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3TAMNbI AUATHOCTUKW LIENMNAKUWN: MEXXAYHAPOAHbIN ONbIT
N ®EAEPAJIbHbIE KTUHWYECKWE PEKOMEHOALWUN

KnioueBble cnoBa: Lenvakus, LeTH, KMLWeYHble 1 BHEKMLWEYHbIE CUMMTOMbI, FPyMMbl PUCKA, aCCOLIMMPOBAHHbIE
ayTOMMMYyHHble 3a00NeBaHus, aHTUTENa K TKAHEBOW TPAHCryTaMMHa3e, aHTUTeNa K SHAOMU3MIO, aHTUTENA K FUajuHY,
aHTMTENa K JeaMUaMpPOBaHHbIM NenTAAM MyaguHa, YyBCTBUTENbHOCTb U CNeLMdUYHOCTL CepOoNormyeckx MapKepos,
3KCMpPeCC-TecTbl, point of care TecTbl, 3HAOCKONNYECKOE UCCNeaoBaHME, Mophonoriyeckas AMarHoCTMKa, knaccudukaums
Marsh-Oberhuber

Keywords: celiac disease, children, intestinal and extra-intestinal symptoms, risk groups, associated autoimmune diseases,
antibodies to tissue transglutaminase, antibodies to endomysium, antibodies to gliadin, antibodies to deamidated

gliadin peptides, sensitivity and specificity of serological markers, rapid tests, point of care tests, endoscopic examination,
morphological diagnosis, classification Marsh-Oberhuber

Pestome. [lnarHocTuka Lenvakmm ocHoBaHa Ha MOHWMaHWK ee naToreHesa. B ocHoBe neXuT HacTOpPOXeHHOCTb Bpa-
Ya B OTHOLUEHUM MHOrO00Opa3ns KNMHUYECKMX NPOSIBNEHNUI 3aD0NeBaHNs U COCTOSIHWA 3A0POBbLA AETEN, BXOAALMX
B rpynny pucka. [lepBUYHbIM 3TanoM AMarHoCTUK M ABNSETC ONpeAeNeHre y NaLMeHTOB KOHLEHTpaLum cneumduye-
CKMX ayTOAHTUTEN K TKaHEBOW TPaHCrNyTaMMHa3e — nokasaTens, NPOLEMOHCTPUPOBABLLETO HaNOOMbLLYIO YYBCTBU-
TENbHOCTb U CNeLUdUYHOCTb B AMArHOCTMKE Liennakunu. TpafiMLMOHHO aHTUTeNa OnpeaenstoTcs B CbIBOPOTKE KPOBM
C MCNONb30BaHMEM MeToAa MMMyHOdepMeHTHOro aHanu3a. Cepono3nTUBHbIM NaLMeHTaM ANsi OKOHYaTeNbHON Be-
pudrKauum auarHosa TpebyeTcs BbINONHEHUE 3HLOCKOMMYECKOTO UCCIEAOBaHNS ¢ 3abopom BronTaToB cM3ncTon
ABEHAALATUMEPCTHON KULLKM N Ka4eCTBEHHOMW MCTONOTMYeCKON OLEHKOW nocneaHmX. epcnekTMBHBIM Hanpasne-
H1EeM, NO3BONSIOLMM OMEPaTUBHO BbIAENWTb NALMEHTOB, HYXAAIOWMXCS B NPOBeAeHUN yriybneHHoro obcnepoBa-
HUS Ha LleNnakmio, SBASETCH MCMONb30BaHMe IKCNPECC-TECTOB, MO3BONSIOLMX B TedeHne 10 MUHYT OLEeHUTb ypOBEHb
aHTUTEN K TKAHEBOW TPaHCrNyTaMMHa3e B KanunnsipHol KpoBM naumeHToB. Ocoboe 3HaueHKe 3KCnpecc-amarHocTy-
ka npuobpeTaeT B pamKkax NpoBeJeHNs AUCNaHCepHOro obcnefoBaHus, a TakKe B Ka4eCTBE CTapTOBOro 3Tana aua-
FHOCTVKM B YYPEXIEHNAX 3LPaBOOXPaHEHUS, Tie PYTUHHOE UCMONb30BaHME TPaAMULMOHHBIX CEPONOr1YeCKMX TECTOB
HeAoCTYMHO.

Summary. Diagnosis of celiac disease is based on an understanding of its pathogenesis. It is based on the doctor's
alertness regarding the variety of clinical manifestations of the disease and the state of health of children at risk. The
primary stage of diagnosis is to determine the concentration of specific autoantibodies to tissue transglutaminase in
patients, an indicator that demonstrated the greatest sensitivity and specificity in the diagnosis of celiac disease. Tradi-
tionally, antibodies are detected in blood serum using the method of enzyme immunoassay. For seropositive patients,
the final verification of the diagnosis requires endoscopic examination with the collection of biopsies of the duodenal
mucosa and a qualitative histological assessment of the latter. A promising direction that allows us to quickly identify
patients who need an in-depth examination for celiac disease is the use of rapid tests that allow us to assess the level
of antibodies to tissue transglutaminase in the capillary blood of patients within 10 minutes. Express diagnostics are of
particular importance in the framework of a medical examination, as well as as the initial stage of diagnosis in health-
care institutions where routine use of traditional serological tests is not available.
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COI‘HaCHO HeVICTBYIOIUM K/IMHUYECKUM pPeKOMEH-
DauysM LeTMakus pacCMaTpPUBaeTCs KaK CUCTeM-
HOe MIMMYHHO-OIIOCpeJOBaHHOe 3abo/eBaHue, pasBu-
Balollleecs IpY PeryIpHOM yNOTpeOIeHUN III0TeHa
U XapaKTepusylolleecsi Halu4mMeM pasHOOOpPa3HBIX
[JIIOTEH-3aBUCUMBIX CUMIITOMOB, IIOBBIIIIEHNEM B ChI-
BOPOTKEe ayTOaHTUTeN, (opMupoBaHueM aTpodu-
YeCKOil SHTepOIATUM M HPUCYTCTBUEM B TEHOTHIIE
HLA-DQ2/DQ8 ramnorunos [1-4]. B ganHom ompe-
IeeHu, OCHOBaHHOM Ha MOHMMAaHNM MTaToreHesa 3a-
60meBaHMsI, 3a/I0’)KEHBl KPUTEPUU IUATHOCTUKU Iie-
NMaKMM, BKIIIOYAIOI[VEe BBIABIEHNME Y TeHEeTU4eCKN
IpepacioNoXEeHHbIX /NI TOBBIIIEHHO) KOHIIEHTpa-
Y CrenuUIecKnX ayTOAHTUTEN U IIPUCYTCTBYE THU-
MUYHBIX TMCTOMOTUYECKUX U3MEHEHUI B CIM3UCTOI
ABEHAATUIIEPCTHON KUIIKI.

[epBBIM 3TaNOM JMATHOCTUKMU L[eTUAKUU ABJIAETCS
BbIJIeJICHNE MTAl[MIeHTOB, MMEIOIMX XapaKTepHble CUM-
ITOMBI IIIOTEHOBOJ SHTEPONATUMM WV BXOJALINX B
TPYIIly pMUCKa IO pa3BUTHIO 3aboneBanusa. KnnHnye-
CKMe TPOsIBJIEHNS Lie/IMaKny KpaiiHe PasHOOOpasHbI
U MOTYT MMeTb BO3pacTHble ocobenHocTu. Hambonee
SIPKIe CUMIOTOMBI 3a00/eBaHus, KaK MPaBUIO, OTMe-
JaIOTCA y JeTell IePBbIX JIeT KMU3HU, IIPY 3TOM B K/IN-
HIYECKOJ KapTIHE JOMUHYPYIOT raCTPONHTECTNHAIb-
Hble posiBieHus (tabm. 1) [1].

Y mOApOCTKOB ¥ B3POC/IBIX MAIVIEHTOB B K/IMHIYeE-
CKOJI KapTUHE 9aCTO JOMUHUPYIOT BHEKUILIEYHBIE IIPO-
apnenus (tabm. 2) [1].

B paMkax OTKpBITOTO KIMHUYECKOTO PeTPOCHEK-
TUBHOTO MCC/IeNOBAHYA, BBIIIOTHEHHOrO Ha 6ase IeH-
Tpa neueHus uemnakuy AI'KD um. 3.A. bamnsaesoit,
ObUIN TPOAaHANMM3MPOBaHbl Hanbojiee 3HAYMMBIE CUM-
ITOMBI L[e/IMaKNM B 3aBUCUMOCTY OT Bo3pacTa obcie-
noBaHHBIX feTell [5]. Hambonee 3HaUMMBIMM CUMIITO-
MaM¥ 3a60/1eBaHIs Y ieTell paHHEero BO3pacTa IBUINCD
B3JIyTHe KMBOTA / METEOPU3M, aCT€HNS U MOXyHAHue,
y JeTeil JOIIKO/IbHOTO BO3pacTa — HapyLIeHMs Xapak-
Tepa CTy/a (3anop, fuapes), B3LyTHe KUBOTa / MeTeo-
PpU3M, aHEMUSL.

B rpynmy pucka o pasBUTMIO LIETMAKUM BXOMST
POICTBEHHUKM TEPBOIl JTMHUU POACTBA C OONBHBIM,
a TakKe MAI[MEeHThI, CTPAJAOLIVe ayTOMMMYHHbBIMI 3a-
6o/eBaHNMAMY WM MIMEIOLYe CUHPOMA/IbHYIO IIaTO/IO-
ruio (tabn. 3) [1-4, 6].

Crolikoe IpUCYTCTBME KaK KMIIEYHBIX, TaK VM BHe-
KIIIEYHBIX NPOSBIECHNI, He VIMEIOIINX YeTKOro 00b-
SICHEHVSI I He TIOAJAIOLIMXCS KOPPEKIUY, TaKKe Kak
Y OTCYTCTBUE CTaOVIBHOTO KOHTPOJISI QY TOMMMYHHBIX
3ab0/IeBaHMil y TMAlMeHTa, HeCMOTPsI Ha IPOBOAVMYIO
aJIeKBaTHYIO TepaInIo, SBIAETCA IIOBOAOM Jyisa 0bCe-
OOBaHMsA Ha LIEIMAKUIO.

OCHOBHBIM VHCTPYMEHTOM IS IPOBEJEeHNUA IIep-
BUYHOTO CKPUMHMHTA Ha L[ETMAKUIO SBISIOTCSI CEepo-
JIOTMYECKME METOHbl McciaegoBanus [1-4, 7]. B Ha-
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Tabnuua 1. KnuHnyeckue nposeneHms
Luennakuny geten paHHero Bospacra

lFacTrpovHTEeCTUHANbHbIE CUMMTOMbI

* 6o B XMBOTE

¢ napes, OOUNbHbIV 3NTOBOHHBIN CTYN

® CTeaTopesd

® MeTeopusmMm, yBenn4yeHne XmneoTa

* pBOTa

® CTOMKWe 3anopbl

¢ HapyweHue anneTuta

Hecneuundgpuueckmne cCMMNTOMbI

* 3afepxKa GU3nNYecKoro passBuUTUs

¢ NnoTeps B Bece

® MbllevyHaa rmnoToHnA

® anaTtus, HeraTuBuU3m

CTosillee BpeMs JOCTYIIHO OINpefe/eHye PasIndHbIX
TUIOB aHTUTET — K TKAHEBOJ TPaHCIIyTaMUHa-
3e (tTG), snpmommsuio (EMA), meamMupgypoBaHHBIM
nentugam (DPG) m narmBHomy rmmaguny (AGA).
CornacHo melicTByoOLIUM peKoMeHAanusaM Espomeii-
CKOTO 00IecTBa eTCKMX FacTPOIHTEPOJIOrOB, rela-
tonoros u Hyrpuunonoros (ESPGHAN), B kauecTse
HepBUYHOTO VCCIIEOBAHUs PeKOMEHAIYeTCs OIpefie-
JIeHMe aHTUTEN K TKaHEBOM TpaHCImyTammuHase IgA
B COYETAHNUU C OLEHKOJ KOHILeHTpanuu obmero IgA
CBIBOPOTKY [3, 4].

TkaneBas TpaHcrnyrammuasa (tTG) saBnger-
cs1 (pepMeHTOM, NPUCYTCTBYIOWIMM B COOCTBEHHOII
IJIACTVHKE CIM3UCTON 00O0IOYKM TOHKON KMIIKU U
UTPAIOI[VM BaXKHEWIIyI0 pOIb B IIaTOTeHe3e IJIIO-
TEHOBOJI SHTepomartuu. TpaHCIIyTaMMHAa3bl Ipef-
CTaBIAIT COOON KanbLMil-3aBUCKMbIe (EePMEHTBHI,
KOTOpble KaTalU3UPYIOT IepeKpecTHOe CIIVBaHIe
0e/IKOB, a TaK)Xe MOTYT IpeBpallaThb OCTATKMU IJIy-
TaMMHa B IJIyTAMMHOBYIO KUCIOTY IIOCPEICTBOM
rupponnsa (mesamupuposanus) [8]. Cuwmraertcs,
4TO TKaHeBas TPAHCIIyTaMIUHA3a JKCIIPECCUpY-
eTCA IOBCEMECTHO ¥ Y4YacTBYeT B PeMOJeNMpOBa-
HUM TKaHe!l ¥ YIX BOCCTAHOBJIEHUU IIOCIIE IIOBPEeX-
meHus. MHOrouncieHHble UCCIeSOBAHNA TOKA3alN,
4TO TKaHeBasd TPAHCIIyTaMMHAa3a He paclHpocTpa-
HeHa BO BHEK/JIETOYHON Ccpefie IIpY HOPMAaJIbHBIX ycC-
TOBUAX, a [le3aMMAVpOBaHNUe, OIOCPESOBAHHOE
dbepMeHTOM, MHAYUMPYETCS NMUIIb BO BpeMs BOC-
manenus TkaHeir [9]. IlocnemoBarenbHOCTU, 6GOra-
Tl IPOIVTHOM U IJTyTAMMHOM B IIeNTUAAX ITIIOTEHA,
ABNAIOTCA IPEKPAaCHBIMM MMILIEHAMM HJIA TKaHe-
BOJM TPaHCIVIyTaMMHa3bl 2 TUIIA, IPUCYTCTBYIOLIEN
B CIM3UCTON 060/m0uke TOHKOI Kumky. PepmeHt
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Tabnuua 2. KnuHnyeckme nposieneHms
Lenuakmun y getem ctapliero Bo3pacra

HeCﬂeuVId)l/l"leCKVIe CMMNTOMbI

® XPOHUYECKas yCTanocTb

. CJ'IaGOCTb, yToMNIeMOCTb

® pa3gpaxunTenbHOCTb

l'acrpouurecmuanbuble CUMNTOMbDI

* peunamempytoLme 6onm B Xmeote

® B3yTue XMBOTa

® TOLWIHOTa

* 3anopsl

¢ MoBblleHNE NeYeHOYHbIX TDaHCaMWHa3

WN3meHeHus co CTOPOHbDbI KOXXU U CIU3UCTbIX

* repneTudopMHbIV fepMaTUT

¢ anoneuusd

® BUTUNUIO

* aToNMYeckuin fepmaTuT

* adTO3HLIN CTOMATUT, XENUTDI

N3meHeHUs €O CTOPOHDI KOCTHOW CUCTEMbI

* 60U B KOCTAX

® 0CTeonopos, ocreomManauua, NOBTOPHbIE NepeioMbl

* apTpuThl, 6onu B cycTaBax

* MHOXeCTBEHHbIV Kapuec, edekT 3ybHom amanu

® HU3KWIN poCcT

lemaTonorn4yeckue nposiBeHUNA

* pedpakTepHas K Tepanuu xenesogeduuutHas
nnu nonnaeGUUMTHas aHemMms

® KpoBoTeYeHusa

HEBPOHOFM"IQCKVIG nposBJyieHNA

* ronoBHble 6onu

* HapyLleHus cHa

® penpeccma

° ﬂOﬂVIHeVIpOHaTMﬂ

® aTtakcua

HapyuweHus ¢uanyeckoro pa3Butus

® HeJOoCTaTO4YHOCTb MUTAaHNUA

® 3afiep>XXKa pocTta

HapyuweHus penpoayKTUBHON (PyHKUMUN

® 3afiep>XKa nonoBOro passnUTua

® XeHCKoe U MyXcKoe becnnogue

* MpPUBbIYHOE HEBbIHALIMBAHWE OepeMeHHOCTY,
CroHTaHHbIe abopTbl, MEPTBOPOXAEHNS
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OCYLIeCTB/IsIET [Je3aMUAMpPOBaHME HEeNTPaNbHBIX
OCTaTKOB IJIyTaMIHA, INpeBpaljas UX B OTpuUIA-
TeJIPHO 3apsDKEHHYI0 IIyTaMMHOBYIO Kucnoty [10].
B xope 91011 pepMeHTATUBHOI peaKIuu IIPOUCXOTUT
MOBBINIEHVE a(pMHHOCTYU IENTUAOB TNIOTeHa K CBA-
3bpIBAOIMM ydacTkaM Monekya DQ2 n DQS8 Ha no-
BEPXHOCTM AHTUTEHIPE3E€HTUPYIOUINX KIETOK, 4YTO,
B CBOIO OYepefb, CIoCOOCTBYeT 3¢ (PeKTUBHON aKTH-
Bauuy rnoteH-cnennduunbx T-mumdonuros [11].
AKTUBUpPOBaHHBIE TMMQOLUTHI B IOC/IEYOIeM MI-
TPUPYIOT B COOCTBEHHYIO IIACTMHKY TOHKON KMII-
KI ¥ IPOAYUMPYIOT IIPOBOCHANINTENbHbIE IUTOKNHBI
(IFNy, IL-21, IL-10, IL-2), noBpexxpaoliye SHTEpPO-
LUTBI, a TaKXKe CTUMYIUPYIOT B-K/IeTKu K NMpopyk-
uun crnennduuecknx aHTUTeNn. B mpouecce npeo6-
pasoBaHNA NENTUABI ITII0TeHa 00pa3yIT C TKaHEeBOIl
TPaHCITTyTaMUHAa30J1 IPOYHble KOMIIZIEKCBI, YTO BBI-
3piBaeT akTuBanuio tTG-crenudnynpix B-kmetox
U, KaK clefcTBue, obpasoBanue tTG-cnenndnyuHbIx
ayroanturen (8, 12]. Kommrekcs tTG-rmoTen mo-
TyT IPOHMKATD Yepe3 SMNUTE/INI IeilepPOBBIX O/IALIeK
U CBA3BIBATbCA C B-K/I€TOYHBIM PelleITOPOM ayTope-
akTuBHBIX aHTU-tTG B-nmum¢onuros, npucyrcrpy-
omux B nuMoupHbix ¢ommnkynax. Kommaexcer
tTG-r1r0TeH, cBA3aHHBIE C PeleNTOpoM B-KieTok,
IIOfIBEPraloTCs SHAOLMUTO3Y U HPOLECCHHTY B U30-
comax B-nmumdountos, rie nenTuabl II0TeHa BBICBO-
6oxpatorcsa u popmupyror kommiekcs: ¢ HLA-DQ,
KOTOpbIe 3aTeM TPAaHCIOUMPYIOTCS Ha IOBEPXHOCTD
ayTOpeaKTUBHBIX B-K/IeTOK, I03BO/IASA aKTUBUPOBATD
rnoteH-cnenuduansie CD4+ T-knetkn. Ilpu atom
OJHOBPEMEHHO OCYIIeCTBIAITCA KOOIepaTHBHbIE
B3aUMO/IeVICTBYA MeXy KJIaHaMM TMM(OIUTOB, KO-
TOpBIe 3aIycKaloT BbIpaboTky IgA. ITpu noBTopHOI
BcTpede ¢ kommekcamyu HLA-DQ-rnioten, mpep-
CTaB/ICHHbIMY AHTUTEHIIPE3eHTUPYIOIMMN KIeTKa-
mu, addexropusie CD4+ T-KkneTku BpIpabaThIBAIOT
IIpOBOCIANTE/IbHbIE IMTOKIHBI, @ TAK)KE YYaCTBYIOT
B akTuBanyuy CD8+ OUTOTOKCUMYIECKUX MEXKIIIUTEIN -
anbHBIX T-MMMQONUTOB U IIa3MaTU4YeCKUX K/IETOK,
KOTOpBIe BBIPabaThIBAIOT AHTHTE/IA KaK K [TTIOTEHY, TaK
U K TKaHeBOIl TpaHcrmyTaMmuHase [10].
Ceposornueckuii CKpMHVHT Ha Lie/IMaKNIO IOApPasy-
MeBaeT MCC/IeOBaHle AaHTUTEN K TKAaHEBO TPaHCIIyTa-
MuHase IgA. 1o 06yC/I0B/IEHO TeM, YTO OONBIIMHCTBO
IUIa3MaTUYeCKMX KJIeTOK B COOCTBEHHON IIACTUH-
Ke CM3UCTON OOONOYKM TOHKOU KMIIKM CeKpeTHpy-
10T MMEHHO VIMMYHOITIOOYIMHBI KTacca A, KOTOpbIe
BBICBOOOXKHAIOTCA B IIPOCBET KUIIEYHMKA U VIMEIOT
BO3MOXKHOCTD CBA3BIBATHCA C OAKTEPUAMU U INIIEBHI-
MU aHTUreHamu [8]. Mera-aHanms, orry6/IMIKOBaHHBIN B
2022 1., IpOJEeMOHCTPUPOBAL, YTO OIpEMeNIeHNE aHTU -
TeJl K TKaHEeBOJl TpaHCIyTaMIHase IgA npu nenmaxkum
MMeeT YyBCTBUTENbHOCTD 90,7% y B3pocnbix u 97,7%
y mereit. CrennuYHOCTb STOTO METOAA HECKOIbKO
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Tabnuua 3. AcCOUMNPOBAHHbIE C Lienrakmnemn
3aboneBaHus

3aboneBaHus BHAOKPMHHOﬁ cncTemMbl

¢ CaxapHbli anabet 1 Tvna

i AyTOVIMMyHHbIe 3abonesaHus IJ.I,I/ITOBVI,CI,HOIZ xenesbl

e bonesHb AgancoHa

* HapylweHus penpoayKTMBHON GyHKLMM

HeBpOﬂOI'VI‘-IECKVIe 3aboneBaHus

¢ Mo3xeykoBas aTakcus

¢ Hemponatus

* dnunencus

3a0oneBaHUs cepAeHHO-COCYAUCTON CUCTEMDbI

¢ llgMonaTtmyeckas AvnaTaumoHHas Kapagnomuonatua

o AyTOMMMYHHbBIA MUOKapauT

3aboneBaHus renato6MnNMapHoi CUCTEMbI

¢ [lepBUYHbIA BUAMAPHLIA LUPPO3

o AyTOMMMYHHbIV renaTuT

. AyTOVIMMyHHvaI XONnaHruTt

¢ CuHppom LWerpeHa

Xpomocomuble aHOManInumn

¢ CuHppom [layHa

e CuHppowm LWepelesckoro — TepHepa

¢ CuHapom Bunbsamca

Apyrue 3aboneBaHus

* PeBMaToOMAHbLIV apTpUT

¢ bone3Hb KpoHa

¢ A3BEHHbIV KONUT

¢ CenekTuBHbIN AeuumT IgA

HIDKe 1 ObIa olpefie/ieHa Ha ypoBHe 87,4% y B3pOCIIbIX
u 70,2% y pereit [13]. B xopme mccnenoBanus, BBIION-
HeHHOTo Ha 6a3e Llentpa nevenns uenuakum [JI'’KB um.
3.A. bamnsesoii, tTG IgA aHTHUTeNa NPOJEMOHCTPU-
pOBaMM MaKCHMaabHYI0 YyBCTBUTENbHOCTD (98,02%)
u crietubuaHOCTb (99,48%) IpM UCTIONIB30BAHUU B [IET-
CKOI1 HOIYJ/IALVY, YTO IIOTHOCTbI0 COOTHOCUTCA C PEKO-
MEHJAlMAMY IIPUMEHEHNsA JJAHHOTO TeCTa B KayecTBe
CKPMHMHTOBOTO IIPY TOA03PEHIN Ha LIe/IMAKUIO y TeTell
[7]. ITomy4yeHHBIe JAaHHDIE OTIOTHUTETHBHO IPOJEMOH-
CTPUPOBAIN MAKCHMAJIbHYI0 KOHIEHTPALMI0 aHTUTE
K TKaHEeBOJl TPaHCIIyTaMIHa3e B fe00Te Le/IMakum y
IeTell paHHETO BO3PAcTa, YTO OIPOBEpraeT paHee Bbl-
CKa3aHHbIe CY>KIEHVs O HelOCTaTOYHO 3P HeKTUBHO-
CTU VICIIOTb30BaHNA JAHHOTO CEpOJIOTMYECKOTO TecTa
y ieTell epBBIX JIeT KU3HN [1].
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B xnmHuMYeckoil NmpakTuKe aHTUTeNa K TKaHEBON
TpaHCITTyTaMuHase IgA 4acTo OLlEHMBAIOTCA BMeCTe
¢ anTurenamu knacca IgG. CormacHo meiicTByOIUM
KJIMHUYECKMM PEKOMEHJALMAM, OlleHKa KOHIIEHTpa-
nun tTG IgG mokasana mpy BBIABIEHUM y HAIjVeH-
TOB CeNleKTUBHOTO Aedurura IgA [1-4, 14]. YyscTBu-
TeIbHOCTb M CHEeUPUYHOCTb JAHHOTO TecTa IIpu
runo-IgA coCTOAHNM HOCTATOYHO BBICOKM U BapbUPY-
10TCA B Ipenenax 84-97% n 91-93% cooTBETCTBEHHO.
Opnaxo nospiienye tTG IgG y MMMyHOKOMIIETEHT-
HBIX IALMeHTOB 00/1a/jaeT JOBOIBHO HU3KON IPOTHO-
CTUYECKO} I[€HHOCTBIO IIOJIOKUTEIbHOTO Pe3ylbTaTa
U He JO/DKHO pPacLeHMBATbhCA KakK abCONMIOTHOE II0-
KasaHUe K BBINOJIHEHNIO 3H/IOCKOIMYECKOTO MCCIIe-
moBaHUsA. Pe3y/nbTaTbl paHee IPOBefleHHBIX MCCIENO-
BaHMUI IIPOAEMOHCTPUPOBANN, 4TO 3PPEeKTUBHOCTD
uccnenoBanus tTG IgG npu amarHocTuKe LieMMaKNUK
y MalMeHTOB C HEyTOYHEHHBIM MMMYHOJIOIMYEeCKNM
craTycoM He mpesbimaeT 3% [15]. TloBbieHne KoH-
nerTpauyy tTG IgG MoxeT oTMedaTbcs y MALMEHTOB
C BOCHAIUTEIbHBIMU 3a00/TeBaHMAMU KUIIEYHUKA,
pPEeBMATONOIMYECKIMM 3a00/IeBaHMAMM, ayTOMMMYH-
HBIMU 9HIOKpMHONATUAMM (caxapHblii iuaber 1 Tuma,
ayTOMMMYHHBIJI THPEOUANT), OHKOIOTMYECKVMHI 3a-
6oneBanmsimu [15]. Ilo pesynbraTaMm mcciefoBaHus,
BBINTOJIHEHHOTO Ha 6ase lleHTpa jeyeHMs Lemmakum
IOTKB mm. 3.A. BamnseBoil, NporHocTYecKas IjeH-
HOCTb IIONIOKMTE/IbHOTO pe3y/lbTaTa MICCIefOBaHUA
aHTUTEN K TKaHeBOJ TpaHcrmyTaMmuHase IgG He mpe-
BbIcHIa 40%, IpM 9TOM M30MMPOBaHHOE IOBBILIEHNE
IIOKa3aTesis y MMMYHOKOMIIETEHTHBIX JleTell He II03BO-
JINTIO BBIAABUTD HY OffHOTO CITy4as 3a00/IeBaHNA B YCIIO-
BUAX HOpManbHON KoHueHTpauuu tTG IgA. Hayunpim
oObsiCHeHMEM OObIIENl OUAaTHOCTUYECKON LIeHHO-
CTY VIMEHHO aHTUTEl K TKaHEBOJ TPaHCITyTaMMHa3e
IgA ABNAIOTCA pe3yabTaThl UCCIENOBAHNI, IPOJEMOH-
CTpUpOBaBIINeE, YTO aHTUTeNA Kinacca IgA BrIpabaThI-
BAIOTCA KUIIEYHBIMM IUIa3MATUYECKMMM KII€TKaMU,
B TO BpeMs KaK CbIBOpOTOYHbIe IgG He cexpeTnpyroT-
ca IgG-mmasmMaTnyeckuMy KIeTKaMM KUIIEYHMKA I,
BEPOATHO, 3KCIPECCUPYIOTCA B APEHUPYIOUIUX TOH-
KYI0 KUIIKY Me3eHTepPMaIbHBIX NMM(MATUYECKNX Y3-
Jax, KOTOPbIe TaK)Ke IOABEPraloTCs eICTBUIO MeITH-
nos rmoteda u TIT [16].

Ina skcmpecc-IMarHOCTMKM LeIMAaKUM B Ha-
cTosAlllee BpeMs pa3pabOTaHbl IKCIPECC-TECTHI
(Point Of Care (POC) tests), mo3BondmIL[e B Teye-
Hye 10 MUHYT OLI€eHUTb YPOBEHb aHTUTEN K TKaHe-
BOJM TPaHCINyTaMMHa3e B KalM/JIAPHOM KPOBU Ila-
IUeHTOB. B kauecTBe cybcTpaTa [y ompepieneHns
aHTUTEN JAaHHBII METOJ MCIIONb3yeT COOCTBEHHYIO
TPAaHCIIyTAMMHA3y, HaXO[AIIYIOCA B SPUTPOLUTAX
KpOBU. BpICTpBIE TecThl MOIYT MCIIONb30BaThCA B
aMOY/IaTOPHBIX YC/IOBUAX JI1 CKPUHMHTOBOTO JIC-
CrefoBaHMA U O0TOOpA MALMEeHTOB /A fajIbHelile-
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ro o6cnemoBaHKsA TMPU MOMO3PEHUN Ha I[eTUAKUIO,
a TaK)Ke B TPYIIIaX pUCKa. BBICTpBIe TeCTHI MOCIeN-
Hero IIOKOJIeHMSI OIpefesloT CyMMapHble aHTU-
Te/la K TKAaHEBOJl TPaHCINIyTaMMHa3e KIaccoB IgA,
IgG, IgM n 06/1aKal0T BBICOKMMMI YYBCTBUTEIbHO-
CTPIO M CHeIM(UYHOCTBIO, CPABHUMBIMU C TPaLu-
IMIOHHBIMM METOJaMM OIIpefie/IeHNsI aHTUTeNl Me-
TOJOM NMMyHOQepMeHTHOro aHanmsa [17, 18].
Ocoboe 3HauyeHMe SKCIPeCcC-AUATHOCTMKA IIpU0O-
peTaeT B paMKaX NPOBefeHMs AUCIAaHCEPHOro 06-
ClleOBAaHMA [ieTell, a TAaK)Ke B KaueCTBE CTaApPTOBOTO
3Tala AMAarHOCTUKM B YIPEXJIEHUAX 3[JpaBOOXpaHe-
HUs, T/ie PYTUHHOE JCIIO/Ib30BaHMe TPagUIMIOHHBIX
CepOIOrMYeCcKNX TeCTOB HeJOCTYNHO. OTINYNTeNb-
HOJ 0COOEHHOCTBIO IKCIIPECC-AUAarHOCTUKM SIBIISI-
€TCSI BOSMOXKHOCTD BBIIIOTHEHMS UCCIEMOBAHMIT 06-
YYeHHBIM CpeJHUM MeJULMHCKUM IepCcoHanoM 6e3
UICIIO/Ib30BAHNUA CIEeLMaTU3MPOBAHHOTO 000pyAo-
BaHMA. Pe3y/nbTaThl BbBIIOTHEHHBIX KIMHMYECKNX
UCCIelOBaHNT yOeUTeNbHO IIPOJAEMOHCTPUpPOBa-
M, Y4TO HAaHHBIM HOAXO[ I03BONAeT 3P¢PeKTUBHO
BBISIBUTH Ma/JOCUMITOMHBIE POPMBI LieTMaKNM, KO-
TOpPble MOTYT OBITh HPOIYIIEHBI IPY KINHNYECKOM
obcnenoBannn pereit [19]. DdbdexTuBHOCTD KC-
npecc-TectoB koMmmauuu Biohit 6pi1a ybenurensuo
JI0Ka3aHa B KPYIIHOM MEeXAYHapOJHOM CKPMHMHTO-
BOM MCCIefOBaHUM Ha MasbTe, BKIKOYMUBIIEM OosTee
20000 gmereit. TecT-cucTeMa IpOAEMOHCTpPMPOBAa
3asBJIEHHYI0 IIPOM3BOAKTENEM YyBCTBUTETbHOCTD
60mee 99% u cuenuduaHOCTh 98,9% [42]

Ha poccuiickoM pbIHKe SKCIIpecc-TeCThbl KOMITaHI
Biohit mpommm ycremHyo KIMHMYECKYI ampoba-
uuio. B nccnegoBanmm, npoBenenHoM Ha 6aze HMUIL]
370pOBbs IeTeil, ¢ MCHOIb30BaHMEM I3KCIIpecc-Te-
cToB 6b1TO Oo6CmemoBaHo 1000 meTelt, TPOXOIUB-
LIVX JIeYeHNe B JepMaToNIornieckom otaenernu. [o-
JIOKUTE/IbHBIE Pe3y/IbTaTbl ObUIM OIpefeneHsl y 21
(2,1%) pebenka (95% U 1,3-3,2%). Bo Bcex cnyy4a-
AX Ha/lN4ye aHTUTeT K TKAHEeBOI TPaHCITTyTaMIHa3e
[0 JAHHBIM 3KCIPECC-TeCTOB OBIIO HMOATBEPXKIEHO
JIOIIOTTHUTEIbHBIM CEPOIOTMYeCKIM MCCIeOBAHIEM.
Kpome Toro, y Bcex 60TbHBIX C IIOTOXUTETbHBIM pe-
3y/IbTaTOM 9KCIIpecc-TecTa Obliy BoiABIeHb! HLA-ra-
mwrotunsl DQ2/DQ8 [20]. [IpuHuMas Bo BHUMaHMe
JIOCTOMHCTBA U YOOCTBO BBIIIOTTHEHNUS OBICTPBIX Te-
CTOB, CTOUT OTMETUTD, YTO IIO/IO>KUTE/IbHBIE Pe3yIb-
TATBI 9KCIIPECC-UATHOCTUKY TPeOYIOT IIOATBEpPXKie-
HUA IyTeM BBINOJIHEHUs CTAaHJAPTHOTO aJrOpUTMa
IMArHOCTUKM LieIMaKNUM, CaMU I10 cebe He SBIAI0TCA
OCHOBaHMEM [/If IIOCTAHOBKM IMarHosa IeTuaKun
WIN IlepeBoja pebeHKa Ha 6e3ITI0TEeHOBYIO AMETY.

Eije ogHMM YyBCTBUTEIBHBIM ¥ CHELV(PUYHBIM Ce-
POJIOTMYECKMM MapKepoM, MCIO/Ib3yeMbIM IIpU [Ma-
THOCTMKE Ie/IMaKUM, ABIAITCA aHTUTEIA K SHIOMU-
suto (EMA). AHTUTeNIa K SHIOMU3NIO B KAYECTBE CBOETO
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cyOcTpara TaKKe MMeIOT TKaHeBYIO TPaHCI/Ty TaMIHA3Y,
PAacIoNIOKEHHYIO B MEXXK/IETOYHOM BeIleCTBE, OKPYy>Ka-
IOIIleM I7TaIKOMBIIIEYHbIE 37IeMEHTHI COOCTBEHHOII I/Ia-
CTUMHKM CTIM3MCTON 000/MOYKM TOHKON Kumku. EMA
OIpeeIAITCA METOOM HeIpsAMOil UMMYHOQITyopec-
LeHIMK. MeTop IONTyKOINYeCTBEHHBII, VIMeeT BbICO-
KYI0 YyBCTBUTEIBHOCTb U CIEIM(UYHOCTD, OFHAKO
TpefyeT CrenmaabHOrO 0OOPYHOBaHMs, a OLjeHKa pe-
3y/IbTaTOB MCCIIE[IOBAHMsA SBJAETCA CYObEeKTUBHON 1
3aBUCUT OT KBaMukanuy crenmanucros [1, 2]. Pe-
3y/IbTATBl MCCIENOBAHMII NPOREMOHCTPUPOBAIN, YTO
9yBCTBUTENTbHOCTD EMA IgA HECKONbKO yCTyIaeT aHa-
nornyHbIM nokasarenam tTG IgA u coctasiser 88,0%
y B3pOC/bIX 1 94,5% Y meTeit, B TO BpeMs Kak crennugud-
HOCTb METOfA CYLIECTBEHHO Bbllle — 99,6% y B3pOCIIbIX
u 93,8% y mereit [13]. VIMeHHO 1O3TOMY B HacTosllee
BpeMsl aHTUTeaM K SHEOMM3NIO OTBOAUTCS POIb MOJ-
TBEPIK/JAIOLIETO TeCTa IPY AMATHOCTUKE Lie/IMakuy 6e3
nposefeHns 6yoncymu. COITTacHO AeICTBYIOMINM PeKo-
MeHJaUVsAM, MAlyeHTaM C CYMIITOMaMM, XapaKTepHbI-
MU IS LeNMaKuy, B CIydae BBIABACHUA 3HAYNTENIb-
HOTO IIOBBIIIEHMs COLlep>KaHMs aHTUTE K TKaHEBO
TpaHcrmyTamuHase IgA (6omee yem B 10 pas mpeBbliiia-
IOIIIeTO BEPXHIO IPAHNUITY HOPMBI) PEeKOMEHIOBAHO J0-
IIOJTHUTE/IbHOE OIIpefiefieHNe cofepyKaHusa aHTuren IgA
K 3HJOMU3NIO. B c/Tydae MONOXXUTETBHOTO pe3y/bTaTa
IIpOBefieHNe SHIOCKOIIMYEeCKOT0 VICCTIeJOBAaHNA C 3a60-
POM OMONTATOB C/IM3MUCTON [{BeHAALATUIIEPCTHON KIIII-
KU JUIA IOCTAaHOBKY [IIaTHO3a He TpeOyeTcs, XOTA MO-
KeT VHAMBUAYATbHO OOCYX[JaThCsl C MAalMeHTaMy 1
BBITO/IHATBCA TP NOJO3PEHMM Ha COIYTCTBYIOLIYIO
racCTPOIHTEPOIOTMYECcKyIo marojnoruio [4, 21, 22]. Vc-
cnepoBanne TuTpa EMA IgA Takxe MOXeT ObITb peKo-
MEHJJOBAaHO NPy HU3KMX KoHIeHTpauusax tTG IgA npu
IIEPBUYHOM OOC/IeoBaHNN (MeHee YeM TpeXKpaTHoe
IIOBBIIIEH)E OTHOCUTEILHO BEepXHEll IPaHNUIIBI HOPMBI)
BO 130eXXaHue HeOlIPaBIaHHOTO IPOBefeH s OYOIICHN.
B cnyuae nosutusHOro pesynbrara EMA pebenka cre-
[yeT HAIpaBUTb Ha 930(aroracTpofyoReHOCKOINIO C
3a60poM OMONTATOB CAM3UCTON OOONTOYKM JBEHA[IIa-
TUIIEPCTHO KKK, ITpy HOpManbHON KOHLEHTpauumn
EMA IgA BO3MOXXHO IIPOJO/DKUTDL HabofeHMe 3a T1a-
LMEHTOM Ha IJIIOTEHCOfep Kalllell IyeTe C KOHTPOIeM
aHTUTEN K TKAaHEBOJ TPaHCITIyTaMIHa3e depes 3 Mecs-
ua [4, 21, 23].

VHble ceponormyueckue MapKepbl, KOTOpble IpO-
[OJDKAIOT B HACTOsAIlee BpeMs JUCIIO/Ib30BaTh [/ A1-
aTHOCTUKM IIeNMaKNY, MMEIOT Topasfo 6ojee HU3KME
YYBCTBUTETBHOCTD U CIELUUYHOCTb. Pesynbra-
THI 3apyOeXHbIX UCC/IeOBAaHNI IPOJEeMOHCTPUPOBa-
N1, YTO y NAIjM€HTOB C HOPMaJIbHOM KOHI€HTpalueln
obmero IgA ceBoporkn anturena DGP-IgG, DGP-
IgA, AGA-IgA n AGA-IgG He HONONHAIT AMArHO-
CTUYECKYIO II€HHOCTb IEePBUYHOIO CEPONOTUYECKO-
ro ucciaefoBanus [4]. JlabopatopHsle 1cCIefOBaHUsA
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HIpOJEeMOHCTPUPOBA/Y, YTO Ha TKAHEBYIO TPAHCINIY-
TaMMHa3y oTBevdaT 10-20% m1asMaTmyecKnx KIeToK
COOCTBEHHOI MIACTUHKU CAU3UCTON TOHKOI KUIIKU,
B TO BpeMs KaK INIIb 1% pearnpyer Ha NeITHU/bI I/IN-
apmHa [24, 25]. Takum 06pasom, ngeHTUGUKALUS AaH-
TUTEHCIIeNVPUIECKUX [Ia3MaTUIeCKUX KIeTOK yKa-
3bIBaeT Ha TO, YTO peakiys B-K/IeToK B KUIIEYHNKe
CWIBHO CMelleHa B CTOPOHY OOpa3oBaHMSA aHTUTEN
npotus T1T, a He mpoTuBs rmoTeHa. Kpome Toro, mo-
BBIIIEHNE aHTUTEN K JeaMMUVPOBAHHBIM IIENTUIAM
U HaTMBHOMY IVIMAAVHY Y JeTeil MepBbIX 4 NeT Xus-
HU SABJISAETCS PacHpPOCTPAaHEHHBIM IIPEXOIsALIUM SB-
JIeHMeM ¥ He BINAeT Ha PUCK Pa3BUTUS Ie/IMaKUM B
nocnenymomeM [25]. AHTUTeNa K IIMaAMHY, B 0COOeH-
HocTH Kacca IgG, obnmajaor KpaiitHe HM3KO CIIely-
(UYHOCTBIO, YTO B 1I€/IOM He I03BOJISIET UX VCIIOJIb-
30BaTh B Mpollecce AMarHocTuky menuakum [1-4]. Io
manHbIM IO.A. [IMUTpMEBOI M COABT., MOMOXKUTENb-
Has MpOTHOCTMYecKasd IeHHOCTb aHTuTen DGP IgG,
AGA IgA n AGA IgG ne npesbicuna 40% u cocTaBu-
na 34,62%, 34,21% u 12,41%, coorBeTcTBeHHO. /30-
JMpOBaHHOE MOBBIIIEHNE KaKOro-1mmbo aHTUTeNa, 3a
uckmodenneM tTG IgA, He MO3BONMNIO BBHIABUTD lie-
JIMAKUIO U He IOTIOJTHU/IO AMaTHOCTUYeCKON IIEHHOCTI
[PV COBMECTHOM JICCTIELOBAHMM C aHTUTENaMM K TKa-
HeBOJI TpaHCITyTaMuHase IgA [7].

BolaBNIeHMe TOBBIIIEHHON KOHLIEHTPALMM AyTOAaH-
THUTe/ K TKAHEeBOJ TPaHCITyTaMuHas3e Kacca IgA y nm-
MYHOKOMIIETEHTHBIX NAI[IEHTOB (VI aHTUTEN K/lacca
IgG y manueHTOB ¢ ceneKTUBHBIM feduiutoM IgA) mo-
3BOJIsIeT OTOOPATh MALMEHTOB ISl JA/TbHeero 06-
C/IeJOBaHMS — BBITTOTHEHMS 9HAOCKOIIMYECKOTO MCCIIe-
noBauus (PITIC) u 3a60poM 6MONTATOB CAU3UCTON
[IBeHA/IL[ATUIIEPCTHOI KMIIKM. B 6onbIIMHCTBE CTyda-
€B 9HJJOCKOIIYecKasi KapTNHA TOHKOJ KMIIKY Y feTel
C LIe/IMaKyelt He MMeeT KaKUX-T1M60 TMIMYHBIX IPU3HA-
KOB. 3aIl0f103pUTb Lienuakuio mpu nposenenun GIINC
MOYKHO Ha OCHOBaHMM TAaK/MX MaKPOCKONMYECKIX IIPU-
3HAKOB, KaK YIUIOIeHe UM MICIe3HOBEHNe LIUPKYJLIp-
HBIX CKJIQJIOK CIM3VCTOM ABEHAALIATUIIEPCTHOV KUII-
KI, TIOSIBJIEHYIE TIONIePeYHON MCUYEePYEHHOCTH CKIIAfIOK,
SYEVICTOTO PUCYHKA VMV MUKPOHONYISPHON CTPYKTY-
pol cmsuctoit [27, 28]. Ilpu 3ToM BaXXKHO YINMTBIBATb,
YTO 3TU NMPU3HAKYM MOTYT HAOMIONATHCA U IPU APYTUX
3aboneBaHMsaX. Makpockonmmuyeckass KapTUHa CINU3U-
CTOJI MOXXET OCTaBaThCs HOPMaIbHOI 60ree yeM y 40%
meTeit ¢ lLielnaKieit, YTo He MO03BOJIAET UCIIONb30BaTh
SHIOCKOMMYECKOE UCCIeNOBaHIEe B Ka4YeCTBE OCHOBHO-
ro JMarHOCTUYECKOro MeToa [29].

buoncusa cnusmcTon ABeHaALATUIIEPCTHOM KUII-
KU TIpU TPOBENEeHUN IHAOCKOMUM SIBIsIeTCs 00s13a-
Te/IbHON [ TOATBEPXKAEHM AMArHO3a I[eMMAKUIL.
3a60p JOCTaTOYHOTO KOMMYECTBa OMONTATOB B NPO-
1ecce 9HAOCKOMMYECKOTO WCCAENOBAHUS SBISIETCA
HeOOXOMMBIM YCIOBMEM JIsl KadeCTBEHHOI MOp-
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¢donornyecko JUAarHOCTUKY 3a00/IeBaHNs B CBA3M C
TeM, YTO IPU LieTMaKUN MOXKET HAOMI0DAThCS 04aro-
Bast aTpous CIM3UCTON TOHKOM KMIIKH. B mofo6HOM
c/Iy4ae eVHCTBEHHBINI OMONTAT MOXKET He BBIABUTD
Hajau4ue XapaKTePHBIX [/ LleTMaKUU TUCTONOTUYe-
ckux maMmeHeHuit [30-32]. CormacHo AelCTBYIOLIM
KJIMHUYECKUM pPEeKOMEeHAALUMAM, IIPU INpPOBefeHUN
9HIOCKOMMYECKOTO MCCIeOBAaHNS PEKOMEHIOBAHO
BBINOJIHEHMEe 3a60pa He MeHee 4 OMONTATOB CINU3U-
CTOJ ABEHaJLaTUIEPCTHON KMUIIKM M3 JTYKOBUIBI U
3aJIyKOBUYHBIX 0TAenoB [1]. C y4eTOM MMeoIMXC
[aHHBIX O HAJIMYMM M30/IMPOBAHHOI aTpoduu Ciu-
3UCTOM JIyKOBULBI [BEHALUATUIIEPCTHON KUIIKU
y MaLlMeHTOB C Ile/naKuei, 3abop 6uonrara U3 sToin
30HBI SBJISIETCSI HEOOXOAUMBIM B IIpoLjecce SHI0CKO-
nm4eckoro mcciaegoanus [33]. PesynbraTsl nmpose-
IDEeHHBIX VMCCAeNOBAHMUI TPOJEMOHCTPUPOBAIN, UTO
3a60p 6MONTATOB M3 JYKOBMUIBI JIBEHAJLIATUIIEPCT-
HOJ1 KVMIIKY TT03BOJIsIET AMAarHOCTUPOBATH LIe/IMaKNI0
Y 9,3-13% 60nbHBIX, y KOTOPBIX B JUCTATBHOI YaCTU
IBeHAIATUNIEPCTHON KUIIKY XapaKTepHble T'MCTO-
JIOTMYeCKNe U3MEHEHNs OTCYTCTBYIOT [34, 35].

Kommnekc Mop¢onornyecknx M3MeHeHMIT CIU3N-
CTOV TOHKOW KUIIIKY, CBOMICTBEHHBIX I[e/IMaKUU, BKITIO-
YaeT: yBe/IMYEHNe KOIMYeCTBA MEK3NUTeNTNaTbHbIX
mumoountoB (MIJI), pasnuuHylo cTeleHb aTpoduyu
BOPCHMHOK U TUIepIuiasuioo Kpunt. s natomopdorno-
TUYEeCKOVI IMArHOCTUKM McnonbayeTcsa no M.N. Marsh
B Mopudukaunu G. Oberhuber [36, 37].

YBennueHne 4uCIa MEXIMUTENNATbHBIX TUMbO-
uuroB (MOJI) sBnseTcss caMbIM PAaHHUM TVCTOJIO-
TMYeCKUM MapkepoM Lenmakuu. Mopdonornyeckne
M3MEHEHNA CAM3UCTON 12-IIepCTHOM KUILIKM HadMHa-
I0TCS ¢ MHQUIBTPALIMU SIIATENNS MEXXIIUTeTaTbHbI-
MU TUMGOLNUTAMY, B Pe3y/IbTaTe Yero IPOMCXOUT TH-
6enb sHTeponuTOB. B HawanpHoIT cTaguy (Marsh 11 2)
yTpaTa SHTepOLUTOB KOMIIEHCUPYETCS IMIIepIlIa3yeit
KpUIT (Te IPOMCXOINUT IOsIBJIEH)e HOBBIX 9HTEPOLIN-
TOB), HO B TIpOIiecce MPOrpeccUpOBaHs 3a00meBaHUs
(xorza perapanyoOHHbIN TOTEHIA KPUIT UCYepIIaH)
IIPOMCXOAUT yKopodeHue BopcuH (Marsh 3a, 3b, 3c).
B pesynbpraTe MHOTOILIEHTPOBOTO JICC/IELOBAHNSA OBITIO
YCTaHOBJ/ICHO, YTO AMATHOCTUYECK! 3HAYMMBIM SBIIA-
eTcst KommyectBo MOJI > 25 Ha 100 sHTeporuToB [38].
BolsBieHye aTpoduyeckoil SHTEpONIATUM C MEXSIINU-
TeNMaTbHBIM TMMQONUTO30M B cTaguy Marsh 2, 3a-
3c sABsIeTCs KpUTepueM IIOCTAaHOBKM AMarHosa Iie-
NMAKUM TIPY YC/IOBMM HAIMYUA IMIIOTEH3aBUCUMBIX
CUMIITOMOB ¥ Hajn4usl CrennduyuecKoit ceponormie-
CKOI1 aKTUBHOCTH [3, 4].

CTOUT OTMETUTD, YTO MEXKIIUTEINABHDIA TUM-
dbouuTos, kak m arpodus CAU3KUCTON IBeHANLATH-
[IePCTHOI KUIIKM, MOYKET OTMeYaThCsl Ipu psife 3a60-
JIeBAaHUI, OT/IMYHBIX OT LIe/IMAKUY, K YMCTYy KOTOPBIX
OTHOCATCST TOCTUMHGEKUMOHHAsT SHTepomaTus, ma-
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pasuTapHble MHBa3uM (1AMO/1M03), MHPULIMPOBAHIE
Helicobacter Pylori, cunapom ns6biToynoro 6Gakre-
pPMAIBHOTO POCTAa B TOHKOJN KUIIKe, BOCIAIUTENTbHbIE
3abomeBaHNsA KUIIEYHVKA, MMMYHOAeQUIUTHBIE CO-
CTOSIHNA, Ay TOMMMYHHAs 9HTEPOIATHsA, SHTEPOKOJINT,
VHJYLVIPOBAHHBII INIIEBbIMU Oe/IKaMM, a TaKXe Ha
¢doHe mpueMa HEKOTOPBIX JeKaPCTBEHHBIX Ipemnapa-
TOB (HecTepouiHble IPOTNBOBOCIA/INTE/IbHBIE ITpera-
parbl, onMecapran) [39, 40].

B aT0i1 CBSI3M KayeCTBeHHas AMAarHOCTMKA IieJIna-
KNI JO/DKHA OBITh 0053aTelIbHO KOMIUIEKCHOM, y4u-
TBIBaTh OCOOEHHOCTYM K/IMHUYECKON KapTUHBI 1 3¢-
($eKTMBHOCTD 0e3ITIOTEHOBON [JVeThbl, OLeHMBATh
pe3y/IbTaThl TMCTOJIOTUYECKOTO UCCIEOBAHUA B CO-
BOKYITHOCTY C JAHHBIMU CEPOJIOTMYECKOI JYATHOCTH -
ku. Hanmane aTpoduyeckux MsMeHeHW T B CIM3NUCTON
000/104Ke TOHKOJ KUIIKM B OTCYTCTBYE IOBBIIIEHNS
criennpUYECKMX ayTOAHTUTEN VIM Haau4ye ITIOTeH-
3aBMCUMBIX >Xa/lo0 B OTCYTCTBME CIelupUIecKnx
JUIS LIeIMaKUY TYICTOTIOTMYeCKUX M3MeHEeHMIT TPeOyoT
00JIBIIION AKKYPATHOCTM IIPY BBIHECEHVV OKOHYATe/Ib-
HOTO 3aK/TI0YeH 110 JMarHo3y Bo nzbexxaHue Heo6o-
CHOBAaHHOTO Ha3HaueHMs 0e3ITIIOTEHOBON JUEeTHI VIN
HECBOEBPEMEHHO! AMAarHOCTUKM MHBIX CEPbe3HbIX
NPVMYMH SHTEPONATHIL. B CIOKHBIX IMAarHOCTUYECKUX
CTy4asx OIpefie/IeHHYIO IOMOIIb B 00C/IeJlOBaHNM T1a-
IIIEHTOB MOXKeT OKa3aTb reHeTIYeCKOe MCCIefOBaHIe.
[eHeTuYecKoe MCCIeOBaHMe IIpeAIoaraeT OIpefe-
JleHVe HaIM4usA y MHalieHTa XapaKTepHBIX ajlenei
HLA-DQ2/DQ8. OrpunarenbHble pe3yabTaTbl T'eHe-
TUYECKOTO TUIMPOBAHMS MMEIT BBICOKYIO IIPOTHO-
CTMYECKYI0 1[eHHOCTb, ITO3BOJIAA C BBICOKON BEPOSAT-
HOCTDBIO MCK/ITIOUNTD Leanakuio [1, 41]. a
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P.A.-I. UnbpapoBa, KaHA. mep. Hayk, B.B. bepe3Huukas, KaHA. mef. HayK
0CH «Hay4Ho-uccnegoBaTeNbCKUN KIMHUYECKUIA MHCTUTYT NeAMaTPUM U eTCKOW XMpyprum
um. akap, 0.E. BenbtuweBa» ®ra0y BO PHUMY um. H.W. Muporosa MunsgpaBa Poccum, r. MockBa

KJINMHUKO-TEHETUYECKWE XAPAKTEPUCTUKN

U TAKTUKA BEAAEHA BOJIbHbIX C CUHAPOMOM
YUTMHEHHOTO UHTEPBAJIA QT C ®YHKLMOHAJIbHON
AB-BJIOKAJO C MPOBEAEHUEM 2:1

KnioueBble cnoBa: BHe3anHas cepfiedHas cmepTb, hyHKLMOHanbHas AB-6nokasa, yanuHeHve uHtepeana QT, nonmmop-
tHas xenyfoykoBas TaxMkapams, AeTu

Keywords: sudden cardiac death, functional AV block, QT interval prolongation, polymorphic ventricular tachycardia,
children

Pe3tome. CuHLpOM yanvHeHHoro HTepBana QT - HacneacTBeHHoe 3aboneBaHue, acCOLUMPOBAHHOE C BbICOKUM
PUCKOM BHE3amnHOM cepaeyHoi cMepTu. KpaiiHe pefkue v Hanbonee Taxensle ciydan 3abonesaHns MaHudecTu-
PyIOT B paHHEM BO3pacTe, XapaKTepu3yloTC BbipaXeHHbIM yaanHeHnem uHTepsana QT v peumanBupyowymMm
CMHKOMeE, 0byCNoBNEHHbIMM NONUMOPGHON XeNnyA04KOBOW Taxukapamen. Mpy 3ToM IKCTPEManbHO ANUHHbIA UH-
Tepean QT NPMBOAUT K pa3BUTMIO BYHKLMOHaNbHOM AB-6nokaapl 2 cTeneHu ¢ nposefeHneM 2:1, 4To 3aTpyAHseT
CBOEBPEMEHHYIO AMArHOCTUKY NMPUYMH CUHKOME U Kak CNefCcTBUE NMPUBOAUT K HEBEPHOW TaKTUKe BEAEHUS 3TOM
rpynnbl OONbHbIX. B faHHONM CTaTbe NpMBELEH OMbIT aPUTMONOTMYECKOrO LieHTPa B AUArHOCTMKe W BEAEHWUM na-
LLMEHTOB C peakon hopMo CMHAPOMA yANMHeHHOro uHTepBana QT. Ha 0CHOBaHWM AaHHbIX KaTaMHeCTUYeCKo-
ro HabniogeHms 3a 12 nauMeHTamMmm ¢ NePBUYHLIM CUHAPOMOM YANMHEHHOTO MHTepBana QT 1 hyHKLUMOHANbHON
AB-6nokafov 2 cTeneHn pacCMOTPEHbI 0COOEHHOCTM TeyeHMs 3aboneBaHns 1 ANeKTpokapamorpaduyeckme xa-
PaKTEPUCTUKM OONbHbIX. [eHETUYECKUMM NPUYMHAMKU 3aboneBaHNs bl NPEUMYLLECTBEHHO TeTePO3UTOTHbIE
myTaumu B reHax KCNH2 n SCN5A. YunTbiBas TaXeCTb TedeHUs fgaHHoro BapuaHta CYUQT, pekomeHgoBaHa Tepa-
nus 6eTa-agpeHobnokaTopamy B MakCManbHO NepeHOCMMbIX Jo3ax. Mcnonb3oBaHue rubpuaHon megukameH-
TO3HOW, MHTEPBEHLUMOHHOM (MMNaHTaLMa KapauosepTepa-AedundpunnaTopa) n Xupypruyeckon (neBoctopoH-
HAIS CUMMNATIKTOMUS) Tepanum No3BonseT 3GHeKTUBHO KypupoBaTb NALMEHTOB C PEAKOW, HO KpaWHe TAXenown
dopmon CYNQT.

Summary. Long QT syndrome is an inherited disease associated with a high risk of sudden cardiac death. Extremely rare
and most severe cases of the disease manifest at an early age and are characterized by significant prolongation of the
QT interval and recurrent syncope caused by polymorphic ventricular tachycardia. At the same time, an extremely long
QT interval leads to the development of functional 2:1 AV block, which complicates the timely diagnosis of the causes
of syncope and, as a consequence, leads to incorrect management of this group of patients. This article describes the
experience of a single arrhythmological center in the diagnosis and management of patients with the rare form of long
QT syndrome. Based on the follow-up observation data for 12 patients with primary long QT syndrome and functional
2:1 AV block, the features of the disease course and electrocardiographic characteristics of the patients are considered.
The genetic causes of the disease were predominantly heterozygous mutations in the KCNH2 and SCN5A genes. Given
the severity of this variant of LQTS, therapy with beta-blockers in maximum tolerated doses is recommended. The use of
hybrid treatment combining drug, interventional (implantation of a cardioverter-defibrillator) and surgical (left cardiac
sympathetic denervation) therapy allows for the effective management of patients with a rare but extremely severe
form of QT syndrome.

Ans untupoBaHusa: nbpaposa P.A.-I., bepe3Huukas B.B. KnuHUKo-reHeTUYeCKMe XapakTepuCTUKM U TakKTUKA BeAeHUs BoNbHbIX
C CMHAPOMOM YaNnuHeHHoro uHTepsana QT ¢ dyHKuMoHanbHow AB-Gnokapon ¢ nposegeHuem 2:1 // MpakTuka neguatpa. 2025.
Ne 2. C.12-22.

For citation: lldarova R.A.-G., Bereznitskaya V.V. Clinical and genetic characteristics and management tactics of patients

with prolonged QT syndrome with functional AV block with 2:1// Pediatrician's Practice. 2025;(2): 12-22. (in Russ.)
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Cuubpom yonunennozo unmepeana QT (CYNQT) -
3a0o0jIeBaHMe U3 TPYIIBI CEPAEYHbIX KaHaIOMATHIA
IPeMMYILEeCTBEHHO C 8y TOCOMHO-TOMIHAHTHBIM TUIIOM
HacmefgoBaHuA. KIMHMYeCKUiT CMHAPOM YAIMHEHHOTO
nHTepBana QT mposBiAeTca CMHKONAIbHBIMU COCTOS-
HMAMY, OOYC/IOB/IEHHBIMM NAPOKCU3MaMU HOIMMOPd-
HOJT >KeTy/I0YKOBOJ TaXMKapAUy TUIA «IMpysT» [1, 2].
IIpn TpaHchopMaIMy >KeTyZOYKOBOIN TaXMKAPAUU B
GUOPHIIALINIO KeNTYJOYKOB MOXKET PasBUTHCS BHE3aIl-
Hasd OCTAaHOBKAa KpOBOOOpallleHMsA ¥ BHe3alHasd cep-
neunast cmepth (BCC). 10 3ab0/meBaHmMe OTHOCUTCS K
opdaHHbBIM ITATONIOTHAM, OTHE/IbHbIE 11 HanboJIee 3/10Ka-
YecTBeHHbIe POPMbI KOTOPOTO, TaKue Kak cuHapoM Tu-
MoTH, cuappoM Jhxepsenna — Jlanre-Hunbcena, BcTpe-
Yal0TCA € 4acToToll He 60ostee 1 : 1000 000 000 [2-4].
OpHuM U3 MapKepoB TsDKENIOTO TedeHus 3aboreBa-
HVsL SIB/IIETCSL PAaHHUIT BO3pacT MaHMpeCTaluy apuT-
MIYeCKMX COObITHIL. Tak, y 60/IbHBIX CO 37I0KaueCTBEH-
HBIMI (POpMaMM CMHAPOMA, KOTOPbIe XapaKTepPU3YIOTCA
BBICOKOJI JIeTa/IbHOCTBIO, CUHKOIIQJIbHbIE COCTOSTHVS
MOTYT BIIepBbIe Pa3sBUTLCA B BO3pacTe 1o 3 net [2, 3].
Camas paHHAA MaHMQeECTALVA — B IEPUHATATIBHOM IIe-
puope — onucana y 6onbpHbIx ¢ CYVQT n dpyHkimonans-
HOI1 aTproBeHTpUKy/sApHOiL (AB) 6nokapmoit [5]. Ipo-
THO3 TaKuX OOJbHBIX KpaliHe HeONIaronpyATHBIN, YTO
00YC/IOBJIEHO He TOJIBKO TSDKECTbI0 COOCTBEHHO 3ab0-
JIeBaHU, HO ¥ B OOJIBIIIMHCTBE C/Ty4aeB HelPaBUIbHOM
VHTepIpeTanyell IPUINH aTpUOBEHTPUKYIAPHOI 6710-
KaJ[bl ¥ COOTBETCTBEHHO HEBEPHBIM BBIOOPOM TaKTUKU
BefieHNs. Bmecto HasHaveHus Oera-6roKaTopa M CHHU-
JKEHMs 4aCTOTBI CMHYCOBOTO PUTMa MMIUIAHTUPYETCH
KapAMOCTYIMY/IATOP ¥ HaBSA3bIBAeTCS BBICOKAs 4acTOTa
CTUMY/IAALINY, YTO CIHOCOOCTBYET yBeIMYEHNIO YaCTOThI
PELVANBOB >KU3HEYTPOXKAIOIIEr0 HapYIIEeHV PUTMA.
Ilenp HacTOAIIETO MCCIENOBAHUSA — OLCHUTH VC-
XOZIbl MEePBUYHOTO CHHAPOMA YA/IMHEHHOIO MHTEpBa-
na QT ¢ pynkumonanpHol 6/10Kkanoit AB nposenenns B
3aBUCUMOCTH OT TeHeTUIECKMX Y KIMHUYECKNX XapaK-
TEPUCTHK 3a00/IeBaHMs, @ TAK)Ke TAKTUKN BeJeHNA.

MATEPWAJIbI U METOAIbI
PeTpocniekTuBHBIN aHa/IM3 JAHHBIX 12 ManeHToB, o6pa-
TUBILUXCS B IETCKOE KapAMOIOrnyecKoe OT/eneH1e Ha-
pyuennit cepgedroro purma (KO HCP) Hayuno-uc-
CNIEI0BATENbCKOTO KIIMHNYECKOTO MHCTUTYTa NeAVaTpUn
U IeTCKOI Xxupypruu umenu akajiemuka [O.E. Benbruie-
Ba 3a nepuoy ¢ anpens 2010 r. mo okta6ps 2022 I mIs
MOTy4eHNA TeNeMeIULIMHCKOM KOHCyIbTaluu. Briocnen-
CTBUM ObUIM TOCIHMUTAIM3UPOBAHBI 9 OONBHBIX, IEPUOL
HabmomeHnA 3a KOTOpBbIMU cOCTaBunI 5,9 + 3,9 roga (ot
2 1o 13 net), a TpeM OOIBHBIM OBbIIV IPOBEJECHbI Te/leMe-
IVLIMHCKYIe KOHCY/IbTaluy ABa 1 6osee pas. Bospact ma-
I[IEHTOB BO BpeMs IOC/IEHETO BU3UTA COCTABUN 5,4 +
4,8 ropa (ot 1 mec 1o 15 net). B rpymnme npeo6nmamanm na-
IVIEHTBI MY>KCKOTO Ho71a — 8 (67%).
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[TanmeHTaM, HaXOAVBIIVIMCS IOJ HaOMIONEeHVEM B
OKO HCP, mpoBefeHO KOMIUIEKCHOe OOC/IemoBaHMe
IpU IIepBUYHOM OOC/IeOBaHNM, KOTOPOE BKIIIOYA/IO
CTaHZIapTHYIO 9eKTpoKapanorpadpuio (9KI) B 12 or-
Be[IeHNAX, CYTOYHOe (XO/NTepOBCKOE) MOHUTOPUPOBA-
Hue IKI' ¢ aBTomaTnyeckuM aHanu3oMm uHTepBana QT,
B BO3pacTe 6oj1ee 7 J1eT IIPOBOAVIICS TECT C (pranIecKon
HarpysKoy (TpegMumI-Tect). Y BceX MaIVieHTOB VICKIIIO-
4eHbl CTPYKTYpHBIe 3a00/IeBaHMA Cepylia Ha OCHOBA-
HMM 3XOKapayorpaduu ¢ pomruieporpadueit, a Takxe
97IEKTPOIUTHBIE HAPYLIEHVS ¥ AUCHYHKIVA IUTOBI-
HOIl >Kelle3bl KaK INPMYMHBI BTOPUYHOIO YIIVHEHN
nntepBana QT. Ha ocHOBaHMM K/IMHMYECKMX KpuUTe-
p¥eB B COOTBETCTBMI C OTEYECTBEHHBIMIU PEKOMEH/Ia-
IUAMY BCeM MalieHTaM Py IIepBUYHON TOCTINTaIN3a-
LMY YCTAHOBJIEH AMarHo3 «I145.8. IlepBUYHbIA CUHAPOM
ynmiHeHHoro mHrtepBana QT, cuHkomanbHas ¢opma,
¢dyHkunonanpHasa 6nokaga AB mposenenns». Tenern-
JecKoe MCC/IefjoBaHMe (CeKBeHMPOBaHe IIaHeI) TeHOB
U OTZE/IbHBIX T€HOB) IIPOBEJICHO JIeBATY IMaLlMleHTaM.

Karamuectnyeckoe o6cmefoBaHne NpoOBOAUNIOCH
7IBa pasa B rofj, B X0fie KOTOPOTO OCYILIEeCTBIIAICA MOHU-
TOPMHT (aKTOPOB PICKA BHE3AIHON CepAeYHOll cMep-
TI: Ha/IM4ue PeLyABOB apUTMUIECKNX cOObITHII (T. €.
apUTMOTEHHBIX CMHKOIIE, SIM30/0B JJOKYMEHT/POBaH-
HOJI JKeJTy/I0YKOBOJ TaXMKapAuu u/vav Gpuopumisanm
XKETyJOYKOB, y IIALMEHTOB C IMIUTAHTYPOBAHHBIM Kap-
AMOBEPTEPOM-LePUOPUUIATOPOM — HaNMN4Ve MOTUBU-
POBaHHBIX CpabaTbIBaHMI1), OLlEHKA IIPOJO/IKUTE/TIbHO-
ctu koppurnposanHoro nnTepsana QT (QTc), Hamuune
3MM3070B anbTepHaLuy 3ybua T, mepnonos QyHKIMO-
HA/JIbHO aTPMOBEHTPUKYILAPHON W/WIM BHYTPYDKe-
JIy[OYKOBOV OOKaZbl ¥ UX JIUTEIBHOCTD. B cooTBeT-
CTBUU C Pe3y/IbTaTOM MOHUTOPVHTA OCYIIEeCTBIIANTACH
KOppeKLMsA aHTUAPUTMUIECKON Tepamnm.

PE3YJIbTAT

OcobenHocmu meueHUs NepUHAMAnIbHO20 NePUooa.
B mATH cnydasx B TpeTbeM TpUMeECTpe y IIofa OblIa
IOKyMeHTMpoBaHa Opapukappaus (tabn. 1). B ogHOM
U3 HUX (manyeHT N 3) Ha OCHOBaHWM Y/IbTPa3sBYKO-
BOro 00c/efioBaHMs IUIOfa ObUIO YCTAHOBIIEHO, UTO
Opapgukapausa oOyC/IOBIeHa aTPUOBEHTPUKY/LAPHOI
6nokazoit 2 cremenu. Hapymenus purma ceppia BO
BHYTPUYTPOOHOM IepHofe OTCYTCTBOBAMIU B LIECTH
crydasx. B ogHOM ciydae HeT MHGOpMALNK O COCTOA-
Huu ioga (mamyenT Nel2).

IlanHbIe 0 cocTOsTHNMM pebeHKa IpY pOXKAEHNM ObIIN
mocTymHel B 11 cayyasx (ta6m. 1). [Ipu poxpenuu co-
CTOsIHE TIAIMIeHTOB PacIieHNBAIOCh KaK Y/IOB/IETBOPH-
TefnbHOe y 6/11 60/1bHBIX (55%); Macca Tea Ipu poxpe-
HuM coctaBana 3201 + 196 1, poct - 52,5 + 0,4 cM, 4TO
COOTBETCTBOBa/IO HOpMe. CpefHeTsDKeNoe COCTOSHMUE
OBIIO OTMeYeHO B JIBYX cny4asx (20%). Ilpu aTom y on-
HOTO 6O/IBHOTO MMeJIY MeCTO JibIXaTe/IbHble HapYIIeH s
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Tabnuua 1. KnuHuyeckme 1 anekTpokapamnorpadunyeckme xapakTepuctukmn nauneHTos
B NepuHaTanbHOM nepuoje

Macca tena KT
I'Ia:.wlel-rr CocrosiHue npv ycc
N°/non npu poXxxaeHun pomnreuvm, (ya/mun)
Ne 1/m na YAOBNeTBOpUTENLHOE 3160 75 Ja H/n
Ne 2/p, HeT YOOBNeTBOpUTENLHOE 2867 70 na H/p,
Ne 3/m Ja (+ABb) YLLOBNETBOPUTENbHOE 3330 65 Ja H/g
Ne 4/m na cpepHeTsxenoe 1950 90 Ja 581
Ne 5/p, HeT YOOBNeTBOpUTENLHOE 3200 80 na 598
Ne 6/m HeT yOOBNeTBOPUTENLHOE 3450 H/p, Ja H/p,
Ne 7/m HeT TaAXENnoe 2332 60 na 748
Ne 8/p, HeT cpepHeTsxenoe 2145 80 Ja H/n,
Ne 9/m HeT YOOBNEeTBOPUTENbHOE 3200 H/A, HeT H/A,
Ne 10/m na TAXEnoe 2260 77 Ja 663
Ne 11/m na TaAXENnoe H/p, H/n aa 568
Ne 12/p, H/n H/n H/n H/n Ja H/n

MpvMeyaHue: H/p — HeT JaHHbIX; M — ManbyuK; A — AEBOYKa.

Ha (oHe MOpPPOPYHKIMOHANIBHON HEe3PeIoCTH, HaXo-
OWICA HA JIeYeHUN B OTHeNeHNY peaHVMalUy Y VHTeH-
cuBHoit Teparuu (OPVITH). Bo Bropom ciydae y ne-
BOYKIU IVMAaTHOCTMPOBaHA yMepeHHas acpuKCcKs B poax
(o6BUTHE IYIIOBUMHOIL), LiepebpanbHas Jelpeccus, Abl-
XaTenbHasA HENOCTATOYHOCTDb; OCYIECTB/ISUIOCh [JbIXa-
HIe ¢ pecniupaTtopHoit noagep>kkoit NCPAP B Teuenue
HePBBIX /IBYX JIHE >KU3HM; Ha 25-i1 leHb OblTa BbINNCa-
Ha B YIOB/IETBOPUTEILHOM COCTOSHMM. Y TpeX Majbyun-
KOB COCTOSIHVIE IIPY PO>KJIEHNN PaclieHeHO KaK TsDKesloe:
B IBYX C/IydasX B CBSI3M C JbIXaTe/IbHBIMU HapyIIEHN-
M (peCcIMpaTOPHbI AUCTPECC-CUHAPOM), B OTHOM —
3a cueT IIPU3HAKOB CepAevHON HelOCTaTOYHOCTI.

Ha 9KI' B mepBblil IeHb >KM3HM BBIpaKeHHas Opa-
AuKapaus 3a caetT AB-6mokajsl 2 cTerneHu ¢ mpoBefe-
HueM 2:1 perucrpupoBanach y 11 manuenTos (puc. 1),
cpepusaa YCC cocraBuna 74,6 + 8,8 yn/muH (ot 60 mo
90 yn/MuH), 4T0 MeHee 2%o BO3PACTHOTO pacIpefiere-
Huss YCC (rabn. 1). IIpomo/mknuTebHOCTb MHTEpBa-
na QTc 6blma OleHeHa NI B 5 CIyYasx M COCTABUIA
632 + 67 mc (ot 568 mo 748 mc). B ogHOM cry4ae Ha-
PYLIEHNUII pUTMa HY BHYTPUYTPOOHO, HY HIOCIIE POXKTe-
HUA IPU OCMOTpe He OTMedasnoch, nmoaromy IKI He
poBoAMIach (marmyeHt Ne 9).

Bapuanmuvi manudecmavyuu u 603pacm ouazHocmu-
Ku 3a60eéanus. BbUiy BBIVCAHBI U3 POAJOMA B Y/IOB-
TIETBOPUTE/IHOM COCTOSHIN C IMAaTHO30M «BPOXKIeHHAs
AB-6n0kama» 6 mauyenToB. CUHKOIA/IbHbIE COCTOSAHUA
/MO0 VX 3KBUBAJIEHTBI B BUJIe IPUCTYIIOB aITHO9, 3aMU-
paHuA, 3MM30[0B BHE3AMHOV KPaTKOBPEMEHHOI BAJIO-
CTU pa3BWIM Tpoe OObHBIX (maryeHTsl Ne 1, Ne 6, Ne 8
B Ta6/1. 2). OfuH pe6eHOK pasBI/I BHE3AIIHYI0 OCTAHOB-
Ky KpOBOOOpallieH1s B Bo3pacte 2,5 Mec (marjieHTKa Ne 2).
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ITocre apuTMuMYecKux cOOBITUII MALMEHTHI OBUIN 00CTIe-
TOBaHBI II0O MECTY >KUTEIbCTBA M KOHCY/IbTMPOBaHHI B
JKO HCP, rge auarHOCTMPOBaH MEePBUYHBIN CHHPOM
ymmHeHHOTrO nHTepBana QT, KoHcTaTMpoBaH QYHKINO-
HaJIbHBII XapakTep AB-6710Kajpl, Ha3HauYeHA Teparis
6eTa-6/10KaTOpOM.

B c¢Basu ¢ HsanmuueM AB-6rokazpl mamnmeHTKa Ne 5
B Bo3pacTe 1 Mec 6bl/Ta KOHCY/IBTYPOBaHa A€ TCKUM Kap-
AVOTIOTOM. BbIAB/IEH QYHKIMOHAIBHBIN XapakTep 6710-
KaZbl M IMarHOCTMPOBAH II€PBUYHBINA CUH/IPOM Y-
nuHeHHoro uHTepBana QT (tab6m. 2). Takke B CBA3U C
HamaneM AB-6mokajpl manueHTke Ne 12 mpoBefieHO
KOHTPOJIbHOE XONITEPOBCKOE MOHUTOPUPOBaHNE B BO3-
pacre 1,5 Mec, Ipu KOTOpOM OBUIM JOKYMEHTUPOBAHBI
IapOKCM3MbI HEYCTOMYMBOI KETYyJOYKOBOM TaXuKap-
IVM, IMATHOCTUPOBAH CUHZPOM Y/JIMHEHHOTO MHTEp-
Bana QT u ¢yukiumonansHas AB-6nokana ¢ mposene-
H1eM 2:1. B 060oux cny4asx cpasy Ha3HadeHa Tepamms
6eTa-6710KaTOPOM.

ITarmeHnT N2 4 B CBSI3U C OTATOLEHHBIM CEMEIHBIM
aHaMHe30M (MaMa peOeHKa, ero Js/isl U TeTs 10 M/ Me-
10T II MONeKynApHO-TeHeTUYeCKUI BapMaHT CHHPOMA
ymmHeHHoro uHTepBana QT) cpasy mocnme poxxpeHus
koHcynbripoBaH B [JKO HCP, HasHaueHa Tepanus 6erta-
6710KaTOpOM.

ITanmenT Ne 9, He MMeBIINIT ayCKyNbTaTUBHO HApPY-
IIEHNUT PUTMa TIPY PO>KAEHNH, ObIT TAK)Ke BBIIIMCAH U3
poasfioMa B yHOBIeTBOpUTeNbHOM coctosHuu, IKI He
IpOBOAWIOCH. B BospacTe 4 y1eT pa3BuUl apUTMUYECKOe
COOBITIIE BO BpeMS CHa, PETPOCIIEKTUBHO paclieHeHHOe
KaK BHe3aIlHas OCTaHOBKa KpoBooOpamieHus (Iposo-
AWIACh peaHMMAIVIOHHbIE MEpOIpPUATUSA HefyLIKO).
B TeueHme crenyromero roga ABaXAbl B MOXOXMX 00-
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Tabnuua 2. KnuHuyeckre nposiBNeHns 1 BO3pacT MaHUdecTaumm cuHapoma
yannHeHHoro nHtepsana QT

MauymeHT KatamHes, Cunkone/ KT/ DX BOK/ BCC/
N%/non ner BO3pacT BO3pacT BO3pacT BO3pact
Ne 1/m 13,0 nal1,5 mec +++ HeT HeT

Ne 2/ 2,0 HeT - nal2,5 mec HeT

Ne 3/m 1,0 na/2 gpHa +++ na/2 oHa HeT

Ne 4/m 9,0 HeT +++ HeT HeT

Ne 5/g 11,0 HeT + HeT HeT

Ne 6/m 4,0 n0a/11 gHen +++ na/3 ropa nal/4 ropa
Ne 7/m 3,0 na/1,5 mec +++ na/1,5 mec HeT

Ne 8/p, 4,0 na/2 ropa - HeT HeT

Ne 9/m 6,0 nal4 ropa - na/d ropa na/10 net
Ne 10/m 0,1 nal/2 pHa +++ HeT nal/l mecay,
Ne 11/m 0,5 nal2 nHa +++ HeT nal/6 mecaues
Ne 12/n, 0,5 na/1,5 mec ++ HeT HeT?

MpumeyaHue: XT/OX - peumnaverpytoLme NapoKCmM3mbl XenyLoyKoBOV Taxmkapann/bnopunnaumm xenyao4kos no AaHHbIM XM B nepBble AHW
Xu3HK; BOK — BHe3armHas octaHoBka kpoBoobpalueHus; BCC - BHe3anHas cepaeyHas cMepTb

CTOATE/IbCTBAX PeLVAUBAPOBAIN IPUCTYIBI IIOTEPU
cosHauHus. [Tocre TpeTbero snmsona pe6eHOK KOHCYIIb-
TUPOBAH KapAMOIOrOM ¥ IpU IOC/IeAyiomeM obce-
TOBAaHMM BIIEPBbIe 3apPETUCTPUPOBAHO BBIPAKEHHOE
ynnuaenne natepsana QT (QTc, o JaHHBIM CTaHJAPT-
Hot IKI, go 540 mc u npn XM no 681 mc), pyHKIMO-

HanbHasg AB-6nokama 2 cremeHu ¢ nposefieHueM 2:1,
B CBA3M ¢ 4yeM HampasyeH B [IKO HCP.

Yersipe marmerta (Ne 3, Ne 7, Ne 10 u Ne 11) 6b11m tre-
peBenens! B OPVITH B cBsi3u ¢ BeIpaXkeHHOIT OpayuKap-
pueit (Ne 3) 1 o TsxecTy coctostHuA (Ne 7, Ne 10, Ne 11)
cpasy nocne poxxgenus (ta6n. 1 n 2). Co BToporo gHs

Puc. 1. dnekTpokapauorpamma fesouku ¢ lll Tunom CYUQT (naumeHT Ne 5) B Bo3pacTe 1 MeC: perncTpupyeTcst CUHYCOBbIN
puTtMm, AB-6nokaga ¢ npoBeaeHueM 2:1 - y4actoTa coKpalieHus npeacepann — 166-176 ya/MuH, nHtepsan QT = 560-580 mc,

QTc =659 mc

Ne 2 « 2025
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Tabnuua 3. leHeTUYeckMe XxapakTepUCTUKN NaLMEHTOB

e i Cotomme IS e
Ne 1/m CeKBEHMpOBaHWe NaHenn reHoB KCNH2 reTepo3nrotTHoe 1838C>T Thr613Met
Ne 2/p, 3K30MHOe CeKBEHMPOBaHue SCN5A reTepo3nrotTHoe T2821A S941T

Ne 3/m 3K30MHOe CeKBEHMPOBaHMe SCN5A reTepo3nrotTHoe 4414T>A Phe1472lle
Ne 4/m CeKBeHMpOBaHMe NaHenun reHos KCNH2 reTepo3nrotTHoe 1501G>T D501Y
Ne 5/p, 3K30MHO€e CeKBEHMPOBaHMe SCN5A reTepo3nrotTHoe 4489G>C Alad97Pro
Ne 6/m 3K30MHO€e CeKBEHMPOBaHue KCNH2 roMO3UroTHoe 3176A>C Asp1059Ala
Ne 7/m CeKBEHMPOBaHWe NaHenu reHoB SCN5A reTepo3unroTHoe 4459A>G Thr1487Ala
Ne 8/n HeT - - - -

Ne 9/m HeT - - - -

Ne 10/m HeT - - - -

Ne 11/m HeT - - - -

Ne 12/p cekBeHupoBaHue reHa SCN5A He BbISIBJIEHO - - -

JKI3HU, 0 JAaHHBIM XOJITEPOBCKOTO MOHUTOPMPOBA-
HuaA OKI n/uny npuKpoBaTHOTO MOHUTOPMPOBAHUA B
OPUTH, perncrpuposanach peuuauBUpYyIOLLast MON-
MopHasi )KeyL0uKOBas TaXMKAPAN, TAPOKCU3MBbI He-
YCTOMYMBOI M YCTONYMBON GUOPUTIIALVIN SKETYJ0YKOB
Ha ¢poHe AB-670KazbI ¢ mpoBefieHMeM 2:1, SKCTpeMab-
Ho muHbI nHTepBan QT - QTc cbime 550 Mc (puc. 2).
B cBs13u ¢ HeahHeKTUBHOCTDIO CUMIITOMATIYECKOI Te-
panuy U COXpaHeHMeM PelVVBOB YCTONYMBON JKemy-
JIOYKOBOJ OMMMOP(HOI TaXMKapAUM NALMEHThI ObIIN
KOHCY/IbTMPOBaHbI B efiepa/lbHOM apUTMOIOTYECKOM
LIeHTpe, IJje AMAarHOCTMpPOBaHA TsDKenmass ¢opma Iep-
BIYHOTO CMHApPOMa yainHeHHOro nHTepsana QT, ompe-
fienieH QYHKIMOHA/IbHBIN XapakTep AB-6/1okasbl.

Tenemuueckue npuuunvl 3a6oneéanus. VI3 8 reHo-
TUIVPOBAHHBIX MAIVEHTOB IIOTy4YeH MOI0XXITEeNIbHBIN
pesynbTar y 7 (88%), B OHOM Ciy4ae, KOTla aHAJIN3
orpaHMyeH ObUI VcClIefoBaHyeM ofHoro reHa (SCN5A),
TecT ObUT oTpuuarenpHblil (Tabn. 3). Y 4/7 60ompHBIX
ObUIV BBLAB/ICHBI IIATOTEHHBIE BApMaHThI B reHe SCN5A
B TeTE€PO3UTOTHOM COCTOSHMU. Y 2/7 meTeil ObLIN BBI-
ABJIEHbI NATOTeHHble BapuaHThl B reHe KCNH2, B re-
TEPO3UTOTHOM COCTOSIHMM, B o6macTy mopsl (06macTb
6enka ¢ 550 mo 650 aMMHOKMCIOTY). B ogHOM crydae
onpepensiicss BapuaHT B reHe KCNH2 BHe mOpbI, HO
B TOMO3WUTOTHOM COCTOSTHUIL.

CexseHuposaHne 11o CaHrepy Ha BapMaHT, BbIAB/IEH-
HBIi1 y MAIVIEHTOB, IIPOBEJEHO B IBYX CEMbAX. B ogHOM
cay4dae y oO60uX pOAMTeNeil MCKOMBI BapMaHT B TeHe
SCN5A He BBIABIIEH; B JPYrOM Criydae y pebeHKa ¢ Ha-
C/IeACTBEHHBIM CHHAPOMOM YAIMHEHHOTO MHTepBaja
QT 6bu1 mOATBEPXK/IEH TOT >Ke BapuaHT B reHe KCNH2,
YTO ¥ Y OCTA/IbHBIX YWIeHOB ceMbl (maryeHT Ne 4). Knn-
HIYECKVX IIPOABJIEHMII CUH/IPOMA YATVHEHHOTO HTEep-
Bama QT HM y ofHOrO M3 popuTeneil He BBIABIEHO, 3a
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VICK/TIOYEHVEM €IMHCTBEHHOIO CITy4as Hac/leCTBEHHO-
ro cuHppoma ypmHeHHoro uHTepBana QT. Takum 06-
pasoM, Ha OCHOBaHNM IIPEUMYILeCTBEHHO K/IMHINYeCKIX
HAHHBIX B IIATH CIy4asX MOXKHO IIPEAIIONIONKUTD CIIO-
pamgdecKuit XxapakTep 3aboneBaHus, 4To TpedyeT MOf-
TBepP)KJEHVS; B OJHOM C/Iydae BapuaHT de novo TOf-
TBEP)K/IeH TeHeTUIeCKIM UCCIeJOBAHMEM POLUTENEN.

Meouxamenmo3nas mepanus u pe3ynromammot Ou-
Hamuuecko20 Habmodenus. IlanueHTHI C  TeTepo-
surotHeiMu MyTanusamu B rene KCNH2 nomydanmmu ¢
poxxzmeHnA nponpanonoin. ITpu stom maumenTy Ne 1 mpo-
IPaHOJION ObII HasHAYeH IIOJ KOHTPOJTEM BPEeMEHHO-
ro 3/eKTPOKapAMOCTUMYIATOPa, B HA4a/JbHON [03€
1,0 mr/kr. Tonmpko 1o mocTyyKeHUN J03bI 3,3 MI/KT yha-
TI0Ch NOCTUTHYTb KOHTPOJIA HaJ, >KeMyl0YKOBOI TaXy-
Kappueii. B BospacTe AByX jieT peGeHOK ObUI IlepeBe-
JieH Ha IIPOJIOHTMPOBAHHBIN 6eTa-0/I0KaTop aTeHONION
¥ 3a TIepuoy, HabmoaeHs B 13 jieT coxpaHAeTcsa CTOM-
Kag pemuccus. Ilanmenty Ne 4 mponpaHoO/IONn HasHa-
YeH C IepBOTO [IHA XXU3HU B fo3e 3,0 MI/KT B COUeTaHUM
c kapb6amasenuHoM B fo3e 11 mr/kr. C 6 IH:A )KM3HU U 11O
HacTosAllee BpeMs (KaTaMHe3 9 JIeT) XKelTyJIouYKOBbIe Ha-
pYyLIeHNA pUTMa He pelJUBUPOBAJIN, B BO3pacTe 2 JIeT
B CBA3M CO CTAOM/IBHBIM COCTOSHMEM KapOaMasenyH
ObT OTMeHeH, HaXOIUTCs Ha MOHOTepamuu 6erta-6mo-
KaTopoM. B 06oux cry4asx mokasaHmii Ajis MMIUIAHTA-
LMY QaHTUAPUTMUYECKMX YCTPOICTB NpY HaOMIOHeHUN
B JMHaMIKe He OBIJIO.

ITanyeHT Ne 6 C TOMO3UTOTHBIM BapMaHTOM B Te€HE
KCNH2 na 11 penp xu3HM MaHnecTupoBal slmsoza-
MI aITHO3, BO BpeMs KOTOPBIX Obl/Ia JOKYMEHTHpPOBaHa
nonmMopQHas KemyfoukoBasd Taxukapausa. HasHauena
KOMOVHMpPOBaHHAsA aHTUAPUTMUYECKas Tepamus Ipo-
IPaHOJIONIOM B Ji03e 70 4,2 MI/KI ¥ KapbaMaselnuHOM
B 1ose 10 MI/KT, XeTy[Jo4YKOBble HapYIIEHMs PUTMA He
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Puc. 2. parMeHT XONTePOBCKOTO MOHUTOPUPOBaHUS Manbumka ¢ Il Tunom CYUQT: nocne putma ¢ AB-bnokagoi 2 creneHm
1 nposefeHneMm 2:1 perncTpupyeTcs NOIMMOopdHast XenyAo4KoBas Taxukapamns TMna «nmpysT»

pelMAMBIPOBAIN, YMEHbUIN/IACH NPONO/DKUTEIbHOCTD
nnrepBana QT u npencraBneHHOCTb putMa ¢ AB-6110-
kapoit 2:1. C Bospacra 1,5 n1et y pebenka Ha ¢oHe pe-
TyIAPHONM aHTUAPUTMUYECKON Tepanuy afeKBaTHbIMU
no3amu 6eTa-60kaTopa 1 KapbaMasenyHa OTMeYaIch
PeLMANBLI APUTMUYECKIX COOBITUIT (CHHKOIIE), IIPOBO-
IVIPOBAHHBIE BMPYCHBIMM PeCHVMPATOPHBIMM WMHPEK-

nusiMu. [Ipy MOBTOpPHOM aHay3e JaHHBIX 9K30MHOIO
CEeKBEHVPOBaHNUA Y OONBHOTO ObUIM BBIAB/IEHBI Bapu-
aHThl B reHax CPT2, SLC2A9 u CASR, acconuupoBaHs-
HBIX C Pa3/IMYHBIMM MeTa0OMNYECKVIMIU HapyLICHUAMI.
Pe6eHOK KOHCY/IBTMPOBAH Te€HETMKOM, OBITIO BBICKa3a-
HO TIPEATIONIOKeHNe, YTO UHTePKYPPeHTHAA MH(eKIA
IpOBOLUPYeT MeTaboIM4IecKue V3MEHeHMs, MPUBOJs-

Ne 2 « 2025
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mye K 97eKTPOIUTHBIM HapyIIeHMsIM, B TOM 4YUCTIe TU-
MOKA/IMeMNUN, YTO B CBOIO OYepelb IIPOBOLVIPYeT pe-
LMUJUB XKeTyJOYKOBOM TaXMKapAuM. Y4YUTbIBasA KpaliHe
BBICOKIII PMCK BHE3AITHOV CepfievyHOl CMepTH, Y 60/b-
HOTO OBUIM BBINIOJTHEHB! MMIUIAHTALMA KapAyoBepTe-
pa-fepubpmisAaTopa st npopunaktuku BCC, a Takxe
I YCUIeHUA aHTMAlpeHepruyecKoil Tepanuu — 1eBo-
CTOPOHHSISI CUMITATOKTOMUS; OblIa NPOJO/DKEHA Tepa-
Vs TIPOJIOHTMPOBAHHBIM OeTa-0/I0KaTOpOM B f103€ 10
3,7 Mr/kr u Kap6amazennHoM — o 10 MI/KI, TOCTOSH-
HO IO/Iy4as Ipemaparbl Kamusa. HecmoTpa Ha mposo-
AVMYI0 TMOPUIHYIO Tepalnio, y pebeHKa COXpaHsIICh
peLIBBI KETy[OYKOBOi TaXUKapAuM ¥ MOTUBUPO-
BaHHBIe CpabaThIBaHUA KappuoBepTepa-mednOpumis-
TOpa Ha (POHE MHTEPKYPPEHTHBIX NHPeKImit. Bo Bpems
OYepesIHOTO 3MM30/ja PasBIIICA NMEKTPUUECKIUI HITOPM,
NIpUBEIINI K BHE3AITHON CEPHIE€YHOI CMEPTIL.

HeBoukn ¢ myTauusamu B reHe SCN5A monydaror
KOMOVHVMPOBAaHHYI0 ~aHTUMAPUTMMYECKYI0 Tepalluio,
o0erM VMIUIAaHTUMPOBAH KapAmnosepTep-meduopui-
TOp. ¥ manueHTKu Ne 5 MyTanus He 9yBCTBUTENIbHAA K
6710KaTOpy HaTPUEBBIX KaHATIOB (IIp06a ¢ a/UTaNMHIHOM
OTpUILaTe/bHAas), TIOJTy4aa C Bo3pacTa 1 Mec aTeHOIoN
B fo3e 1,2 Mr/Kr, Ha ()OHe HeperyIsApHOro IpueMa Ko-
TOPOTO ObUIN IOKYMEHTUPOBAHBI ANIM30/bl YCTONYMBOI
GuOpWIIALIMY >KeNTyJOYKOB BO CHe B BO3pacTe 4 Mec.
CaToro BpeMeHM Ioy4aeT ATeHOJION B 103¢€ 10 2,3 MI/KT
B COYETaHUM C kapbamasennHoM. IIpu KOHTpPOIBHBIX
37IEKTPOKAPANOrpadUIecKX UCCIeOBAHUAX PeLiu-
BOB KeJTy/JOYKOBOJ TaXMKapanu, snnsonos AB-67oka-
Obl 2:1 He perncTpupOBaNIOCh, CMHKOIIE OTCYTCTBOBA/IN
(puc. 3). KapanodepTrep-nedpubdpumiarop 6b1 UMIIIAH-
TUPOBaH B BO3pacTe 11 JIeT B CBA3M C COXPAHAIOLIVMCA
BBICOKMM PUCKOM BHE3aIlHON cepiedHoit cmepTu. Ila-
IyeHTKa Ne 2 MaHudgecTrpoBama ¢ BHE3aIHON OCTa-
HOBKI KpOBOOOpalleHNs, IOy4ana TPeXKOMIIOHEHT-
HYI0 Tepanuio (IIpornpaHosnon 3,3 MI/KI + a//IalMHUH
1,0 mr/kr + Kap6aMa3enMH 8,3 MI/KT). YUUTHIBas BO3-
PacT ¥ BeC MALMEHTKYU U IMOJOXXUTE/IbHYI0 OVHAMUKY
3TIEKTPOKapAMOrpapuIecKyx MoKasaTesel, OT MMIIIAH-
Taly KapAyuoBepTepa-aeduopuinaTopa 6bU10 perieHo
BpeMeHHO Bo3Jep>kaTbcs. OfHAKO B TedeHNe CIefyIo-
I[ero rofia Ha poHe Pery/IAPHOI TepaIluyl pelUANBUPO-
BaJI 31130/, BHE3AITHOI OCTAaHOBKM KPOBOOOpAIeHNA 1
KapanoBepTep-feprOpuIIATOp 6T MMIIAHTUPOBAH.

Manpunky ¢ myranuamu B rede SCN5A manude-
CTMPOBAJIM CO BTOPOTO JHA KM3HU HellpephIBHO-Pel-
AVBUPYIOIVMY TaPOKCU3MaMU MOTMMOP(HOI Kerry-
JIOYKOBOV TaXxMKapiuu — GUOPMUIALIUY >KeTyTOYKOB.
O6orm manmentam (Ne 3 um Ne 7) muarHOCTMPOBAIIN
IIepBOHAYA/IbBHO BPOX/IeHHYI0 AB-650kany u uMIiaH-
THUPOBA/IM IIOCTOSIHHBIN KapOUOCTUMYIATOP C BBICO-
KOJl 6a30BOJI YaCTOTON >KETYLOUYKOBOI CTUMY/IALMY —
120 yo/mMuH u 125 yO/MUH COOTBETCTBEHHO, YTO yCY-
Ty6/Is/I0 IIPOABJIEHNA CMH[IPOMA YI/IMHEHHOTO MHTep-
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Baja QT. [TanmenTy Ne 3 ocymiecTBIANCA XaOTUYECKUIA
nof60p AHTMAPUTMMYECKON Tepammy g KOHTPOJIA
JKETyJOYKOBOM TaxXMapUTMMM, a y manyenTa Ne 7 xe-
TYyJOYKOBYI0 TaXMAapUTMMIO IIBITAJNCh KOHTPONMUPO-
BaTh IIPOIPAHO/IONIOM B HU3KMX /103aX (MeHee 2 MI/KT).
Jletn ObUIM KOHCYIBTMPOBAHBI B apUTMOJIOTMYECKOM
LIEHTpe; TOJIBKO IIOC/Ie NePeNporpaMMIPOBaHNUsA Kap-
AMOCTUMYIATOpa (CHUDKeHMe 6a30BOI 4YacTOTH [0
40 yn/MyH) 1 HasHa4eHMS afeKBAaTHON JO3bI IIPOIpa-
Homoma (4,0 MI/Kr) O6bUI JOCTUTHYT IIOJIOXKUTEIbHBII
a¢dexT B BuUie OTCYTCTBUS KeTYyLOYKOBBIX Hapylle-
HUil putMa. Y manyeHTa Ne 3 coxpansnack AB-67oka-
na 2:1 Ha poHe sSKCTpeMabHO IMHHOTO MHTepBana QT
U SMM30/bl a/bTepHanyy 3youa T, B cBsA3M ¢ yeM 6bl1a
Ha3HaueHa TPEXKOMIIOHEHTHAs aHTUAPUTMUYECKas Te-
panus (aTeHo/mon 1o 4 MI/KT, a/ylanyMHuH 1,2 MI/KT u
kap6amasenuH 10 Mr/kr), Ha pOHe KOTOPOII 3HAUNTE/Ib-
HO yMeHbUIWIach npopormkurenpHocTh QTc, oTcyT-
crBoBanu AB-6rmokana u anprepHarus 3ybua T. Ilpu
AVHaMMYeCKOM HaO/iofleHn y nanyieHTa Ne 3 B Bospac-
Te OKOJIO rofja Ha ()OHe MHTEePKYPPEHTHBIX MH(eKInit
OTMeYa/NNCh IIOBTOPHBbIE CHHKOIIE, IIOC/Ie Ha3HAYeHN:A
BBICOKMX JI03 TIpenaparoB (IIPOIPAHOION 1O 6 MI/KT +
KapbamasenuH mo 17 mr/kr + amranuHud 1,6 Mr/Kr)
apUTMMYECKUX COOBITIA He PeLUIBIPOBAIN.

Y manuenrta Ne 7 Ha (OHe OTHOCUTENBHO HU3KOII
mo3bl Gerta-670KaTopa (<2 MI/Kr) OTMEYA/ICs PELUB
CUHKOIIe U KapAVOCTUMY/IATOP ObUI 3aMeHeH Ha Kap-
nuoseprep-fedubpmwiarop. Ilocne srtoro mosTOp-
HO KoHCynpTpoBaH B JIKO HCP, HasHaueHa TpexKoM-
IIOHEHTHas aHTMAPUTMMUYecKass Tepanusa (HAZONON IO
4,6 mr/kr, ajyranyHuH 1,1 Mr/kr 1 kapb6amasenuH fo
12 mr/kr). B BO3pacTe 2,5 j1eT OBbUIN BBIABJICHBI SIIM30/bI
HEYCTOMYMBOMN JKETyJOYKOBONM TaXUKapauu IpU KOH-
TpPOJIe CUCTeMBI KapauoBepTepa-aeduopniiaTopa, Ko-
TOpble OBUIM ITPOBOLMPOBAHBI MHTEPKYPPEHTHOI MH-
dexnyeit; ¢ Lenbl0 yCWIEHNA aHTUAIPEHeprUIecKon
Tepanuy peOeHKy IpoBeleHa JIeBOCTOPOHHAA CUM-
HATSKTOMIS, COXPAHAITCA eAMHUYIHbIE 3IM30/bl Hey-
CTOVYMBOM >KEeNYJOYKOBOI TaXMKaPAVN.

[Tanmentka Ne 8 ¢ ¢penorunmyecku LQT3 manude-
CTMpOBa/la CUHKOIAJIbHBIM COCTOSIHHMEM B BO3pacTe
2 ner. B JKO HCP nopobpana TpeXKOMIOHEHTHAsI aH-
THAPUTMMYECKas Tepanus II0J, KOHTPOJTIEM 37IeKTpO-
Kapayorpapuueckux MapKepoB: aTeHonon 1,8 Mr/kr +
kapbamasernuH 10 mr/kr + amanuaus 0,9 Mr/kr (mpep-
BapuTenbHas mpoba ¢ 67I0KaTOpoM HaTpMEBBIX KaHa-
7I0B ObI/Ia TIOMOXKUTENBHOI). 3a mepuop HabmoaeH s
B 4 TOfIa apUTMIYeCKye COOBITISA He pelNANBIPOBAIIN,
YMeHBIININCh 3HaYeHusA uHTepBana QIc, oTcyTcTByeT
AB-6nmokapa 2:1.

ITanmenT Ne 9 BepBble MOC/IE TPeX CUHKOIE B BO3-
pacTe 4 j1eT nomy4an KOMOMHUPOBAHHYIO AaHTHAPUTMU-
4eCKyIo Tepamnuio 6eTa-6710kaTopoM (Hadasy ¢ Ipompa-
HOJIONA B J103€ 2 MI/KT, BIIOCTIEACTBYM OBUI 3aMEeHEeH Ha
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Puc. 3. dnekTpokapaunorpamma aesouky c Il Tunom CYUQT (naumeHT N2 5) nocne HasHaueHus beTa-6nokatopa:
PErmCTPUPYETC CUHYCOBBIA PUTM, CHUXEHWE YacTOThl CMHYCOBOrO puTMa Ao 90-100 ya/MuH, otcyTcTByeT AB-6n10Kaga,

QT =480 mc, QTc =607 mc

HAfIoNoN B o3e 1,9 MI/Kr) 1 Kapb6aMa3emuHOM B [j03e
10 Mr/kr. B cBA3M ¢ BHe3amHOJl OCTAaHOBKOM KPOBO-
obpaleHys B aHaMHe3e, ¢ BbICOKMM puckoMm BCC, mo
JIaHHBIM 9/IeKTpOKapanorpaduyeckoro o6cmenoBa-
HUSI, HEOJHOKPATHO ObI/Ta PEKOMEH/[OBaHA MMIUIAHTA-
1V KapaynoBepTepa-neduopuiaTopa, oT KOTOPOI po-
IUTETN OTKAa3bIBaMUCh. [Ipu HaOMIOMEHNY B TUHAMUKE
B TeueHUe 6 JIeT CMHKOIle He pelUUBUPOBAIY, Tepa-
IO TI0/Iy4asl peTyIApHO, IPOBOAWIACh KOPPEKLNA 03
IIpelapaToB IO Becy; B Bo3pacTe 10 /eT — BHe3alHas
ceppedHas CMepThb BO CHe.

ITarenTsr Ne 10, Ne 11 1 Ne 12 nabmioganuch aM6y-
JTATOPHO (Te/eMeaMIMHCKIe KOHCynbranym). [lanuen-
Ty Ne 10 HasHayeHa TepanusA IPOIPAHOIONOM B [l03€
He MeHee 3,0 MI/KT u Kap6aMa3enMH0M B JI03€ He Me-
Hee 10 mr/kr, 6p1a pekoMenzioBaHa nenepas YCC cu-
HycoBoro purMma MeHee 110 yn/mMuH, KoTopas, IO faH-
HBIM TIPEfOCTaBICHHBIX 3aKTIOYEHNI XOITEePOBCKOTO
Monurtopuposauus IKI, He 6pi1a focTurnyra. Ot ro-
cnutanusauuu B JKO HCP poputenu orkasanuch; na-
LVIEHT HaOJII0OfaIcs M0 MeCTy >KuTenbctBa. JKemymou-
KOBasg TaXMKapAMsA pelyAMBUpPOBaZa HEOJHOKPATHO,
TAHHBIX O PETYIAPHOCTM TepalluM U 033X Ipemnapa-
TOB HET; BO BpeMs OJHOTO U3 3MM30[0B HOMMMOpPd-
Hasl JKeTyJJ0YKOBas TaXMKapays TpaHCHOPMIPOBaIach
B QpuOpMIIALMIO XKeTyTOYKOB ¥ IpUBea K OCTAaHOB-
Ke ceppua B Bo3pacte 2 Mec. ITarumenTty Ne 11 6bu1 MM-

IJTAHTUPOBAH KapAMOCTUMY/ATOP Cpasy MOCTe poXKfe-
HUA B cBA3u ¢ AB-6/10kamoit ¢ 6a30BOiT 4acTOTOM
130 nmn/mMyH, Ha GOHe KOTOPOII COXPAHS/INCH YacThble
peLuaAnBb GUOPVIIIALNS SKeNTY0YKOB, KYIIPOBaHHbIE
HOBTOpHBIMK Aepubpmmianuamu. Ilocre KoHCymbra-
uyu B IKO HCP 6p11a cHIDKeHa 4acToTa CTUMY/IALUN
mo 50 yno/MuH, Ha3HaueH IMPONPaHOJION B 03e 3 MI/KT,
pexomenoBan cHkenne YCC cuHycoBOro purma Me-
Hee 100 yn/MuH. BbIT JOCTUTHYT KOHTPO/Ib HaJ, JKey-
TOYKOBOJ TaXMapUTMIEN, OHAKO IaLlMEeHT pasBUJI I10-
TMOPTraHHYI0 HELOCTATOYHOCTb M JIETAJIbHBIN MCXOf
B Bo3pacre 5 mec. ITanmenTke Ne 12 ycTaHOB/IEH J1aTHO3
¥ nofo6paHa TPEeXKOMIIOHEHTHas aHTMAPUTMUYecKas
Tepamusi aMbynaTopHo. IIpy mocmeHeM KaTaMHeCTH-
4eCKOM 00C/IeloBaHUM B BO3pacTe 6 MeC OTCYTCTBO-
BaJIM JKe/yJOYKOBble HAapyLIeHUA PUTMa, He PETUCTPU-
poBanace AB-6m0kaza, ymenbummich 3HadeHnsa QTc.
Or fanbHeiiIIero HabIIOEHNA PORAUTENN OTKA3a/IUCh.

OBCY)XXAEHUE
B wmccnegoBaHuy IpefcTaB/ieHbl JaHHble KaTaMHECTH-
4ecKoro HabmofieHns 3a rpymmnoit 6ompabix ¢ CYMQT ¢
OYeHb pefiKMM (EeHOTUIIOM, KOTa IKCTPEeMA/IbHO JJIVH-
Hbl1 uHTepBan QT mpuBOAUT K pasBUTHIO QYHKIMO-
HajibHOV AB-6710Kajp! ¢ nposenenueM 2:1. Jlonsa Takux
00/BbHBIX cocTaBWIa 3% cpeay BceX OONbHBIX C IIepBUY-
upiM CYUQT, nabmoparomuxca B ITHCP, uro B 1je1om
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COOTHOCUTCS C JAaHHBIMM VICCTIEJOBAHMIT OOJIBIINX IPYIII
6ompabIX ¢ CYVMQT B 1990-X IT., COITTACHO KOTOPHIM B
4-4,5% ciy4aeB ObIa JOKYMEHTUPOBaHa QYHKI[MOHA/Ib-
Hast AB-6mokaga 2 cremenn. boree coBpeMeHHbIe mccrte-
JIOBAaHV COCPENOTOYEHbI Ha aHAIM3e IPYNI OObHBIX,
y xoropbix CYVQT pguarHocTpoBaH B IlepyHATaIbHOM
nepuofe M Cpefu KOTOPbIX (YHKIMOHA/IbHAA O/10Kaja
JIOKYMEHTHMPOBaHa y>ke B 25% cimy4aes [6-8].

Obpamjaer Ha cebsA BHMMaHMUe, YTO BBIPAKEHHAs
OpaaukapayA 3a cueT AB-6/mokazipl ¢ mpoBeneHyeM 2:1,
KOTOPYIO IIpeXKfe BCero OTMedyaloT HEeOHATOTOTH, He
B/IMsET Ha o0lllee COCTOsIHME HOBOPOXK/EHHBIX. bosee
TIOJIOBVMHBI M3 HUX MMeNN YHOBIETBOPUTENbHOE COCTO-
SIHIIE TIPY POXKI€HNM, ¥ OCTA/IbHBIX TSDKECTh COCTOAHMS
OblTa 00OYC/IOB/IEHA JIBIXaTe/IbHBIMY PacCTPOVICTBAMIA,
MaTOTeHeTUYeCK) He CBA3aHHBIMU C PEIKMUM ITyTbCOM.
Tem He menee CYUQT ¢ ¢ynxkumonanbroit AB-610-
KaJoil acconunpoBaH ¢ BbicokuM puckom BCC B pan-
HEeM BO3pacTe, )XI3HeyrpoKaollye HapyIleHns puTMa
y 9TuX OONMBHBIX MaHU(ECTUPYIOT B IepUHATATbHOM
nepuoge [5, 7, 9]. B Haueit rpyrine 60/IbHBIX B IATH CIIY-
Yasgx pelyAVBYUPYOIAs IOMMMOPQHAA XKeTy[0IKOBas
TaxXMKapaysA MaHU(eCTpoBaaa B IepUHATATBHOM IIe-
puofe, ellie y MeCT MalMeHTOB apUTMIYecKe cOObI-
TV BIIEPBbIe PasBIINCh B paHHEM BO3pacTe.

[Ilux maHmdectTauy apUTMUYECKUX COOBITMIT Y
6ompHBIX ¢ CYMQT mpuxopmrcs Ha Bo3pacT oT 12 mo
20 net [10]. Mauudecrauns nonumMopHOI Kenymrod-
KOBOJI TaXMKAapANI B pAaHHEM BO3pacTe aCCOLMPOBaHa
C TSDKeCTBIO 3a00/IeBaHNs U PE3UCTEHTHOCTBIO K Tepa-
nv. Takas KapTiHa HaO/MIoaeTcs Ipy PeJKIX BapuaH-
Tax CUH[POMa, MMEIIUX crenydudecknii GpeHoTHI,
TaKMX KaK, Hampumep, cuHpapoMm [xepsemna — JlaH-
re-Hunbcena ¢ MmaHugecranmeil CMHKOIE B CpeHEM B
1,2-2 ropa 1 BBICOKOII JIeTabHOCTBIO (50%) B IeTCKOM
BO3pacTe B OTCYTCTBME Tepanuu [2]. Enyanynsle onn-
canus cnygaes CYVIQT ¢ ¢yHKIMOHANIBHO 6710Ka01
2:1 xak crienudnyeckoro apuanta CYVQT c BrIcOKOI
TIETaJIbHOCTBIO BCTpeyaeTcA B muTeparype ¢ 1980-x rr,,
IIPY 9TOM y HEKOTOPBIX OO/IbHBIX >KeTyTOYKOBas TaXy-
Kap/ius BO3HMKa/Ia BIepBble BHYTPUYTPOOHO. Y 601b-
IIMHCTBA fleTell OblIa JOKYMEHTMPOBaHA PelVAVBUPY-
IOIIas JKeYJOYKOBasA TaxmKapausa wiv puopnanys
XKeNTyJOuYKOB B HeOHaTalbHOM Iepuopie. HecmoTpsa Ha
AQHTUAPUTMUYECKYIO Tepalyio, MAI[MeHThl Nornbany B
panneMm Bozpacrte (9, 11]. IIporuos 60/IbHBIX € TepPBUY-
HeiM CYUQT u ¢ynkumonanbroit AB-6mokamoinr 2:1
KpaliHe HeOIaronpuATHBIN, a TAKTHUKA BefleHNs Tpely-
eT IIyOOKOrO IOHMMAHUSA S7EeKTPOPU3MOTOTMIeCKIX
MeXaHM3MOB Pa3BUTHA aTPUOBEHTPUKY/IAPHOI O/10Ka-
Il U >KeTyJOYKOBOI TaXMKAPIUIL.

YBenudeHne IIMTENbHOCTY NMOTEHIMANA [eliCTBUS
IpM TIEPBUYHOM CUH/IpPOME YIIMHEHHOTO MHTEepBana
QT npuBOANT K yBEMNYEHNIO IIPOJO/DKUTEIBHOCTI a0-
COMIIOTHOTO pe(paKTEPHOTO IePIOJa B MIOKAPHe JKeITy-
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JOYKOB. B maHHOI rpymniie manyueHToOB pedpaKTepHBbIi
IepMoy, HACTONMBKO UIMHHBINA, YTO IIpeBBIIIAET JIU-
TeJIbHOCTD Kapanouukia, Ha OKI mpu sToM nHTepBan
QT (1. e. mpolecc pemnonApusaIyn, Bo BpeMs KOTOPOTo
KapAMOMMOLUTHI pepaKTepHBbI) AIUTe/IbHEE, YeM VH-
TepBan PP (oTpaxkaeT mIUTENbHOCTH OFHOrO Kapiuo-
IIVIK/IA), YTO IIPUBOJUT K Pa3BUTHUIO (PYHKIVIOHAIBHO
aTPMOBEHTPUKY/IAPHON O/I0KafIbl, KOIA KaXK/bIIl BTO-
POl CTUMY/ CMHYCOBOTO Y3/1a IIPUXOAUTCA Ha HEepHOf,
pedpakrepHocTM 1 He mpoBopuTcs [9, 12, 13]. Ha cran-
JapTHOJ 9/IeKTPOKapAMorpaMMe TPV 3TOM Ka>K bl BTO-
poit 3yber P peructpupyercs nepepn Hadanom 3yb6ua T
(puc. 1). 9T0 0COOEHHO aKTYa/IbHO JJII HOBOPOXKZEH-
HBIX, 4aCTOTa@ CUHYCOBOTO PUTMa KOTOPBIX B IIOKOE
cpime 120 yn/MuH, a Ipy MMHMMAJIBHON HarpysKe Mo-
XeT gocturatb 200 yn/muH. OyHKIMOHANIbHBIN Xapak-
Tep 0/10Kabl CTAHOBUTCS OYEBUIHBIM IIOC/IE CHVDKEHNS
9aCTOTBI CMHYCOBOTO PATMa C IIOMOIIbI0 OeTa-6/10KaTo-
pOB, Korfa nHTepBan PP mpeBbiliaer 1o AnuTeIbHOCTA
unTtepBan QT n AB npoBesneHne HOpManu3yeTC.

[Tpu nccnegoBaHMy 0COOEHHOCTEN JMATHOCTUKM 3a-
0oneBaHMsA B 3aBMCMMOCTM OT TeHOTUIA 3a00/IeBaHMA
Cpeiy HOBOPOX/IEHHBIX ObIIO YCTAHOBJIEHO, YTO B Ile-
punaranbaoM mepuoge CYMQT mpossngercs mpeu-
MYILECTBEHHO CUHYCOBOJ Opajvkappueit y 60IbHBIX
¢ I MonexkynapHO-TeHeTU4eCKMM BapMaHTOM ¥ (YHK-
1yoHanbHOM AB-6rmokazoit 2:1 y 6ompbIx ¢ II n
I1I BapuanTamu cuaapoma [11]. Ito HabMIOKEHME TTO]-
TBepX/laeTCsl HAIMMM JAHHBIMM, TaK KaK IIpM TeHe-
TUYECKOM MCCIEef0OBAaHMM Y HALINMX IAIVIEHTOB ObUIN
BbLABJIeHBI BapuaHThl B reHax KCNH2 u SCN5A. Ilpu
3TOM TeTepO3UTOTHble BapuaHThl B reHe SCN5A mpe-
o0rajiani, 9TO COOTHOCUTCSA C JAaHHBIMU IPYTUX UCCTIe-
mosareneit [5, 11].

VI3BecTHO, YTO TEHETHYECKNU JeTepMUHNMPOBAHHbIE
3aborneBaHs, 00yCITOB/IEHHbIE My TAIIVISIMU de 1ovo, Ipo-
TEKaloT TsDKesee. Takoke ObIIO YCTaHOB/IEHO, YTO OIVUCHI-
Baemblii peHorun CYVQT vaie ciopajydecKuii, 4eM Ha-
CTIeICTBEHHDII, IIpK 3TOM He oTsAromeHHblil o CYVQT
n BCC cemeliHblil aHaMHe3 OKa3ajicsi OJHUM U3 IIPO-
THOCTMYECK) HeO/MaronpusaTHBIX (aKTOPOB IPU OLieH-
ke pucka BCC [9, 13]. B nabmiomaemoit HaMu KOropre
11 u3 12 nanyeHToB 6bUIM NMpOOAHZAMM, PV aHAIM3E
ponocnosHoii cnydaes CYVQT u BCC B mononom Bo3-
pacTe oTMedeHO He ObUTO. TONbKO y OFHOTO MalMeHTa
OBL/I TOATBEPYK/IEH TeHeTMYECK CIIOPaIeCcKil Xapak-
Tep apUTMIN — IIPOBEeHO CeKBeHMpoBaHye 110 CaHrepy
poaNTENAM 1 He ObIT 0OHApy KEH BapUaHT, BbIABICHHBII
y pebeHka. B ocTampHBIX CTy4asx ObUIO YCTAHOB/IEHO,
4TO y 000VX pOUTENIell OTCYTCTBYIOT CHHKOIIE, Ha CTaH-
maprHoit OKI' perucrpupyeTcss HopManbHas IPOOIKMI-
TenbHOCTD uHTepBana QTc, Takum obpasom, mpepmosno-
KeH CIIOpaiidecKuil Xapakrep 3ab0/ieBaHusA y peOeHKa.

B cooTBeTcTBUM C COBpeMEHHBIMM KIMHNYECKMU-
MU peKOMeH/IAIVAMM HalMeHTy C TeHeTUYeCKU V/VIIN
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K/IMHIYECKY MTOATBEP>KAEHHBIM CUHAPOMOM Y/IMHEH-
Horo mHrepBanma QT mokasana Tepamms Oera-ajpe-
HOOJIOKaTOpoM, Hpu 3ToM Hambonee 3¢ eKTUBHBIM
6eTa-07I0KAaTOPOM B KOHTPOJIE >KETYJOYKOBBIX TaXM-
ApUTMMUIL SIB/ISIETCS HAJOMON, YTO TaKXKe OTPaKeHO B
pexomeHpanusix [10, 14]. B xadecTBe MeuKaMeHTO3-
HOJI Tepamuy y OONBHBIX C IepyHATa/IbHON MaHMpe-
CTaIyell XKelTy[fOYKOBOI TaXMKapAUM B AOIOTHEHME K
6eTa-6/10KaTOpaM HPUMEHSIOT 0/I0KaTOPbI HAaTPUEBBIX
KaHa/noB (MekcueTuH) [3, 12, 13]. brokaTopsl HaTpue-
BBIX KaHAJIOB TAK)XKe SIB/ISIOTCS TeHOCTIEIIecKOit Te-
panweit st 6onpHbIx ¢ 111 Bapuantom CYMQT [10, 14].

B uccrnenyemoit rpymmne KOHTPOIb Haj >KeTyHod-
KOBOJT TaxmKapyueil 6bUI JOCTUTHYT NPV Ha3HAYEHUN
BBICOKMX 703 6eTa-0/I0KaTOPOB: /Il MPOIPAHOIONA —
BblIlIe 3 MI/CyT (cpe,uH,q;{ nosa 3,4 + 0,6 MI/KT), oj1s po-
JIOHTVPOBAaHHBIX 6eTa-0/10KaTOpPOB (aTeHosoN, Hajo-
non) — okomno 2 mr/kr (B cpegHem 2,0 + 0,1 mr\kr). ITo-
cie HasHa4YeHMs OeTta-6710KaTopa B 9QPeKTUBHOI T03e
OTMEYasIoch CHIDKEHVE YacTOThI CMHYCOBOTO PUTMa U
IPOIOPLMOHATBHO COKpallleHue IPOJOKUTENTbHO-
ctn QTc; xpome Toro, 6O OTCYTCTBOBAIM, MO0 CO-
XPaHS/IUCh B HEOONBLUIOM OObeMe MEPUOIbI PUTMA C
(YHKIMOHA/IBHOM 6/10KafIoil MPOBEAeHNsT U HEePUOAbI
anpTepHaryy 3yb6ma T. B Tex ciaydasx, Korga MMITIaH-
TUPOBA/ICSI MOCTOSIHHBIN 3/IEKTPOKAPAUOCTUMYIIATOP
U IpOrpaMMMPOBANach BBICOKAs 4acTOTa MMIIY/IbCa-
LMY, KIMHWYECKM COCTOsIHME OONBHOTO YXYZLIA/IOCh
U o/iMMOpQHas KeMyL0UKOBasl TAXMKAPAUSA COXPAHsI-
JTach 10 TeX IOP, OKA He CHYDKA/IN 3HAYNTENBHO YaCTO-
Ty MMITY/JIbCALMY VM He Ha3HA4Ya/Ii BBICOKYIO 103y OeTa-
61okaropa.

SdbbeKTUBHOCTD MeMKAMEHTO3HON TP OLleHI-
BaJIACh HAa OCHOBAHUM HA/IVYMSA WIM OTCYTCTBUA apuUT-
MIYECKVX COOBITHIA, a TaK>Ke KOCBEHHBIX KPUTEPUEB, Ta-
KX KaK BBIPXEHHOCTb 9IEKTpOKapamorpadmaeckmx
HPOSIB/IEHNIT, TO €CTh AUHAMMUKA HPOIO/DKUTETBHOCTI
nnTepBana QTc u acconuupoBaHHbIX co 3HayeHMeM QTc
IPU3HAKOB — ajJIbTepHaIuy 3y6ua T, TpaH3UTOPHOrO Ha-
PYLIEHUS aTPUOBEHTPUKY/IAPHOTO U BHYTPYDKETYH0U-
KOBOTO IIpOBefieHys. I/ yeumeHus aHTapuTMIdecKoi
Tepanyy OObIIVMHCTBY HalueHToB (75%) B JOIO/THEHe
K OeTa-6710KaTOpy Ha3Ha4Ya/ICs KapbaMaseIH, 06/1a/jao-
MV KaK aHTUAPUTMIYECKVIM IefiICTBYIeM 3a CHeT O7I0Ka bl
HaTpPUEBOTO TOKA, TaK ¥ aHTUAPPEeKTUBHBIM (HOPMOTH-
MIYeCKUM) [AeICTBUEM, YTO aKTYa/IbHO ITPY JIEYCHIUM JKe-
JIy[LOYKOBOV TaXMKapAuy, MPOBOLMPOBAHHON 3MOLMO-
HajbHOI Harpyskoit [15]. Tlaumenrtam c III BapmanTom
HOCJIe JIEKAPCTBEHHOI IPOOBI 1A TOATBEP)KAEHNA YYB-
CTBUTEIPHOCTY MYTAlMM K IIPEIapaTy HOIOTHUTEIBHO
K 6eTa-0/10KaTOpy Ha3HAYaIach TeHOCIenydudecKas re-
pamus 6I0KaTOPOM HATPUEBBIX KAHAIOB a/UIANIMHIHOM
B cpepHeit fose 1,0 MI/Kr.

[Tpn ananuse 3bdEKTUBHOCTY MEIUKAMEHTO3HOI
Tepanuu B 3aBUCUMOCTM OT TeHETHIEeCKOrO BapMaHTa
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CUHJIpOMA YCTaHOBJ/IEHO, YTO HECMOTpPS Ha TO 4TO Te-
TepO3UTOTHbIe BapuaHThl B reHe KCNH2 nmokanmsoBa-
JIUCB B TIOPE, TO €CTb SABJLANMNCDH 60JIee TSHKeIbIMU MyTa-
LVIAAMM, KOHTPOJIb SKeTyL0YKOBOII TaXVKaAPAMN Y 060X
MAIMEHTOB IOCTUTA/ICS MOHOTEPAINell BBICOKMMH J0-
3amu 6eTa-06/I0KaTOPOB, TOTTAa KaK TPOe U3 YeThIpeX Ia-
1yeHToB (75%) ¢ myTauuamu B rene SCN5A nomyyanu
TPEXKOMIIOHEHTHYIO Tepammnio, Ha ¢oHe KOTOpOil OT-
CYTCTBOBAIN PELVIAVBBI QPUTMUYECKIX COOBITHIL.

[Tpu aHanm3e neTanbHBIX MCXOJOB B JJAHHOII TPYII-
Ile MOXKHO yTBEp>K/aTh, YTO aJieKBaTHAs TepaIus CIO-
cob6Ha 6pta mpenorBparuth BCC, 3a eVHCTBEHHBIM
VICK/TIOYeHVeM, KOTTIa IPUYMHOI Pe3UCTEHTHOCTH K Te-
pammy C BBICOKOW CTENeHbI0 BEPOATHOCTY ObUIO IIO-
JINTeHHOe TIIOpakKeHNe: CO4YeTaHNe TOMO3UTOTHOTO
BapMaHTa C BapMaHTaMU, aCCOLUMPOBAHHBIMU C Me-
TabONMMYECKUMY HapyIlIeHMsAMM. B OCTa/lbHBIX Tpex
CTy4asX JIeTa/JbHBIX JMCXOHOB HaMM KOHCTAaTMPOBAHA
HEIOCTaTOYHO MHTEHCUBHAsA, NPEeVMYIIeCTBEHHO Me-
AVMKaMeHTO3HasA Tepanys. Tak, OTKa3 popnuTesei OT M-
IVIAHTALUN KapAuoBepTepa-gedubpuiiaropa He IO-
3Bonu npepynpenutb BCC B ofHOM ciyyae, IIpu 3TOM
Omarogapsi MeIKaMeHTO3HON Tepanyyl peMUCCUs JIN-
mach 6 neT, a y nanuenToB ¢ BCC B BospacTe [jo ropa
Ha3HAYa/lINCh HEJOCTATOYHBbIE [03bl Ipemaparos. Vc-
[I0/Ib30BaHye TMOPUHON MefVMKaMeHTO3HO (aHTu-
apUTMIYECKOI], TeHOCTIeNIPIIeCKOil ¢ MaKCUMAIbHOM
HEepPEeHOCHMBIMY HO3aMI IIPelapaToB), UHTEPBEHILIMOH-
HOJ (MMIUTaHTaUMs apUTMUYECKUX YCTPOJCTB) U XU-
pyprudeckoi (1eBOCTOPOHHAA CUMIIATIKTOMIA) Tepa-
oy 1o3BonAeT 9 (EeKTUBHO KypUpOBaTh IAIVIEHTOB
C penKoit, HO KpaitHe Tspxeno popmoit CYMQT.

BbIBOAbl

1. Cungpom ypnuaenHoro uHtepsana QT ¢ ¢pyHkImo-
HanbHON AB-6m0Kamoit 2:1 OTHOCUTCS K PeIKNUM, HO
IIPOTHOCTUYECK! HeOMaronpusaTHBIM popmam 3a60-
JIeBaHMs, XapaKTepu3yeTcss BBICOKMM prickoM BCC
u MaHuecTalyeil B IepuMHATAIbHOM IIepUOTe.

2. TeHeTMYeCcKMMM IPUYMHAMM ABIAITCA IpeUMylle-
CTBEHHO TeTepPO3UTOTHbIe MyTallUM de novo B TeHax
KCNH2 un SCN5A, ¢ npeobnafaHueM HOpaXkKeHWi
reda SCN5A.

3. YuuTbiBasA TAXKECTb KIMHUYECKON KAapTVHBI IpU
manHoMm Bapmante CYMQT, 6era-ampeHo6mokaro-
pBl (IIPOIIPaHOJION, HANOJIOJ, ATEHOJON) JOJDKHBI
Ha3HAuaTbCA B MaKCUMAJIbHO IEPEeHOCUMBIX 103aX,
IIPY 5TOM OPUEHTUPOM IPU TMOBBIIIEHUY O3Bl Oe-
Ta-6710KaTopa JJO/DKHA OBITH 1le/leBasi YacToTa Cep-
IeyHBbIX coKpaleHuit <100 yu/MuH.

4. Ilpu cunpgpome yamaenHoro uHTepBana QT ¢ ¢pyHk-
1yoHanbHOI AB-6110Kaoit 2:1, 06yC/IOB/IEHHOM MYy-
tanuaAMu reHa SCN5A, KOHTpOJb >KelTyLOYKOBOI
TaXUKapAUU TOCTUTAJICS HasHauYeHMEM TPEXKOMIIO-
HEHTHOM aHTUAPUTMMUYECKOI TePATIUNL. a
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H.A. Benbix, a-p mep. Hayk, 0.A. ConoBbeBa, A.A. Hukudopos, kaHp. Mefi. HayK, AOLIEHT
PA3aHCKMIA rocyfapcTBeHHbIM MeAULIMHCKUIA YHUBepcuTeT UM. akap,. W.M. NaBnosa MuH3papaBa Poccuu, . Pa3aHb

KNVHUKO-2NUAEMWONOMMYECKWUE U JTABOPATOPHbIE
OCOBEHHOCTW HOBO KOPOHABUPYCHOW UHOEKLUW Y AETEN

KnioueBble cnoBa: aetv, COVID-19, KnMHMKO-3NMAEMMUONOrnieckme 0cobeHHOCTU, BUTaMKH D, CbIBOPOTOYHOE Xene3o
Keywords: children, COVID-19, clinical and epidemiological features, vitamin D, serum iron

Pestome. AkTtyanbHocTb: COVID-19 xapakTepu3yeTcs BbICOKON KOHTAarMO3HOCTbIO BO BCEX MOMYNALMOHHDBIX Fpynnax, OfHa-
KO [LeTY YalLLe NepeHOCHT MHBEKLMIO 1 BeccumMnTOMHO, U B nerkon opme. OcobeHHocTv COVID-19y aetel TpebytoT aHa-
n13a 1 noucka akTopOB pUcka TAXenoro TeyeHus. Lienb: n3yunts KnuHrko-nabopatopHbie 0cCOBEHHOCTM HOBOW KOPOHa-
BMPYCHOW MHEKLMM Y fieTel, NOCTOSHHO NPOXMBAIOLLYX B . BpoHHMLBI MockoBCcKov 06n1acTi, NPpOBECTU CPAaBHUTENbHBIV
aHasnm13 BCTPEYaeMOCTM OCHOBHbIX (DaKTOPOB, BAMSIOLLMX Ha TskecTb TedeHns COVID-19, B T. 4. ypoBeHb 0becneyeHHOCTH
opraHu3ama BuTamuHom D 1 xenesom. Matepuan n MeToppl: B MccniefoBaHe bbinv BKNtoYeHb! 263 pebeHka: 13 Hux 201 -
pekoHBanecueHTbl COVID-19 (ocHoBHas rpynna) v 62 300poBbix pebeHka (KOHTponbHas rpynna) B Bo3pacte oT 1 mec o
18 net (cpeaHmit Bospact - 11,6 + 2,3 roga). OcHoBHas rpynna nalMeHToB Obina pasgeneHa Ha TPW MOATPYNbl B 3aBUCK-
MOCTM OT CTEMEHM TAXECTW TeyeHus 3abonesaHus. MpoBeaeH aHanK3 CTaTUCTUYECKON W MEAULIMHCKON AOKYMEHTaLMK
1 OLieHKa KNIMHMYEeCKoWM CUMMNTOMATUKM, MoKa3aTenemn reMorpaMmbl, ypoBHs xenesa 1 25(0H)D B cbiBopoTke KpoBU 06-
CNeloBaHHbIX NauueHToB. CTaTucTnyeckas obpaboTka AaHHbIX NPOBEAEHA C UCMONb30BaHMEM HenapaMeTpuyeckux Me-
TO[OB CTaTUCTUKK. PesynbTaTbl: cpeay 0bcnef0BaHHbIX NaLMEHTOB Npeobnafany AeTu WKomnbHoro Bo3pacta (61,3%). 3abo-
neBaHWe NpeMMyLLECTBEHHO NPOTeKano B Nerkon Gopme, a nHbuumposaHme B 89,1% cnyyaes NponCXoanno B CeMeNHbIX
ovarax B pe3ynbTaTe TECHOTO KOHTaKTa ¢ 60MbHbIMM YneHamu ceMbi. CUMMTOMbI UMENW HecneLmuyecknin xapakTep no-
paXeHUs BEPXHUX AbIxaTeNbHbIX MyTew (MMxopafka, Kallenb, CMUMITOMbI Ha30(hapuHruTa). MauneHTbl Co CpeaHETXENbIM
TeyeHnem COVID-19 nmenn bonee HU3KME 3HAYEHWS YPOBHSA remMornobrHa, 3pUTPOLUTOB, TMMGOLMTOB, TPOMOOLMTOB
1 CO3 (p < 0,05). BuisiBneHo cHUxXeHWe ypoBHs xenesa 1 25(0H)D B cbiBopoTKe KpoBw Yy AeTew, nepeHecwmnx COVID-19.
BbiBogpl: Cpeay 3a6oneslumx COVID-19 npeobnagany feT WKONbHOMO BO3pacTa ¢ 6ecCUMMNTOMHbIM U NETKUM TeYEHMEM
3abonesaHus. KnuHvka nHbekumm bbina npeacraBneHa katapanbHbIMU CUMITOMaMK, B T. Y. IMXOPAZKOMN, Kalunem, npusHa-
kamu HazotapuHruTa. Mpu cpegHeTsxenom TedeHmn COVID-19 y neTel Bo3pactanm waHcbl pa3sutus aHemmu (OLL = 2,56),
a TakXe CHUXanWcb Nnokasatenu xenesoobecneyeHHOCTV opraHu3ma u VD-cTaTyca, 4to TpebyeT fanbHeMLWEro U3y4eHus.

Summary. Background: COVID-19 is characterized by high contagiousness in all population groups, however, children are
more likely to carry the infection both asymptomatically and in mild form. The features of COVID-19 in children require analysis
and search for risk factors for severe course. Objective: to study of the clinical and laboratory features of the new coronavirus
infection in children permanently residing in the city of Bronnitsy (Moscow region), to conduct a comparative analysis of the
occurrence of the main factors affecting the severity of COVID-19, to evaluate vitamin D and iron sufficiency. Methods: 263
children were included in the study: 201 of them were COVID-19 convalescents (main group) and 62 healthy children (con-
trol group) aged from 1 month to 18 years (average age - 11,6 + 2,3 years). The main group of patients was divided in to 3
subgroups depending on the severity of the disease. The analysis of statistical and medical documentation and assessment of
clinical symptoms, hemogram, serum iron and 25(0H)D concentration of the examined patients were carried out. Statistical
data processing was carried out using nonparametric statistical methods. Results: School-age children predominated among
the examined patients (61,3%). The disease was predominantly mild, and infection in 89,1% of cases occurred in family cen-
ters as a result of close contact with sick family members. The disease was predominantly mild, and the symptoms were non-
specific in nature, catarrhal inflammation of the upper respiratory tract (fever, cough, and signs of nasopharyngitis). Patients
with moderate COVID-19 had lower values of hemoglobin, erythrocytes, lymphocytes, platelets and ESR (p < 0,05). A decrease
serum iron and 25(0OH)D concentration indices was revealed in children who have undergone COVID-19. Conclusion: Among
the COVID-19 cases, school-age children with asymptomatic and mild course of the disease prevailed. The clinic symptoms was
presented catarrhal inflammation of the upper respiratory tract. In the moderate course of COVID-19, the chances of anemia
in children increased (OR = 2,56), as well as indicators of iron availability and VD status decreased, which requires further study.

Ans uutupoBaHus: benbix H.A., ConosbeBa O.A., Hukugopos A.A. KnuHuko-anupemmonormyeckue 1 nabopatopHbie 0cobeHHOCTU HOBOVA
KOpOHaBUpYcHOM MHdekumn y feten // NMpakTuka neanatpa. 2025. Ne 2. C. 23-29.

For citation: Belykh N.A., Solovyova O.A., Nikiforov A.A. Clinical, epidemiological and laboratory features of the new coronavirus infection in
children // Pediatrician's Practice. 2025;(2): 23-29. (in Russ.)
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ITanpgemusa SARS-CoV-2 cTaja ofHOI U3 CaMbIX cepbe3-
HBIX ITPO06JIEM, C KOTOPOJ CTOTIKHY/ICS MUP 3@ TIOCTIE]-
Hee pmecatwietue [1]. Pacnpocrpanenne COVID-19
Ha IUTaHeTe BBI3BA/IO 3apakeHue 6onmee 703 MIH derno-
BEK II0 BCEMY MIUPY, YTO OOYC/IOB/ICHO BBICOKOI BUPY-
JIEHTHOCTBIO BO3OYAMTENIS 110 CPAaBHEHMIO B NPEAbIAY-
myMy Benbinkamu nHdekunit SARS-CoV (2002-2003)
n MERS-CoV (2012) (2, 3]. [Tangemus (IpsiMo miu Koc-
BEHHO) 3aTPOHY/Ia BCe HaceleHVe IUIAHEeTBl, IIPU 9TOM
Ha JIOMTIO e TCKOV MO/ IALNY TPUIIIOCh OT 1,7% 110 2%
BCeX AMAarHoCTVpoBaHHbIX cnydaes COVID-19 [1].

C camoro Hauvana nangemun COVID-19 cramo oue-
BUJIHO, YTO y JieTeil 3a00/ieBaHIie B OCHOBHOM MMeeT
6ecCUMIITOMHOE MU JIeTKOe TedeHre co cmabo BbIpa-
JKEHHBIMM CUMIITOMaMM, IeAuaTpudeckye MalMeHTbl
pexe, 4eM B3pOCIble, HYXXAAIUCh B TOCIUTAIN3ALUN 1
VMMM OITaCcHbBIe IS KU3HU OCIOXKHeHUs. Tem He Me-
Hee OIMCAaHBl CIy4ay TsDKEJIOr0 TedeHMs 3abojeBa-
HUA ¥ MYJIBTUCUCTEMHOTO BOCIIAJIMTENIbHOTO CUHAPO-
ma (MIS-C) [4].

B HacTosIIee BpeMs Y B3pOC/IBIX BBIABJIEH Pl Bak-
TOPOB PICKa, KOTOpbIe IOTEHIMAaIbHO MOTYT IIOBINATD
Ha noBbienne 3abonesaemoct COVID-19, Bxrouas
MIO>KUJION BO3PACT, MY>KCKOJA I1OJI, PaHee CyIeCTBOBaB-
e COmyTCTByomMe 3aboneBanns. Cpeay GakTopos,
IpefyIaraeMbiX it OObSICHEHMsI PA3HUIBI B TSDHKECTH
tedeHuss COVID-19 y gmeteil U B3pOC/BIX, BBIJIENAIOT
crlefyrollye: BO3pacTHOE YBelIN4YeHNe pUCKa TOBPeXe-
HUSA SHOTENMNA Y M3MeHEHNSA (YHKIVM CBepTHIBAHNA
KpoBM; 60/1ee BBICOKAs IJIOTHOCTD, ITOBBIIIEHHOE CPOJ-
CTBO U pa3/iMyHOe pacipefesieHe pelelTOPOB aHTI1O-
TeH3MHIIpeBpauianiero pepmenTa 2 1 TpaHCMeMOpaH-
HOJI CEpMHOBOJ IIpOTea3bl 2; paHee CyIlleCTBOBaBILNE
aHTHUTeNIa K KOPOHABMPYCY (BK/IIOYAs aHTUTENO3aBYUCH-
Moe ycunenre) un T-mumdounTos; 6oee BbICOKasA pac-
IPOCTPAHEHHOCTDb COITYTCTBYIOIINX 3a00/IeBaHNIT, CBS-
3aHHBIX C TsKenbIM TedyeHmem COVID-19, u Huskasa
obecrieyeHHOCTD Opranusma Butamusom D (VD) [5].

Taxke akTMBHO 0OCyXHaeTcs ponb gedpuuuta VD
B peanmusauuy u TshKecT TedeHusa COVID-19 B pas-
JIMYHBIX HOIY/SIMOHHBIX Tpynnax. B omy6nmkoBaH-
HBIX pe3y/lIbTaTaX MUCCIeNOBAHUII OTMedamich Oojee
Huskye KoHeHtpaunu 25(OH)D B cbIBOpOTKe KpOBU ¥
neteit c COVID-19 o cpaBHEHMIO CO 3TOPOBBIMU CBEP-
cTHUKaMu. IIpy 9TOM OlleHKa BIMAHUSA CyOONTHMAIb-
Hoit KoHLeHTpauyu 25(OH)D Ha TsKecTh TedeHUs
COVID-19 onmcana B efMHNYHBIX MCCIENOBaHMUAX [6].

[Tpu ouienke B3anMocBA3u Mex Ay yposaeM 25(OH)D
B CBIBOPOTKE KPOBM € K/IMHIYeCKoi TshkecTbio COVID-19
U MapKepaMIyl BOCIIaJIeHVA y AeTell OKa3aHo, 4To 6oriee
Hu3kuit yposerb 25(OH)D (<12 Hr/mim) Koppenmmposa
C TSDKeCTBIO Te4eHNs 3a00jIeBaHMs, BBICOKUM YPOBHEM
C-peakTtuBHoro 6enka u ¢pubpuHoreHa u 6omee HUSKUM
KONIMYeCTBOM TMMQOIUTOB [7].

Ne2 « 2025

MPAKTVIKA

neavartpa

Ienp: mpoaHanM3upoBaTh CTPYKTYpy 3ab0neBaeMo-
CTU U OIpefeNUTb KIMHIKO-Tab0paTOpHbIe 0COOEHHO-
CTM HOBOJ KOPOHABUPYCHON MHQEKUNn y meTeit, HO-
CTOSAHHO IIPOXXMBAKOIIMX B I. bpoHHU1IBI MOCKOBCKOM
00671acTy, MPOBECTY CPAaBHUTEIbHBIN aHA/MN3 BCTpeda-
€MOCTY OCHOBHBIX (PaKTOPOB, BIMSIOIINX HA TSKECTH
tedeHus COVID-19, B T. 4. ypoBeHb 00eCIIe4eHHOCTH
opraHmusMa BUTaMUHOM D 1 xene3om.

Marepuanbl u MeTopbl. IIpoBeneH aHamu3 CTaTUCTH-
YeCKMX YYEeTHBIX JOKYMEHTOB (KypHal ydeTa MH(ex-
IIMOHHBIX 3a6omeBanuit (popma Ne 060/y)), mepBU4HON
MEIMIHCKOM JIOKyMeHTauuyu (MCTOpusA pasBUTHA pe-
6enka (popma Ne 112y)). IIpoBeneHO OZHOLIEHTPOBOE
PeTPOCIEKTUBHOE KOTOPTHOE MICCIeloBaHMe 263 feTeli,
HaO/MIOABIINXCST B IE€TCKOM IOMMKIMHIYECKOM OT/e-
neanu I'BY3 MO «bponHuikas ropopckas 00mbHUIIa»
(rmaBHBI Bpad — 3acmyeHHbIT Bpad Poccun C.B. Map-
kuTaH) ¢ Mast 2020 r. mo mait 2022 r. [IpoTokon uccneno-
BaHMs OBUI OZOOPEH JIOKA/IbHBIM STUYECKIM KOMUTETOM
®I'bOY BO PasI'MY Munsppaa Poccuu (mporokon Ne 2
ot 07.10.2020). Pogurensam 6bl1a mpenocTaBieHa Hajjie-
aias nHGopMarys 06 y9acTUM B MCCTIEHOBAaHNY U IO~
JIy4eHO UX MHPOPMIUPOBAHHOE COITIacHe.

HeTn 6pIM pacIipesesieHbl Ha JBe TPYIIILL: 1 rpymmna
(ocHoBHas) — 201 pe6eHOK C IO TBEP>KAEHHBIM [JIarHO-
3oM «U07.1 — kopoHaBupycHasa nHpexuusa COVID-19»,
2 rpynma (KOHTpo/bHasA) — 62 dermoBeKka. Bospact 06-
C/IeJOBaHHBIX fieTeli — oT 1 Mec o 17 et 11 mec (cpen-
Huit1 BospacT — 11,6 + 2,3 roja).

Kpumepuu exntouenuss 6 0CHOBHY10 2pynny:

1. Bospacr ot 1 Mec o 17 ntet 11 mec 29 pHert.
[Tonoxwurenpusiit pesdynvrar IIIIP-tecta Ha o6OHa-
pyxenne PHK SARS-CoV-2 B MaTepnane mMaska u3
POTO- ¥ HOCOITIOTKIL.

3. IlonmoXuTenbHBI pe3yNnbTaT Ha aHTUTENA Kiacca
IgA, IgM n/umn IgG x SARS-CoV-2.

Kpurepun BkI04eHMsI B KOHTPOIbHYIO IPYIIIY:

1. Bospacr ot 1 mec o 17 net 11 mec 29 pgHeit.

2. OrpuuatenbHelit pesynbrar IIIIP-TecTa Ha ob6Ha-
pyxenne PHK SARS-CoV-2 B maTepuane mMaska u3
POTO- ¥ HOCOITIOTKM.

3. OrTpuuaTenbHblil pe3y/nbTaT Ha aHTUTeNA Kiacca
IgA, IgM n/mmn IgG x SARS-CoV-2.

JIIyar"os u cTenedb THKeCT 3aboneBannsa OblUIN Be-
puPUIMPOBaHbI B COOTBETCTBUM C BPEMEHHBIMM Me-
TORMYeCKMMHU  pekoMeHpmanusamu  «IIpodmmakruxa,
OVAarHOCTMKA U JieueHNe HOBOJl KOPOHABMPYCHOM MH-
¢dexym (COVID-19). Bepceus 11 (07.05.2021)» [8]. bec-
CUMIITOMHbIE DPEeKOHBA/IECLIeHThl OBIIM BBIABJIEHBI B
xofie 00CeoBaHMsl KOHTAKTHBIX /ML B O4arax HOBOJI
KOPOHAaBUPYCHOI MHGeKIuy. B mocnenyromem petu
1 rpymmbl 6bUIM pasfesieHbl Ha TPY MOATPYIIIbI B 3aBU-
CUMOCTM OT TSDKECTU TedeHusi 3ab0jeBaHMs M TaKuUM
06pazoM OblV cOPMIPOBAHBI TPYIIIIBI CPAaBHEHNUA T1a-
LVIEHTOB: la rpyIma — 6eCCHMITOMHbIE peKOHBaIeCLeH-
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61 COVID-19 (n = 19), 16 rpynmna — peKOHBa/IeCIieHTbI
COVID-19 ¢ nerknm teyenmnem 3adboneBanus (n = 164),
1B rpymnma — co CpefiHeTsHKe/bIM TedeH)eM 3a00/IeBaHA
(n = 18), 2 rpynmna - 3gopossle gety (n = 62).

MennaHa Bo3pacTa MAIMeHTOB IpU 0eCCUMITOM-
HoM TedeHun COVID-19 cocrasuna 10,0 [5,5; 13,5] ner,
npu erkoM TedeHuu — 11,0 [6; 15] net, mpu cpepHeTs-
xenoM — 11,5 [7; 14] ner, B KoHTpO/nbHOI rpymie — 10,0
[5; 13] ner. CraTMcTUYeCKy 3HAYMMBIX T€H/IEPHBIX U
BO3PACTHBIX Pa3IM4Mil B MCCIE[yeMbIX IPYIIIaX He BbI-
sBieHo (p > 0,05).

He opranusoBanHbiMu 6b1I1 1 pebeHOK 13 la rpym-
sl (5,3%), 14 meteit u3 16 rpynmsr (8,5%), 1 pebeHok
u3 1B rpymmosl (6,3%). Ilocemamu JIY: la rpynma -
4 pebenka (21,0%), 16 rpynma - 32 pebenka (19,5%),
1B rpymma - 3 pebenka (1,5%), 2 rpymma — 19 neteit (30,6%).
bbumm yyamumuca mKonmpl M Komaemka: la rpymma —
14 neteit (73,7%), 16 rpymma — 118 mereii (72,0%), 18 rpym-
na - 14 pereii (77,8%), 2 rpynma — 43 pebenka (69,3%).

Bcem mamyeHTaM IPOBOAMIN OCMOTP, (PU3MKAJIb-
Hoe 00cCIefoBaHMe, MyIbCOKCUMETPUIO TIpK obpaliie-
HMM 32 MEAVLITHCKOJ IIOMOILBIO Y 110 ITIOKA3aHMAM B JIVI-
HaMIUKe; KIMHNYeCKoe 1 1abopaTopHoe 0OcIefoBaHue,
omnpepenenye B Maske 3 HocornoTky JJHK SARS-CoV-2
MEeTOZIOM ToIMMepasHoit LenHoit peakuny (IT1P), knn-
HIYeCKUI aHa/IN3 KPOBY ¥ OOLIVIT aHa/IN3 MO, IO TI0-
Ka3aHIAM — peHTTeHOTpa(IIo OPraHOB I'PYIHON K/IETKIL.
Crenudunyeckne IgM u IgG K HOBOJT KOPOHABUPYCHOI!
unbexiuu SARS-CoV-2 onpenensinu B CBIBOPOTKe KPO-
BII MeTOAOM MMMYyHOdepMeHTHOro aHamsa (VIDA) B
ycnoBusix aboparopun locymapcTBeHHOro OromKeT-
HOTO YYpeXJeHNA 3[paBOOXpaHeHNs ropoga MocKBbI
«Mopo30BcKas JieTCKasi TOpOjcKasi KIMHMYecKast 60/1b-
HuLa» [lenapraMeHTa 3gpaBooOXpaHeHN s I. MOCKBBIL.

Ha BTOpOM 3Tare nccienoBanus y geTeil ompepens-
JIM YPOBEHDb CBIBOPOTOYHOTO >Keje3a ¥ KOHILIEHTPALIIO
25(OH)D B cbIBOpPOTKe KpOBM. 3a00p KPOBM OCYIIECT-
BJIJICS HAaTOIAK, B YTPEHHNUE Yachl, U3 JIOKTEBOII BEHBI,
IIPOLIEAYPHOI MESVLIMHCKO CECTPOI B YC/IOBUAX MaHM-
ny/sumonHoro kabunera OO0 «VMmyHnteT». Obpas-
IIbI BEHO3HOI KPOBY 3a0Mpany MO CTaHAAPTHOM MeTO-
nuKe B mpobupku tima 368815-BD Vacutainer (CIIIA)
U JOCTAaB/IsIM B yaboparopuio. [y MOMydeHns ChIBO-
POTKM KPOBb OCTAB/IA/IM IIPU KOMHATHON TeMIlepaType
Ha 15 MIH, 3aTeM ITaCTEPOBCKOI MUIIETKOV OTIEMAM CIy-
CTOK OT CTEHOK IpOoOUpKY, LeHTpudyrnposamm 10 Mun
npu 3000 06/MMH ¥ IOMeIaIN B IIACTUKOBbIE MUKPO-
LeHTpUQYy>XHble Ipobupkn Tnma «AumneHpopp» (000
«T3K TexocHacTka», . Mocksa). IlomyyeHHyI0 CBIBO-
POTKY XpaHmmu npu Temmepatype -40 °C. ITocne pasmo-
paxuBaHus ompenensiu cofep>kanue 25(0OH)D meto-
nom VI®A (nabopsr DIAsource 250H Vitamin D Total
ELISA Kit, 3A0 «bnoXumMax», I. MockBa) Ha aHaIu3a-
tope Stat Fax 2600 (CIIA) B ycnosusax ITHWJI PasIMY
(3aBenmyromuit 1aboparopueit — KaHf. Mefl. HayK, JOLIEHT
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A.A. Huxudopos). 3a HOpManbHYI0 00eCle4eHHOCTDb
OpraHmaMa BUTaMMHOM D IpuHMManu KOHIIEHTpPauyio
25(OH)D >30 ur/m, HegocTaTtouHyo — 21-30 Hr/Mi, fie-
¢urur - <20 Hr/mz [9].

YpoBeHb cbiBopoTouHOTO Xene3a (CXK) onpenmernsin-
¢ B mabopatopuy HaumoHanbHOrO areHTCTBA KIINU-
Hn4yeckoir ¢dapmakonorm u  dapmamym (HAKOO,
I. MockBa) KOMOPUMETPUYECKUM (POTOMETPUYECKUM
MertopoM. Konuenrtpamnusa CXK onenmBanach kak HOP-
MajbHas Ipu 3HadeHMAXx 9,0-21,5 MMonb/n y meteil B
BO3pacTe OT 1 roga mo 16 ner, 9,0-30,4 MMonb/1 - y fe-
BOYek crapie 16 net, 11,6-31,3 Mmons/n - Yy Majb4n-
KOB ctapure 16 et [10].

C60op @OaHHBIX, CUCTeMAaTM3al[Usl WCXONHON WH-
dopManmy ¥ BM3yanusauMsA IONTYYEHHBIX pe3y/Ibra-
TOB OCYILIECTB/ISI/IUCh B 97€KTPOHHBIX Tabmuijax Excel
(Microsoft Office 365). Crarnctuyeckas 06paboTka mo-
JIy4eHHBIX Pe3y/IbTaToOB IPOBOAN/IACD C UCIIO/Ib30BaHN-
eM IaKeTa IMpUKIagHbIX mporpamm IBM SPSS Statistics
26, Bepcust (USA), StatTech v. 2.8.8. (paspaboruunx OOO
«Crarrex», Poccus). KonudecrBeHHble IIOKa3aTenn ole-
HUBAIACh Ha IIpegMeT COOTBETCTBMsS HOPMaJbHOMY
pacripefieneHNIo ¢ UCIoNnb3oBanueM Kpurtepus Kommo-
ropoBa — CmupHoBa ¢ nonpaskoit /Iniabedopca. IIpo-
BepKa Ha HOPMa/IbHOCTb pacIpefie/ieHs [T0Kasaa, 9To
IaHHbIE B VICCIENOBAaHUY VIMEIOT paclipefie/ieH/e OT/INY-
HOe OT HopMasbHOro. [loaToMy B la/ibHeTIIIIEM pacyeTh
IIPOM3BOMINCDE C VICIIOJIb30BaHMEM METOJIOB Helapa-
METPUYECKOI CTaTUCTUKM. B KayecTBe LjeHTpa pacipe-
meneHus ObUIA pacCYMTaHA MelMaHa, a B KayeCTBe MO-
Kasaresneit Bapuauuyu — kBaptunu (Me [Q1; Q3]). s
CPaBHEHMs HECBS3aHHBIX BBIOOPOK JCIIO/Tb30BAJICA
U-xputepuit ManHa - YutHu. CpaBHeHME TPYIII 110 KO-
TNYeCTBEHHOMY IT0Ka3aTeTi0 BBINOTHAIOCH C TIOMOIIbIO
kputepua Kpackenma — Yommmca. CratucTudeckyu 3Ha-
YYMBIM Pa3/InuueM MeX[y OLeHMBAeMbIMM TPyNIIaMU
canrtanoce p < 0,05. PesynbraTbl KaueCTBEHHbBIX IPMU-
3HAKOB BBIP@KEHBI B A0COMIOTHBIX YMCTIAX C yKa3aHUeM
poneit (%). CpaBHeHUe HOMUHA/IBHBIX JJAHHBIX B TPYII-
IIaX IPOBOAMIOCH ITpy oMoy kputepus X2 [Tupcona.
B Tex cyyasx, Korja 4ncio oXKujaeMbIX HaOTIOeHNIl B
060t U3 siUeeK YeThIPEXIOMbHOI TabMUIIbI OBIIO Me-
Hee 10, 1714 OLEHKM YPOBHA 3HaYMMOCTY Pa3IN4Inii uc-
[I07Ib30BAJICSI TOYHBIN KpuTepuit ®umepa. Pasmumuna
CYMTAINCh CTATUCTUYECK! 3HAYMMbIMy Ipu P < 0,05.

PE3YJIbTATDI
CoIlTacHO MaHHBIM CTAaTUCTUYECKMX YYETHBIX (POpM
I'BY3 MO «bponHukas ropopckasi 6onpHuia» (Bcero
6b110 06CenoBano 4420 mereit), 3a nepuop ¢ Mast 2020
mo Mait 2022 . OTMeYanoch YeThIpe MofbeMa 3abore-
BaeMOCTH HOBOJI KOPOHABMPYCHOIT MH(EKIIMeil B IIOMY-
LM [leTell B Bo3pacTe Ko 17 1eT BKIIYNTEeTbHO (HO-
A6pb 2020 r., nioHb 1 OKTAO6pD 2021 T, sHBapb 2022 I.).
Bcero ¢ Havasa maHgemMuy ObIIO 3aperucTpupoBaHo 608
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CTy4aeB HOBOJ KOPOHABUPYCHOM MH(EKLMU B TaHHON
Bo3pacTHOII rpyme (2020 . - 146 cm., 2021 1. - 237 ¢,
2022 r. - 225 cn.) (puc. 1).
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Puc. 1. [laHHble 0 KonnyecTBe NpoBeAeHHbIX UccnegoBaHui MLP
W BbIIBNEHUIO NONOXMTENbHbIX PE3yNbTaToB Y AeTel, 0bcefoBaHHbIX
B [bY3 MO «BpoHHULKas ropoackas 6onbHULa» r. BpoHHULbl (n = 4420)

3a mepuop WMCCIeNOBaHMs B I. BpOHHMIIBI OTMe-
Yajl0Ch YeTbipe IMOfbeMa 3ab0/IeBaeMOCTV JeTeil
COVID-19y getei (puc. 2).
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Puc. 2. KonvyectBo fieTeit, HaxoavBLUMXCS Ha aMBynaTopHOM
NIeYEHMM C HOBOW KOPOHaBMpYyCHOM MHbeKkumen B TBY3 MO
«bpoHHMLKas ropopckas 6onbHULa» B 2020-2022 rr. (n = 608)

AHanmu3 nepBMYHON MEIMLMHCKON JOKYMEHTaIuyu
00C/IelOBaHHBIX ITALMEHTOB IIPOJEMOHCTPUPOBAJI, YTO
Haubonblree yncio peteit ¢ COVID-19 65110 BbIABIECHO
B siHBape — peBpase 2022 1. (31,5%), mpu 9TOM IUK 06-
palieHnit feTeil 3a MESVILMHCKO IIOMOIIBIO IPUILIEIICA
Ha AHBapb C JAJIbHENIINM Pe3KUM CHIUDKEHMEM B Map-
Te 2022 1.

Cpeny 3a00/1eBIIMX IALMEHTOB ETCKOTO BO3pPacTa
npeobnagany metu B Bo3pacte oT 8 o 15 et — 42,8%.
Hetn B BospacTe o 7 neT coctaBuwan 29,9%, ot 15 po
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18 net - 27,3%. Cpenu 3ab6onesimx mereit 92,0% moce-
manu obpasoBarenpHble oprannsanum (185/201).

Ilo maHHBIM IIEPBUYHON MEIMLMHCKON JIOKYMEHTa-
1y, vHuuypoBanne SARS-CoV-2 vamie Bcero mpouc-
XO[UIIO B CeMeITHBIX ouarax nHdexym (89,1%, 179 gen.)
IIpY KOHTaKTe ¢ 60/1bHbIMM YieHamu ceMblt. Y 22 (10,9%)
TeTel UCTOYHMK 3apakeH!UsA YCTAaHOBUTD He YAanoch.

ITo maHHBIM aHaMHe3a 3a00jIeBaHMe y ITAL[VIEHTOB Ha-
YIHAJIOCh OCTPO C MOBbIIIEHN TeMIepaTypbl Te/la UIN
3a/I0)KEHHOCTY HOCa, HaBA34MBOI'0 MaJOIPONYKTUBHO-
ro Kanuisi. B mepBble Tpoe cyTOk OT Havyasna 3abosneBa-
HYs1 00paTHINCD 32 MEAUIIMHCKOIT ITOMOILbI0 97,0% ma-
LMEHTOB, 3,0 % — Ha 3-5 cyTKu.

DO/MBbIIMHCTBO MALMEHTOB C [MArHOCTMPOBAHHOI
HOBOJI KOpoHaBupycHoit nHdexume (99,0 %) Haxopu-
JIOCh Ha aMOy/TaTOPHOM JIe4eHNH, IBYM JIeTAM OTPebo-
BaJIaCh TOCMUTANMM3ALVS B MUHOEKIMOHHOE OTIeNeHNe.
Ciry4aeB TsDKe/IOro TedeHNs 3a00/IeBaHMs 1 JIeTa/IbHbIX
JICXOI0B He 3a(pMKCUPOBaHO.

Cpenu o6cnemoBaHHBIX MHaleHTOB 31 pebeHOK
(15,2%) B ocHOBHOI1 rpymne 1 7 4enoBek (11,3%) B KoH-
TPOJIbHOI TPYIIIIe MMeIN CONYTCTBYIOIIYI0O XPOHMYe-
ckyto natosnoruio (p = 0,421). OgHaKo cpeay peKOoHBa-
necuentos COVID-19 conyTcTByromue XpoHMYecKue
3ab0/eBaHNsl CTATUCTUYECKY 3HAUMMO Yallle BCTpeda-
JNCh Y MALIeHTOB CO CpPeSHeTSKEIbIM TeueHMeM WH-
¢dexunn (p = 0,041). Y HUX HaOMIOAAIICH TAKIE COCTO-
SHUSA, KaK XPOHMYECKas IaTONOrys OpOHXONIETOYHO
U CepeyHO-COCYAUCTON cucTteM, mnopaxenme ILTHC,
OXMpeHIe, 3a00/1eBaHNs MNIIEBAPUTEIBHOTO TPAKTA.

CreflyeT OTMETHTb, YTO B OONBIIMHCTBE CTydae Ku-
Hydeckne npossnenusa COVID-19 y nereit umenu He-
crieruduaecknit xapakrep. CaMbpIMM 9acThIMI >Kamo6a-
MU TIpK OOpAIieHNM 32 MEIVLIMHCKON ITOMOIIBI0 ObIIN
YKQJI0OBI Ha IOBBIIIEHVE TeMIIEpaTypsl Tema — 169 me-
Teit (84,0%), 3amoxxeHHOCTh Hoca — 118 merent (64,8%),
puHopeto — 97 pereit (53,3%). YToMiAeMocTb, mepiie-
HIe B Toprie 1 Kaenb orMedam 58 (31,9%), 58 (31,9%)
u 51 (28,0%) pebeHOK COOTBETCTBEHHO. [acTpOMHTECTH-
HaJIbHbIE CYIMIITOMBI (TOLITHOTA, PBOTA, Jyapes) BCTpeda-
mmch b y 15 pereit (8,2%). CratucTideckyt 3HA4YMMO
Yalre CMIITOMBI IIOPayKeH s MNIIeBapUTEIbHOTO TPaKTa
BCTpeYa/INCh Y HeTeit co cpenHeil crenenbio COVID-19
(p < 0,001). Oppliika TaKKe OTMeYanach CTATUCTUYECKN
3HAYMMO Yallle y ieTell CO CPETHETDKEIbIM TeYeHNEM 3a-
6onesanus (p = 0,009). OcHOBHbIE K/IMHNYECKUE CUM-
nToMBI, Habmozaemble y aeteit ¢ COVID-19, npencras-
JIeHbl B Tabme 1.

OTMedYaTcs CTATUCTMYECKM 3HA4YMMbIe Pas3imdya
reMOITIOOMHA Y MICCTIEYeMBIX JieTell B 3aBUCHMOCTY OT
CTeleHM TsDKeCTU TedeHuUs 3abonmeBanus (p < 0,001).
[Ipu cpaBHeHMM TPYHIII IIONAPHO OBUIO YCTaHOBIIE-
HO, YTO YPOBEHb IeMOITIOOMHA OBbIT HMKe Y PEeKOHBa-
necuenToB COVID-19, dyeMm y 3popoBbix geteit. Ilpn
allOCTEPMOPHBIX CPABHEHMAX YPOBHS 3PUTPOLUTOB
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Tabnuua 1. XapakTepucTMka CMMNTOMOB Yy naumeHToB ¢ COVID-19

CreneHb Ts)xectn COVID-19

Knunuyeckue Jlerkas creneHb CpepHsia cTeneHb
CMMMNTOMBbI Tskectu (n = 164) Tskectu (n = 18)
n % %

MNosbiweHWe TemnepaTtypbl Tena B npegenax 37-38 °C 115 70,1 - - 0,001
MNosbiweHne Temnepatypsbl Tena B npegenax 38,1-39 °C 36 22,0 - - 0,009
MNoBbiweHWe TemnepaTypbl Tena >39 °C - - 18 100 0,001
3ano)XeHHOCTb HoCa 101 61,6 17 94,4 0,001
Hacmopk 83 50,6 14 77,8 0,001
MNepweHune B ropne 51 31,0 7 38,9 0,001
YTomnsaemocTtb 49 29,9 9 50,0 0,003
Kawenb 47 28,7 9 50,0 0,001
AHOCMUSA 28 17,0 7 38,9 0,003
Owncres3usa 3 1.8 6 33,3 0,001
lacTponHTeCTUHaNbHbIE CUMMNTOMbI 5 3,0 10 55,6 0,001
Oppblwka 3 1,8 3 16,6 0,004

B MCCIEAyeMbIX TPYIIIAX BBIABIEHBI CTATUCTUIECKN
3HAuMMble pa3NN4MsA B JAHHOM ITOKasaTesie MeXNY 370-
poBbIMM HeTbMM U peKoHBanecneHTamu COVID-19
TIETKOVI ¥ CpENHEN CTENEHbIO TAKECTH. YPOBEHD TPOM-
60LNTOB NPV CpaBHEHMMU TPYIII MOIAPHO ObUI CTaTH-
CTUYECKM 3HAYMMO HIKe B IPYIIIIe JleTell C TeTKUM Te-
yeHreM COVID-19 mo cpaBHeHMIO CO 3[0pOBBIMU
feTbMI. [JaHHBIE IpeCTaBIeHbI B TabmuIe 2.

VIsMeHeHMsI TeMOTpaMMBl B UCCIIEyeMBIX TpyI-
max Hayubosee 4acTO ObUIM IIPECTaB/ICHbI aHEMUENL:
y 93 nereit u3 263 (35,4%). Cpenyu manueHTOB, IepeHec-
mx COVID-19, aHemus 6bl1a BbLAB/IeHA B 83 cayda-
Ax (89,2%), B To BpeMs KaK B KOHTPOJIbHOII IPyIIIIe —
B 10 cnyuasx (10,8%) (p < 0,001). Cpenn pexoHBasec-
rerutoB COVID-19 npu 6eccHMITOMHOM TeYeHUN aHe-
Mus ObUta BbiABIeHA y 8 mereit (42,1%), npu j1erkom

Tabnuua 2. Pe3ynsTaThl reMorpamMmbl 00cieoBaHHbIX NauneHToB (N = 263)

TpomGounTbl,

SpUTpOoLUTDI,

Femorno6uH, r/n Numdountsl, %
Mpynnbi s x10"%/n x10°/n e
SONIECE Me [Q1; Q3] Me [Q1; Q3] BB e
~ 117,0 45 220,0 42,0
rpynna 1a (n =19) [108,0; 125,0] [4.0; 4,75] [190,0; 230,0] [34,0; 50,5]
_ 120,0 4.4 222,0 42,0
rpynna 16 (n = 164) [111,5; 125,0] 3,9; 4,8] [180,0; 258,0] [33,0; 53,0]
_ 113,0 3,95 235,0 335
rpynna 18 (n = 18) [104,0; 119,0] [3.8; 4,3] [180,0; 270,0] [17.0; 43,0]
_ 1240 45 260,0 45,0
rpynna 2 (n = 62) [120,0; 130,0] [4.2; 4,8] [225,0; 362,0] [34,0; 54,0]
1p, .. =1,000 7.p,,,,=0,108 13.p,,,.= 1,000 19.p, .. =0,290
2.p! " = 0,203 8.p.°=0,288 1405722 1,000 20.p.° " = 0,051
3.p.°1% 0,001 9.p.°1-0,016 15.p/°1°< 0,001 21.p0 %= 0,027
p 4.p,.s=1,000 10.p,q,,= 1,000 16.p,,,, = 1,000 22.p,. = 1,000
5.1 % 0,035 11.p.2"= 0,850 17.p/°20,131 23.p171% 1,000
6.p,,<0,001 12.p,,,=0,001 18.p,,,= 0,571 24.p,.,=1,000
NpumevaHus:

3) p,,, — CTaTUCTMYeCKas 3HaYMMOCTb Pa3HULbI MOKa3aTens Mmexay rpynnamu 18 u 2;
5) p,,, — CTaTUCTMYeCKas 3HaYMMOCTb Pa3HULILI NoKa3aTens mexay rpynnamu 1au 2;

6) p,¢, — CTaTUCTMYeCcKas 3Ha4YNMOCTb MoKasaTens Mexay rpynnamu 16 u 2;
9) p,,., — CTaTUCTMHeCcKasn 3Ha4MMOCTb NoKa3saTens Mexay rpynnamu 18 v 2;

12) p,,, — CTaTUCTUHeCKan 3Ha4MMOCTb NoKasaTens Mexay rpynnamu 1a n 2;
15) p,5, — CTaTUCTMYECKAN 3HAYMMOCTL NOKa3aTens mexay rpynnamm 16 n 2;
21) p,,, — CTaTUCTN4eCKas 3Ha4MMOCTb NoKasaTens Mexay rpynnamu 18 m 2
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Ta6bnuua 3. ObecneveHHocTb BUTaMuHOM D (abc. %) obcnefoBaHHbIX geTen

OeduvunTt

BUTaMWHa

HepocraTto4yHOCTb

BuUTaMmuHa D Hopma

CreneHs TaNecT D (<20 Hr/mn) (20-30 Hr/mn) (>30 ur/mn)
% n % n %
lpynna 1a (n = 14) 7 50,0 3 21,4 4 28,6
lpynna 16 (n = 16) 10 62,5 2 12,5 4 25,0
lpynna 18 (n = 10) 6 60,0 4 40,0 - -
lpynna 2 (n = 20) 8 40,0 6 30,0 6 30,0

TedeHNn — y 68 (41,5%), Ipy CpeHe TSKENIOM TeYeHUMN —
y 13 (72,2%) (p = 0,02). Takum 06pa3oM, IIaHChI pa3Bu-
TVS1 aHEMUY YBEINYMBA/INCD IPY HApACTaHUM TAXKECTH
teuennss COVID-19 (OIII = 2,56).

Taxoke BBIABIIEHO CTATUCTUYECK! 3HAUMMOE CHIDKe-
HIle MeIVlaHbl YPOBHSA CBIBOPOTOYHOTO Keje3a y fieTel
npu HapacTtanuy Tspkecty Tedenus COVID-19 (puc. 3).
Mennana C)K y 3mopoBbIX feTeil B 2,2 pasa IIpeBbIlIaa
IIOKa3aTe/Ib IallMeHTOB 1 BrpymbL, 1 6oneeyeMB 1,5 pasa
II0Ka3aTenb jeTell B rpynmnax lau 16 (p < 0,001).

Mepnuana 25(OH)D B koHTpONbHOI rpynne B 1,5 pasa
IpeBbIlIajia [TOKa3aTelb MALMEeHTOB 16 u 1B rpymmn u
OblTa paBHO3HAYHON 3Ha4YeHMIO B la IpyIIe, OfHAKO
CTAaTUCTUYECKN 3HAYVMON PasHMUIBI MEXAY IIOKasare-
JSIMU He BbISIBJIEHO.

Cpenn peteit, nepereciinx COVID-19, ne¢uiut Buta-
muyHa D BcTpevanca B 1,7 pasa 4alne, 4eM B KOHTPOJIbHOM
rpymre (p = 0,042), a HeocTaTO4YHAA 00ECIIeYeHHOCTD B 3
pasa pexxe. Menmana 25(OH)D 1a rpymnnsl cocrasmia 20,0
Hr/M1, 16 rpymmsl — 15,0 Hr/mo, 1B rpymmsl — 15,15 Hr/w,
2 rpynmsl - 23,2 HI/MIL

IIpu aToM cpemy feTelt co CpefHeTsDKEIbIM TeYeHU-
eM COVID-19 He 6bUI0 BBIABIECHO JETeN C ONTUMAlb-
HOJ obecnedeHHOCTBIO BuTaMuHoM D. Hemocrarounas
obecriedeHHOCTD Oblla OTMedeHa y 4 aereit (40%), a me-
¢bunut -y 6 (60%). I1py merkoM TedeHny HOBOI KOPO-
HaBMpYCHOI MH(peKkuy HopManbHble ypoBHU 25(OH)
D perucTpupoBamich y KaXHOro 4eTBEpPTOro obcie-
TNOBAaHHOIO, HEJOCTATOYHOCTb VD -y 2 pmerent (12,5%),
a ge¢uuuT - y 601bmmHCTBA nanyeHTos (10 gerr., 62,5%).
IIpu 6eccumnromuoMm Ttedenuun COVID-19 peduunmt
VD oTMedeH y KaXX[Joro BTOpOro peOeHka, HeloCTaTo4-
Has obecriedyeHHOCTDb — y 3 feteit (21,5%), HOpMaIbHbIe
3HavyeHuA - y 4 pereit (28,6%). B KoHTpoOnbHOI TpymIIe
y TpeTu HeTell BBIAB/IEHAa ONTMMAajbHasd ObOecIedeH-
HOCTb, Y TPETH — HeflOCTaTo4Hasd, a 'y 8 meteit (40%) BBI-
siBieH feduiut ButammHa D (Ta6. 3).

IIpu nerkom TedeHMM HOBOV KOPOHABMPYCHON VH-
¢dexmym yposenb 25(OH)D B cbIBOpOTKe KpOBHU, COOT-
BETCTBOBABILNIT HOPMA/TbHOI 00€CIe4eHHOCTH BUTa-
MMHOM D, BBIAB/IEH y 4eTBepTU 0OC/IeOBAaHHBIX JieTell,
HeflocTaTo4yHou — y 2 pmetent (12,5%), a pepuunry -
y 10 pereit (62,5%). Ilpu 6GeccMMITOMHOM Te4eHUM
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COVID-19 y pereit gedunnt ButammHa D ormevasncs
y KaX/IOr0 BTOPOTo pebeHKa, He[IOCTaTOYHOCTD — Y 3 fle-
Teit (21,5%), HOpMabHasA 00eCIIeYeHHOCTD — y 4 feTei
(28,6%). B KOHTpOBHOI TpymIle y TpeTu feTeil ObLIM
HOpMaJIbHble 3Ha4eH)sI JAHHOTO MOKa3aTesls, Y TpeTn —
HEJJOCTaTOYHOCTb, a y 8 feteit (40,0%) BbIsABIeH Aedu-
ouT BUTammHa D.

3AK/TIIOYEHUE

Takum obpasom, B ucciegyeMoii BIOOpKe feTell, mpo-
KMBaomyX B I. bponHuusl, nepenecunx COVID-19,
mpeo6majanu et MKOMbHOro Bo3pacra (61,3%). 3a-
OoneBaHMe INIPEMMYIIECTBEHHO IIPOTEKAIO B JIETKO
¢dopMe, 4TO coracyercs ¢ pe3yabTaTaMy MCCIeoBa-
HUI B PasHbIX pernoHax mupa [11]. Vinpunuposanne
neteit SARS-CoV-2 yaiie Bcero mpomcxofuio B cemeit-
HBIX ovarax uHbexiuu (89,1%) npu KoOHTaKTe ¢ 6O/b-
HBIMJ WIEHAMJ CeMbM, YTO TaKXKe COBIIAJAeT C pe3ylb-
TaTaMy MCCIeNOBaHNIT Pa3IMYHbIX aBTOpOB [12, 13].

Kmmundgeckne cumnromsl COVID-19 y neteit B OCHOB-
HOM MMeJIM Hecrelipuyueckuii XapakTep 1 ObUIM TIpef-
CTaBJIeHbI KaTapajbHBIMK cuMIIToMami [14, 15, 16]. ITpu
JIETKOM U CPEeIHETSDKEIOM TeueHVM 3abojieBaHye mpoTe-
Kaso ¢ nuxopagpkoit (92,8%), kauviem (30,8%), cuMmTo-
Mamy Hazodapuurura (53,3%). CoderaHne IOpaXeHNs
BEpPXHUX JIbIXaTeIbHbIX ITyTell ¥ CUMIITOMOB CO CTOPOHbBI
XKETYJOYHO-KUIIIeYHOTO TPAaKTa OTMEYEHO Y JieTell Ipu
cpepaeTsoKenom TedeHmyt COVID-19 [17]. IIpesammpy-
fo1jee OOJIBIIHCTBO MAIVIEHTOB C JIETKMM J CpeTHeTsDKe-
nbM TederHrieM COVID-19 nomyganm nedeHre B amOya-
TOPHBIX yCI0BUAX (99,5%).

ITanuenTs! co cpegHeTsDKenbIM TedeHreM COVID-19
uMer 6ojiee HU3KMe 3HAYEHMsI YPOBHs reMOInobuHa,
3PUTPOLUTOB, MUMPOLNUTOB, TpoMbouuToB 1 COD 10
CPaBHEHMIO C JIeTbMM, Y KOTOPBIX 3ab0JIeBaHMe NMeNO
JIeTKOe TeYeHUe WM IpoTeKano beccumnromuo. 1llan-
ChI Pa3BUTNA AaHEMNM YBeTMIMBAINCD IIPY HAPACTAaHUN
Tsokectn Tedenus COVID-19 (OII = 2,56). Ouenka
00ecIeYeHHOCTY >Ke/le30M opraHmu3Ma ereit u VD-cra-
Tyca II0Ka3ajla CHIDKEHIE ITIOKa3aTesIeN y JeTeil ¢ HOBOIl
KOPOHABUPYCHOM MH(eKIeil Ipy HapacTaHUM TsDKe-
CTU TedeHMs 3aboneBaHusA. [JaHHbIE acIleKThI TPeOYIOT
JA/IbHENMIIErO U3y YEHUA.
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A.B. CmonbsaHHuKOBA', E.A. CapkucaH', KaHp. Mepa,. Hayk, aoueHT, J1.[1. BopoHa' 2, KaHp. Mep,. Hayk,
E.W. lWabenbHUKoBa', KaHA. Mef. Hayk, M.B. flepioruHa’, K.C. 3usiokuHa’, M.A. Cyxopyuko', A.A. [psizHoBa',
B.A. MupoHoBa', 10.J1. NiyyTnHa?

OCOBEHHOCTN KIIMHWUYECKWUX NPOABNEHUA
N MEXXAUCLVNANHAPHDBIN NoAXo K BEAEHWIO NALUEHTOB
C BPOXXAEHHBIMW CUHAPOMAJIbHbIMU KPAHUOCUHOCTO3AMMU

KnioueBble cnoBa: KMHUYeCkniA cnyyai, cuHapom Anepa (Anepta), cuiapom Mbanddepa, cuHapom Kpy3oHa,
akpouedanocuHgakTunusg | Tuna
Keywords: clinical case, Apert syndrome, Pfeiffer syndrome, Crouzon syndrome, acrocephalosyndactyly type |

Pe3tome. CtaTbsl NOCBALEHA U3YYEHUIO KNMHUYECKMX MPOABNEHNIA BPOXAEHHBIX KPaHUOCUMHOCTO30B. KnnHuye-
CKuin nonumophu3M AaHHOW maTonoruu obycnoBnnBaeT HeobXoANMOCTb BbICOKOW OCBELOMIEHHOCTU 06 3TOM
rpynne 3aboneBaHuWii Bpaye MHOTMX CNeLManbHOCTeN: HEOHATONOMOB M NeauaTpoB, reHETUKOB, HEBPOJIOTOB, Op-
TONeJ0B, XMPYPros, KAPAVONOroB, NyIbMOHONOIOB, OTOPUHONAPUHIONOroB, odTanbMonoros. inarHoctvka 6asu-
PyeTca Ha KIMHUYECKUX KPUTEPUAX U MONEKYNSPHO-TeHETUYECKOM TeCTUpOoBaHWK. NpoBefeH PeTpoCneKTUBHbIN
aHanu3 LWecTepbix AeTen ¢ CMHAPOMOM AnepTa, OAHOro ¢ cuHapomoM lMbanddepa n agBoux ¢ cuHapomom Kpy-
30Ha, KOTOpble CYUTaOTCS Hambonee pacnpocTpaHeHHbIMU OpPMaMu BPOXAEHHbIX KPAaHMOCUHOCTO30B. B cTaTbe
UNNOCTPUPOBAHa BapnabenbHOCTb KNMHUYECKUX NPOSIBNEHUN BPOXAEHHbIX KPAHUMOCMHOCTO30B U BAUSIHWSA Ne-
pUHaTanbHbIX GaKTOPOB Ha Pa3BUTHE U CTEMEHb X BbIPAXEHHOCTU, @ TakXe OLEHKa U CPaBHEHME KIIMHUYECKMX
NPOSIBNEHWI Y NaLMEHTOB B Halel BbIOOPKE ¢ AaHHbIMM, ONWUCaHHLIMK B MUPOBOMN Hay4yHOW nuTepaType. CBoe-
BPEMeHHas ANarHocTuka v NpaBubHbLIN MOAXOA K BeeHMNIO NaLMeHTOB MOTYT 3HAYMTENbHO YNyYILKNTL OKa3biBae-
MYIO AETSM MeMLMHCKYIO MOMOLLb U, Kak cneacTBue, GnaronpusTHO NOBAUSTL Ha MPOTHO3.

Summary. The article is devoted to the study of the clinical manifestations of congenital craniosynostoses. The clinical
polymorphism of this pathology necessitates high awareness of this group of diseases among doctors of many special-
ties: neonatologists and pediatricians, geneticists, neurologists, orthopedists, surgeons, cardiologists, pulmonologists,
otorhinolaryngologists, ophthalmologists. The diagnosis is based on clinical criteria and molecular genetic testing. A ret-
rospective analysis of 6 children with Apert syndrome, 1 with Pfeiffer syndrome and 2 with Crouzon syndrome, which are
considered the most common forms of congenital craniosynostosis, was carried out. The article illustrates the variability
of clinical manifestations of congenital craniosynostosis and the influence of perinatal factors on the development and
degree of their severity, as well as the assessment and comparison of clinical manifestations in patients in our sample
with data described in the world scientific literature. Timely diagnosis and the right approach to patient management
can significantly improve the medical care provided to children and, as a result, favorably affect the prognosis.

Ans untMpoBaHus: OCOOEHHOCTU KIMHWYECKMX NPOSIBNEHUNA U MEXAVCLMMIIMHAPHBIM MOAXOA K BeAEHUIO MaLMeHTOB C BPOXAEHHbIMM
CMHAPOMaNbHbIMU KpaHuocmHocto3amm / A.b. CMonbsiHHMKOBa [1 ap.] // MpakTuka neguatpa. 2025. Ne 2. C. 30-35.

For citation: Features of clinical manifestations and an interdisciplinary approach to the management of patients with congenital syndromic
craniosynostosis / A.B. Smolyannikova [et al.] // Pediatrician's Practice. 2025;(2): 30-35. (in Russ.)

BBEJEHUE HBIil CTy4ail (HeCHMHAPOMaJIbHBIN KPAaHVOCHHOCTO3) /60
KpaHnocuHOCTO3bI — aHOMaluy pasBUTUA YEPEIHO-/IN- BXOIUTD B TPYIIIY CHHAPOMOB, OObeIMHAIOIINX HECKOMb-
neBoil obmactu. VIsmeHeHmsa ¢opM U pasMepoB depe- KO BPO>K/IEHHBIX aHOMa/NII (CHHAPOMA/IbHBIN KPaHNOCHK-
IIa IPMBOAUT K HAPYIIEHNAM PasBUTHA MO3IA M YacTO K HocTo3) [2]. CunppoMasbHble (OpPMbI KPAaHMOCHHOCTO30B
HepBHO-TICUXIYECKMM paccTporicTBaM [1]. Obmas 3a60- OTHOCATCA K PEKMM HaC/IeICTBEHHBIM 3a00/IeBaHVIAM, Xa-
neBaeMocTb cocrapidger or 1:2000 mo 1:3000 cpemm >xu- PaKTepU3YIOIMMCA IPEXAEBPEMEHHBIM CpallleHUEM 4e-
BOPOXX/ICHHBIX U1 MOXXET IPOSB/IATbCA KaK M30/IMPOBAH- PEIIHbIX IIBOB, M3MEHEHUAMU B CTPYKTYype JINLIA, 9acTO CO-

'®OTAOY BO «PoccuMCKMIN HaLMOHaNbHbIA UCCNIefOBaTENbCKMIA MeAULIMHCKMI yHUBEpnTeT uM. H.W. Mnporosa» MuH3gpasa Poccum, r. Mockea
2[BY3 «HIML, cneuuann3MpoBaHHoOM MegMLIMHCKOM MOMOLLM AeTsM [lenapTameHTa 34paBooxpaHeHus r. MockBbI»

Ne 2 « 2025



MPAKTVIKA

neanartpa

IPOBOX/JAIOTCS AaHOMA/IVISIMY B Pa3BUTYM KOHEYHOCTEI 1
ckernera [3]. OgyH U3 pacipoCTpaHeHHBIX CHIPOMOB Kpa-
HMOCHHOCTO3a — CUHZIpOM Arepra (akporedanocuHiak-
Twms Tuna I, Apert syndrome, MKB-10 Q 87.0, OMIM
101200) - cocraBseT mpuMepHO 4,5% BCexX CTydaeB Kpa-
HMOCHHOCTO30B [4]. CuHApOM AlnilepTa BBI3BIBAETCS MY Ta-
uuAMu B rede FGFR2 1 niepefaeTcs 10 ayTOCOMHO-JOMMU-
HaHTHOMY TiLy [5, 6]. BblsiB/IeHa BO3SMOXXHOCTb PasBUTISA
CIIOHTAHHBIX C/Ty4aeB PasBUTHA JAHHOTO KPaHMOCHHOCTO-
3a [7]. Cungpom Amepra CBA3aH C IIVPOKMM CIEKTPOM
aCCOLMMPOBAHHBIX BPOXKIEHHBIX aHOMA/INIL, 3aTparusa-
IOLVIX TO/IOBHOJ MO3T, Cepflie, KOHEYHOCTI U IPYTHe Opra-
HBI U CUCTeMBI [5, 8-10]. InarHoCTUpPYIOTCA MHO>KECTBEH-
Hble CpallleHVIs] YepellHbIX LIIBOB, HEOPa3BUTIE CPelHeN
JacTM JINLIA, U3MEHEHNs B CTPYKType OCHOBAHU depera ¢
CUMMETPIMYHOI CBA3DIO MTA/IbIIeB Ha BCEX KOHEYHOCTAX [5].
VI3MeHeHNA B YepelHO-MIeBOI 00/1acTy BKIIOYAIOT Oarll-
HeoOpasHblil Yepell, OpOUTa/IbHBI TUIIEPTENIOPU3M, K-
30pOMTH3M U Apyrue MPU3HAKM KOCTHOTO HENOPa3BUTIA
BEepXHell YemocTn. B pesy/bTaTe npesxeBpeMeHHOTO Cpa-
IIeHNs IIBOB 4Yepera M OCHOBaHMA (OpPMUPYeTCs IOJN-
KPaHMOCHHOCTO3, YTO BJIMAET Ha POCT KOCTEl Vi IPUBOIUT
K TIOBBIIICHUIO JIaB/IeHVsI BHYTPM dYeperna, Tpebys orepa-
TMBHOJ KOPPEKINY [I1 HOPMa/IM3aIyy IPOIOPIINIi Yepe-
ma u Mosra [11, 12].

JIpyruM IIpuMepOM COYeTaHHOTO HMOPAKEHVS KOCTeil
Yyepema ¥ KOHEYHOCTeil sBysieTcst cuHmpoM Ildaridde-
pa (Pfeiffer syndrome, akpouedanocunpaxrimsa V tumna
Q 87.0, OMIM 101600). DTOT CMHAPOM XapaKTepU3yeTCs
6paxunedanmaeckoit GopMoit Yepera, pexxe B BUJie «JIICTa
KJIEBepa», MUCIUIA3MEN CPEJHEN TPEeTU MMLA, aHOMA/IUAMU
Ta/IbIIeB CTOI M KIUCTe 10 TUITY CUH/AKTVIIVM VI/ VIV pac-
mypenneM ¢anaHr 6onbix nanbies [13]. B 3aBucumo-
CTM OT XapakTepa (JOPMbI TOJIOBBI 1 COITY TCTBYIOLIVIX aHO-
Ma/Mil pas/MyaloT TPY TUIIA TedeHMs 3aboneBaHms [14].
ITpy mmMarHoCTVKe JAHHOM IIATOJIOTMV BO3HMKAIOT CIIOXK-
HOCTH, YTO CYLIECTBEHHO BJIMsCT HAa OKa3aHUe MeIMIIVH-
CKOJI IOMOLIY ¥ IIPOTHO3 3ab0/1eBaHms y feteit [15].

Eme omHuMM nposiBlIeHMEM KPaHMOCHHOCTO30B fB-
nsercs cungpoM Kpysona (Crouzon syndrome, ueper-
HO-/n1eBoli au3octo3 Kpysona, «nonyraiiHas» 60/e3Hb,
MKB 10 - Q75.1, OMIM 123500) - HacnmeqCTBEHHBIN
CUHJIPOM, OCHOBHBIM IIPOSIBJIEHNEM KOTOPOTO SBJISETCA
KPaHUOCHHOCTO3, TIPUBOAAIINI K fAedOopManysaM MO3-
TOBOTO U MuIeBOro 4Yepena [16]. XapaktepHsl fedopma-
VUM deperna B Bupe Opaxuuedanun, TpUroHoedammn,
ckadoredamm 1 akporedanuy, KOTOpble MOTYT HIpHU-
BeCT! K IIPOTHATUY, CKY4eHHOCTHU 3y0OB, HEBPO/IOIMYe-
CKOMY AepUUUTY, OOCTPYKLMYN BEPXHUX JbIXaTeIbHBIX
IyTell, IOBPEXIEHNIO TOJIOBHOTO MO3Ta U TpaBMe IJIa-
3a [17]. [Tauments! ¢ curgpomoM KpysoHa Takxe MOTYT
UIMeTb paclle/Hbl BepxHeil ryonl n HEOA. BcTpeuaercs
y 1 u3 60 000 HOBOpPOXX/IEHHBIX. TO BTOPOIL IO paclpo-
CTPAaHEHHOCTV CHHAPOM KPaHUOCHHOCTO30B, YCTYIA0-
IIMIA 110 YacToTe cuHApoMy MioHke. Hanmdne HopManb-
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HBIX KVICTEIl ¥ CTOI MOXKET IIOMOYb OT/IMYNUTh CUHPOM
KpysoHa ot apyrux ¢popm KpaHnocusocrosa [18].

[ToceHe HECKOIBKO JIET CYLIeCTBEHHOE BHUMAaHVe
yHensAeTcs TeHeTHYeCKMM aclleKTaM CUHAPOMHBIX Kpa-
HIOCHHOCTO30B. CunAgpoMbl Anepra, Kpysona u I1dait-
¢ddepa cBA3aHBI C MyTaVUAMYU T'eHa pelentopa (akTo-
pa pocra ¢ubpobnactos-2 [19]. Cunppom Ildaiipdepa,
IIOMMMO MYTalMil B reHe pocTa GpuOpo61acToB-2, TakKe
MOXKeT OBITb CBA3aH C MyTallMeil TeHa perenTopa ¢ax-
Topa pocta pubpobmactos-1 [20]. [Tpuunusr popmmpo-
BaHMs Pas/IMYHBIX (EHOTUIIOB IPU MYTALMM B OFHOM
Yl TOM JKe TeHe HesACHBI. OffHAaKO CYIeCTByeT HEKOTOpas
KOPPeALNA MeX/y TeHOTUIIOM ¥ (eHOTHUIIOM, HO OIIpe-
JileTIeHHOe BO3[ENICTBME [AI0T TAK)Ke SIMUIeHeTHIecKie
¢dakTOophl U (aKTOPHI BHEMIHel cpensl [3, 7, 16]. MyrTa-
IV, ABJIAOIINECS IPUYMHOI 3a60/IeBaHMA, B OCHOBHOM
IPENCTaB/IAIT CO00Il MICCEHC-MYTAL[UM, @ UX BO3ZEN-
CTBUE OCHOBAHO Ha «ycuaeHnn QyHKuym» [21].

Jlna mopTBep)KAEHMA [MAarHO3a JCIIONb3YIOT pas-
NMYHbIE METOAbl MOJIEKY/ISPHO-TEHETIIECKOTO TeCTH-
pOBaHNs, BK/IIOYAs aHAIM3 [€HOB MM JCIIONb30BaHME
MY/IBTUTEHHBIX TTaHeJIell, UCIO/Ib3YIOMMX aHa/IN3 HOCIe-
JOBATeNbHOCTY, AeNelVN/AYIUIMKALVNA U ApyTue MeTo-
Zibl, He CBsI3aHHBIE C cekBeHMpoBanyeM [15]. IIpenaranp-
Has IMArHOCTMKA O6JIerdaeTcsi ¢ IOMOIIbIO Pas/IMYHbIX
BYI3Ya/IM3aLIMOHHBIX METO/IOB, TAKMX KaK Y/IbTPa3sBYKO-
BO€ MCCIIEJOBaHNE, MaTHUTHO-PEe30HAHCHAsT TOMOTpadust
U TeHeTH4eckoe TecTupopaHue [9]. [na 6epeMeHHOCTeI!
C BBICOKVMM PUCKOM ¥3-3a CEMEITHOTO aHaMHe3a KPaHMO-
CUHOCTO30B, MOJIEKY/LIPHO-T€HETNYECKOe TeCTHPOBaHMe
IPEAIOYTUTENIBHO, B TO BpeMs KakK Jyid OepeMeHHOCTell
C HU3KVMM PUCKOM MOXXET OBITb JOCTaTOYHO IIpOBefie-
HJfe OOBIYHOTO YIbTPa3sBYKOBOTO McCmefoBaHus [9, 22].
[ToBbIIIeHNe TOMIMHBI BOPOTHUKOBOTO IIPOCTPAHCTBA
B IIEPBOM TpUMeCTpe OepeMEHHOCTU CUUTAETCA OFHUM
u3 axorpaduueckux mpusHakoB. COBpeMeHHbIe METOMBI
BK/IIOYAIOT TPEXMEPHYIO Y/IbTPAa3BYKOBYIO JMATHOCTUKY
JMIA ¥ KOHEYHOCTel, TOATBeP>KAALIYI0 iuartos [22].
I[IpenaranbHass MArHUTHO-Pe30HAHCHAs ToMorpadus da-
CTO VCIOJIb3yeTCsI [A/Isl TOYHOI AMArHOCTUKY CHIPOMOB
KPaHMOCHHOCTO33, BBIABJIAA pas/MYHble aHOMAJIVM, Ta-
Kie KaK areHesusi MO3OJIMCTOTO Tefia ¥ IMUApouedanys
[21]. OTHOCUTENBHBIN PUCK /TSI CUOCOB 3aBUCUT OT reHe-
TUYECKOTO CTaTyca pofuTesel mpobaHpa.

IuddepennmanbHas IMarHOCTUKA CUHAPOMAIbHBIX
KPaHMOCKHOCTO30B IPOBOAUTCS Ha OCHOBe crienudu-
YeCKMX YepeITHO-MIEBbIX XapaKTePUCTUK Y aHOMaINI
KIUCTeil ¥ CTOI, IO3BOJIAIIINX YCTAHOBUTD KIIVMHUIYeE-
CKUI1 ouarHo3 cuHgpoma Amepra [15].

MATEPWAJIbI U METO/1bI
ITpoBenieH peTpOCIIeKTUBHBIN aHA/IN3 IEBATY KPaHNCHU-
HOCTO30B. 3a nepuof c 2018 mo 2023 r. B ABYX IeTCKUX
MHoronpoduapHbIX cTaruonapax Mockser, [BY3 «[IT’Kb
Ne 9 um. IL'H. Cnepanckoro» n «HIIII crermanuanpo-
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Tabnuua 1. AHaMHecTU4Yeckme, aHTpornoMeTpuyeckmne, NosoBble U BO3PaCcTHble 0COBEHHOCTU aeTel
C AaHHbIMW CUHApPOMaMM

PeGenox/ Srtle Kpyaona
Noka3zarenb
3 4 7 :]

lecTauMoHHbIN Bo3pacT (Hegenb) 39 40 38 39 40 39 40 39 29
Macca npwm poxgeHum (r) 3650 3020 3800 4180 3550 3858 3600 3200 2570
OnunHa Tena (cm) 54 54 52 57 54 56 56 52 47
OKpPY>XHOCTb ronoBbl (cM) 35 35 36 - 35 34 35 35 34
Anrap 8/8 8/8 3/6 717 8/9 7/8 7/8 7/8 4/6
MNon X X X X M X X X X
?c?,iﬁac;;gxwlj%wnneumm B oTAeneHue 76 13 10 _ 3 4 7 net 4 5

BaHHON MEeIMIIMHCKON oMol aeTsaM uMm. B.®. BoitHo-
SlceHerkoro», OBUIM BBIABIEHBI LIECTh KIMHWYECKUX
cIy4aeB CMHApoMa AIlepTa, ABa clIydas C CHHApOMA
Kpysona u ogus ciy4aii ¢ cunppomoM Ilgaiiddepa. Ko-
JIMYECTBO MAIVIEHTOB He ABIAETCA JIOCTATOYHBIM, YTO-
ObI cYMTaTh BBIOOPKY JOCTOBEPHOI, OJJHAKO 1 110 STUM
HNAHHBIM MbI MOXXEM C[iefIaTb OIIpefie/IeHHbIe BBIBOJBL.
B ra6muie 1 mpuBeeHbI JaHHbIE BCEX AEBATEPBIX JeTel,
BK/IIOUEHHBIX B MCCTIEOBAHIE.

Y BceX HOBOPOJXK/IEHHBIX AMarHO3 ObLI 3aII0f{03PeH B
POAMIbHOM JIOME B IlepBble CyTKM >KM3HU, TONBKO y Off-
Horo pebeHka ¢ cuHipoMoM Kpy3oHa ObUT BBICTaB/IEH B
BO3pacTe 7 JeT.

PE3YJIbTATbI
Bce kMHMYeCKe IPOSIB/ICHNS, BBISIBICHHBIE Y MICCTIEAY-
eMBIX JleTell, MbI YCIIOBHO Pasfie/Viv Ha IPYIIIIbI, I7ie OT-
paXXeHBI MpeVMYyIleCTBEeHHbIe MOPAKEHUs PasINIHbIX
OPTaHOB I CUCTEM.
Y o6cnenyeMbIX HOBOPOX/JCHHBIX HAO/TIOA/NCD CIIENy-
fol1[yIe OTK/IOHEHNsI, KOTOpbIe OTPaXKeHBbI B Tab/mmIax 2 u 3.

V Bcex 9/9 meTeit B HallleM KIMHUYECKOM HAOIONEHI
OBUIV BBLAB/IEHBI BPOXK/IEHHBIE TIOPOKI Pa3BUTISA TOTIOBHO-
ro Mo3ra (KpaHMOHMOCHHOCTO3 KOPOHAPHBIX LIIBOB C op-
MMpPOBaHUEM YepeIHO-TINIeBbIX AucMopduit). ¥ Bcex 6/6
meteii ¢ cuHgpoMoM Arepra 'y 1/1 ¢ cungpomom Ildait-
¢bdepa HabmORAIICh BPOKIEHHbIE IOPOKYU Pa3BUTHS KO-
HeYHOCTell (IONHAsA/9acTUYHAs CUHOAKTWINS BEPXHUX
WM HVDKHVUX KOHEYHOCTell, fedopmarym kuctu). Y 3/6,
HIOJIOBVHBI, JIeTeil C CMH/IPOMOM ATiepTa ObUIM BBIAB/ICHBI
BPOXX/IEHHbIE MOPOKM cepAua (eeKTbl MEXOKEeTyJ0uKO-
BOII 1 MEXIIPELICepIHON MeperopofoK, MOMOTHUTETbHASL
XOpfia, OTKPBITOE OBalbHOE OKHO). IIpy 3TOM BpOXKmIeH-
Hble TIOPOKI PA3BUTHA JIPYTYX CHCTEM OPraHOB, BK/IIOYAs
HOpaXXEHNUS OPTaHOB 3PeHVA M CIyXa (TUIIepTelopy3M,
3K30(Ta/IbM, 35K30pOUTH3M, KOCOI/Na3Ne, HU3KO PpacIo-
JIO)KEHHBIE YIIHblE PAKOBUHBI, aTPE3NN XOaH U HETO/THASA
aTpesns CIIyXOBBIX IIPOXOJIOB), HAOMIOAINCH Y BCex 2/2 fie-
et ¢ cuHapoMoM KpysoHa, y 1/1 pebeHKa ¢ CMHAPOMOM
[paridpdepany 1/6 c cungpomom Aniepra. [Ipu poxxaernn
PpecIMpaTOpHbIe PacCTPOIICTBA (IbIXaTebHAsA HeIOCTATOY-
HOCTb Pa3HOJI CTeNIeHV BBIPaKEHHOCTI) ObIIN BBIAB/ICHBI y

Tabnuua 2. KnuHuyeckure nposieneHus y obcneayeMbix AeTeN C NpeacTaBleHHbIMU CUHAPOMaMM

PeGeHoK/
Moka3aTtenb

CuHppom

CuHppom

Anepta Kpy3oHa

2 4
PecnnpaTtopHble paccTponcTea - + - - - - - + +
MNHMbEKLMOHHbBIN TOKCUKO3 - + = = = - - _ -
BpoxxaeHHbIM NOPOK BEPXHUX KOHEYHOCTEN + + + + + + - - -
Bpo>AeHHbIN NOPOK HUXKHUX KOHEYHOCTEN + + + + + + - -
Oedopmauunm kucren + + + + + + - _
BpoXXAeHHbIN MOPOK rONOBHOIO MO3ra + + + + + + + +
BpoxaeHHbIN Nopok cepaua - + + - + - - - —
MNMopaxeHuns rnas, opraHoB cnyxa - + - - - = + + +
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Tabnuua 3. YepenHo-nu1ueBble U3MEHEHUS Y AeTel C UccneayeMbiMn CUHAPOMaMU

PeGeHoOK/
Mokasarenb

CuvHapom
AneprTa

CuHppom
Kpy3oHa

Akpouedanus (6awHeobpa3HbIN Yepen) + - + + + + - + +
MakpokpaHus — — = = = - - — +
zg%zgtsle;:;v?pGMTaanom yactu : . N B . . . B B
YnnouieHune 3atbinka + - - - - + + = +
ottt B N N N L R B R
OpOuTanbHbIN rMNepTeNopU3M - - + + + + - +
OKynsipHbIV NponTo3 (3k30pbuTN3M) - - + + - _
lMnonnasus cpegHen Yacty nuua / BaaBneH-

Hasi pecopmaLma cpefHeln 30Hbl nnua + + v - i s - i i
Mnonnasunen BepxHen YentoctTm - + + - - + - — _
PacwenuHa a3blyka Mnu mMarkoro Héba + + + + + - - -
ManeHbKnI 3a0CTPEHHbBIN HOC - + + - + - +
BbicTynatowpe yuwHble pakoBUHbI - + + = + + -

1/6 pebeHKa c cuHpoMoM AniepTa, y 1/2, HOTIOBUHBL, fieTel
¢ cunppomoM Kpysona ny 1/1 ¢ cunapomom Idaiiddepa.
VIH]eKIMOHHBI TOKCMKO3 B aHAMHe3e MaTepyl BCTpedasl-
s TOZIBKO Y 1/6 pebeHKa ¢ cMHAPOMOM AtiepTa.

YepenHo-nmieBble MI3MEHEHNA Y BCEX JIeBATEPDIX fle-
Teil IpUBefieHb! B Tabmme 3.

CaMbIMU YacTbIMI 1 Hano/1ee XapaKTepHBIMY IS CUH-
fipoMa Anepra BCTpedaIuch V3MeHeHMs (popMbl deperra:
akpouedamsa (6anHeoOpasHbIT Yeperr), HNOMMKPaHNOCK-
HOCTO3 (CMHOCTO3MPOBaHME KOPOHAPHOTO M JIIMOIOBUI-
HOTO IIIBOB), @ TAK)Ke YKOPOUYeHIe OpOUTAIbHOI YacTy 106-
HOJ KOCTH — Y 4/6 feTelt, yIIoleH1e 3aTblIKa — y 2/6 fieTeit.
Y 4 neteit ¢ curgpoMoM AniepTa HabTIOIA/ICH TOPOKY pas-
BUTH TOJIOBHOTO MO3Ta (JVICTOIVA MVHJAIMH MO3)Ked-
Ka, CTEHO3 IPEMHOTO OTBEPCTILA, APaXHOWIATbHbIE KICTBI B
3aJiHel! YepenHo sIMKe, MarbhOpMaly MO3OIMCTOTO TeNa
1/ IMMOMYECKVIX CTPYKTYP U JAp.), 9TO COCTABUIIO 66%.
B xymHmMyeckoM HabmopeHm y 1/2, mepBoro peGeHKa ¢ C1H-
npomoM Kpy3oHa, mpucyTcTByeT Kiaccmdeckast CUMIITO-
MaTridecKas KapTHHA: HapylleHyue KOH(pUIypauuu deperna
(axpouedamis), sk3odranpm, HapyleHre GOpM 1 pa3MepOB
IIPaBOJI IVIA3HNUILIBL, 3aTPYHEHIE HOCOBOTO JIBIXAQHMA 32 CUET
VICKPUBJICHS1 HOCOBOJI TIEPerOpOfIKI. B KIMHIYeckoM Ha-
OmoneHyy y 1/2, BToporo pe6eHka, MOMIMO KITaCCHYeCKIX
JIVLIEBbIX aHOMA/IVII VI IbIXATe/IbHBIX HAPYIIEHNIL, OTMeYaeT-
CA Ha/IM4Me aHOMA/IBHON JiepMatormuky manples. Y 1/1
pebenka ¢ cungpomom Ildaiipdepa HabmOmAMICH MHOXeE-
CTBEHHBIE BPOXK/ICHHBIE IIOPOKM pa3BuTys (popMa royioBbl B
BIIJIE «/IVICTa KJIEBEPa», TMIIOIUIA3V CPEHel YacTy JINILA, TH-
HIePTeNIOPYU3M, 9K30(Ta/IbM, YIUIOLIEeHHbII 3aTIIOK).

BposkzieHHbIe TOPOKY cepALia Obl 3aMedYeHbl TOJIBKO y
meTelt ¢ cufpoMoM AniepTa 1 cocTaBuay 50% OT Bcex Cy-

YaeB, TAKXXe Y BCEX fieTell C JAHHOI IIaTOJI0T el ONpefen-
nmch aneBpuama MITII ¢ He6ombLIMM feeKTOM, JOTIOTHY-
TenbHasA xoppa B JIJK 1 oTKpbITOE OBajsibHOE OKHO. B cirydae
¢ cuapgpomamut Kpysona n Anepra Hanmn4ye BpOXXJ€HHBIX
IIOPOKOB JIPYTVIX CHICTEM OPTaHOB He HaO/TIOIaIoCh.

OBCY)XAEHUE

Mbl CpaBHMIV BbIAB/ICHHbIE IPOAB/IEHNA CHHAPOMOB
Amnepra, I[1dpaitpdepa n Kpysona y mccnegyeMbIx naryeH-
TOB C OIVICAHHBIMM B OTE€YECTBEHHOIT 11 3apyOeXXHOIT Hay4-
HOII TUTepaType 0cobeHHOCTAMIL. B Tabmuiie 4 mpuBeeHbI
obupre 1 crenyduyecKyie IPOsBICHNS y BKIIOYCHHBIX B
VICCTIENIOBaHMe IeTell, KOTOpbIe COBIIA/AIOT C TaHHBIMY MI-
POBOII HAy4IHOI /TMTEPATYpbl. bbUIN MCIIONb30BaHbI JaH-
Hble BCEX paHee IL[UTVMPOBAHHBIX MICTOYHMKOB, OJHAKO B
CpaBHeHIMM OOJIBIIYIO POJIb UTPA/IV OOHOB/IAIONIMECS [aH-
Hble nccnegosannsa Wenger T.L. (1993-2024 rr.) [23].

Hy>xHO OTMeTNTb, YTO y BCeX AeBATEPHIX fieTell ce-
MeTIHBIIl aHaMHe3 He ObII OTATOIeH ¥ KPaHNOCHHOCTO-
3bl BIIEPBBbIE [JUATHOCTMPOBAHBI B CEMbe, YTO ellle pas3
HOATBEPXK/IaeT BO3MOXKHOCTb MYTAalWii B I'eHaX pOCTa
¢ubpobmactos 1 1 2 de novo.

3AKJIIOYEHUE

CunHppoManbHble KPaHMOCMHOCTO3bI Arepra, Ildaiid-
¢depa n Kpy3oHa ABIAIOTCA pefKIMU FeHeTUIECKIMIY 3a-
0oneBaHMAMY, KOTOPbIE XapaKTepU3yTcs fedopMariy-
SIMM JIMIIA, Yepera ¥ KoHeuHocTell. OJHAKO y HUX TaloKe
€CTb CBOM OCOOEHHOCTIL.

CunppoMm Amnepra XapaKTepusyeTcs KpPaHMOHUCTO-
30M KOpPOHApHBIX HIBOB ¢ ¢opMupoBaHueM Opaxuiie-
damuu nnn akpouedannu, BaaBreHHOI Hedopmarieit
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Tabnuua 4. O6wme 1 cneunduryeckne KNMHNUYECKMe NPOSBAEHUS Yy UCCeayeMblX AeTen

HasBaHue

cnHpgpoma

Oo6wme
NPU3HaKn

Cneuudumyeckmne npusHaKv
ANA cMHApPOMa

KpaHl/IOCVIHOCTOB, CMHOCTO3MpPOBaHME KOPOHApHOro u

g::ﬂpfﬂa';?ﬁ:l nAaMO6A0BUAHOMO WWBOB, CUHAAKTUANA BEPXHUX WU HUX- rg'zmr'ejlavfx: ﬂii‘ff:aennqmemgﬂgj
OMIM ‘I),01200 4 HUX KOHEYHOCTEN, TMnepTenopm3m, rmasHom 3k3odTanbm, Eo H&6a

aTpesus X0aH U CTyXOBbIX MPOXO40B

KpaHNocrMHoCTo3 (MHOMOLWOBHbIN, Yallie BCEro KOpOHap-
Cunpgpom lNdanddepa HbI), BEepPXHEeYentocTHas runonnasus, runeptenopusMm, | AHomanusa Kuapwm 1 BctpedaeT-

1, 2, 3Tvnos. /
Pfeiffer syndrome
types 1, 2, 3,
OMIM 101600
TMBHOeE anHo3 CHa

rnasHomn sk3odTanbM, OTeK AMCKA 3PUTENIbHOIO HepBa, | Cs Yalle npu cnHapome MNdan-
Kocornasue, onyLieHue rnasHbix wWwenen, atpesus cnyxo- | ddepa, WwWMpoke MeamanbHO
BbIX MPOXOAOB, KOHAYKTMBHAasi TYroyxocTb, rmgpoueda- | oTK/IOHeHHble bonbluve nasnb-
nus, CIMSIHUSA WWEWHOTo OTAena NMo3BOHOYHWMKA, OOCTPYK- | Lbl HOT, bpaxuaakTnnus

CuHapom KpysoHna /
Crouzon syndrome,
OMIM 123500

CTPYKTUBHOE alfnHO>3 CHa

CpemHeil 30HBI MMIA U CUMMETPUYHON CUHJAKTUIMEN
koHeyHocTell. ONHOINM U3 OT/IMYNUTENbHBIX OCOOEHHO-
CTell MalleHTOB C CUHAPOMOM ATlepTa sABIAETCS MaKpoO-
KpaHus. Hepenko y manyeHToB 0OHapy>KMBAIOT IIOPOKU
pasBUTHUA TOJTOBHOIO MO3Ta, TaKMe KaK JUCTONUS MUH-
OalIVH MO3XKE€YKa, CTEHO3 SIPEMHOr0 OTBEpCTU:, apax-
HOMJA/IIbHbIE KUCTBI B 3aJHEl YEPEIHOW fMKe, Majlb-
dbopmanuM MO3OTUCTOTO Telna /WM TUMOUIECKUX
crpykryp. CregyeT 3aMeTUTb, YTO IPOIPeCcCUpYIOLIas
ruzporedanusa HecenmuaHa [y 3a00/IeBaHu, 32 Hee
OLIMOO0YHO MPUHUMAIOT HEIIPOTPECCUPYIOIIYI0 BEHTPH-
KY/IOMeTajINIo, 4YaCTO HAOII0faeMYI0 y 9TUX HAlMeHTOB.
Y manmeHToB C CMHPOMOM ArepTa 0ObIYHO Habmoaa-
€TCsl YMCTBEHHOE He[JOpa3BUTIE PAa3HOI CTEIIeHN BbIpa-
JKEHHOCTH, OJHAKO UMEIOTCS MalVieHThl U C HOpMajb-
HBIM MHTeNIeKTOM. K OCHOBHBIM NMIIEBBIM IPU3HAKAM
CMHApOMa ATlepTa OTHOCUTCS OKYJIAPHBIN IIPONTO3 (9K-
30pOUTI3M), KOTOPBIT MOXKET OBITh aCUMMETPUIHBIM.
Ilopaxxenusa opraHa 3peHus, I'MIOIUIA3VsA BepXHell 4Ye-
MIOCTH, Pacie/iMHa sI3bIYKa WM MATKOTO HEGa, paciie-
NIMHA TBEPHOTro HEOA, aJIbBEOISIPHOTO OTPOCTKA BEPXHEN
YeNIOCTI U TyObl oYeHb penky. COIIacCHO JJaHHBIM Ha-
YYHOI MUPOBOI NUTEpaTyphl, KpOMe OMMCAHHBIX HAMMU
IIOPOKOB Pa3BUTHA, IPUMEPHO y 2/3 MallEHTOB TaKXe
HaO/IIofaeTCsl cpacTaHye LIEVHBIX TO3BOHKOB, IOPOKMU
PasBUTHA Tpaxel, 3a[jep>KKa IIPOpe3bIBaHNsA 3yOOB.

Ina cuagpoMa KpysoHa TMIIMYHO IpOsAB/IEHNE Kpa-
HMOCUHOCTO3a C BOBJIEYeHVEM He TOJbKO KOpPOHapHO-
T0, HO 1 CAaTUTTAJIbHOTO 1 JIIMOIOBMAHOTO IBOB. [Topok
COIIPOBOXK/IA€TCA BBIPA)XEHHON TUIIOIUIA3MEN CpemHen
TPeTM JMIA C OYeBUIHBIM OKY/LAPHBIM IIPOITO30M, HO
IpY 3TOM 3a00JIeBaHUY He BBIAB/ISIOT IPYOBIX TOPOKOB
pasBUTHUA KUCTEI U CTON, YTO OTIMYAET €r0 OT APYIUX
3a00jleBaHMIl YKa3aHHOV TIpymmbl. IIopoku pasButus
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KpaHMocMHOCTO3 (MHOIOWOBHLIN, Yalle BCEro KOPOHap-
HbI), BEpXHEYeNntoCcTHas rmnonnasmns, TpaxeanbHbln Xps-
WEBON pyKaB, rMMepTenopusMm, rnasHon >3k3odTanbm,
OoTeK AMCKa 3pUTeNbHOro HepBa, Kocornaswe, atpesus
CNYXOBbIX MPOXOAO0B, KOHAYKTMBHAs TYyroyxocCTb, rMApo-
uedanusa, CMAHNS WENHOro oTaeNia NO3BOHOYHMKA, 06-

AHomanusa Knapu 1 BcTpeua-
eTcsl yallle, peTpy3usi cpeHemn
30HbI MLa 6e3 BepTMKanbHO-
roygpapa

ITHC HabnrofaoTcs y ManyeHToB ¢ curapoMoM Kpyso-
Ha pexe, 4eM Ipu cuHpgpoMe Anepra. OHM BKIIOYAIOT
aHoMamuio Kuapy 1-ro Tuma u nporpeccupymouyio Iu-
pponedanuio. CTeHO3 ApeMHBIX OTBEPCTUI B COYETAHUN
C Cy)KeHNeM ApeMHbIX BeH HabmomaeTcs B 60% coydaes.
Boree BbIpa)keH CMMMETPUYHBIN 9K30pOUTH3M. Bepx-
HASA 4YeTIOCTb CUIbHO HEJIOPa3BUTa, YTO B COYETAHUM C
KOCTHBIM Ie(UIIMTOM HIDKHETO Kpas OpOUT yCUIMBaeT
OKy/IsApHBIit porTo3. HE6o y3koe, BBICOKOE, Y TIOTIOBU-
HBI 60/IbHBIX OTMEYAIOTCA IaTepabHble Y TOIICHN C/IV-
3ucroit o6omoukn. HecMoTps Ha TO 4TO y McCemyeMbIx
HaMI ieTell He ObIIM BBIABJIEHBI HAPYIIEHNUS (POPMUPO-
BaHU 3y0OB, 110 JaHHBIM MUPOBOJI HAyYHON JIUTEPATY-
PBL, BCTpeYaroTCA HapyLIeHN s OKK/II03Y Y CKY4€HHOCTD
3y60B Ha (hOHe I'MITIOIIA3MI BepXHel YeTI0CTI, YTO TaK-
JKe ABJIAeTCs XapaKTepHbIMU IIPU3HAKaMU IIOPOKa, HO B
OT/IM4Me OT CMHAPOMa ATlepTa 3HAYUTENbHOI 3aJepKKI
npopesbiBaHKsA 3y60B HeT. CpalljeHue IIeiHbIX T03BOH-
KOB BBIABJIEHO y 22% 60/MbHBIX. IIp¥MepHO Y IOTIOBUHBI
UCCTIeyeMbIX JieTell BCTpevyaloTCs HapylIeH)s OpraHOB
CITyXa — KOHIYKTUBHAsA TYTOyXoCTh. ¥ 13% mmeeTcs cre-
HO3 WIN aTpesys Hapy>KHOIO CIyXOBOro KaHaja. Yacro
HaO/TIOAI0TCA 3HAYNTeNbHbIE HAPYIIeHNA JbIXaHUA.
Tunmunele nposiBnenust cungpoma [daitddepa — xo-
POHApPHBIII KPaHNOCKHOCTO3, TUIIOIIA31sA BEPXHEN 4eIIIo-
CTU, 5K30pOUTI3M 1 TIOPOKM PasBUTHA KOHeUHOCTeit. s
Bcex TumoB cuHpapoma [ldaitbdepa xapakrepusr gedop-
Maiyy GOJIBIINX NaJIbLEB PYK M HOT B BUJE UX YKOpOYe-
HIA, YTONIIEHNA ¥ KIMHOGAKTIINY, A TAKOKe KOKHAsA CUH-
MAKTWIVS, Yallje MablieB CTOH ¥ OpaxyIaKTUINs KUCTel
VI CTOII 33 CYeT YKOPOUeHMs CpefHMX (aaHr. Bee manyen-
ThI ¢ cunzipoMoM Ildaiiddepa nmeror runomnasnio cpen-
Hell 30HBI /InIA. B muTeparype oTMedaeTca TakoKe coyeTa-
HJ€ CO CKY4eHHOCTBIO 3yOOB U HapYIIEHUAMY IIPUKYCa.
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HecmoTpss Ha CXOACTBO CHMIITOMOB, KKObI U3 3TUX
CUHJIPOMOB UMeeT CBOV YHMKAJIbHble OCOOEHHOCTH, KOTO-
pble OOYC/IOB/IEHBI Pa3/IMYHBIMY T€HETMYECKMMI MYTaly-
AMA. PaHHAA IMAarHOCTMKA ¥ IIPAaBWIbHOE BENEHVE JIETEN C
BPOXKJEHHBIMI CMHPOMA/IbHBIMM KPaHMOCMHOCTO3aMI MO-
KeT OBITb 3aJI0rOM Y/Iy4LIeHNs KadecTBa VX >kusHu. [Torm-
MOP(GHOCTb KIMHIYECKVX IIPOSBTICHMIT TpeOyeT ydacTyA
HEOHATOJIOIOB, NEATPOB, TEHETUKOB, HEBPOJIOIOB, Y€/IIOCT-
HO-JIMLIEBBIX XMPYPrOB, HEMPOXMPYPIOB M Bpadeil Ipyroii
CIIelyasalyy B IIPOLIECCE JIEYEHNA TIALVIEHTOB Y Ia/IbHEN -
111ero HaO/MIOfeH s 38 HUMIL. Y TaKUX JIeTell MOBbIIIEH PUCK
JVIaTHOCTMPOBAaHNA BPOXXECHHBIX OTKJIOHEHMI CO CTOPOHBI
CepHIeYHO-COCYICTON CHCTeMbI, O(PTaTbMONOTMYECKIX OC-
noXHeHMIN. Hepeko KpaHMOCMHOCTO3bI BBLABIIAIOTCS BIIEp-
BBIE B CEMbE U, KaK IPaBWIO, TaKye CEMbM HY)KIAIOTCA B
Jia/IbHelIIeM HaOMONEHNM Y TeHeTUYeCKOM TeCTMPOBAHNM
HOCTIEAYIOIMX TIOKOTIeHNMiA. PasBuTie MeTomoB deTanbHOI
XVMPYPIUN Y TeHHO MH)KeHepyH, BO3MOXKHO, TIO3BOJIUT B Oy-
JlyllleM JOOMBaThCs 3HAYNTE/IbHBIX YCIIEXOB B IPEIOTBPaILie-
HIW Y JIEYEHMI CYH/IPOMA/IbHBIX KPAHNOCHHOCTO30B. a
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LEPMOMAHbBIE KNCTbI B CTPYKTYPE NOPAXXEHUN
BNCOYHOW KOCTWU: AHAIN3 JINTEPATYPHbIX JAHHbIX

KnioueBble cnoBa: ilepMouHas KMCTa, CpefHee yxo, MeToabl AUarHoCTUKM, XMPYPrudeckmin octyn
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Pestome. B cTaTbe npeactaBneH 063op natonornyeckoro obpasoBaHus cpeHero yxa B BUAE AePMOUIHbIX KUCT (aep-
mompoB). Llenb nccnenoBaHus 3aknioyanach B U3y4eHUM 0CODEHHOCTEN PocTa U Pa3BUTUS LEPMOUAHBIX KWCT, pac-
NPOCTPAHEHHOCTN NaTONOMMM CPeAn HaceneHus, MeTofax AMarHOCTUKM 3aboneBaHWs U TaKTUKM XUPYPruyeckoro
neyenus. MccnefoBaHue NpoBoAMNOCk NMyTeM aHanM3a NMTepaTypHbIX AaHHbIX 3NEKTPOHHbIX OMbnuoTek. PesynbraThbl
NPOBEAEHHOr0 MCCnefoBaHUs Nokasanu Oonbluylo pPacnpocTpaHEHHOCTb 3aboneBaHNs CPEAN AETCKOrO HaceneHus
BCNeACTBUE HapyLLEHUsi MEXaHW3MOB 3MOPMONOrNYeCcKoro paseuTus. PeLmaveumpyoLLme rHoMHbIE OTUTbI Y pebeHka,
nopaxeHus No TUMy CEKPETOPHOTO OTUTA C AUCPYHKLMEN CYXOBOK TPYObI SBASIOTCS NOBOLOM ANS JOMONHUTENbHOM
AWarHoctvku 3abonesanus cpegHero yxa. MCKT u MPT cyuTatotcs MeTofamm Bbibopa B AMArHOCTMKE LePMOUAHBIX
KMCT. PeHTreHonornyeckme ocobeHHOCTM BKIIOYAOT XapaKTepHY0 MHTEHCUBHOCTb CUrHana, OTCYTCTBME Nepudeprye-
CKOTO OTeKa M HaNnyne YETKO OYepUeHHbIX KPaeB KUCTbl. Ha paHHMX 3Tanax pa3BuTuUs B NONOCTY AEPMOUA0B Npeob-
NajatoT KNeTKM NAOCKOro 3NUTENns U KepaThHa C MMHUMAIbHBIM COLlepPXaHWeM CeKpeTa CanbHbIX M MOTOBbIX XeNes3,
BONOCAHBIX GONNMKYN. B CBA3M C 3TUM MX MOXHO CNyTaTb € X0NeCTeaTOMOM AW ANNAEPMOUAHON KUCTON. Takxe B Cy-
yae pocTa AEPMOMAHON KMCTbI MO TUMY BONOCMCTOrO MOAMNa MHCTPYMEHTanbHas auddepeHumanbHas AMarHocTmka
3aTPyAHUTENbHA BCIEACTBME BbIPAXEHHOTO OTEKa U OTCYTCTBUS YETKUX KpaeB 00pa3oBaHMs, COXHOCTY BU3yani3a-
LMW HOXKM MOMMMa, @ PEHTIreHoNornyeckme npu3Hakm MoryT KOCBEHHO yKa3blBaTb Ha XOnecTeaToMy Uin TepaTomy.
MaTtormcronormyeckoe MccnefoBaHne bronTata ABNAETCS NPEAMETOM BbiOOpa AN NOCTaHOBKM OKOHYATENbHOTO Au-
arHosa. Jlokanusauus nepmonaa B npegenax 6apabaHHoM nonoctu, ero 3KCTpaTUMMNaHanbHoOe pacnpocTpaHeHne B
COCLLEBMHbIN OTPOCTOK, CYXOBYIO TPYOY, MOABMCOYHYIO IMKY TPEOYIOT onpeaeneHus fanbHenwen TakTUKN XUpypru-
yeckoro neyeHus. 1o gaHHLIM NUTEpPaTYpPbI, MPY NOPaXEHUN COCLLEBUAHOIO OTPOCTKA BbIMOAHANACh MacTOMAIKTOMMA
¥ caHauws bapabaHHOW NONOCTY C MOMOLLBIO ONepaLyOHHOrO MUKpockona. Mpu 0bHapyXeHUM HOXKM KUCTbI B 00-
NacTW rNOTOYHOTO YCTbs €BCTAXMEBOM TPYObI MO0 B MOABMCOYHOM IMKE NPeLMETOM Bbibopa Obina 3HA0CKONMYeCKas
BM3yanu3aLus XMpypruyeckoro nons ¢ Lienbto ToTalbHOro ncceyeHns obpasoBaHus M NpoduUnakTMKK peLyanBoB.

Summary.

Summary. The article presents an overview of the pathological formation of the middle ear in the form of dermoid cysts
(dermoids). The aim of the research was to study characteristics of the growth and development of dermoid cysts, the
prevalence of pathology among the population, methods of diagnosis of the disease and tactics of surgical treatment.
The study was conducted by analyzing the literary data of electronic libraries. The results of the study showed a high
prevalence of the disease among children due to a violation of the mechanisms of embryological development. Recur-
rent purulent otitis media in children, lesions of the type of secretory otitis with dysfunction of the auditory tube are
the reason for additional diagnosis of middle ear disease. MSCT and MRI are considered to be the diagnostic methods
of choice for dermoid cysts. Radiological features include the characteristic signal intensity, the absence of peripheral
edema and the presence of clearly defined cyst edges. At the early development stage the dermoid cavity is dominated
by squamous epithelium and keratin cells with a minimum content of sebaceous and sweat glands, hair follicles. In this
connection they can be confused with cholesteatoma or epidermoid cysts. In addition, instrumental differential diag-
nosis is difficult in the case of dermoid cyst growth by the type of hairy polyp due marked edema and lack of fuzzy con-
tours of formations, poorly visualized areas of pedunculated polyp. Moreover, radiological signs may indirectly indicate
a cholesteatoma or teratoma. Pathohistological examination of the biopsy is the choice for the final diagnosis. The local-
ization of the dermoid within the tympanic cavity, its extratympanic spread into the mastoid process, the auditory tube,
andtheinfratemporalfossarequire the determination of furthertactics of surgical treatment. Asresearch sourcesindicate,

'®IBY «HaumoHanbHbI MeAULMHCKUIA UCCNE[OBaTENbCKMUIA LLEHTP oTopuHonapuHronorum» ®MBA, r. Mockea
2(rAQY BO «Poccuinckmii HaLMOHaNbHbLIN UCCNefoBaTENbCKUIA MEANLMHCKIIA yHUBepcuTeT uM. H.W. Muporosa» MuH3gpasa Poccum, . MockBa
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mastoidectomy and rehabilitation of the tympanic cavity were performed with the help of an operating microscope
when the mastoid process was affected. When a pedunculated polyp was found in the pharyngeal opening of the eu-
stachian tube or in the infratemporal fossa, the subject of choice was endoscopic visualization of the surgical field for
the purpose of total excision of the formation and prevention of relapses.

Ansa untnpoBaHus: [lepMOnAHbIE KUCTbI B CTPYKTYpE MOPaXeHWI BUCOYHOW KOCTU: aHanu3 nutepaTypHblx AaHHbIx / H.A. Javixec [u gp.] //

lMpakTnka neguatpa. 2025. N2 2. C. 36-42.

For citation: Dermoid cysts in the structure of temporal bone lesions: an Analysis of literature data /N.A. Daikhes [et al.] // Pediatrician's Practice.

2025;(2): 36-42. (in Russ.)

BBEAEHUE

JlepMonaHas KNUCTa — 3TO IMATOJIOTMYecKoe Ourepmum-
HaJIbHOe 00pa3oBaHMe, JTOKaIU3YIolleecs MperMyllie-
CTBEHHO B 001acTM TonoBbl U mien. IlopakeHue Bu-
COYHONM KOCTM, B YacTHOCTM OapabaHHON IOIOCTH,
BCTpeYaeTcs pefgKo, BC/IECTBYE 4Yero OTCYTCTBYET
OIIpeJie/IeHHBII aJITOPUTM JAVATHOCTUYECKMX U jlede6-
HbIX MEPONIPUATHUIA.

Lenb — aHanu3 nMuTepaTypHBIX AAHHBIX I IIOHU-
MaHUA 0COOEHHOCTel pOCTa M PasBUTHUA IePMOMIHBIX
KIICT, PacIIpOCTPaHEHHOCTY IAaTONIOTUM CPefy JETCKO-
TO ¥ B3pOCJIOTO Hace/IeHNs, MeTOfjaX AMAarHOCTUKN 3a-
6orneBaHNA ¥ TAKTUKY XUPYPIUIECKOTO JIedeHMA.

O6cyxenne

Hepmoupnbie kuctol (gepmonpsl, 1K) — ato penkue
MHK/II03JIOHHbIE KMCTBI, BO3SHUKAIOLINMeE B pe3y/lbTare
HEIIOJTHOJ CEeKBeCTpalyy 5KTOAEepPMajIbHBIX 3JIEMEHTOB
IpY 3aKPBITUM HEPBHON TPyOKM Ha 3-5 Hel aMOpuo-
HaJIbHOTO pasBUTHA. PasBuBaroTca us AByX 3apopbllile-
BBIX JIICTKOB — 9KTOZepMbl U Me3ofiepMbl. OHM mipen-
CTaBJIAIOT COOOII TOTIOCTHBIE HOBOOOPA30BaHMs, CTEHKU
KOTOPBIX BBICT/IaHBI CTPAaTM(UIMPOBAHHBIM IUIOCKUM
SINUTENNEM, COfeprKalljyie XMPOBYIO TKaHb I IIPUAATOY-
HbIe CTPYKTYPbI KOXKM, TaKye KaK BOJIOCHI, CaJIbHbIe I
IIOTOBBIE K€JIe3bl. BHYTpEHHMIT C/I0J1 BK/IIOYAET TOIBKO
KepaTuH ¥ OpOroBeBIlNe KIeTKMU, KOTOpble cOpachiBa-
I0TCS B IIOJIOCTD 1 3aMEHSIOTCS KJIeTKaM 13 6ojiee I/1y-
60KuX crmoeB. [lepMOMAbl SBSAIOTCSA HOOpPOKadyeCTBEH-
HBIMIU TIOPAKEHMAMM M MEJIEHHO YBEIMYMBAIOTCA 3a
CYeT HAKOIUIEHVSI B IIOJIOCTM KepaTHHa, CIYLIeHHOTO
SIUTENNA U CEKpeTa CalbHBIX M IIOTOBBIX eres [1, 2].

JIK nokanusyrorca B m060M MecTe 4elIoBeYeCKOTO
Te/la, MPeMMYIeCTBEHHO B 00/1aCTM TO/IOBBI U ILEU —
33,9%. Ilpn sTtom 50% 13 HMX pasBMBAKTCA B IIapa-
op6MTaan017[ obmacty, 25% — B IIONOCTHU pra, 13% -
B IIOJIOCTM HOCa M OKOO 12% - Ha 1ee, 3aTbUIOYHON
u 106HOI obnacTsx. [TopaxkeHne BUCOYHOI KOCTHU IIPU
flepMOMJaX BCTPEYALTCA PEAKO ¥ OOBIYHO 3aTparuBaeT
CpefHee yX0, COCLIEBU/IHBII OTPOCTOK, CTYXOBYIO TPyOy
U BEPXYLIKY IMMPaMMIbl BUCOYHOI KOCTH. BHyTpuue-
pelHasA JIoKaNnu3alysa JepMOUIHBIX KUCT TaKXe pefKa
u cocTasnAet oT 0,04% po 0,6% Bcex BHYTpUYEPEIHbIX
omyxoreit [3-5].

JlanHOe maronormyeckoe obpazoBaHMe Hambonee
pacIpocTpaHeHO B IeAMaTpuueckoil npakrtuke. Cpen-
HUJ BO3PacT IIOCTAaHOBKM [MArHO3a JEPMOUIHON K-
CTHI y #eTelt paBeH 2-3 rogam [4]. YacTora BO3HUKHO-
BEHUA JIEPMOUIHBIX OIIYXOJIeil COCTaB/IfAeT IPUMEPHO
3 na 10 000 meTeit, mpuyem 6omnee 80% e TCKUX epPMON-
I0B IIPMXOAMUTCS Ha TOMOBY U ILIEI0: ITepuopOuUTanbHas
obmactb (40-65%), cpenusia nuuus uen (20%) 1 HOCO-
rybHas cknagka (3-6%). Yactora BOSHUKHOBEHNA Jiep-
MOM/IOB BUCOYHOI KOCTM CUMIbHO BapbMUpyeT U COCTaB-
nset ot 1 1o 10% BpoXIeHHbIX fepMonoB. HekoTopbie
MCCIef0BaHNUs T0Ka3a/lIN CKIOHHOCTD K IePMOMAM TO-
JIOBBI U IIeN Y K€HIINH, YTO COCTaB/sAeT 6:1 110 OTHOIIIe-
HUIO K MY)K4MHaM, IpyTyie He CMOIIM JOKa3aTb pasyn-
4Mil B PaCIpOCTPAHEHHOCTH MEX/Y IomaMu [6].

[TepBble cOOOIIEHNS O ZEPMOUTHBIX OIYXOISIX CPefi-
HETO yXa ¥ COCLIEBU/JHOTO OTPOCTKA OBI/IM OITyO/IMKOBa-
Hbl Toynbee 1 Hinton B 1866 1. B xypHane «Transactions
of the Pathological Society of London». Toynbee omm-
CajJl JIlepMONJ, COCLIEBUIHOIO OTPOCTKA, OOHAapy»>KeH-
HBII Ipy BcKpbITuy, Hinton — nepmony cpenHero yxa 'y
Majburka 12 et [7, 8]. Wagenhauser B 1888 r. onmcan
IalJieHTa MY>XKCKOTO II0JIa, Y KOTOPOTO HaOJIIOaNnCh
JacThle abClecchl COCLEBUIHOTO OTPOCTKA, MpOorpec-
CHpOBaBIINeE [0 MOCTAYPUKY/LIPHOTO KOXKHOTO COCLie-
BUIHOTO CBUIIA 1 cMepTy manyeHTa. Scheibe B 1894 r.
omucasl ABa KIMHNYECKNX CIy4as y My>KUIH B BO3pacTe
24 net n 41 ropia, y KOTOPBIX ObUIN ePMOUABI CPEIHETO
yXa, CONPOBOX/ABIINEC pelMUAUBUPYIOLIel OTopeeil
[9]. B 1903 r. Johnston ommcan y 32-1eTHei >KeHIVHBI
[epMOMIHYIO KICTY, IPeACTaB/AIIIYI0 06011 06pa3o-
BaHMe HaJfl COCLIeBUIHBIM OTPOCTKOM, HO He pacIpo-
CTPaHAIIIYIOCA B STYCHIKIL.

B 1962 r. Howie omy6mmkoBan ciydaii 29-meTHeit
JKEHIIMHBI, Y KOTOPOJI HaOMIONAINCh JIEBOCTOPOHHSS
IIOTeps CIyXa, a TAK)Ke TOIOBOKPY>KeHMe, COITPOBOXKa-
fomeecst ppoToit. IIpu orockommy 6bUI0 OOGHAPY>KEHO
HeOonbIIOe 00pa3oBaHue, 3aHMMAIOIlee TMIOTUMIIA-
HYM. DbII0 BBIITOTHEHO MHOTO3TAITHOE XMPyprudeckoe
yhaneHue. B maHHOM ciaydae fiepMONA paspyliua M-
[IOTMMIIAaHYM, B pe3yabTaTe dYero YKOBUIA SpeM-
HOJI BeHBI ITposnabupoBana B cpefHee yxo [10]. Cambim
B3POC/IBIM MALIMEHTOM C JEePMOMIHON OIYXOJbIO CPEX-
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Hero yxa ObUI 67-7TeTHMII MY>K4MHa, ONMCaHHbI Steel
B 1976 1. [11]. IToc/e HeCKONMBKUX JIeT peLUAUBUPYIO-
LIer0 CEKPETOPHOTO CPEeJHEro OTUTA 3TOMY IAllVIEHTy
ObIIO IPOBEIEHO XVPYPrudecKoe yaaaeHue JepMonya ¢
MIHMMaJIbHBIMU II0C/I€ONEePAliIOHHBIMA OCTIOKHEHNA-
M. Minatogawa B 1993 I. coo61mmI 0 lepMONIHON OITY-
XONIU CPEJHETO YXa y N€BOYKM 6 JIET C OFHOCTOPOHHEN
KOHAYKTMBHOJ TYTOYXOCTBIO IIPM OTCYTCTBUY B aHAM-
Hese 3a00/1eBaHNsI CPEHNUM OTUTOM Wn otopen [12].

B nureparype omy6mkoBaHo 6oree 20 coobeHmit
0 JlepMOMAAX, INPOUCXOAAIINX M3 €BCTaXMeBON TPy-
ObI, KOTOpBIE IIPOTPECCUPOBAIA U BOBJIEKAIN CpefHee
yX0, COCLEBUJIHBINI OTPOCTOK U HOCOIMOTKY. B 2005 1.
OINCAH CTydall AepMONfa eBCTaXMeBOl TPYOBbI, IocIe
yhaneHusa KOTOPOTO CIycTd 13 MecdAlleB IpOM3OIIEN
pelMauB B Ipefie/iaX CPEMHETO YXa M COCLIEBUJIHOTO OT-
pocTKa. JTO €NUMHCTBEHHBIN 3aJOKyMEHTMPOBaHHBIN
CIIy4all penuuBa NepMOMIHON KUCThL. BriocmencTeunm
HaLMeHTy ObUIO NPOBEJEHO IIOBTOPHOE MCCeYeHMe C
IIOMOUIbI0 TUMIIAHOMAaCTOMAHO-IIOGBMCOYHOTO HOCTY-
ma [6, 13-18].

®utoreHes CIIyX0OBOJL U BeCTUOY/ISPHON CUCTEM Xa-
pakTepusyeTcs NMOCTENEHHBIM YCOBEPIIEHCTBOBaHNEM
U YBEIMYEHNEM €€ aHAaTOMMYECKMX CTPYKTyp. Y Ipo-
CTeJINX OPraHM3MOB OpTaH C/IyXa OJHOBPEMEHHO BbI-
HO/MHAET PYHKIVMIO PAaBHOBECHS U IIPEJICTABJIEH CIIyXO-
BBIM ITy3bIPbKOM. Y 9MOpPUOHA YelloBeKa OpraH CIyxa U
paBHOBeCHA TaKXXe HauMHaeT Pa3sBMBAThbCA Ha 3—-4 Hep
aMOpuoreHesa u3 CIyXOBOTO IIy3bIpbKa — CTaToa-
KYCTUYECKOJ IIAKOAIbI, KOTOPas MIMEET SKTOfEepPMallb-
HOe IPOMCXOXIeHMe U JlaeT Havyano auddepeHmpos-
Ke CJIyXOBBIM U BeCTHOY/LApHBIM pereniropaM. Criyxo-
BbIe KOCTOYKM ¥ OCHOBA JTaOUpPUHTA POPMUPYIOTCA 13
Me30fiepMbl, bapabaHHasI IIepPeroHKa — 13 TPeX 3apO/bl-
LIEBBIX IMCTKOB, a IIOJIOCTb CPENHEr0 yXa U3 BHYTPeH-
HETO JINCTKA — SHTO[I€PMBI.

HepMoupHas Kucra BOSHMKAaeT B pe3y/braTe aHO-
MaJIbHOTO 3MOPMO/IOTNYeCKOrO Pa3BUTHUA Ha TPeThell —
IATOV HefesiX 6epeMeHHOCTH, KOIfja IIOBEPXHOCTHAs
9KTOZIepMa He OTAe/IsAeTCA OT HepBHO TpyOKu. Ha 14-17
CYTKM 3MOpHoreHe3a HauMHaeTcA BTopasd asa racTpy-
JIALNN, B XOJie KOTOPOIT 13 9rnbmacta, 00pasoBaHHOTO B
HepByIo a3y racTpy/IALNY, BBICETAIOTCSA MaTepUaIbI Me-
307IepMBI, XOPJa/IbHOTO OTPOCTKA, KMIIEYHON 3HTOZEp-
MBI ¢ in¢ depeHnnanyei Tpex 3apOofibIIIeBbIX INCTKOB —
3KTOJEPMBI, SHTOfiIEpMbl U MesofepMbl. Ha 16-e cyT-
KI B 9KTOfepMe o0pasyeTcs HepBHasA IUIACTMHKA, KO-
TOpas BHauyajIe IIpeBpallaeTcs B HEPBHBII Xeloo, a 3a-
TeM 000CO0/IsAeTCA U 3aMbIKAeTCsl B HEPBHYIO TPYOKY.
3aKkpbITHe HEPBHOI TPYOKM IIPOMCXOAUT B KPaHMO-Ka-
yOA/IbHOM HaIpaB/IeHMM 4Yepe3 C/IOXKHbIE 3aKOHOMeEP-
HOCTY SMOPMOHA/IBHOTO CIIVISIHMA IO CPefHeil TMHNUM.
Bronp nuHMit cIMAHKA: cOoefMHEHME IATY IIOTOYHBIX
AYT ¥ JIIEBBIX OTPOCTKOB (IOOHBIX, BEPXHEYETIOCT-
HBIX, HIDKHEYETIOCTHBIX) — MOXKET IIPOU30MTI aHOMA/Ib-
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HOe BHeJIpeHIe SKTOflepManbHOro ciost. Ilocmenyomye
3MUTeNMANIbHbIe KOHTAKThl MEXY 9KTOREPMOIL ¥ Me30-
IiepMa/IbHBIMMI KJIETKaMU, IIPOVCXOMAIMMMI 13 HEPBHO-
ro rpeOHs, IPUBOAAT K 00pa30BaHNIO AEPMOUITHONM K-
CTBI C aJIHEKCa/IbHBIMY CTPYKTypamu [19, 20].

B 1937 r. yuennle New n Erich xmaccuduimpona-
M ZePMOV/IHbIE KVCThI Ha TPU MATOTOTMYECKNX THUIIA:
HpuoOpeTeHHbIe epMaIbHble KUCTBI, BPOXK/JeHHAs Te-
paToMa U BpOXXJIeHHble fepMmoupbl. IIpmobpereHHbIe
flepMajbHbIe KMCTBI BO3HMKAIOT B pe3y/bTaTe TpaBMa-
TUYECKOJ MMIUIAHTALMU YaCcTV KOXU B 60J1ee Imy6okue
CJIOM TIpY NOCTHATAJIbHOM 00Opa3soBaHMUM HepMabHON
KUCTHI [21]. OHM HATIOMUHAIOT 3MMIEPMATIbHbIE KVICTHI.
Bpo’keHHbIe TepaTOMbl BO3SHUKAIOT U3 9MOPUOHATIb-
HOTO 3apOJIBIIIEBOTO SINUTENNA BCEX TPeX TUIIOB U CO-
iep>KaT 9/IeMEeHTBI SIINUTENN A, KOCTU U XPAIIA ¥ OOBIYHO
Pa3BMBAIOTCS B AMYHIUKAX I CEMEHHIKaX. BpoxxieHHbIe
IepMOM/HbIE KUCTBI C BKTTIOUEHUAMY 00pasyIoTcs B pe-
3y/lbTaTe HapyLIeHWI 3MOPMOIOTMYECKOTO CIVAHMA
Y COTep)XXaT KaK JiepMasbHble, TaK U 3MufepMabHbie
npon3BogHbIe [22, 23].

JlepMonpHble KMUCTBI MOXKHO KIacCUPUIMPOBATDH
B 3aBMCUMOCTHU OT MX TUCTO/IOTMYECKOTO CTPOEHUs U
COIEP>KVMOTO TIOJIOCTY Ha IPOCThbIe U CIOKHBIe. [Ipo-
cras IK comep>XMUT TONbKO KOMIIOHEHTBI KOXKU, TaKue
KaK SMMIePMIC ¥ lepMasibHble JKenesbl, B TO BpeMsI KaK
cnoxHasa JK comepXUT Xpsiy, KOCTU, COeHVHUTEb-
HYIO TKaHb ¥ Xup. B 1976 r. 6bU1a mpejioxkeHa Kaccu-
¢buKaIys TepMONIOB TOMOBBI U 1€V Ha YeThIpe IPYII-
IIBI Ha OCHOBE BK/IIOYEHNS YYaCTKOB C/IMSAHMS BO BpeMs
aMOpuoreHesa. 1-5 rpyImna — mapaop6uranpHble — IOSB-
JIIOTCSI BI,O/Ib HOCOIVIA3HUYHON OOPO3/bI MEXAY BepX-
HEYe/TIOCTHBIM ¥ HIVDKHEYENMIOCTHBIM OTPOCTKAMIL.
2-A TpyIIa — HOCOBBIE — Pa3BMBAIOTCA BO BPEMs OKOCTe-
HeHMsI TOOHO-HOCOBOV IUTACTUMHKU. J[epMOMABI B aH-
HOM C/Iy4ae MOTYT PaclonaraTbcsi OT IMOAKOXKHOTO C/I0s
T0 XpAILIEBON MM KOCTHOM 4YacTell MeperopofKy Hoca,
B IIpefie/iaX peleTyaTor nim KIMHOBULHOM MasyXy U B
IepefHell 4epelHol sAMKe. BHyTpuyepenHoe pacIpo-
CTpaHeHMe 4Yallle BCero MPOXOANUT Yepes C/Ieroe OTBep-
CTHe VI PeIIeTYATYI0 IIACTMHKY K OCHOBAHUIO /106-
HOJ1 SIMKU C 9KCTPafiypajIbHbIM pacIonokeHneM. KucTor
3-i1 TpyIIIbI 0OHAPYXXMBAIOTCA B CyOMEHTAIbHON 00/1a-
CTH, Ha J{HE TIOJIOCTY PTa ¥ B 0OTACTH CIUAHMA HEePBOI
¥ BTOPOII XKabepHBIX [YT. YBEINUNBAsICh, OHM MOTYT Ha-
pYyLIATh aKT IJIOTaHUA, pedb 1 QYHKIMIO Abixanna. Ku-
CTBI 4-J1 IPyIIIBI 06Pa3yITCA B CPEMHHO-BEHTPAIbHOM
Yl CPEIVHHO-JI0PCa/IbHOM CpPAIL[eHNSIX B CYIPacTepPHa/Ib-
HOI1, IIMTOBUIHON ¥ CyOOKIVINIUTAIBHON 00/IaCTAX, I7ie
YX OOBIYHO ITyTAIOT C KMCTaMM IUTOBUIHO-TTIOCCATIb-
HBIX IIPOTOKOB /Y HOBOOOPA30BaHVSIMM LIIUTOBU/THO
XeJie3bl, CyIpacTepHaIbHBIMYU O0Opa30BaHUAMMI U yBe-
mdeHHbIMM MuMatndeckumu ysnamu. Crycrsa 10 ner,
B 1985 1., 6b1a fo6aBneHa nAras rpynma K romossr
Y 1LIeV C TIOpa>KeHNeM eBCTaxueBol TpyOsl [4, 22].
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JlepmMonp B cpefiHEM yXe U eBCTaXMeBOi Tpybe MOX-
HO pa3JeNThb Ha IBa IOATUIIA B 3aBUCUMOCTH OT BHEIlI-
HEro BUJA U TYCTONOTMYECKOIO CTPOEHM: JIepMON-
Has KICTa, KOTOpas IpefcTaBiseT co0o0il KUCTO3HOE
obpasoBaHue 6e3 HOXKY, BBICT/IAHHOE MHOTOC/IONHBIM
IUIOCKVIM OPOTOBEBAOIIVIM SINTENEM 1 COfiepyKalee
KepaTUH U BOJIOCBHI, ¥ BOJIOCHCTBIN MOMMIT Ha HOXKE,
000/104Ka KOTOPOTO IIpefCTaB/lIeHa KOXel M BOJIOCH-
HBIMM (POJUIMKY/IaMU, a HOJIOCTb — >KMPOM, XpAILIAMU
U MBIIIIAMU. B HEKOTOPBIX CTy4aax Oblma oOHapyske-
Ha TKaHb CIIOHHOI XXere3bl. HoXXka IIONMNIIOB HaxoauT-
51, KaK IIPaBIIO, B €BCTaXMeBOIl Tpybe, KOTOpasi BBICT-
JIaHa MepIiaTe/IbHbIM SINTeeM [24].

WU3-3a memgnennoro pocta JK o6br4H0 ocTaeTcs Hec-
CHMIITOMHOJI JIO TeX IIOp, II0Ka He CTAaHeT JOCTATOYHO
607b1IIO}T, YTOOBI 3aTPOHYTh OKPY>Kalollye CTPYKTYPHI.
Peunpusupytoimas otopes 1 MOTepsl CIyXa ABJAITCA
Hanbosiee pacIpOCTPaHEHHBIMHU >KanobaMu IIpK pas-
BUTUM JlepMOUia B cpefHeM yXe. PesynmbTaTbl 0TOCKO-
UM MOTYT IIOKa3aThb nepdopaunio 6apabaHHoiT mepe-
HOHKMY, C/IM3UCTO-THOHOE OTAe/sAeMoe U Oeble MacChl
B Hapy>KHOM C/TyXOBOM IIPOXO/ie /I B CpefiHeM yxe [4].

MCKT u MPT cuunratorcst MeTofamMu BbIOOpa B -
arHOCTMKE HEepPMONM[HBIX KUCT. PeHTreHomormdeckue
0COOEHHOCTH, CBS3aHHBIC C AEPMOMJHBIMU KUCTaMIU,
BKJIIOYAIOT XapaKTepPHYIO MHTeHCUBHOCTD CUTHAJIA, OT-
CyTcTBMe TIepu(epudecKoro OTeKa ¥ Halu4due 4eTKO
OYepUeHHBIX KpaeB KMCTHI.

KommnbloTepHas Tomorpadus orobpaxkaet fiepMou-
Hble KJMCTBI KaK 00pa3oBaHys HU3KON IVIOTHOCTH, YTO
COOTBETCTBYeT COIEPKaHMIO KIpa B MX MONMOCTH. Tak-
JKe MOTYT OBITh OOHapy>keHbI IepudepudecKye y4acT-
kn Kanpumepukanym. ITocne BBefeHNMA KOHTPAaCTHOTO
BeIL[eCTBA, COTep KaIlero iofl, CTeHKAa KMCThI MOXKET Ja-
CTUYHO YCUINUTBCA. TeM He MeHee yCUIeH)e BCTpedaeT-
Cs1 pefKo ¥ TPV HaIM4ny 0ObIYHO CYLIECTBYET TONBKO
B BIfle TOHKOrO nepudepudeckoro obongka. B pegkux
Clydasx JepMOUIHBIE KUCTBI MOTYT TOSABIATBCA KaK
TUnepIyIoTHele oOpasoBaHuA. CuymMTaeTcs, YTO IOBBI-
IIeHHasA IVIOTHOCTb O0OYC/IOB/IEHA COYETaHUEM MUKPO-
Ka/IbI UKV, TPOXYKTOB KPOBY ¥ OMBIICHUA.

ITpu MPT-cxaHMpoBaHUY AepMON/HbIE KICTBI IMe-
IOT OIIpeJie/IeHHble XapaKTepUCcTuKy curnana. OHy, Kak
IIPABUTIO, IPOABIAIOTCA KaK TUMIIEPUHTEHCHBHBIE TTOpa-
skeHMs1 Ipy T1-B3BellleHHON BU3yaaM3aluy U3-3a CO-
Iep>KaHNuA B HUX JIMIUTOB M KaK reTeporeHHble Iopa-
KeHusA npu T2-B3BellleHHO BU3ya/lu3aluy M3-3a UX
Pa3MYHOTO COfIEPXKMMOTr0, BK/IIOYAIONIET0 KOCTH, Xps-
Y ¥ y4acTKy Kanbludukanun. CriefoBaTeIbHO, Ha
VHTEHCUBHOCTH curHana Ha MPT-n3o06paxeHnsx Biu-
sgeT pasHooOpasyue COAEP>KUMOTro, MPUCYTCTBYIOIIETO
B IEpPMOMIHBIX KUCTax [18, 25, 26].

[lBa mopTHIA AepMoKAa MOTYT MIMETb Pa3Hble BU-
3yanusupylomye npusHaky, ocobernno npu MPT. [lep-
MOMTHAsI KUCTA CPEJHEr0 yXa MOXKET MMeTb CXOJHbIe
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BU3ya/IM3aLMIOHHbIe NPU3HAKM C XOJIecTeaToMoit. Bo-
JIOCHCTBIE TIO/IMIIBI B CPEIHEM YXe U eBCTaXMeBOI TPy-
e, KaK IPaBUIO, XapaKTEPU3YIOTCSA BOCIATUTETbHBIM
npolueccoM B 6apabaHHON IOMOCTH M COCLEBUJHOM
OTPOCTKe, yBelMdeHreM KOCTHON YacTy eBCTaXMeBO
Tpy6bL. IIpr MPT-ckaHMpOBaHMY JaHHBIN TUII IepMO-
usja OOBIYHO NPOSAB/AETCSA KaK IIOUIIONOf00HOe 006-
pasoBaHMe HA HOXKE C IUIOTHOCTBIO XKMpPa VU CUT-
HA/IOM, KOTOPBIIl MOXKET OBITh IOATBEPXKIEH METOOM
IIOfIaB/IeHNS JKUpa. B cpejHeM yXe U eBCTaxmeBoil TPy-
6e HOXXKY He/IerKO MAeHTU(UINPOBATh, a IOBEPXHOCTD
nonumna ysemrauBaercsa Ha MPT-usobpaxennn us-3a
BocrazeHns [24].

IuddepeHumanbHblil IMarHO3 [EPMOUTHBIX OPA-
YKEHMII CPETHETO yXa BK/II0YaeT X0/IeCTeaToOMY, SIUfiep-
MaJIbHble KVUCTBI, TepaToMy, pubpocapkomy, MEHMHTO-
sHIe¢anoLesne, 6paHXMOTeHHbIE KVCTBI, TUII00/IaCTOMY,
raMapToMYy, F€MaHTOMY, X0JIECTEPUHOBYIO TPaHyIeMy
[25-36].

XorecTeaToOMbI — 3TO HEOITyX0JIeBbIe KUCTO3HbIE 00-
pasoBaHus, pa3BMUBAIOLINECS 32 CYET HAKOIUIEHMUs Jie-
CKBaMMPOBAaHHOTO KepaTMHA U KJIETOK IUIOCKOTO SIN-
Tenusi, KOTOpble OKPY>KeHbl (MOPO3HOI MaTpuieit,
BBI3bIBAIOLIEl BOCIA/IUTEIBHYI0 PeaKIMI0 ¥ KOCTHYIO
JeCTPYKLMIO 3a CYeT ee (PepPMEHTATMBHOI AKTUBHO-
cTi. BO3HMKAIOT X0/IecTeaToMbl B ITHEBMATU3MPOBAH-
HBIX YacTSAX BUCOYHOI KOCTH, BKIIIOYAs CpefiHee yXO U
COCLIEBU/IHBII OTPOCTOK. BBIBAIOT BPOX/IeHHbIE 1 IIPU-
obpereHHble [37, 38]. OTMuNTeIBHON 0COOEHHOCTHIO
[IEPMOMUIHBIX KUCT OT XO/IECTEATOM SIB/ISIETCS HATNIME
B XO/IECTEATOMaX KJIeTOK VICKIIYMTEIbHO 3KTOfep-
MaJIbHOTO IPOMCXOXZeHNs 6e3 MpUAATOYHBIX CTPYK-
Typ Koxxu [39].

JepMonHble 1 SMUIePMON/IHBIE KUCTBI — 9TO 3IM-
JiepMasibHble KVCTHI, BBICT/IAHHbIE IIOCKOK/IETOUHBIM
snutenieM. [IOBEpXHOCTHBIN C/ION COTEPXKUT TOTBKO
CJIOM MEPTBBIX KJIETOK U «KEPATMHA», KOTOPBI cOpa-
CBIBAeTCA B IIOJIOCTD, 3aMeHsAEMBIN KIeTKaMu U3 0ojee
r1y6okux cnoes. Co BpeMeHeM B IOJIOCTY HaKaIlIMBa-
eTCs1 HECKO/IBKO JIICTOB KepaTlHa B KOHIIEHTPUIECKOM
IUIACTMHYATOM PacIoNoXKeHnN. [JepMonyipl 3a cueT Ha-
JNYUsL B VX CTEHKE a{HEKCAJIbHBIX CTPYKTYP BBIfETISI-
10T TaK>Ke MOT M )XUP B MOTOCTb KUCTbL. CeKpeThl K-
30KPMHHBIX JKeJie3 U MPOAYKTHI UX paciaja 06pasyoT
MAaC/ISTHUCTYIO CMeCh, 3allO/HSIONIYI0 ee MomocTh. He-
IpepbIBHAsL aKTMBHAs CEKPeLVs XXUAKOCTU YBeINdu-
BaeT BHYTPUKUCTO3HOE JIaB/IeH)e, YTO MOXKeT IpuBe-
CTH K ee paspbiBy. HanpoTus, B annAepMONHOI KUCTe
HET CeKpeL U3-3a OTCYTCTBUA lepMa/IbHBIX IPU/AT-
KOB, YTO OO'BSICHSIET HU3KYIO YaCTOTY Pa3pbiBa Snujep-
MOV/HBIX KMCT. VI3Ha4Ya/bHO AEePMOM/BI MOTYT MMETh
BUJI STIMIEPMOUIHBIX KUCT, TaK KaK OO0/IbIIAst YaCTh CO-
IeP)KMMOTO TIpeJiCTaB/IeHa JeCKBaMIPOBAHHBIM SIUTe-
nveM u KepaTHOM. CO BpeMeHeM >Kejle3bl BBIJIeTISIOT
00/IbIle CEKPEeTa, YTO MPUBOAUT K TIOSIBIIEHUIO KITaCCH-
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YeCKOTO BUJA BepMONAHON KUCThL. OTamdne jepMong-
HBIX KJCT OT 3MMJePMOUAHBIX KICT B CJIEAYIOIeM: Tep-
MOMJHAasA KUCTA, VIU JepMOUf, IpefCcTaBIAeT coboil
aHOMAa/IMIO Pa3BUTHA, KOIZIA 3apOJbILIeBbIe KIETKH, U3
KOTOPBIX [JO/DKHBI pa3BUBAaTbCA TKAHU JINIIA, He Iepe-
MEIIAIOTCA M OCTAIOTCA MEX/Y TOMIOBHBIM ¥ CIIMHHBIM
MO3TOM; 3MUAEePMOUIHASA KUCTA, 1 KaK ee ellle Ha3bIBa-
10T ammaepMons, GopMUPYeTcs B TOTOBHOM MO3Te 13
KJIeTOK 3apOfbIIla, 13 KOTOPBIX ITIOTOM pPa3BUBAIOTCS
TKaHM KOXXU, BOJIOC, HOrTel [2].

B smmpepMonaHbIX 00pa3oBaHMAX JUCTBI KepaTuHa
JIOIYCKAIOT CBOOOHYIO 1pPy3nio BOAI TOMBKO BIO/Ib
IVIOCKOCTHU JINCTA, TeM CaMbIM CO37laBas XapaKTePHBIN
runepyHTeHCcHBHBIN curHan B DWI pexume na MPT.
CexperT calbHbIX U NIOTOBBIX Xele3 B IK Hapymaer Ha-
IIPaB/IeHHYIO OPMEHTALMI0 KepaTyHa, YTO IPUBOAUT K
rmoTepe rurnepuHTeHCHBHOro curaana DWI. Tunmaxbre
anuaepMougHble KCThI runorenHsl Ha KT, runonnren-
cupytoT Ha T1WI n runepunrencruBHel Ha T2WT [40-42].

Teparoma - aT0 HOBOOOpasoBaHMe, cocTosALIee U3
Pa3/MYHBIX TUIIOB TKaHeH, MOJTY4eHHBIX M3 TpeX 3a-
POJIBILIEBBIX C/IOEB — SHIOJEPMbI, ME30IEePMbI 1 KTO-
[IepPMBI, YTO OT/INYAET ee OT OUTepMMHAIbHBIX JlepMO-
UFOB. MUKpPOCKOIMYECKN ONYXO/MM HOKPBITHI KOXeIl,
KOTOpast CTpaTuuuUupoBaHa IVIOCKOK/IETOYHBIM SIIN-
Te/MeM VM PeCHUTYAThIM CTONO64YaThIM annrteneM. OHu
TaKXe COJep>KaT KOXKHble IPUIATKM: CaJbHbIE JKejle-
3bI, IOTOBBIE XKe/Ie3bl VI TKAHDb BOIOCAHOTO (OJINKYIIA,
a TaxoKe Xxopoluo guddepeHipoBanHble GpuOpoagumo-
3HbIe TKAHI, XPsIIIeBble, KOCTHDIE, MbIIIIeYHbIe, HEPBHbIE
U CTIIOHHBIE YKeTle3bl 1 APyTue MUKPO- I MaKpOCKOIIde-
CKJM y3HaBaeMble OPTaHOU/HbIE CTPYKTYPHI [39, 43].

MeTopoM nedeHNs epMOUIHDIX KICT CPeJHETO yXa I
HPWIEKALIMX aHATOMO-TONOrpadIecKuX CTPYKTyp SAB-
AsIeTCs Xupyprudeckoe uccedenue. Huskas pacmpoctpa-
HEHHOCTDb 3a00/IeBaHNA He ITI03BOJIAET IIO/THOCTDIO IIOHATD
TAKTUKY XMPYPTUYECKOTO JIedeHA B 3aBYCHMOCTH OT JIO-
Ka/m3anym 1 o6bema mopaxenns. [TonHas pesexuysa Ku-
CTBI C €€ COfIeP>KVMIMBIM ¥ CTEHKOI! SIB/IACTCA IMPeIOuTH-
TE/IbHBIM METOZIOM, OJHAKO 3TO He BCerZia BBIIIOTHIMO
U3-3a a[ire3Uy KaICy/Ibl KUCTBI K )KM3HEHHO BaYKHBIM CO-
CYAUCTO-HEPBHBIM CTPyKTypaM. llocmeonepanyoHHble
OC/IO>KHEHNS BKJIIOYAIOT IApaand YepeITHO-MO3TOBBIX
HEpBOB, XVMUYECKUII MEHVHIUT M UIIEMUIO TOTOBHO-
ro Mo3ra. JlyyeBas 1 XuMmoTepamys He peKOMEHYI0TCH,
a 3/10Ka4ecTBeHHas TpaHC(opMauysa B IUIOCKOKIETOY-
Hble KapLTHOMBI CO00II[a/Iach KpaiiHe penko [3].

B 1984 r. M. Fried n D. Vernick onmcanu cyyvait gep-
MOM/HOJI KUCTBI y 2-7ieTHero manyenTta. C 6 Mec pebe-
HOK CTpajia/l PeluAuBUPYIOIUM THOVHBIM CPeIHUM
OoTUTOM C 0ojlee YaCTBIMU SMM30fjaMM OTOPeu B JIe-
BoM yxe. KoHcepBaTuBHOe jledeHNe He OKa3bIBA/IO IIO0-
JIOKUTENBHOTO TepamneBTudeckoro sddekra, B CBs-
311 C 4eM peOEHKY YCTaHOBM/IM THMIIAHOCTOMUYECKIe
Tpy6ku ¢ fiByx cTOpoH. COIyTCTBYIOLIEl cOMaTude-
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CKOJ1 ITaTOJIOTMY BbIsB/IEHO He 6bUt0. ITo pesynbraram
TOHA/IbHOJ IOPOTOBOII AyAMOMETPUY OIIPefie/IVIN KOH-
AYKTUBHYIO TYTOYXOCTb C JIByX CTOPOH, 6ojee BbIpa-
eHHYI0 creBa. [lanHble KT BUCOYHBIX KOCTell BbIABU-
NN 3aTeHeHue JIeBOoil 6apabGaHHON IOJIOCTYM U K/IETOK
COCLIEBUJJHOTO OTPOCTKA C JeCTPYKLMell KOCTH, a TaK-
e 06pa3oBaHMe MATKOTKaHHOI IVIOTHOCTU B 00/1aCTH
eBCTaxMeBol TPYObL. B cBA3M ¢ coxpaHeHMeM THoeTede-
HUA B JIEBOM yXe B TedeHle IOC/IefyoIuX ABYX MecCs-
IIeB 1 pe3y/IbTaTaMM JOIIOTHUTENbHBIX METOIOB 06C/Ie-
IOBaHMsA OBUIO IPUHATO pelleHNe O JUarHOCTIYeCKON
TUMIIAHOTOMUU IIpaBoro u neporo yxa nop TH. Ilpa-
BO€ YXO ObIIO MHTAaKTHBIM, B JIEBOM yXe OIpefens-
JICD IUIOTHBIE MAaCChl, ITMCTONMOTMYECKI COOTBETCTBYIO-
miye XosecTearoMe. bblla BHIIONHEHA MaCTOUJOTOMMS,
B pe3y/ibTate KOTOpoil B 6apabaHHOI OTOCTH 0OHApy-
YKEHBI IJIOTHBIE OeJIble MacChl, PACIpOCTPaHSIOIIecs B
aTTUK ¥ CTyXoByIo Tpy6y. HakoBambHA 6bIIa 4acTUYIHO
paspylleHa, IULEBOV HEPB M TOPM3OHTAIbHBIN IOIY-
KPY>KHBIJI KaHa/l MHTAaKTHBL. OIlyxoneBass Macca 6blra
IIOJTHOCTDBIO Ya/IeHa, ITATOTMCTOIOINYeCKOe UCCTIeloBa-
HIe OIMCAJIO IpeMnapar Kak jJepMounHylo kucry. Ciy-
CTA TpU MecsAlla pellnANBa He 0OHAPYKEHO.

B 1999 r. C. Gourin u R. Sofferman onucanu mep-
MOUf J1eBoil 6GapabaHHOI IMOJOCTY C PacHpoCTpa-
HEeHUeM B CIIYXOBYIO TPyOy ¥ INOJBUCOYHYIO SIMKY Y
Manbumka 1,5 net. C poxxzieHus: peOGeHOK CTpajian Xpo-
HUYECKMM JIeBOCTOPOHHUM T'HOMHBIM CpeJHUM OTMU-
TOM C 4YacTBIMM OOOCTpeHuAMN. B aHaMHese ypmare-
HIle OpaHXMOTEHHOJ KUCTBI IIey CeBa pa3MepoM
6 x 1 cm B Bospacre 13 mec. Ilo pesynbpraraM fyarto-
CTUYECKO} TMMIIAHOTOMMUM IIPENTIONOXUIN BPOXK/IeH-
HYIO X0o/tecTearoMy. Uepes Mecsl] NallieHTy ObIIO BBI-
To/THeHo oneparnsHoe nedeHne. [Janusle KT Bucoynbix
KOCTell IToKasanu 3aTeHeHMe JIeBOJ GapabaHHOIl IIO-
JIOCTHU U A4YeeK COCLEeBUAHOTO OTPOCTKA, pacUIMpeHue
KOCTHOJ 9acTH CTyXOBOJ TPyOhI 3a cueT 06pasoBaHuA
C BBICOKOI1 IVIOTHOCTBIO XXMpa. B mponecce xupypru-
JeCKOTO BMeIIaTe/IbCTBA XO/IeCTeaTOMBI BBIABIICHO He
ObI710, 0OHAPY>KM/IU MATKOTKAHHbIE MACCBhI, 3aIIO/THSAB-
e 6apabaHHYIO IOMTOCTD U1 €BCTAXMEBY TPYOY BIIOTH
[0 TIO[IBYMICOYHOV AMKM C IeCTPYKLMEN KOCTHOM CTEH-
KI KaHajla BHyTpPeHHell COHHOIl apTepun. HoBoobpa-
30BaHMe OBbUIO IOTHOCTBIO YAa/IeHO, TYICTONIOIMYeCcKoe
UCCTIeOBaHNeE TOATBEPAVIIO AMATHO3 IePMOMIHON K-
CTBI C HA/IMYNMEM IVIOCKOTO SINTENN, BOTOCSIHBIX (POTI-
JIMKYJIOB, CaNbHBIX JKeJle3, KUPOBOW U m/[M(bom[Hoi[
TKaHYU, @ TAK)Ke MeJIKMX CTIOHHBIX XKeye3 [44].

JIutepaTypHble HaHHBIE COOOLIAIOT O IPYMEHEHNN
MUKPOCKOIIMYECKOTO CII0co6a BU3yaIM3aliyi XUPYpri-
9eCKOT0 IO/ B COYETAHUN C VICIIO/Ib30BAHMEM 3H/JOCKO-
MIYeCKON TeXHUKM IS IOMHOTO yHa/AeHusa KUCTbI IpK
ee pacIpOCTpaHeHN! B CIIYXOBYIO TPyOy ¥ IOJBUCOY-
Hyo AMKy. Chen 1 coaBT. omyicany 4eTbipe CIydas jep-
MOVIHOJ KVMCTBI CPeJHEro yXa y Mal[ieHTOB B BO3pacTe
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ot 11 mec mo 16 net. Becex 60/1bHBIX 0ObeNMHsANA CXO-
XKasi KIMHIYeCKas KapTHHA: JJINTeNbHOe OIHOCTOPOH-
Hee THOeTeYeHNe, He IpeKpalaomieecs Ha (GOHe KOH-
CepBaTMBHOI Tepamuu. IIpefBapuTeIbHBIM ANATHO30M
OblTa BpOXKJeHHasA XorecTearoMa. 11 XMpyprudecko-
rO JIeYeHVS MCIIONb30BAJICSI KOMOMHMPOBAHHBI IOJ-
XOJI C UCIIO/Ib30BaHMeM MUKPOCKOIINYECKOT ¥ SH/IOCKO-
IM4YecKoil TexHukn. TpeM mareHTaM OblTa IpoBefeHa
mactoupakromust canal wall-down mox Muxpockomnom,
B pesy/JbTaTe KOTOPOil OOHApy>KMBaIOCh IIOTMIIOBYJ-
Hoe 00pa3oBaHIe, IOKPBITOE KOXell, 3alo/HAIIee 6a-
pabaHHYIO IIOJIOCTD C YaCTMYHBIM pa3pyLIeHNMeM MOJIO-
TOYKa ¥ HakoBa/IbHM. O6pa3oBaHMe PacIpOCTPAHANOCH
B 00IaCTb C/TyXOBOI TPYyOBI, I7ie B 00/1ACTY ITIOTOYHO-
TO YCTbs IIPM IOMOIIY 3HIOCKOIA MAEHTU(UIMPOBa-
Jach HOXKa omnyxos. ITocre ncceyeHnss HOXKM epMo-
UJ| yRAJIAJICA Yepe3 CpefiHee YXO MM POTOBYIO MOTOCTb.

B derBepTOM Cy4ae HepMONJ, PaCIpOCTpaHsII-
¢ B napadapuHreaqbHOe IPOCTPAHCTBO U TIOJBIICOY-
HYI0 sIMKY. AHa/JIOTMYHBIM 00Opa3oM Oblyla BBINOTIHe-
Ha MactoupakrommaA canal wall-down, o6HapyskeHBI
TPaHy/IALNY, BBICTYHAIONVe B HApPY)KHBIV CIIyXOBOI
npoxof. Ilocne ynaneHus TpaHy/IALNI OIpee/saInch
Oenble Kazeo3HbIe MacChl (IIPEANIONIOKUTENIBHO XOJIe-
CTeaToMa), 3aIl0/IHABIINE BCIO IOIOCTh CPEIHETO yXa I
KOCTHYIO 4acTb €BCTaxyeBoOyl TPyObl. Ilemnb cyXOBBIX
KOCTOYeK ObIa 4aCTUYHO paspyllieHa. MomoTodek u
HAKOBaJIbHs OBUIM y[aJieHbl, CTpeMsl MHTAKTHO, bapa-
6aHHas 4acTb JIMIIEBOTO HEPBa IIOTHOCTbIO OOHAKEHa.
OtMmeueHO, 4TO 0OpasoBaHye pacIpOCTPAHSIOCH B ITa-
padapunreanpHoe IpocTpaHcTBO. OOHAKUB KOCTHYIO
YacTh eBCTaXMeBOIl TPYOBI, ONMpPeReNIN JeCTPYKIUIO
ee CTeHOK, a TaK)Ke BepTMKAa/JIbHOTO CeTMEeHTa KaHasa
COHHOJ apTepUM, OTONIEHBI INIEBOI HEPB U OKOJIOYIL-
Has C/IIOHHAs >KeJlesa.

PeBn3ns OKOJIOIZIOTOYHOTO IPOCTPAHCTBA OCY-
ecTBAANACh npy momouy 0- u 30-rpafiycHOIM ONTUKIN.
Kamncyna o6pasoBanus mpuerana K 060104Ke COHHO
apTepuu ¢ MefuaabHOI CTOPOHBI U (aciuy Mexuab-
HOJ KPbUIOBUHOJ MBILILBI C JIAT€PA/IbHON CTOPOHBI.
B obmactu HMOKHEro Kpas IIMJIOBUJHOTO OTPOCTKA
Obl1a 0OHapy>KeHa HOXKKA ITOJIMIIA, TOKPBITAasA KOXKeil 1
BOJIOCaMM. BbUIO IpOM3BeNeHO 1MccedeHne HOBOOOpa-
30BaHNA C COXpaHEH)EeM >KVMI3HEHHO Ba)KHBIX aHATOMMU-
4eCKMX CTPYKTYp. PesynbraThl IMaTOTMCTONOTNYECKOTO
VICCTIeNIOBAHMSI MHTPAOIIEPALIOHHOTO MaTepuasa COOT-
BETCTBOBA/IY I€PMOUIHOI KucTe [24].

BeiBopbl. IIpuBefieHHble KIMHMYECKVE IPUMEpPHI
XapaKTepU3yIOT JePMOUHYIO KUCTY CPEJHETO yXa Kak
obpasoBaHIe, MOpakallee MAYIeHTOB JeTCKOIO BO3-
pacTa ¢ MPOSIBNIEHMAMHU PeUVAVBUPYIOLIETO THONHO-
ro cpegHero orura. Hecrmeunguueckas KimHMdYecKas
KapTHHA 3aTPyAHAET ePBUYHYIO INATHOCTYUKY Ha paH-
HUX 9Tamax 3abonmeBaHus. [IONMOMHNUTENbHAsT MHCTPY-
MeHTanbHasa guarnoctuka B Bume KT u MPT, a takke
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OVMAaTHOCTMYEeCKasd TUMIIAaHOTOMMSA MOTYT JIOKHO yKa-
3bIBaTh Ha XOJIeCTEATOMY. TaKTMKa XUPYpPIUIecKOro
TeYeHN IePMOMIHBIX KIUCT CPEJHETO yXa M TaKXe He
oIpefiefieHa BCIe/ICTBYE HECOBEPIIEHHOM JMarHOCTUKA
U OLIEHMBAETCS 110 HeOONBIIOMY KOMUYECTBY ONMMCAH-
HBIX KIMHUYECKMX C/TydaeB B IUTepaType. a

Vcmounux gunancuposanus.

Paboma svimontena u ony6nuKo8ana 3a cuem IU4HbLX
cpedcme asmopckoeo KonneKmuea.

Kongnuxm unmepecos.

Asmopol 0aHHOT cmamvu noomeepoUnu omcymcmeue
KOHGAUKMA UHMEPECO8, 0 KOMOPOM He00X00UMO co00-
Wumo.
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YMEHbLUEHWE OB BEMA N'MnrnoKAMIA B KAPTUHE
MMNOKCNYECKN-ULLEMWYECKOIO NOPAXKEHNA rOJIOBHOIO
MO3rA: HEOAHO3HAYHOCTb NMPUPObl N BO3MOXXHASA CBA3b
CMWNENTOrNEHE3OM

KnioueBble cnoBa: rnokcmyecku-miiemmnyeckas sHuedanonarums, runnokamn, MPT, cynoporu
Keywords: hypoxic-ischemic encephalopathy, hippocampus, MR, seizures

Pe3tome. [MNoKcMYecKn-nwemMmyeckoe nopaxeHne SBASETC OAHUM M3 OCHOBHbIX NPUODPETEHHbIX HEOHATANbHbIX
NoBPEXAEeHU rONIOBHOIO MO3ra C PUCKOM Pa3BUTUS Cepbe3HbIX HEBPONOTMYECKUX NOCNEACTBUI U NeTaNbHOMO UCXOAa.
Y MnageHLEB € TAXENON rMnoKcMen-uiemmen ypoBeHb CMEPTHOCTY B HEOHATaNbHOM MepUoAe CocTaBnseT ot 25 ao
50%. YnoMunHaHMe rmnokCcmMyeckn-nieMm4eckoro nopaxeH1s MMeHHO rMnnoKaMnoB B LOCTYNHOW NUTepaType BCTpe-
YaeTCa peaKo, M BONPOC AeTanbHO He nccnefoBancs. MexaHW3Mbl NOpPaXeHMs TKaHW rynnokammna HecneunduyHbl 1
XapakTepHbl Ans HOPMUPOBAHNS MUMOKCUYECKM-ULIEMUYECKMX M3MEHEHUI B NtoOOM apyrom oTaene mosra. Lienbto
paboTbl ObINO ONMcaHKe YyMeHbLIeHUs 0Obema rMnnokamna Kak HeMpoBM3yanu3aLMOHHOrO peHOMEeHa Npu pasnuny-
HOW CTeNeHW BbIPaXeHHOCTU TMMOKCUYECKU-MLIEMMYECKMX NMOPaXeHMsX Mo3ra. ViccnefoBaHHyto rpynny coctaBunm
164 pebeHKa ¢ rMnoKcMYeckn-ueMnyeckuMm nameHeHnsmMm Ha MPT, 84 nauueHTa myxckoro nona u 80 — XeHcKoro.
B Bo3pacte ot 0 go 10 gHen — 97 naumeHToB, B Bo3pacte ot 10 aHewn 1o 3 mec - 67 peTen. C Lenbto NpoBefeHMs aHa-
nu13a GUKCUPOBANUCH COCTOSIHME pebeHKa NP POXAEHUM, COCTOSHUE CO3HAHMS, HaMyMe CYA0POT, a TakxXe Hanuyue
y MaTepm CoMaTU4YecKo OO aKyLIepCcKo-rMHEKONOrMYECKON NaToNorn N ocobeHHOCTW npoTekaHus pogos. MP-uc-
CNef0BaHMA NPOBOAMANCE B CTaHAAPTHbLIX pexumax. Mo BbIpaXeHHOCTM U XapaKTepy rMMnoKCUYeCKn-UIeMmMYecKnxX
M3MEHEHWI B MO3re UCCiefoBaHHas rpynna Obina pacnpeseneHa Ha YeTblpe NoArpynmbl.

[laHHble MPOBELEHHOro MCCNesoBaHUs Mokasanu, YTo yMeHblueHe oObeMOB runnokamna OTMeYeHbl B YeTBEPTU
CNy4aeB HaNMYMS TMNOKCUYECKU-ULIEMMYECKMX U3MEHEHMI B MO3Te IloOo BbipaxeHHOCTW. Hanbonblumnii puck ero
BbISIBIEHWS UMEETCS NPY HanbOoMbLLEN BblPaXeHHOCTY MMMOKCUYECKM-MLLIEMUYECKUX U3MEHEHUIA U NPY PaCLIMPEHUN
NIMKBOPOCOAEPXALLMX NMPOCTPAHCTB — HE3aBUCMMO OT TSXECTU MMMNOKCUYECKU-ULIEMUYECKUX M3MEHEHWI. BbisBNneHa
AOCTOBEpHas CBA3b MOPaXeHUs rMnnokamna ¢ HanMyMemM HeoHaTanbHbIX CyAOPOr. [laHHbIA HepoBM3yann3aLmMoH-
HbI peHOMEH BNSETCS B OoNbluel CTeneHy BTOPUYHBIM MO OTHOLLEHMIO K paclIMPEHUIO TMKBOPOCOAEPXALLMX NPo-
CTPAHCTB M OTYACTM OTODPAXaeT TAXKECTb MMMOKCUYECKU-MILEMUYECKMX U3MEHEHMI B MO3re. [MMNOKCUYeCKM-ULLIEMM-
Yeckune NOpaXXeHWs rmnnokammna MoryT onpefensTb MPOrHO3 3NuNenToreHesa Npy AanbHenWweM pasBuTUM pebeHka.

Summary. Hypoxic-ischemic injury is one of the main acquired neonatal brain injuries with a risk of developing serious
neurological consequences and death. Infants with severe hypoxia-ischemia have a neonatal mortality rate of 25 to 50%.
Mention of hypoxic-ischemic damage to the hippocampus is rare in the available literature and the issue has not been
studied in detail. The mechanisms of damage to hippocampal tissue are nonspecific and are characteristic of the forma-
tion of hypoxic-ischemic changes in any other part of the brain. The purpose of the work was to describe a decrease in
the volume of the hippocampus as a neuroimaging phenomenon with varying degrees of severity of hypoxic-ischemic
brain lesions. The study group consisted of 164 children with hypoxic-ischemic changes on MRI, 84 male patients and 80
female patients. There were 97 patients aged from 0 to 10 days, 67 children aged from 10 days to 3 months. MR studies
were carried out in standard modes. For the purpose of analysis, four groups were identified according to the severity
of hypoxic-ischemic changes. The group of children with intraventricular hemorrhages against the background of mild
hypoxic-ischemic changes stood out. The condition of the child at birth, as well as maternal history data, were recorded.

'TBY3 «HIIL cneumanmsnpoBaHHOM MeAMLMHCKON NOMOLWM AeTaM [lenapTamMmeHTa 3LpaBooxpaHeHms r. Mockebi»
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Our data showed that a decrease in the volume of the hippocampus was noted in a quarter of cases of hypoxic-isch-
emic changes in the brain of any severity. The greatest risk of its detection occurs with the greatest severity of hypox-
ic-ischemic changes and with the expansion of liquor-containing spaces - regardless of the severity of hypoxic-ischemic
changes. A significant connection between hippocampal lesions and the presence of neonatal seizures was revealed.
This neuroimaging phenomenon is largely secondary to the expansion of liquor-containing spaces and partly reflects
the severity of hypoxic-ischemic changes in the brain. Hypoxic-ischemic lesions of the hippocampus can determine the
prognosis of epileptogenesis in the further development of the child.

[ns uuTUpOBaHUS: YMeHblueHMe obbema ruMMokamna B KapTWHE TUMOKCUYECKU-WILEMUYECKOTO MOPAXeHUs TONOBHOTO MO3ra:
HEeOAHO3HAYHOCTb NPMPOAbLI U BO3MOXHas €BA3b € anunentoreHe3om / MN.A. PomaHos, N.J1. Cokonos, H.A. lWonoxoea, A.W. KpanuekuH //

MpakTuka negnatpa. 2025. N2 2. C. 43-51.

For citation: Reduction of hippocampal volume in the picture of hypoxic-ischemic brain damage: ambiguity of nature and possible connection
with epileptogenesis / PA. Romanov, P.L. Sokolov, N.A. Sholokhova, A.l. Krapivkin / Pediatrician's Practice. 2025;(2): 43-51. (in Russ.)

rmnoxcmqecxm—mmew/mecxoe MOpa)keHUe SIBIISETCS
OIHMM 13 OCHOBHBIX IPMOOPETEHHBIX HEOHATAJIb-
HBIX IIOBPEXIEHUII TOIOBHOTO MO3Ta C PUCKOM pasBlU-
TUSL CePbe3HBbIX HEBPONOIMYECKUX TOCTENCTBUIL U Jie-
Ta/JIbHOTO Mcxoma [1].

Tak, y M/IafieHI|eB C TSKeNIOJ TMIIOKCHeH-MIIeMu-
ell ypOBeHb CMEpTHOCT) B HEOHATa/IbHOM IIepIOfie CO-
crasiseT ot 25 7o 50% [2].

YroMyHaHue TUIIOKCUYECK-VIIEMITYeCKOro Iopa-
JKEHUA VIMEHHO TUIIIIOKAMIIOB B JOCTYITHOJ IUTEpary-
pe BCTpedaeTcs He Tak 4acro [3].

MexaHM3MBl IOpaXeHUsA TKaHM TUIINIOKaMIa He-
crelndUIHBl U XapaKTepHbI 1s1 GOpMUPOBAHUA TU-
MOKCUYeCKM-VIIeMIYeCKIX V3MEHEeHNII B T000M Apy-
TOM OTZE/e MO3ra: SKCIPEeccyus IPOBOCIATNTENbHBIX
arenToB (B ToM unciae TLR4 u ero HM>XKeCTOAIMX CUT-
HaJIbHBIX MOJIEKY/I, TM0Oeb HEVPOHOB, aKTUBALVIS M-
KPOIJINY U aCTPOLVTOB U yBeIM4YeHNE SKCIIPECCUY MO -
TUIIa pelieniTopa rmyTamara, N-metun d-acmaprata 2A
(NR2A)) [4].

[Tpy sToM mopa’keHus I'UIIIOKaMIa paccMaTpuBa-
I0TCS1 B Ka4eCTBe CIeIVIPUYHBIX /IS JOHOLIEHHbBIX HO-
BOPOXJIEHHBIX [2, 5], a TaK)Ke KaK IOKa3aTeNb THKECTH
HepeHeCeHHOl TUIIOKCUY — UIIEeMNH, TIOCKONIbKY 9acTO
COYeTATCA C MOPAKEHUAMM 6asalbHBIX TaHITINEB U
TaJIaMyca, YepBs MO3)KeuKa, ffiep CTBO/A, KOPTUKOCIIN-
HaJIPHOTO TPAKTA, IePUPOIAH/NYECKO 00/1acT KOPBI
6onpiyx nonymapuii [6, 7].

[Ipn sTOM HEOOXOAMMO YYUTHIBATb, YTO COCTOSA-
HJe TUIIIIOKAMIIa, KaK Mopdosornyeckoe, Tak u QyHK-
LIMOHATbHOE, TECHO CBSA3aHO C MOHATUEM Me3MabHO-
rO TEeMIIOPAJbHOIO CKJIep03a, HMOCKO/IbKY I'MIIITOKAMII
paccMaTpuBaeTcs Kak HeoTbeM/IeMas CTPYKTypHas Co-
CTaBJIAIOMIAsl Me3J0-TeMITOPATbHOI 00/IacTH.

Ha ceropnsa mmeercs [Be NpeBalMpyoOIUX TOY-
K1 3peHNs Ha NPUPOAY Me3Ua/TbHOTO TeMIIOPATbHOTO
CKJIepo3a: COITIaCHO IIepBOJI fTaHHOE HapyIlIeHNe CTPYK-
TYPBI MO3Ta MMeeT IEePBUYHYIO 110 OTHOILIEHNUIO K SIIN-
JIEIITUYEeCKOMY IIPOIIeCCy IIPUPOAY U CBA3AHO C pas3ind-
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HBIMI ITIaTOJIOTMYECKUMI COCTOSIHUAMU, B TOM 4UCTIe
TUIIOKCUYECKI-MIIEMIYECKIM IIOPaXKeHeM MO3Ta HO-
BOPOXXJIEHHOTO [8], COITTACHO BTOPOII — AB/IACTCA CIIef-
CTBUEM Te4YEeHM: TSHKETIOTO SMMUIENTNYEeCKOTo Mpoliec-
ca C BTOPMYHBIMYU MeTab0/INYeCKUMM PaCcCTPOICTBAMIL.
Tem cambIM Ipo6eMaTyiKa IMIIIOKAMIIaIbHBIX IOpPa-
YKEHMI IMeeT 0COOYI0 aKTYa/IbHOCTb C TOUKY 3PeHNs BO3-
MOYKHOT'O YYaCTHA UX B OC/IEAYIOIIEM SIVIENTOTEHESE.

ITenp — onmcaTb nopakeHye TUIINIOKaMIIa KaK Heil-
POBU3yaTNM3alMOHHBI (PeHOMEH IIPY PasINdIHON CTe-
IIEHY BBIPAKEHHOCTM TUIIOKCUYECKU-UIIEMUYIECKON
sHIe¢anoNaTNN.

Samaun:

e OIpENENNTb YacTOTY BCTPEYAEMOCTU IIOPAYKEHUI
rumnmokaMmna npy Hammuyy Ha MPT rumokcmdge-
CKU-UIIEMIYECKNX M3MEeHEHUIT;

e ONIpENEeNNTb 3aBUCUMOCTb IMOPaKEHUI TUIIIOKaM-
I1a OT BBIPa)K€HHOCTY TUIIOKCUYECKY -NIIEMNIECKUX
IIOpa)KEHUI B MO3Te;

e OIpENEeNNTb B3aMMOCBA3b PasBUTUA W3MEHEHUI B
TUIIIIOKAMIIE ¥ HaJIMY/MeM HEOHATA/IbHBIX CYyJOPOT.

MATEPUAJbI U METOAbI
O6c¢nenoBano 164 pe6eHKa ¢ IMITOKCUYECK-UIIEMITYe-
ckumMu nsMeHeHusMu Ha MPT, 84 manmeHTa My»XCKOTO
nona 1 80 — xxeHckoro. B Bospacte ot 0 mo 10 pgueit — 97
MaLVIEHTOB, B Bo3pacTe oT 10 mHell 1o 3 Mec — 67 feTell.
AnaMHe3 1 KTMHIYeCKUII CTaTyC UCC/IeJOBaHbl ¥ 64 fle-
Telt. [To npr3sHaKy JOHOIIEHHOCTHM MMALIMEHTDI pacrepe-
IeJIANMNCH CTIeRYIOMM 00pa3oM: JOHOIIEHHBIX — 63, He-

OOHOILEHHBIX — 14, IepeHOLIEHHBIX — 5.
QuKCUpOBaIUCh U3MEHEHUA B KIVHMYECKOM CTa-
TyCe IPU PO>KAEHUN, 0COOEHHOCTY IIPOTEKaHNs POLOB
VI MaTepMHCKIIT aHaMHe3. Bo m36exaH1e yIoMaHyToi
paHee HEHY)XXHOJ (pparMeHTalMU JaHHBIX U C Le/IbI0
BBIPaOOTKM TPUMEHUMBIX B MpaKTHUKe (aKTOPOB PU-
CKa OCJIOKHEHHOCTb aHAMHe3a MaTepU OIpefesisnach
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Tabnuua 1. O6was xapakTepmcTnka
NccnefoBaHHOWM rpynnbl NaLMEHTOB

C F’MNOKCUYECKU-ULLIEMNYECKUMN NOPaXKeEHNAMU
rosIOBHOro Mo3ra

Bcero 164
M 84
Mon
X 80
ot 0 go 10 gHen 97
Bo3zpacr
o1 10 5o 90 gHen 67
na 63
JLOHOLIEHHOCTb
HeT 14
MepeHOWEeHHOCTb 5

YKPYIIHEHHO, 110 TUITY OTSATOLJAOIIeil aTOMOINN: CO-
MaTN4ecKol MHQPEKIVOHHOII, COMaTN4eCcKoil HenHpeK-
I[JIOHHOJI, @ TaK>Ke OCTTOXHEHHOCTDb aKYIIEePCKO-TUHe-
KOJIOTMYeCKOro aHaMHe3a. Kpome TOro, yU4uTHIBaINCh
Takye GaKTOpbL, Kak:

e COCTOsIHME TIpU POKAeHNM (YZOBIETBOPUTETBHOE,
CpenHelt TSHKEeCTH, TsDKeNoe);

 JIOHOIIEHHOCTb, YPOBEHb (HEIOHOIIEHHOCTD, TOHO-
IIEHHOCTb, IIEPEHOIIEHHOCTD);

o (aKTOpBI, CHOCOOCTBYIOLIVE MEXaHWYECKON TpaB-
MaTM3aLuy IJIOfIa B pofax (3MM3NOTOMMSA, pyYHbIe
noco6us, popopaspenieHue nocpesncrsoM Kecapepa
cedeHns (KaK 9KCTPEHHOE, TaK U IIAHOBOE);

o IJINTENbHBIN 6e3BOHBII IPOMEXYTOK (6osee 12 va-
COB);

e yrposa mpepbiBaHus 6epeMeHHOCTH (paHH:MsA, O3] -
Hss1, B TeUeHe BCell OepeMeHHOCTH);

e TOKCMKO3 (IIepBOIl IIOJIOBMHBI, BTOPOJ IIOTIOBUHBI,
B TeUeHMe Bcell bepeMeHHOCTH);

o YyrHeTeHue (Hajm4ue B PaHHEM IIOCTIEPOJOBOM IIe-
puore);

o cypoporu (Hanu4ue B TedeHMe MePBBIX AECATH THe
SKU3HN).

MP-uccnenosannsa npoBogUINCh Ha AByX MP-ToMo-
rpadax ¢ HampspkeHHocTsiMu 1,5 T (Toshiba Excel Art
Vantage) n 3 T (Toshiba Titan). [TpoTokons! ckanupoBa-
HIISL Ha 9THX alIlapaTaX MaKCMMa/IbHO CXOXKI ITO0 Habopy
¥l IIapaMeTpaM MMITY/IbCHBIX ITOC/Ie0BATEIbHOCTEIL.

Vcnionb3oBanuch Caepyolye MMITYTbCHbIE TOCTIe-

IOBaTeTbHOCTH:

o T2-BU B 3 mpoexnusax (FSE, TR = 5000 mc, TE =
95 Mc, TonmmyuHa cpesa 3—-4 MM, IPOCTPAHCTBEHHOE
paspermenne 0,8 x 0,8 Mm),

e TI1-BM (SE na 1,5 Tn, TR = 500 mc, TE = 12 mc, Toi-
I[MHA cpe3a 4 MM, IPOCTPAaHCTBEHHOE paspelleHne
0,8 x 0,8 mMm; FSE na 3 Tn, TR = 2600 mc, TE = 40 mc,
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TI = 1050 Mc, TonyHa cpe3a 4 MM, IPOCTPaHCTBEH-
Hoe paspeienye 0,8 x 0,8 MMm);

o DWI(SE-EPL TR=4500Mmc, TE =90 mc, TonmuuHa cpe-
3a4 MM, IPOCTpaHCTBeHHOe paspenreHye 1,8x 1,8 Mm)
IJ14 BBIAB/IEHNA OCTPOJ UILEMIM;

o T2* (FE, TR =900 mc, TE = 20 mc, TonmmuHa cpesa
4 MM, IpPOCTpaHCTBeHHOe paspemenue 1,8 x 1,8 mm)
IJ14 BBLAB/IEHNA T€eMOCHTEPUHA.

B cuny Bospacra maumentos MP-uccnenosanus

MPOBOJVIIACH I1OJ, MEAVKAMEHTO3HOM CefaLert.
[TnanupoBaHKe Cpe3oB OCYILIECTBIINIOCH ClIENyIo-

M obpasom:

1. AkcmanpHasg INpOEKIUA — MO OpOUTOMeaTaNTbHOI
e (puc.1).

2. CarurrajsbHasA NPOEKUMA — BHOIb TPETHETO XKENy-
JOYKa yepe3 BOJOIPOBOJ Mo3ra (puc. 2).

3. KopoHapHasd mpoekiusa — IO CIyXOBbIM HepBaM
(puc. 3).

ITpn ouenke MPT yunTbIBanuch ciaenyromme Bu3ya-

NM3aLVOHHbIE (PEHOMEHBI:

1. VM3menenne MPT-curaana ot cTpyKTyp, BXOAAIMINX
B 6accelfHbI «HapY>KHOTO BOZIOpas/iena» (37ech 1 Jja-
Jlee — MEPUBEHTPUKYIAPHOE Geloe BelecTBO /106-
HBIX, TEMEHHBIX ¥ 3aTBUIOYHBIX 00/IacTeil B Iorpa-
HUYHOII 30He IlepefHell/cpegHell MO3TOBBIX apTepuil
WIN CpefHeit/3aHeil MO3TOBBIX apTepuil).

2. Vsmenennss MPT-curHana or 3agHeil HOXXKM BHY-
TPEHHEN KaICyIIbl.

3. Vismenenne MPT-curnanma or CTpyKTyp, BXOJAIIMX B
OaccelfHbI «BHYTPEHHETO BOfOpasfiena» (31ech 1 fia-
nee — ITyOMHHOE Oeyoe BelljeCTBO MOTyIIapyii MeX-
Iy JEHTUKYIOCTPUAPHBIMM apTepUAMU U ITyOOKU-
MM TIPOHMKAIOLVIMMA BETBAMU CPEJHENl MO3IOBOI
apTepyy WM B IIOTPAHIYHON 30He ITTyOOKNX BeTBel
CpefHeil VI IiepefiHell MO3TOBBIX apTepuil (B kKauecTBe
AQHAaTOMMYECKUX OPUEHTHPOB — OCTPOBKOBbIE 00a-
CTH, CEMUOBAJIbHBIE LIEHTPBI U JTy4UCTBIN BEHeI).

4. Vsmenenne MPT-curHana oT mepegHeit HOXKKI BHY-
TPEHHe KaICyIbl.

5. Vamenenne MPT-curHanma oT 6a3anbHBIX aHI/INEB
U 3puTenbHOro 6yrpa (Tamamyca).

6. JuddysHoe nopakeHne MO3TOBOII TKAaHM C IPOSB-
JIEHVSIMM paHHero Ino3a u (mm) GopMUpPYIONX-
Cs1 KUCT.

7. MPT-npusHaky BHYTPUKeTyJOYKOBbBIX U ITApEHXU-
MaTO3HBIX FeMOPpParmuii.

PesynbraThl mepBMYHOTO aHaIM3a MAaTE€PUAIOB MC-
CTIeIOBAaHMA IO STUM KPUTEPUAM IO3BONMMIMA pasfie-
JUTDb UX HA NIATH TPYIII:

1. Ipynna 1A - cusmenenuamu MPT-curnanma ot cTpyk-
TYP, BXOJAIVX B 6aCCelHbI «<HAPY>KHOTO BOJOpasfe-
7Ma» ¥ 3ajiHell HOKKM BHYTPEHHe1 KaIcybl 6e3 mpu-
3HAKOB BHYTPIVDKETYJOYKOBOTO KPOBOU3/IMAHNA.
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Puc. 1. MpyMep NO3NLMOHNPOBaHUS CPe30B Mo opbuTOMeaTanbHOM
NIMHWW B CaruTTanbHOW NNOCKOCTU ANs NONyYeHns n3obpaxeHns B
aKcuanbHoW NPoeKLMM NpU NPOBEAEHUM MarHUTHO-PE30HAHCHOM
Tomorpacdum ronoBHOro Mo3ra Ha npumepe T2 B/ nauueHTy Bocbmu
MecsLeB XU3HU

Puc. 3. [pumMep No3MLMOHNPOBaHMSA CPE3OB MO CIYXOBbIM HepBam
aKcuanbHOM NNOCKOCTM AN NoMyYeHNs M300paxeHUs B KOPOHAPHO
NpoeKLyM NPU NPOBELEHUN MarHUTHO-PE30HaAHCHON ToMorpathum
roNoBHOro Mo3ra Ha npumepe T2 B nauueHTy BOCbMU MecaLeB XU3HU

Puc. 6. YMeHblIeHNe
00bEMOB rMNMNOKaMnoB Ha
(hoHe ToTaNbHOW KUCTO3HOW
TpaHchopMaLmK BelLecTBa
rof0BHOMO MO3ra

2. Ipynna 1b - ¢ usmenenmamm MPT-curnama ot
CTPYKTYP, BXOAALINX B GAcCEIHbI «HAPY>KHOTO BO-
mopasfiefia» ¥ 3aJiHell HOXXKM BHYTPEHHEN KaIlCy/lbl
C MpU3HAKaMy BHYTPIDKETYLOYKOBOTO KPOBOM3/IN-
SAHUAL

3. Ipymnna 2 - c usmenenuamu MPT-curnasna ot cTpyk-
TYpP, BXOISAIUX B 6acCeilHbl «HAPY>KHOTO» U «BHY-
TPEHHETO» BOJOPA3[e/NoB, 3afHEN U IepefHell HO-
K€K BHYTPEHHEI! KaIlCy/bl.

4. Ipymmna 3 - c usmenennamyu MPT-curnana ot cTpyk-
TYp, BXOJALIMX B GAacCeilHbl «HAPY>KHOTO» M «BHY-
TPEHHET0» BOJIOPA3/IE/IOB, 3a[JHEI U IIepeIHEN HOXKEK
BHYTpPEHHel! KaIlCy/Ibl, a TaKXKe 0a3a/IbHbIX IAaHIIVEB
¥ 3pUTEIBHOTO 6yTpa.
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Puc. 2. Mpumep No3nLMOHMPOBaHUS CPE30B BAONb TPETHETO XEeNyLouKa
Yepe3 BOLOMPOBOA MO3ra B akcuasbHOW NNOCKOCTY ANsl NOMyYeHNs
1306paxeHws B caruTTanbHOM NPOEKLMM NpU NPOBEAEHUN MarHUTHO-
pe30oHaHCHOM ToMorpadum ronoBHOro Mo3ra Ha npumepe T2 BA
MaLMeHTy BOCbMU MeCsLIEB XMN3HU

Puc. 5. YmeHblueHne 06bemMoB
rMNMNOKaMMOB C HEPaCWMPEHHON
XenyA04KOBOMN CUCTEMOM

Puc. 4. YmeHblieHne 06beMoB
TMMMNOKaMMOB NPy 3aMeCTUTEb-
HOM PacLUMPEHNM XeNyA04KOBOM
CMCTEMbI FONIOBHOO MO3ra

5. Ipynmna 4 - ¢ gud¢y3HbIM HOpa’keHreM MO3TOBOI
TKaHM C TPOSBIEHMAMMU PAaHHEro Immosa m (vmm)
bOpPMUPYIOLINXCS KUCT.

[lns onpeneneHns CBsA3M yMeHbIlleHMs 0ObeMa I'UII-
IIOKaMIIa C PaclIMpeHMeM JIMKBOPOCOJEP>KaIIMX MPO-
crpanctB (PJITT) Bech MaccuB ciy4yaeB ObUI HaMU pas-
lleleH Ha 7IBa IO JAHHOMY NPU3HAKy — C HalaudueM
NMKBOpOcopepxamux npocrpancts (P/II1+) n (PJIII-).

NCNoJib30BAHHbIE METObI
CTATUCTUYECKOIO AHAJIU3A
151 ommcaHms KOMMYIeCTBEHHBIX TI0Ka3aTeelt MCIIOb-
30Ba/INCh CpeJHee 3HAa4YeHUe ¥ CTaHZAPTHOe OTK/IOHe-
Hue B Busie «M + S». Ha Bcex rpadmkax jyis Konmde-
CTBEHHBIX IIIKaJI CpefiHee apupMeTnIecKoe 0603HauYeHO
TOYKOI1, MefyaHa 00O3HaueHa TOPU3OHTANbHBIM OT-
pe3KoM, BHYTPUKBApTW/IBHBIN pa3Max IpefCTaB/IeH
IPSIMOYTOJIBHIKOM, MVHVMA/IbHbIE M MaKCVMMajIbHBbIe
yPOBHM 0003HAYeHDI BEPTUKATbHBIMI OTPE3KaMIL.
ConoctaBneHysi [ABYyX IPYII IO KOMMYECTBEHHBIM
IIKa/IaM [IPOBOANM/INCH Ha OCHOBE HelapaMeTpudecKo-
ro Merofia ManHa — YutHu. CpaBHeHus Tpex u 6onee
TPYIII 1O KOJMYECTBEHHBIM IIKa/aM HMPOBOAM/INCH Ha
OCHOBe HemapaMmeTpudeckoro kpurepus Kpackema —
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Yomneca. Cratuctideckas 3Ha4IMOCTb Pas/INdnil TPy
Ji1s1 OMHAPHBIX ¥ HOMUHA/IbHBIX IIEPEMEHHBIX OCYIIeCT-
BJIAJIACh NIpU IIOMOIIM TecTa XM-KBajparT [Iupcona.

[l MopenupoBaHMsA AUXOTOMMUYECKUX MCCIIefye-
MBIX ITOKa3aTesIell MCIIONb30BA/INCh flepeBbs Kaaccudu-
KallMy — VIHCTPYMEHT, NTO3BOJIAIOLINII IIPefCKa3bIBaTh
BEPOSITHOCTH UCCIIEyeMbIX COOBITUI TIO]] BIVISTHVEM OT
COOTBETCTBYIOLIVIX 3HAUeHMII He3aBUCUMBIX (PaKTOPOB,
a TaKKe CerMEHTUPOBATh PECIIOH/IEHTOB Ha PUCKOBBIE
K1acchl. JlaHHBI MeTOf MO/Ie3eH, TaK KaK IpefoCTaB-
JISIeT TIOCTIeIOBATENbHO aHAIM3MPOBaTh 3P deKT Bms-
HMS OT/Ie/IbHBIX IIOKa3aTesIell, a TakKe IMpefoCTaB/IAeT
BO3MOXXHOCTD BBIIIOJTHATb OffHOMEPHOE BETBJ/ICHNE JIA
VICCTIelOBaHMsl BK/Iafia OT/E/NIbHBIX ITepeMEHHBIX U pa-
6oTath ¢ PpakTOpaMu pasHbIX TUIIOB. /I OLeHKM Ka-
4ecTBa CMOJICIMPOBAHHBIX JE€PEBbEB MCIIOTb30BAICA
ROC-ananus.

YpoBeHb CTAaTUCTUYECKOI 3HAYMMOCTH ObUT 3aUK-
cupoBaH Ha ypoBHe 0,05. Crarucrmyeckass o6pabor-
Ka JJAHHBIX OCYIIECTBJIS/IACh C TIOMOIIbIO ITAKeTOB IIpU-
KJIAgHBIX TporpaMm Statistica 10 m SAS JMP 11.

PE3YJIbTATDI

VI3MeHeHNs B CTPYKTYpax IMIIIOKaMIIa ObIIM 3aperu-
CTPUPOBAHBI B 25 cny4daax us 164 — 15,24%.

MaxkcuMyM pacipefie/ieHus IpUXOAWICA Ha TPYIILY
4, muauMyM - Ha rpynny 1A. ITpu sTom B rpynme 1b
CIy4aeB C M3MEHEHUAMM B CTPYKTypax IMIIIOKaMIIa
66110 HaMHOTO 607blIIe (TISATh TPOTUB OHOTO).

DeHoMeH yMeHblIeHNMs OObeMa TUIINOKAaMIIa B
6orblIelt CTereHy ObUI TPefICTaB/IeH B IPYIIax 3 1 4 1o
CTeIIeHV BBIPRXEHHOCTM VIBMEHEHMI, TO eCTb ObIT Xa-
PaKTepeH M leTell, TepeHeCIINX TAKeTYI0 ITUITOKCHIO-
nimemnio (tabn. 2). BeisbiBaetT uHTepec TOT GakT, YTO
C TAaKOJ >Xe 4aCTOTOM OH BBIABJIANCA U B rpymme 1b —
y IeTell C IeTKO BhIpa>KeHHBIMM IPU3HAKAMM TUITOKCHM -
UIIeMIM, Ha (POHe KOTOPBIX ObIIO 3apMKCUPOBAHO BHY-

HEBPOJIOT A

47

TPIDKENTyIOYKOBOe KpOBOM3NUAHUe (Hambosee OoT4eT-
JIMBO 3TO MPEACTABIEHO Ha PUC. 7).

[Tpu sToM Hambomee TOCTOBEPHBIMM OBLIN pasyn-
91 110 JAHHOMY NpU3HAKy Mex/y rpynnamu 1A u 15,
1A u 3,2 n 4 (tabn. 3) npu JOCTOBEPHOCTY PA3TININIL B
MHO>KECTBEHHBIX IIOIIAPHBIX CPABHEHUAX MEXY BCeMU
TpynnaMu.

Taxoke ¢ BBICOKOJI JOCTOBEPHOCTBIO JAHHBI (eHO-
MeH B 0O0sIbllieit CTeleHM ObIT XapaKTepeH ISl [eTeit,
POAMBIINXCS B TSDKEZIOM cOCTOsIHUM (Tab7. 4, puc. 8).

C BbICOKOIT JocTOBepHOCTBIO (p = 0,0035) yMeHbIIe-
Hue 00'beMa TMIIIOKaMIIa BCTPeyanoch 6oee yeM B de-
ThIpe pasa dale B rpymnme P/III+, 4To MOXeT yKa3bIBaTbh
Ha MATOTeHeTNYECKYIO CBA3b MEX/Ly 9TUMU (PeHOMeHa-
MU ¥ BTOPMYHYIO IPUPOAY MU3MEHEHMII B IUIIIIOKaMIIE.

B tabmune 6 mpexncranen TOII-21 crnmcok oLeHOK
PUCKOB BIMAMINX (HAKTOPOB 110 OTHOLIEHUIO K IjefIe-
BOMY ITOKA3aTeJII0 «TUIIIOKAMII, yMeHbIIIeHVe 00 beMar.

Ha ocHoBaHuM TabMULBI 6 MOXKHO CHEIATh BHIBOJ, O
TOM, 4TO 14 U3 21 $aKTOPOB MIMEIOT CTATUCTUYECKYIO
3HAYMMOCTD BIVAHMA Ha LEIEBYI0 IIEPEMEHHYIO «TUII-
IIOKaMII, yMeHblIIeHIe 00'beMa» C 1alla30HOM YPOBHeN
puckoB ot 30,0% mo 100,0%. Ilox BO3AelicTBMEM BIN-
saHus dakropos us crucka TOII-21 pucku pasBuTus
yMeHbIIeHN 00beMa IMIIIOKAMIIA YBEeTNINBAIOTCA OT
30,0% mo 100,0%. /InpupyromyMu CTaTUCTUYECKN 3HA-
4UMBIMK (PaKTOpaMI C MOBBIIIEHNEM YPOBHEN PUCKOB
oT 57,9% 1o 100,0% ABnATCA «rpynna 4», «KUCTO3HasA
TpaHcpopMaLA» U «Oa3anbHble TAaHITINN». 3aMbIKAIOT
cmcok TOII-21 craTucTmyecky 3HaYMMble (aKTOPBI
«CYIOpOIM», «BOfOpasnen HapyXHbli» u «PJIII+», Ko-
TOPbI€e IIOBBIIIAOT YPOBEeHD pucka ot 30,0% go 100,0%.

[Io pesymbraTaM IpOBENEHHOTO ORHO(AKTOPHO-
rO aHa/aM3a pPUCKOB Ie/IeBOro IIOKas3aTelsd «TUIIIO-
KaMII, yMeHblleHye 00beMa» MOXKHO CJiellaTh BBIBOF,
YTO TpeMsA KIIOYeBbIMM CTATUCTUYECKU 3HAYVMMBbI-
MU (aKTOpaMy pasBUTHA PUCKA «yMeHblIeHMe 00be-

Tabnuua 2. MpeacraBneHHOCTb PeHOMeHa yMeHbleHUss oO0beMa rmnnokamMna B rpynnax no crerneHu
BbIPAXXEHHOCTU MTMMNOKCUYECKN-ULLEMUYECKUX NU3MEHEHUI B TONIOBHOM Mo3re pebeHka

HEWN]

lpynna 2 fpynna 3 fpynna4  VYpoBeHb P

fpynna 1A Tpyn
Moka3arenb (n=63) (n=
Mnnokamn, yMeHblUueHne oobema 1(1,59%) 5(38

13)

,46%)

(n=57) (GERE)) (n=10) (df=4)

6(10,53%) 5(38,46%) | 8(80,00%) <0,0001

Ta6nvn.|.a 3. ﬂ,OCTOBepHOCTb OTNNYMN B NnpUcyTCTBNN CbeHOMeHa YMEeHbLUEHUSA obbema runnokamna

(df =4)
YpoBeHb P
(rpynna 1A -
rpynna 1B)
YpoBeHb P
(rpynna 1A -
rpynna 2)
YpoBeHb P
(rpynna 1A -
rpynna 3)
YpoBeHb P
(rpynna 1A -
rpynna 4)

a.
F]
I
[}
]
g
>

<0,0001 | <0,0001 0,0369 <0,0001

YpoBeHb P
(rpynna 16 -
rpynna 2)

0,0125

YpoBeHb P
(rpynna 16 -
rpynna 3)
YpoBeHb P
(rpynna 156 -
rpynna 4)
YpoBeHb P
(rpynna 2 -
rpynna 3)
YpoBeHb P
(rpynna 2 -
rpynna 4)
YpoBeHb P
(rpynna 3 -
rpynna 4)

0,0464 0,0125 <0,0001 0,0464
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Ta6nv||.|,a 4. BCTpe‘-IaeMOCTb yMeHbLUeEHUSA obbeMa ryunnokamMna B 3aBUCUMOCTU

OT TAXECTU COCTOAHUSA NPU PpOXOAeHUN

YpoenerBoputenbHoe CpepHen TshkecTu

Noka3arenob (n=10)

Tsokenoe YpoBeHb P
(n=43) (df =2)

[Mnnokamnm,

yMeHbLleH/e obbema 0(0,00%)

1(4,76%)

13 (30,23%) 0,0131

Ta6nv||.|a 5. Pacnpep,eneHme YMEeHbLEHUSA obbema runnokamna no rpynnam
C pacwmnpeHnem nmnkesopocogepXawmx npocrpaHCTe U 0e3 TakoBOro

Nokasarenb

YpoBeHb P

(df=1)

Mnnokamnm,

yMeHbLUeHVe obbema 18(30,00%)

Ma TUIIOKAMIIA» SIBJISIIOTCA «TPyHIa 4», «KUCTO3HAA
TpaHchopManysa» U «basajbHble TAaHITIMN» C YPOBHS-
MU a0COMIOTHOTO PUCKA Pa3BUTUS OKA3aTeNsl «YyMEHb-
meHne obbeMa IMIIIOKamIa» 6onee 57,9%. Hamnume
OJIHOTO V3 TPeX K/IIYeBbIX (PaKTOPOB IOBBILIAET YPO-
BeHb PMCKA Pa3BUTI ITOKa3aTe/lsl «<yMeHblIeH1e 00be-
Ma IMImoKamima» 6osee yeM B 6,0 pasa.

®opmupoBaHye PUCKOBBIX K/IACCOB Pa3BUTH ITOKA-
3aTes «TUIIOKAMII, YMeHbIlleHne 00 beMar.

Il OlLleHKM IIPOTHO3HOTO KadyecTBa IIOCTPOEHHO-
TO JepeBa-pelleHniI MCIIO0/Ib30BA/INCh TaKye I0Ka3are-
1, kak AuROC, 4yBCTBUTETPHOCTD U CHELM(PUIHOCTD.
AuROC - nnomagp, orpanmueHHas ROC-kpuBoit n
OCBIO JIO/TN JIOKHBIX TIOJIOKUTETbHBIX KIaCCUPUKALIL.
Yewm Brl1re nokasarenb AuROC, Tem KauecTBEHHee Kilac-
cudukarop, npu aToM 3HaueHue 0,5 leMOHCTpUpYeT He-
IIPUTOIHOCTD BHIOPAHHOTO MeTOfIA Kaaccudukanym (co-
OTBETCTBYeT C/Iy4aliHOMy rajanuio). Ecim 3HadeHnme
AuROC Mmenbitie 0,75, To IpOrHO3HbIe KayecTBa fiepeBa
Ha HU3KOM YPOBHE, IIpY 3Ha4eHMAX MeHblue 0,85 — mpo-
THO3HOE Ka4eCTBO Ha Cpe[JHeM YPOBHE U 3HaUeHVIs BbIlle

rpynna N0 BbIPAaXXEHHOCTU 13MeHeHMUiA

120%

100%

80%

60%

40%

20%

0%

fpynna1A  Tpynna1b  [Tpynna2  [pynna3  [pynna4

[unnokamn, ymeHbLLIEHME 06bemMa

Puc. 7. MNpepacraBneHHOCTb GpeHOMEHa YMeHbLUeHUs obbema rumnmno-
Kamna B rpynnax no creneHu BbIPaXeHHOCTU FMMNOKCUYeCKn-nemu-
YeCKMX U3MEHEHWIA B TONOBHOM Mo3re pebeHka
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4 (7,84%) 22 0,0035

0,85 TOBOPAT O BHICOKOM IIPOTHO3HOM KaueCTBe MOJEII.
YyBCTBUTETBHOCTD HPEACTABIIAET COOOI OO ICTUHO-
THIOJIOKUTE/TbHBIX Pe3y/IbTaTOB CPely BCeX MOMOKNUTENb-
HBIX, a CIIelU(PUYHOCTD, HAIIPOTUB, KO0 UCTUHOOTPU-
L[aTe/IbHBIX Pe3y/IbTaTOB CPeM BCEX OTPUIIATE/IbHBIX.

Bcero ¢ nomoupio gepeBa-pelieHnit ObII0 BbIese-
HO TPM PUCKOBBIX Kiacca (tabmuima). Hanbonee BpIcO-
Kuit puck (puck = 80,0%, o6bem rpymnnsl = 10) passu-
TS TI0Ka3aTe/s «TUIIOKAMII, YMeHbLIeHNe oObeMar»
HaO/MoaeTCA y MallMeHTOB CO CIefyollell KOMOMHAIIN-
eit (aKTOPOB: «IPYIIIA 110 TSHKECTU M3MeHeH Ui (TpyIna
4)». HanmeHb1Mit ypoBeHb pucka (puck = 2,2%, 06b-
eM TpyNIbl = 46) pasBUTHS IIOKa3aTe/lsd «TUIIIOKAMII,
yMeHbllleHNe o00beMa» HAOMIOfaeTcs M ClIeRyoLlei
KOMOUHAIM (PaKTOPOB: «IPYIIA IIO TSHKECTU M3Me-
HeHwit (rpynma 1A, rpynma 1B, rpynma 2, rpynmna 3)»
u «PJIII (6e3 PJIIT)». CaMbIM KPYIIHBIM KJTACCOM C 00'be-
MOM I'PYIIIBI B 55 HAOTIOEHNIT M YPOBHEM PUCKa B 2,2%
ABJAETCA CIeAYyIoIas KOMOMHAIVA GaKTOPOB: «IPYIIIIa
0 TsKeCTV n3MeHeHnit (rpymna 1A, rpynmna 1b, rpyn-
ma 2, rpymnma 3)» u «PJIIT+».

CocToAHMe NpY POXAEHUM
50%

40%

30,2%

30%

20%

10%

48%
0%

0%

YnoBneTBopuTenbHOR Cpeaneii Taxenoe
TAKECTH

[unnokamn, ymeHbLueHve 06bema

Puc. 8. BCTpeyaemMoCTb ymMeHblUeHWs 0b6beMa runmnokamna
B 3aBMCMMOCTU OT TSKECTU COCTOSHUS NMPU POXAEHUM
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Tabnuua 6. TOM-21 knioyeBbiX PaKTOPOB BAUSHUA Ha LeSIeBOM MoKasaTeflb «yMeHblleHne obbema
rmnnokammna» (OLueHKM abCoNOTHLIX PUCKOB, U3MEHEHME PUCKA, OTHOCUTENbHbIA PUCK)

rVII1I10KaMl'I, yMeHbI.IJeHI;Ie onema: N3meHeHume OTHOCUTENbHbIN
uacrora (puck, %) pucka puck YpoeeHb P
cdhaxTop: HeT cdhaxTop: ectb (95% An) (95% An)
78,4 50,4
lpynna 4 1(1,6%) 8(80,0%) (53,4: 103,4)% (7,04: 361,00) <0,0001
KucrosHas TpaHchopmaums 18 (11,5%) 7 (100,0%) 83 68%35 5)% 6 63"7123 47) <0,0001
basanbHble raHrnmu 14 (9,7%) 11 (57,9%) @5 548;’12 0)% G 20_611 24) <0,0001
Mo3onucroe Teno 40,4 14,13
(He AMddepeHUMPOBaHO Ha OTAEbI) 2(3.1%) 20 (43,5%) (25,5; 55,3)% (3,47;57,51) <0,0001
BHyTpeHHsAsa rugpouedanus 12(8,9%) 13 (44,8%) a7 23552 7% @ 557’_0;90) <0,0001
Hanuume BXK 13 (9,4%) 12 (46,2%) “75%29% QségSU <0,0001
36,9 24,23
lpynna 3 1(1,6%) 5(38,5%) (10,2: 63,5)% (3,08: 190,56) <0,0001
11 30,3 4,53
lemopparuu (8,6%) 14 (38,9%) (13,6; 46,9)% (2,25 9,00) <0,0001
. 8 16 26,9 4,77
Bospacr, aHen = 20,0 (7,1%) (34,0%) (12,5:41,3)% | (2,19;10,37) <0,0001
0 14
YrHeTeHue (0,0%) (35,9%) 35,9 - 0,0001
CocTosHMe Npu poxaeHnm 1 13 27,0 9,37 0.0034
Taxenoe (3,2%) (30,2%) (11,9; 42,1)% (1,29; 67,94) '
4 18 22,2 3,82
PN+ (7,8%) (30,0%) (8.4: 35,9)% (1,38, 10,58) 0.0035
- 7 18 -24,4 0,34
Bopopasaen HapyxXHel (36,8%) (12,4%) (-46,8; -2,1)% (0,16: 0,70) g
9 5 35,9 3,56
Cynoporu (14,1%) (50,0%) (38:68,1)% | (1,49, 8,46) 0,0070
OCNoXHEHHOCTb aHaMHe3a 1 13 19.1 481
MaTepun No coMmaTU4eckomn .23 ! 0,0628
HeNHbEKUNOHHONM naTonorum (5,0%) (24,1%) (4.2;33,9)% (0,67; 34,46)
OCNOXHEHHOCTb aKyLLepCKo- 2 12 175 319
:ﬂm;zlé?dnormqecmro aHaMHe3a (8,0%) (25.5%) (1.1:33.9% (0,77:13,15) 0,0735
OnntenbHbIN 6e3BOAHbIN 6 9 15,4 2,05 0.1172
NPOMEXYTOK (14,6%) (30,0%) (-4,3; 35,0)% (0,82; 5,14) '
11 4 15,3 1,85
Ponosas TpaBma npamas (18,0%) (33,3%) (13,1;43,7)% | (0,71;4,84) 0,2305
. 11 4 13,0 1,73
ToKCMKO3 BTOPOW MONOBUHbI (17.7%) (30,8%) (-13,8;39,9)% (0,65: 4.60) 0,2857
32223(; 10 COMATAMECKOR a 5760/) @ W %) (86(10327.8% o3 %6) 0,3575
MHMEKLMOHHON NaTonorum 70 0 Pl
36/rpo3a rnpepbiBaHUS 7 6 48 0,77
epeMeHHOCTU (paHHssi, No3aHss, (20,6%) (15,8%) (-22,7: 13.1)% (0,29: 2,06) 0,5972

BClO bepeMeHHOCTb)

Ne 2 « 2025
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Ta6.nv||.|a 7. OTCOpTI/IpOBaHHbIe pncKoBbl€ KinacCbl MNauMeHTOB ANA UeNeBOoro nokasartena «rmnnokamn,

yMeHblleHe obbeMa» no yobiBaHUIO pUCKa

Ne OnpeneneHune Knacca &3:‘::' Knﬂ:;’,l % Puck, %
1 lpynna no TaxecT usMeHeHul (rpynna 4) 10 9,0% 80,0%
2 | Tpynna no Tsxectn uameHeHun (rpynna 1A, rpynna 16, rpynna 2, rpynna 3) & PJ1M (PJ1M) 55 49,5% 25,5%
3 | lpynna no TaxecTn nameHeHun (rpynna 1A, rpynna 16, rpynna 2, rpynna 3) & P/ (6e3 PJ1M) 46 41,4% 2,2%

Bca BbIOOpKa
Puck = 15,2%;
N =164

prn na no TaXecru

U3MEeHEeHUM lpynna no Tsaxectu

(Mpynna 1A, lpynna 15, M3MeHeHWN
lpynna 2, Mpynna 3) (Tpynna 4)
Puck = 11,6%:; Punck = 80,0%;
N = 146 N=10
PN - PN +
Puck = 2,2%; Puck = 25,5%;
N =46 N =55

Puc. 9. lnarpamma gepeBa-peLueHni fis nokasatens «yMeHbLUEHWEe
obbeMa runnokamna» Ha OCHOBe KOMBUHALWM BYX BAMSIOLMX
(haKkTOpOB: «rpymnna no TAKECTU U3MEHEHWA» U «PITM»

Hioke, Ha pucyHKe 10 u B Tabnum1ie 8, IpUBeIEHDI pe-
3ynbTaThl ROC-aHanmsa 1 NporHo3Hble IOKa3aTey Ka-
YeCTBa MOCTPOEHHOTO JiepeBa-pelleHnIt [/i 1[eeBOTro
HIOKa3aTeJIs «TUIIIOKAMII, yMeHblileHe o6beMar. Tou-
Ka OTCeYeHMs IPeCTaB/IAeT COO0I ONTUMAIBHYIO Ipa-
HULY OTHEIEHN TOIOKUTENbHOIO MIPOTHO3a OT OTPHU-
11aTe/IbHOTO.

3nadenne AuROC, pasHoit 0,92, TOBOPUT O BbICOKOM
IIPOTHO3HOM KaueCcTBe CMOJIE/IMPOBAHHOTO JiepeBa-pellle-
Huit. Ecin onjeHKa pucka >25,5%, TO CliefflyeT C4uTaTh, 4TO
MBI OXXIJJaeM IMONOXKUTENbHBI pe3y/bTaT, B IPOTUBHOM
crmydae — oTpurarenbHblit. [Ipy Takom mopxone B 88,9%
CITy4aeB MblI Oy/ieM IPaBIIbHO MAEHTUPUIMPOBATD [10JI0-
JKUTE/IbHBIN pe3ynbTaT u B 93,8% cily4aeB — IpaBUIbHO
UJIeHTUUIVIPOBATh OTPULIATE/IBbHBII Pe3y/IbTar.

Ha ocHoBe MeTOpa mepeBa peleHMit I LieIEBOTO
HIOKas3aTeysl «TUIIOKAMII, YMeHblIeHre 00beMa» ObIIO
BbI/IE/IEHO TPM PUCKOBBIX KjIacca C YPOBHAMM pHUCKA OT
2,2% 10 80,0% ¢ TOMOLIBIO CTIERYIOMIVX ABYX BIMAIOIINX

Ne2 « 2025

Tabnuua 8. MporHo3Hble NokasaTenun Ka4yecTsa,
NOCTPOEHHOrOo AepeBa-peLleHni Ana Lenesoro
nokasaTtensi «rMnnoKamr, yMeHblleHne
obbema»

Touka oTceyeHUs 25,5%
AuROC 0,92

YyBCTBUTENLHOCTD 88,9%
CneumdunyHOCTb 93,8%
O heKTUBHOCTb 91,3%

(aKTOpOB: «IpyIIIA IO THKECTH M3MeHeHmi» 1 «PJIIT».
Bbicoko puCKOBBINT Ki1acc ¢ ypoBHeM pucka 80,0% ompe-
IersieTCss Ha OCHOBe KOMOMHAIVM (PaKTOPOB «IPYIIIIA IO
TSDKeCTH M3MeHeHni! (rpyma 4)». [IporaosHoe kauecTBO
IIOCTPOEHHO MOJENN MEET BbICOKUI YPOBEHbD.

OBCY)XAEHUE

YmMeHbIIeHMe 06beMOB I'MIIIOKAaMIIa BCTPEYasoch B de-
TBIPeX U3 ILATU CTy4aeB YeTBEPTOIL IPYIIIIBI TUIIOKCHYe-
CKU-MIIeMIYeCKMX VI3MEHeHNIT B Mo3re (XapaKTepusy-
IOIelics TPYObIMU MOP(OTOTMYeCKIMY HapyLIeHUAMI,
IO CYT! — TIOJIMKUCTO30M U PacIpOCTPAHEHHBIM ITINO-
30M). B TakoM OKpy’>keHum mpucyTCTBMe JaHHOTO (e-
HOMEHa BIIOJIHE JIOTMYHO OTpa)kaeT OOy KapTUHY
IIOCTPAZIaBIIero OT XXECTOKON TMITIOKCUY MO3Ta.

IIpu sroM B rpymme 3, KputepueM oTOOpa B KOTO-
pyto 6bUIO Ha/mM4Me M3MEHEHMII B Tajmamyce 1 6a3ab-
HbIX TAaHIVIVAX, JIAHHBI IPM3HAK BCTPEYaeTcA 4yTb
6onee yeM B TpeTu crydaes (38,5%), 4TO He BIIOJIHE CO-
IJIaCyeTCs C BIEYaT/IeHVeM, CIOKUBIIMMCS HOCTIe O3Ha-
KOMJIEHJEM C IUTePaTypoii, COIIACHO KOTOPOMY JaHHbIe
(beHOMeHbI O4YeHb OIM3KY NaTOTreHeTUYeCKN 1 BCTpeya-
I0TCSI B OCHOBHOM COYETaHHO [6, 7], X0Ts1 mopakeHue 6a-
3a/IbHBIX TaHI/INEB V30/IMPOBAHHO ABJIAETCA OfHVM 13
K/II0YeBBIX (haKTOPOB BIIVIAHVA HA IIeTIeBOJ ITOKa3aTeNlb
«yMeHblIIeHNe 06beMa IMIToKamIa». Kpome Toro, Takoi
e ObITa O/ MAlMIeHTOB C YMEeHbIleHeM 00beMa IMII-
TIIOKaMIIa B Tpymie 1B, BKIOYAIoIyIo B cebs IalMeHTOB
C BHYTPIDKETY/JOYKOBBIMY KPOBOM3IMAHMAMM Ha (oHe
JIETKMX TYIIOKCUYECKY-NIIeMITIeCKIX VI3MEHEeHWIT B MO3-
TOBOJI TKaHM, YTO B ellje OONbIIelT CTEIIEHN Je/IaeT COM-
HUTETbHBIM BBIBOJ] O COYETAHHOCTY M3MEHEHMII B TaJla-
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Puc. 10. ROC-kpumBas ang LeneBoro nokasartens «rmnnokamn, yMeHb-
WweHne obbema»

Myce, 6a3a/IbHBIX TAHIVIMAX U TUIIIOKaMIle. Bee aTo faer
BO3MOXXHOCTD TIPETIONIOKUTD 60JIee CIOXKHYIO IIpUpo-
Jiy TUIIIOKaMIIaJTbHBIX M3MEHEHUII TPV TMIIOKCUYeCKN-
MILIeMIYeCKNX MOpaKeHMAX Mosra. bosee BbIcOKas MX
BCTPEYaeMOCTb NPY HAINYMM PACHIMPEHNs JMKBOPO-
COfiep>KallUX MPOCTPAHCTB MOXKET YKasblBaTh Ha BTO-
PUYHBIIT XapaKTep yMeHbIIeHs 00'beMa IUIIIIOKaMIIa 3a
CYeT M3MEeHEeHV: B3aVIMOOTHOIICHMII MEeXJY OTHeIaMu
MO3ra [Py PacIIMPEHUN XKeTyJ04KOBOI CUCTEMBI 11 CY6-
apaXHOMJATbHBIX IIPOCTPAHCTB. DTO IPEeAIONIOKeHUe
HOATBEP>KIAETCSA TAKKe M BBICOKOII YaCTOTON BCTpeyae-
MOCTH PacIIMpeHs TMKBOPOCOIEPYKALINX IIPOCTPAHCTB
B rpymmne 15 -y 11 n3 13 manuenTos (84,6%).

BosnbIoit MHTepec BHI3bIBAET BbIABIEHHAA IIO JIaH-
HBIM aHa/IM3a PYCKOB BBICOKO JOCTOBEPHAs CBA3b MEX-
Iy Ha/my4yueM M3MEHEHWJI CTPYKTYpbl TMIIIOKAaMIIa 1
HEOHATaIbHBIMU CYOPOTaMIU, OIHAKO IIPEJIIONIOKNUTD,
KOTOPBIil U3 9TUX (PEHOMEHOB SABJIACTCH IIEPBUYHBIM,
a KaKoJ1 BTOPMYHBIM, Ha OCHOBE MMEIOIIXCS JaHHBIX
He IPeCTaB/IACTCA BO3MOXKHBIM.

BoeiBojbI:

1. VYMeHbleHMEe 06'bEMOB I'MIIIIOKAMIIA OTMEYEHO B 25%
CIIy4aeB HAIM4MA TMIOKCUYECKU-UIIEeMUYECKUX U3-
MEHEHWI1 B MO3Te JII000J1 BBIPOKEHHOCTI.

2. Tlpupopa ymenblieHus: o6beMa IUIIoKamia B 60/b-
miell CTelmeHM BTOpMYHA IO OTHOLIEHMIO K pac-
LIMPEHNI0 TUKBOPOCOAEpKAlMX IPOCTPAHCTB, B
MEHbUIEN — ONIPEeNAETCA TAXKECThIO TMIIOKCUYECKI -
MIIEMIYEeCKIX M3MEHEHNIT B MO3Te peOeHKa.

3. IlpucyrcTByeT mOCTOBEpHasA CBA3b MEXIY Haan4u-
€M M3MEHEHUI CTPYKTYphl TMIINIOKAMIIa M HEOHa-
Ta/IbHBIMU CYIOPOTaMI, OJJHAKO IIPEJIIONIOXKUTD, KO-
TOPBIT 13 3TUX (PEHOMEHOB SBJISAETCS IEePBUYHBIM,
a Kakoll BTOPMYHBIM, Ha OCHOBE MMEWOIVXCA JlaH-
HBIX He IIPEJCTABIIAETCA BOSMOXKHBIM.
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3AKJIIOYEHUE

JlanHbIE TPOBENEHHOTO MCCAENOBAHNUA TI0OKA3a/IM, YTO
yMeHbllleHre 00beMOB IMIIIIOKaMIIa OTMeYeHBI B YeT-
BEPTU CIy4aeB HAINYUA TUIOKCUIECKM-UIIEMUYECKIX
M3MeHEeHMIT B MO3Te 100071 BoipakeHHOCTH. Hanbosb-
LM PUCK €TO BBISB/ICHMS MMEETCs NpY HauOOIbLIeN
BBIPOKEHHOCTU  TMIIOKCMYECKU-UIIEMUYECKUX W3-
MEHEHUI ¥ IpU PaCIIMPEHUN TUKBOPOCOAEPIKAIMX
IIPOCTPAHCTB — HE3aBUCHUMO OT TSXKECTM TUIIOKCHYe-
CKM-MIIEMUYECKUX M3MEHEHMIA. BolABIeHa mOCTOBEP-
Has CBA3b IIOPAXKEHUs TUIIIIOKAaMIIa C Ha/lM4ieM HeOHa-
TaJIbHBIX CyHOpOr. JJaHHBI HepOBU3yalIN3alIOHHBII
deHOMeH ABIAeTCA B OOJMbILIEN CTENIEHN BTOPMYHBIM
II0 OTHOLIEHUIO K PaCIIMPEHMIO TUKBOPOCOAEPIKAIMX
IPOCTPAHCTB M OTYACTU OTOOPaXKaeT TSAXKECTb TUIIOK-
CUYECKM-MIIEMUYECKUX U3MEHEHNI B Mo3re. [umnokcn-
YeCKM-UIIEMUYECKNE TIOPaXKEeHM TMIIOKAMIIA MOTYT
ONpeNeNnATb IPOrHO3 SMUIENTOreHesa IpU JanbHEN-
1IeM pa3BUTUM pebOeHKa.
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B.B. CrapueBa’, K.A. OraHan®

AKTYANbHbIW B3rNAp HA BONMPOChbl KOHCEPBATUBHOIO
JIEYEHNA U ®U3NOTEPANUUN NALUEHTOB C TMMEPTPODUEN

rMOTOYHOW MUHOAJIUHDI

KnioueBble cnoBa: afileHOMAMT, afleHOW/bI, FNOTOYHAs MUHAANMHA, NMbaeHOMAHOE KONbLIO
Keywords: adenoiditis, adenoids, pharyngeal tonsil, pharyngeal lymphoid ring

Pe3tome. MaTonorus cTpykTyp numMbaLeHOUAHOTO rMOTOYHOIO KONbL,a AOMUHUPYET B CTPYKTYpe 3abonesaemMocTy
B J€TCKON OTOPUHONAPUHIONOrMYeckon npakTvke. HecmMoTps Ha CyLecTBYIOWMIA WMPOKKUIA CNeKTp hapmakoTe-
paneBTUYECKMX MOAXOLOB K NEYeHMIO afeHOTOH3UNNSPHOW NaToNornmM, Npobnema KOHCEPBATUBHOIO BeeHMs
MaLWEeHTOB C T’MNepTPOdMEN rOTOYHON MUHAANUHBI COXPAHSAET CBOK KIMHMYECKYIO 3HAYMMOCTb. [laHHas CTaTbs
npeacTaBnseT cobon 0630p nuTEpaTypbl, NOCBALEHHON COBPEMEHHOMY B3rNsjy Ha BOMPOChl KOHCEPBATUBHOTO
NIEYEHMN MALMEHTOB C rMNepTpoduren ageHonaoB. ABTOPbI AeNatoT akLeHT Ha UCMNOoNb30BaHUM MPPUrALMOHHO-
3NIMMMHALMOHHOW TEpanuM U 3HLOHA3aNbHbIX FMIOKOKOPTUKOCTEPOMIOB, a TakXe MECTHOro aHTUbaKTepuanb-
HOro, NPOTUBOBOCMANNUTENLHOMO, MyKONUTAYECKOTO NIeYeHUst NaToNOrMM HOCOrNOTOYHON MUHAANUHBL. Ocoboe
BHMMaHMe B CXeMaX KOHCePBATMBHOIO NIeYEHNs MALMEHTOB C rMNEPTPOdUEN MMOTOYHOW MUHAANMHBI OTBOLMUTCA
pa3NnyHbIM GU3NOTEPANEBTUHECKMM METOLMKAM, KOTOPbIE Bbi3bIBAOT OTAENbHbIN MHTEPEC CPean CNeLUanucToB,
3aHMMaloLLMXCA JaHHON Npobnemon.

Summary. Pathology of the lymphadenoid pharyngeal ring structures dominates the morbidity structure in pediatric
otorhinolaryngological practice. Despite the existing wide range of pharmacotherapeutic approaches to adenotonsil-
lar pathology treatment, the problem of conservative management of patients with adenoid hypertrophy retains its
clinical relevance. The article presents a literature review focusing on current perspectives regarding the conservative
treatment of patients with adenoid hypertrophy. The authors emphasize the use of irrigation-elimination therapy and
endonasal glucocorticosteroids, as well as local antibacterial, anti-inflammatory, and mucolytic treatment for adenoid
pathology. Special attention in the conservative treatment for patients with adenoid hypertrophy is given to various
physiotherapeutic techniques, which are of particular interest among specialists, dealing with this problem.

[ns uMTMpPOBaHUS: AKTyanbHbIV B3rNsg Ha BOMPOCkl KOHCEPBATMBHOIO NeYeHns U dhu3noTepanum NauUeHTOB C rMNepTpodueis roTo4HOM
muHganuHel / A.A. Tpuropbesa, T.W. lapaweHko, B.B. CtapueBa, K.A. OraHsH // MpakTvka negunatpa. 2025. Ne 2. C. 52-56.

For citation: An up-to-date view on the issues of conservative treatment and physiotherapy of patients with pharyngeal tonsil hypertrophy /
A.A. Grigorieva, T.I. Garashchenko, V.V. Startseva, K.A. Oganyan // Pediatrician's Practice. 2025;(2): 52-56. (in Russ.)

3a6oneBaHI/m OpraHoB TMM(OITOTOYHOTO KOJIbIa
3aHMMAIOT IIEPBOE MECTO II0 PaCIPOCTPAHEHHOCTH
cpenn Bcex JIOP-3aboneBaHmit B IETCKOVl OTOPMHO-
napusronorny. CoBpeMeHHbIEe 3INEMMIOIOINYECKMe
IaHHBIE CBUJETENTbCTBYIOT, YTO IMIIEPTPOPMS afieHo-
VITHBIX BeTeTalil BbIABIAETCA y 35% feTelt, Ipu 3TOM
B OTJeIbHBIX UCCIIeNOBAHUAX 3TOT MTOKa3aTeNlb JOCTU-
raet 70% [1]. Ba>XHO OTMETUTB, YTO CAMO Ha/IMYILE ITI0-
TOYHOM MUHAAIUHBI HE CUYUTAETCS MATOTOTUYECKUM
cocrostureM. O60CHOBaHMEM [I/IS TOCTAHOBKM JMArHO-

3a «runeprpodust ageHonsoB» (MKB - J35.2) sBnsior-
Cs Ka/joObl MalMeHTa Ha Ha/jm4ye COOTBETCTBYIOIEl
CUMIITOMATUKM U KIMHUYECKMe IPOsBIeHUA 3abore-
BaHMA. VIMEUMIICA ONBIT JIeYeHNA NaleHTOB C I'ii-
nepTpodueit ITTOTOYHON MUHAANMNHBL YOexaaeT 60/b-
IIVHCTBO OTOPMHOJIAPUHTOIOTOB B HEOOXOAMMOCTU
0epe>KHOTO OTHOLIEHNA K aleHOMJHBIM BereTalusAM
0cO0eHHO y AeTell MIA/IMINX BO3PACTHBIX rpyni. [Ipu
3TOM He NOABEPraeTcss COMHEHUIO HeOOXOMMOCTD X1~
PYPTMYECKOTO JIe4eHNA IaHHOM NaTOoNIOTUy NPy yCIlo-

'®IBY «HaupoHanbHbIA MeAUUMHCKUIA MCCNefoBaTeNbCKUIA LLEEHTP OTOPUHONAPUHIONOMMK defepanbHOro MeanKo-OMonorMyeckoro areHTCTea»
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BUY IOMTHOCTHIO MCYEPIIAHHBIX BO3MOXKHOCTEI KOH-
CepBaTUBHOTO JiedeHNs. be3yC/IOBHBIMM OKA3aHUAMMY
K OIlepaTMBHOMY JIEYeHVIO ALMEeHTOB C IUIepTPOdU-
eil TIOTOYHOI MUHJAMNHBI CYUTAOTCA CUHAPOM 00-
CTPYKTMBHOIO aIlHO3 CHA M XPOHMYECKUIl CpemHuil
oturt [2].

Ha cerogHsAmHMii MOMEHT KOHCEpPBATMBHOE ieve-
HII€e [TATOIOTMY HOCOIIOTOYHOI MUH/AIMHBI BK/TIOYaeT
CIefyIolye BU/bI Tepanmil: MppPUTalYIOHHO-9IMMIHA-
IVIOHHAs, CUCTEMHAs ¥ MeCTHasA aHTMOaKTepuaibHasi,
IPOTMBOBOCIIA/INTE/IbHAS,, MYKOIUTHYECKasA. Takke B
CXeMbI JIe4eHMs MOTYT OBITb BK/IIOUEHBI IIPOTUBOAI-
Jleprudeckue, MMMYHOKOPPEKTUPYIOIe IIpenaparsl,
OPOOMOTHKM, CPeCTBA PACTUTENIBHOTO IPOUCXOXKIIe-
HUSA, pedrieKcoTepamnys, [bIXaTellbHass TI'MMHACTHKA,
a Taxoke pusnorepanus [3]. HecmoTps Ha mmpoxmii ap-
CeHaJI JIEKapCTBEHHBIX CPELICTB, MCIIO/Ib3YEeMbIX Y Ialiy-
€HTOB C ITaTOJIOTMEN IJIOTOYHONM MMHJAIVHbBI, OTCYT-
CTBYeT eIVMHBII CTAHAAPT JIeYeHNs JaHHOI MaTONTOIMIL.
Ha mpakTuke 3T0 MPUBOANUT K CYILIECTBOBAHUIO 3ada-
CTYI0 IIPOTUBOIIONIOXKHBIX B3I/IANOB Ha BEleHUE TAIlV-
€HTOB Cpeliyl NPaKTUKYIOIINX Bpadeil. PesynbraTom oT-
CYTCTBUSI COIVIACOBAHHOCTY PabOThI Bpayueil CMeXXHBIX
CIleMaIbHOCTe! SIB/IAETCSI HEIOCTATOK KOMIIIEKCHOTO
HaOTIOfleHN S U JIedeH)A MAlMeHTOB C COIYTCTBYIOMIel
[IATO/IOTHEN, TedeHVe KOTOPOIl YCyryOnsieTcsi maTono-
TUYEeCKUM IPOLECCOM B HOCOITIOTKE.

B cBs13u ¢ yacTeiMy no6ouHbIMY 3 PexTamu cucteM-
HOJ1 aHTUOMOTUKOTEPAIINI OCOOBIT MHTEPEC MPeCTaB-
JIsIeT MECTHOE TIPMMeHeHIe IIPerapaToB, HallpaB/IeHHBIX
Ha II0flaBJIeHIe POCTa MUKPOOPraHM3MOB, Yallle — AHTH-
CeNTHKOB. B yacTHOCTH, /14 /TeYeHN A TaTONIOT YN ITIOTOY-
HOJI MYH/I/IMHBI OJIOKUTENIBHO Ce0s1 3apeKOMEeHI0BaTT
0,01%-11 pacTBOp Mupamuctusa [4]. B HacTosmee Bpe-
M B Poccniickoit @epepariny nMeeTcs Tpy 3aperucTpu-
POBaHHBIX IpeIapaTa /sl MOMOCTY HOCa Ha OCHOBE aH-
TUOMOTHKOB (To/MzeKca, n3odpa, TPaMULIEHT), TPUYEM
fiBa U3 HMX COfIep>KaT aMMHOIIIMKO3U/bI (HEOMUIIMH +
HOMVMUKCUMH B 1 ¢paMuuernH), meMOHCTpupyoLIye
OTpaHMYEHHYIO aKTMBHOCTD IIPOTUB S. preumoniae, siB-
JIAOLIETOCs Hambosiee 4acTbIM BO30OYAMUTENIEM IATOJIO-
TUJ TIOTIOCTY HOCA M HOCOITOTKU. CreyeT OTMETUTD,
4T0 3 PEeKTUBHOCTD MECTHON aHTUOAKTEPUATbHOI Te-
panuy Ipy pelMANBYUPYIOLVX aleHOUAUTAX OCTAETCA
JIMCKYCCHOHHOI, YTO CBS3aHO C pOpMUpOBaHMeM OaK-
TepUAJIbHBIX OMOIUICHOK, KOTOpbIe He IO3BOJIAIOT JaH-
HOJ Tepamuy ObITh 9ddexkTnBHONM [5]. B mocTymHOI
TUTepaType MMEITCs PaboThl, peKOMEHAYIOLINe JC-
H0/Ib30BATh [ KOHCEPBATUBHOTO JIeYeHMsI aleHOUIN-
TOB COYeTaHNe SHJOHA3a/JbHOTO aHTUOMOTUKA + 3HJO-
Ha3aJIbHOTO ITIIOKOKOPTUKOCTeponsa [6].

VHTpaHasanpHOe JiedeHMe ITIOKOKOPTUKOCTEPO-
famy ObUTO Hambormee pacIpOCTPAHEHHBIM METOIOM
JIle4eHNs TUIIePTPOGUM IIOTOYHON MUH/A/IVHBL U CBSI-
3aHHBIX C Hell CUMIITOMOB B Te€4YeHle MHOTUX JeT [7].
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Ilo manubIM S.M. Jazi u coaBT., perpecc ajeHOMUITHOI
TKaHU TIOCTIe JIe9eHNsI CTePOUAaMi ObIT MeHee 3HAYM-
TEIbHBIM, YeM TOT, KOTOPBIII MOXKHO OBUIO OBI CUMTATH
KIMHUYeCKUM ynyuiienveM [8]. OpHako KIMHMYeCKue
UCTIBITAHVS in Vitro ToKa3anu BIUsHYE ITTIOKOKOPTUKO-
CTEpOUJIOB Ha CHIDKeHMe mponudepanum afeHoUIHOM
TKaHMU, YTO OBIIO MIOATBEP)KAEHO UeHTUpMKALIMelT Ye-
JIOBEYeCKUX IMIIOKOKOPTUKOUHBIX penienTopoB GCR-a
u GCR-[ B ageHonpnHoI TKauu [9]. Taxxe nuMeroTcs uc-
CJIe[JOBaHNs TOCTOBEPHO [OKA3bIBAOIIVeE, YTO IIpUMe-
HeHJe MOMeTa30Ha ypoara Ha MPOTSHKEHUN YeThIpex
HeJle/Ib Y MAI[eHTOB C a[leHOV/JaMyl IPUBOAUT K 3HAUN-
TEJIbBHOMY YMEHbBILIEHNIO Pa3MepOB IJIOTOYHOI MMHJA-
JIMHBI C YMEHBIIEHNEM KIVMHUYECKNX IPOsIBIIEHNIT 3a-
6onesanus [10].

Ilenecoo6pa3HOCTD yAaneHns MaTOIOTNIECKOTO CO-
IeP>KMMOTO U3 MOIOCTY HOCA M HOCOTTIOTKU He BBI3bI-
BaeT coMHeHnmit. Hanbonee Hpu3nmonornaHsimM fijisi BbI-
MIOTHeHVsI MPPUTALVIOHHO-9MMIHALIMIOHHOI Tepanumn
(VI3T) nmpusHaHO MpUMeHeHVe M30TOHMYECKUX U Clla-
OOrMIepTOHNYECKUX PacTBOPOB HaTpus xnopupa (0,8—
2,5%) [11]. ITonoxkurensbuoe peiicteue VDT cBA3aHoO ¢
BO3MOYXHOCTBIO TPaBMAaTVYHOTO yAaJIeHVS U3 IOTOCTHI
HOCa M30BITOYHOTO C/IM3UCTOTO CeKpeTa W/WIM mpo-
IYKTOB BOCIAJICHNS ¥ BOCCTAHOBJIEHMEM aKTVBHOCTU
($U3NONMOrMYeCKUX CUCTEM CIU3UCTON HOCOBOJI IIOJIO-
cu. OpollleHre TMOJOCTH HOCa CONEBBIM PacTBOPOM
UCIIOZIB3YIOT B KaueCcTBe BCIIOMOTATeIbHOTO CPeACTBa
C IIe/IbI0 OYMIEHNUsA CIM3MUCTON 000I0UKM Y YHa/IeHNs
C ee TIOBEPXHOCTY MEAMATOPOB BOCIA/ICHNs, YIaCTBY-
IOLIVX B peajn3anyy BOCIANTNTENbHO peakiuu. [Ipu
3TOM 9(PEeKTUBHOCTD OUMIIEHNS CIM3UCTON 000I0Y-
KI TIOJIOCTY HOCA U HOCOITIOTKM YBEMNYUBAETCS C 00D-
€MOM JCIIO/Ib3yeMOTO pacTBopa [11].

E.II. KaprioBa 1 COaBT. B CBOeM MCCIIEOBAaHUMA JIO-
CTOBEPHO [IOKa3ajy, UYTO MpUMeHEeHVEe IMUMIHALMOH-
HO-MPPUTALIIOHHONM Tepammu pacTBOpoM Mapumep
yIMeeT BBIPOKEHHYI0 KIMHNYECKYI0 9(pPeKTUBHOCTD B
OTHOLIeHNN 6OPBOBI C CUMIITOMaMu afeHouguTa [12].
T.J. TapalieHKo ¢ coaBT. moATBepAuIa 9pHeKTUBHOCTD
HasHA4YeHVs CPeNCTB /IS MPPUTALMOHHOI Tepamuy B
coCTaBe KOMIUIEKCHOTO MTOAXO0fa K JIEY€HUIO TUIIEPTPO-
dbuu rIoTOYHOV MUHJAMMHBL U afeHoupuTa [11].

B Toke BpeMms MMEIOTCS COOOILEHMs O PasBUTUU
ocnoxHeHmit npu nposefernu V9T, uto TpebyeT uH-
AVBUAYATbHOTO MOAXOAA K HAa3HAYEHUIO NAHHON Me-
TORMKM K2XX/JOMY AlIMeHTY I Ia/IbHeIIIero COBepIIeH-
CTBOBAHWSI TEXHUK IIPOMbIBAHNA.

Ba’kHBIM KOMIIOHEHTOM KOMIIIEKCHOI TE€PAINN 5IB-
nseTcsa codeTanme VI9T ¢ MykoperymmpymomuMmu ce-
KpeTonmuTudeckumu cpepcrsa. Oun obnmaganT audde-
PEHLVMPOBAHHBIM JIEIICTBYEM Ha NPOAYKIMIO CEKPETa,
YMEHBILIAIOT BA3KOCTb C/IM3M U IIO3BOMIAIT (YHKLUN
pecHMYeK BOCCTAHOBUTH HAPYLIEHHBINI MYKOLMINU-
apHbBI TPAHCIOPT. VI3 MMEIOIINXCS HA CETrOHSAIIHNUIA
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[ieHb IIpenapaToB i JOCTIDKEHVSA RAaHHOro agdex-
Ta peKOMEeHAYeTCs1 KapOoLMcTenH. Y fieTeil ¢ KIMHU-
4eCKMMM IIPU3HAKAMIU a[JleHOUINUTA OH YMEHDIIAET BbI-
POKEHHOCTb IIOCTHA3a/JIbHOTO 3aTeKa U YBEIMYMBAET
BEpOATHOCTb paspelleHNs] 3KCCYAATMBHOTO CpefiHe-
ro OTHUTa, KaK KoMopouaHoro 3aboneBanns. [lo cBene-
HusAM, ommcanHbiM I0.E. Opnosoii, B.M. Ceucryukun-
HBIM U COABT., /11 OOPBOBI C MOCTHA3A/IBHBIM 3aT€KOM
y JeTelt, CTpalalolyX rnnepTpoduert ITTOTOYHOI MIH-
Ta/IVHBbI, IO/DKHBI IPMMEHATHCSA IpenapaThl U3 TPYIIIbL
MYKOJIMTUKOB C BeNyLIMM MYKOPeTyIUPYIOIMM Jieli-
cTBueM [7].

IlepcrieKTMBHBIM HalpaBJIeHMEM B TePalUy pely-
OVBUPYOIMX afeHOUJUTOB SBJsieTCA IIPUMEHeHUe
mmsouuma (Mypamupjassl) — ¢epMeHTa ¢ KOMIUIEKC-
HBIM MeXaHU3MOM JelicTBUA. MypaMupiasa TUPOIN-
3yer [-1,4 IIMKO3UAHBIE CBA3YM MEXJY OCHOBHBIMU
KOMIIOHEHTaMM KJIeTOYHOI CTeHKM OakTepuit — N-aiie-
TUIMYPaMUHOBOM KUCIOTON M N-aLleTUIIIIOKO3aMu-
HOM ITIMKOIO/IMCAaXapyja — ¥ BbI3BIBAET, TAKUM 00pa-
30M, JIN31IC HEKOTOPBIX BUJIOB I'PaMIIOIOKUTEIbHBIX 1
IPaMOTPULIATEIbHBIX MUKPOOPraHu3MoB. Bropoi me-
XaHU3M IPOTMBOMMKPOOHOIO JIeVICTBYS NU30LMMA —
KAaTMOHHBINA. MOJeKy/Ibl /1M30LMMa BCTPaMBalOTCA B
KJIETOYHYI0 MeMOpaHy 6aKTepuit, 00pasysi B Heil IIOPHI,
YTO BBI3BIBAET OCMOTHYECKYIO I'Mbenb OaKTepuanibHOM
knetku. [TocnenHue myOnuKanum CBUAETENbCTBYIOT 00
aHTMOAKTEepUAIbHOM M IIPOTVBOBUPYCHOM HAECTBUM
mmzonymMa. OcoOyio LIEHHOCTb NpeAcTaBIAeT CIoco06-
HOCTbH IIpelapaTa paspyuIaTb OMOIUIEHKN MaTOTeHHBIX
6akTepuii 1 rpubOB.

Kpome Toro, cnegyer o6paTuTh BHMMaHMe Ha IIPO-
BefieHHbIE VICCIEIOBAHMS 110 MCIIO/Ib30BAHMIO AaHTUIET -
KOTPMEHOBOII Tepanuu y MalUeHTOB C aJIeHOTOH3MII-
nspHo naronorueii. Tak, B pabore M. Joseph u coasr.
OTPaXKeHO, YTO COYeTaHUe VHTPAHa3a/IbHOTO MOMeTa-
30Ha ¥ IIEPOPAIIbBHOTO MOHTETYKAacTa OKa3ajmoch 3d-
(eKTMBHBIM IIpM TUIEPTPOGUN IIOTOYHON MUHJAN-
HBL y fieTeil. Y meTeil ¢ afleHoMAaMy KOMOVHMPOBaHHAs
TepanusA IpMBela K yMEHbIIEHNIO PUHOPeN, Xpana I
IbIXaHNA PTOM B KOHIIe IIepuofia TedeHns U Yepes TpU
Mecsilia ToCrte peKpalienns nedeHus [13].

AKTyanbHBIMU IPENCTaB/IAIOTCA SAHHbIE, IPeficTaB-
nensble A.C. IOnycoBbIM 1 Psasanckoit A.I., koTopble
CUUTAIOT 11e71eCO00Pa3HBIM ITPYMEHEHVIe UMMYHOMOJY-
MPYIOIIVX IperapaToB 6aKTepuanabHON IPUPOBI, KO-
TOpbIe 00/TaZlaloT KaK MECTHBIM, TaK U CICTEMHBIM Jeli-
CTBUEM Ha opraHusMm pebenka [14].

®usnorepanys mpy rUIEpTPOPNN ITTOTOIHON MIH-
Ta/IMHBI BbI3BIBAET OT/EIbHBIN MHTEpeC Cpefy OTOPU-
HO/MapuHronoroB. Llenblil psj oTedyecTBEHHBIX paboT
HOCBsAIIeH 9Toi TeMe [15]. B Toxke Bpems HempepbIB-
HBIl pOCT U pa3BUTHE peOeHKa, HeCOBEPIIEHCTBO 3a-
IIMATHBIX Y TIPYCIIOCOOUTEIbHBIX MEXaHI3MOB, BBICOKAs
YYBCTBUTEIBHOCTb HEPBHON CUCTEMBI, NPENbABIAIOT
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HOBBIILIEHHbIE TPeOOBaHNA K QYHKIMOHMPOBAHUIO Pa3-
JINYHBIX OPTAHOB U CUCTeM. DTO OIpefiensaeT cBoeobpa-
31i€ OTBETHBIX PEAKLMII AETCKOrO OpraHM3Ma Ha Jieli-

cTBMe /M060ro ¢usmueckoro ¢pakropa, B TOM YNUCIE U

HV3KOVHTEHCVMBHOTO JIa3€pPHOTO M3JTyYeHMs, XapaKTe-

PU3YIOLIETOCA BbIPa)KEHHOMN I'eHepanu30BaHHONM peak-

L€l [eHTPaAbHOM HEPBHO CUCTEMBI.

Hamnbonee pexoMeHIyeMBbIMU METOAMKAMU CUUTA-
I0TCS yNIbTpad1oIeTOBOE OOTydeH e, IPEUMYIeCTBEH-
HO 3a cyeT GakTepuuypHoro agdexra, MarHUTOTEpa-
nus, crnocobcTByomas 3¢PpQeKTNBHON pereHepanum
MOBPEXX/IEHHbIX TKaHeN, M 3/1eKTpodopes, KOTOPHIN
VICHONIB3YeTCA JyiA 6ojee IPUIETBHOTO MECTHOTO BO3-
HeVICTBUA JIeKapCTBEHHBIMU IpenapaTtamu. Vimerorcs
paboTbl, IOKasbIBAKOIYE IPEMMYIIeCTBA YIbTPa3By-
KOBBIX (PM3MOTEpaNeBTUYECKNX METOAVIK C OPOLICHM-
€M HOCOITIOTKYM aHTUCENTUKAMMU, YTO IIOJIOKUTETbHO
CKa3BbIBAIOTCSI Ha COCTOAHMYU ITIOTOYHON MMHJA/IVHBI
U Bcero MMQorIoToyHoro Konbua [16].

B nureparype BBIENAOT CIeAyIOLIMe IIPeuMYylle-
CTBa PM3MOTEPANIEBTIYECKOTO MIOAXO0/A IPY IUIIEPTPO-
UM ITIOTOYHON MMHIA/IVHBL:

e OTCYTCTBME HIPOTMBOIOKA3aHMII K OOJBIIMHCTBY
MeTOAVK (3a MICKTI0UeHVeM OHKOTOTMYeCKUX Mal-
€HTOB);

o OTCyTCTBMeE MOOOYHBIX 3¢ dekxToB [15].

B ocHOBe coBpeMeHHBIX (U3NOTEPAEBTUYECKUX
IIOJXO/IOB JIeUeHNUs aJeHOTOH3WUIAPHON IpOOIeMbl
TIeKUT TAKXKe MpYMeHeHMe HM3KOYaCTOTHBIX 1a3epoB.
9¢(PexTUBHOCTD OT MX IMPUMEHEHNs MHOTOYUCIeHHa:
OHI OKa3bIBAIOT IPOTMBOBOCIIANNTENbHOE [eJICTBIE,
HOPMaJIM3YIOT MIMMYHHBII OTBET, CIIOCOOCTBYIOT pere-
Hepaluuy TKaHel, MOJIOKNUTENbHO BINAIOT Ha MUKpO-
LVIPKYIATOPHOE PyCo 1 T. 4. [17].

Bornee Toro, Hanu4Me anaepruuecKux peaxiuii y pe-
OeHKa ABIAETCA OCHOBaHMEM IS JOIOTHUTEITHLHOTO
Ha3Ha4YeHVs Jla3epOoTepaIy BBUAY TOTO, YTO CEHCUOM-
NMM3alMA OpraHM3Ma B MOMEHT O4YepelHbIX OCTPBIX pe-
CIMPAaTOPHBIX MHQEKIUII CIOCOOCTBYeT IpOrpeccu-
poBaHuio runeprpodun muHganuHbl. Kak crencrue,
Jla3epoTepanysa MOXeT CTaTb KJII0YeBOI MpOpUIaKTu-
YeCKOJ MepPOJ Y JAaHHONM IPyIIbl ALMEHTOB U OTIIN-
YaTbCsl BBICOKOV SKOHOMUYECKON 3()PeKTUBHOCTHIO
B nepcrekTuse [18].

JlasepHble MeTOAMKM IIO3BOJIAIOT HANPSIMYI0 BO3-
JEICTBOBAaTh Ha ITOBEPXHOCTb IJIOTOYHOM MMH[AJIN-
HBI, B TO BpeMs KaK y/IbTpa3ByKOBbI€ alllaparhl, TY-
Oyc-KBapl, WIM YIbTPaBBICOKOYACTOTHAs Tepamyis
OKa3bIBAIOT MOIOKUTebHbIE 9 deKThI Oomee omocpe-
JoBaHHO [19].

Eme B 1997 1. B.J. KopenaHoB yTBep>KAaJl, 4TO /1a-
3epHasi Tepamnus Hauboree 6/1aronpusITHA /i1 IpUMeHe-
HJIS1 IMEHHO B OTOPVMHOJIAPMHTOJIOTNYECKON IMPAKTIKe
BBIUZIY BBIPQ)XEHHOTO BJIVISIHVSA €€ Ha MUKPOLMPKY/LA-
TOPHOE PYCTIO, a, KaK n3BecTHO, JIOP-opransl oTinya-
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I0TCs1 0OMIBHBIM KpoBOCHaOeHmeM [20]. Takxxe He06-
XOIVMMO OTMETHUTD, 4TO OosbIas yacTb JIOP-mmatonornmn
UMeeT aJUIEPIMYEeCKYIO0 MIN BOCIIAIUTE/IbHYIO IIPUPOAY,
YTO AB/IAETCA IOAXOAAIIMM 3STUONATOTeHETHYECKUM
YC/IOBMEM IS peany3alyy BCeX MOMOKUTENbHBIX 9¢-
¢dexToB maseporepanuu [21].

ITpn uccnemoBaHMsAX meTeil ¢ runeprpodueil I1o-
TOYHOJ MUHJAIVHBI U OLIEHKE Pe3y/IbTaTOB TMCTOJIO-
TUY aJIeHOUJTHBIX BereTalMil y BCeX JieTell 0OHapyKI-
BAIOTCA TUCTONIOTMYECKNE IIPU3HAKM XPOHMYECKOTO
BOCIIJIEHSI, YTO JOKa3bIBaeT HEOOXOAMMOCTD IIpefo-
HepalIOHHOTO KOHCEPBAaTMBHOIO JIeYeHIsI, B TOM 4IC-
e maseporepanuu [22].

IlepBOOTKpBIBaTENAMN B BOIIPOCAX IPMMEHEHN I /Ta-
3epa B OTOPMHOJIAPUHIONIOrNY, 6€3yC/IOBHO, SIB/IAIOTCA
OTe4YeCTBEHHbIE Y4eHbIe, PA0OThI KOTOPBIX OT/INYAIOTCA
He TOJIbKO CBOell (yH/JaMeHTAIbHOCTBIO, HO U yCIIell-
HBIM BHEJ[peHIeM pe3y/IbTaTOB B IIPaKTHYeCKoe 3[pa-
BooXpaHeHMe. [Ipy 3TOM IepBble OCHOBOIIO/IATAOIYE
VICCIIeoBaHMs ObIIN, KaK IIPaBIJIO, IOCBSIIEHBI OCTPO-
MY U XpPOHMYECKOMY TOH3MIINTY [23].

BrnepBble 1asepHOe JIedeHMe IuUIepTpoduu IIo-
TOYHOJ MUHJIQ/IMHBL OBUIO NpYMeHeHO B 1999 T. oTe-
YeCTBEHHBIMN YYeHBIMU, KOTOpble OOHApyXmmu 3¢-
(beKTUBHOCTD MH(QPAKPACHOTO /1a3epa B OTHOLIEHUU
MMaleHTOB C ajleHoumamu [24].

Il peanusanum nazepoTepanuiu 3ab60IeBaHNil HO-
COITIOTKY JMICIIOIb3YIOTCA Yallie APYTUX IOTyIPOBOSHN-
KOBbI€ JIa3ephl, TAK KaK OHIU 3apeKOMeHJ0oBamu cebs B
KayecTBe (PMHAHCOBO JOCTYITHON, KOMIIAKTHON U Ha-
IEeXKHON MeTomuKu [25].

Vmeromyecst paspaboTKy B BOIIPOCAaX J1a3epoTe-
panmm BOCIIaZieHNA aJleHOM[IHBIX BereTalluil He CTONb
MHOTOYMC/IEHHBl ¥ B OCHOBHOM IIP€JIaraloT paccMa-
TPUBATh /a3epHOe JIedeHNe B paMKaX KOMIIIEKCHOTO
MOAXOfa M HapAAy C YCTaHOB/IEHHBIMM TepalreBTUYe-
CKVIMU ITPOTOKOIaMu [26].

B.A. Byiinun Takke HMpeIoXWI TaKTUKY TedeHN
runepTpoduy ITIOTOYHON MUHJIAIVHBI B BIJE KOM-
IJIEKCHOJ Tepalui ¢ IpYMeHeHeM J1a3ePHbIX TeXHOJO-
M1 KypcaMI Ha NPOTSKEHUU 2-3 JIET C MOC/IEAYIOLIEeN
aJlecHOTOMMel B crry4ae Hea((PeKTUBHOCTY YKa3aHHBIX
mep [27].

V1.B. JlecKOB 1 COABT. OIMCANIN Pe3yAbTaThl IIpUMe-
HEHVs HU3KOMHTEHCUBHOTO Jla3epa IpyU IUepTpodumn
IJIOTOYHOV MUHJANuHbL y 196 pmereit Bo3pactom 4-15
JIeT C XapaKTepHbIMU YaCTBHIMU OCTPBIMM PECIMPATOp-
HbpIMU MHpeKknyamu. [pu atom y 149 feteit runeprpo-
by TTI0TOYHON MUHJAIVHBI CHU3MIACH €O 2-3 1o 0-1
cTereHy, a Hanbonbias 3PpPeKTMBHOCTD J1a3epoTepa-
nuy Obl/Ta OTMeYeHa NPV OJHOMOMEHTHOM IIpMMeHe-
HUU KOHCEePBAaTUBHON Tepanuu [28].

Pesynbrarel pabotsl, npepcrasnenubie A.H. Hacen-
kuHbIM U C.B. MOCKBUHBIM Ha OCHOBAaHUM IPOBEMEH-
HOro jiedeHus 215 perteit ¢ ameHOUAHBIMU BereTalus-
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MH, TIOKa3ajy, YTO TaKye CUMIITOMBI, KaK BBbIJe/IeHUA
M3 HOCa, Kalleb, 3aTPyJHEHME HOCOBOTO JbIXaHNA,
Xpal 3aMeTHO YMEHBILIAINCh y>Ke Ha 4-5-11 eHb jede-
Hu. JleyeHnue IpOBOAMIOCH C UCIIONIb30BaHMEM alllla-
paToB N1a3epHOI Tepanuu cepun «MaTtpukc» nmn «JIA3-
MUK» [29].

Taknm 06pa3om, HeCMOTPs Ha INVPOKMIT apCeHaI Je-
KapCTBEHHBIX CPEJICTB, MCIIONb3yeMbIX B JIEUEHUN afie-
HOTOH3WI/IAPHO IaTOIOTMM, BOIPOCHI KOHCEPBATMB-
HOTO JIeYeHN TALVIEHTOB C TUIIePTPOdeli ITTOTOYHO
MMHJA/IVHBL [O-TPEXHEMY OCTAIOTCA aKTya/lbHBIMIUL.
[ToBsienrie 3 PeKTUBHOCTU J1e4eOHBIX MPOrpaMM,
HaIlpaB/ICHHBIX HA COXpaHEHME a[IEHOMHBIX BeTeTaluil
KaK KpajiHe Ba)XKHOTO MMMYHHOT'O OpraHa, 0COOEHHO B
IeAVIaTPUYECKOV IIPAKTUKE, ABIAETCA MEePCIEKTUBHOM
3a/ladyell COBPEMEHHO OTOPVHO/IAPYHIONIOT M. a

Hnugpopmavus o punancuposanuu.
DQuHaHcuposarue 0aHHOL pabomyl He NPOBOOUNIOCD.
Kongnuxm unmepecos.

Asmopoi 3ag6ns10m 06 omcymcmeuu KoHdaukma
UHmepecos.
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