oJiee TAHKENBIX BApUAHTAX TeYEHNUA
3a00JIeBaHVIA IV TPAaHCHOPMUPYETCA B TMHEAPHbII
orubarommit nxtio3 Komerns mpu 6omee 1€rkom tede-
HyM. CYHIPOM OTHOCUTCA K IPYIIIIe CMH/IPOMA/IbHBIX
UXTUO30B C NATOTHOMOHMYHBIM CMMIITOMOM IIOpa-
>KEHUs BOJIOC B BUJI€ IHBAIMHUPYIOLIETO TPUXOPEK-
crca («6aMOyKoBbIe» BOIOCHI), KOTOPBII Hanbosee
BBIpaKeH B 00/1acTyi 6poBelt M PecHML], YTO IIPY MC-
H0/Ib30BAHMUI COBPEMEHHDIX METOJJ0B IMarHOCTUKI,
TaKUX KakK JIepMaTOCKOINA, T03BOMAET KIMHNYECKN
YCTaHOBUTD JIATHO3, HO IIPY OTCYTCTBUM NOPKEHMS
BOJIOC €T0 He MCKJIIOYAeT, TAK KaK TOPa’KeHO MOXKET
6b1Tb OT 20 10 50% BOJIOC VI TaHHbIE M3MeHEeHVIsI Pa3BI-
BAIOTCA C TeUeHNeM BpeMeHY (0OBIYHO y fieTeil cTapiie
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ropa). Taxoke, Takye HMaIMeHThl CKIOHHBI K Pa3BUTHIO
VICTVHHBIX IIPOSAB/IEHNII aToImy (TsDKENBII aTommye-
CKIJ1 IePMATUT, QJUIEPTIYeCKIii PUHUT, OpOHXMa/IbHAs
acTMa, TNILeBas a/yIeprus) U CUMITOMOB IUIIepYyB-
CTBUTE/IBHOCTY HEMEJI/ICHHOTO THIIA (KpalyBHMLA,
aHaduakcys). Kpome Hapy1ieHus KoXHoro 6apbepa,
CO3JJAIOIIIeTO BXOZIHbIE BOPOTA /I MH(EKIVIOHHBIX
areHTOB I IOC/IeAyoLleit 6akrepueMnn (Hanbonee
JacTblil Bo3OyauTenb — Staphylococcus aureus), y ary-
eHToB ¢ cKH MoxeT oTMeyaTbcs AeeKT IUTOTOKCH-
YeCKOTo II0TeHIMa/Ia K/IETOK HaTypa/IbHbIX KU/IJIEPOB
(NK), camxeHne unciia B-K1eTox maMati 1 CHU>KeHme
CHOCOOHOCTY K MMMYHU3ALVIN, YTO, B CBOIO OYepe/ib,
YCUIMBAET IPePACIONIOKEHHOCTD K Pa3BUTHIO OaK-
TepMeMIN V1 PELVIAVBYPYIOLVX MHPEKINIT KaK KOXI,
tak 1 JIOP-opraHoB 1 fbIxaTenbHbIX IyTell. Tpuana
CUMIITOMOB, XapaKTepHasd /I cMHgpoMa runeplVIrE:
HOBBIIIeHMe KOHLleHTparuy IgE (mpu HopManbHBIX
IgG, IgA, IgM) n s03uHOGWINS, PeLVAVBHUPYIOLE
XpOHMYeCKVe MHPEKLMY, aTONNYeCKNIl lepMaTHT,
no3BosieT oTHecTH cCKH K rpyrime KoMOMHMpPOBaHHbIX
IIM]Ic, HO HanW4YMe ITaTOTHOMOHMYHOM aHOMaJIUN
BOJIOC BbIJIE/IAET JaHHbII cuHApoM. IloreHnnanbHO
OIIACHBIM Y TaKUX NAIMEHTOB MOXKET OBbITh IIepUOf,
HOBOPOXKIIEHHOCTH, TaK KaK B CBA3M C OC/IO>KHEHMAMMI
3abo0reBaHMsl (TUIIepHATPUEMITYeCKas ieTu/paTarys,
OakTepremusi, ManbabCoOpOLNsI) BO3MOXKEH JIeTaIb-
HbIl1 ncxop,. Ha 3ToM sTare KpaiiHe BayKHa C/IaXKEHHAsA
paboTa MyIbTUAVCUUIUIMHAPHON KOMaH/bI CIIEIIVI-
aJIVICTOB KaK JI/I1 KOPPEKTHOM JYarHOCTUKM, TaK 1 [/
BBIOOpA TAKTVKM JledeHrs1. B maympHeiiiieM 1mokasaHa
HO>KM3HEHHAs TONMYeCKas Tepanys ¢ IpyMeHeHNeM
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