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ATPE3USA IBEHAJIIATHIEPCTHOM KUIIIKU Y TETEM.
OB30P JIUTEPATYPbI
SA.N. Ynnubniickuii, C.M. Baraes **, M.B. [lana'
Yenmpanvnas knunuueckas 60nbHuYa ¢ NOUKIUHUKON Ynpasnenus
oenamu Ilpesudenma Poccutickoti @edepayuu
2I'BY « DHKIL] oemeii u noopocmxoe ®MBEA Poccuuy, 2. Mocksa,
Poccus;,
3 Kagheopa neouampuu u oemckoii xupypeuu @I'EY MBY UHO ®I'BY
I'HI] ODMBL um. A.U. bypuazana ®PMBA Poccuu. I Mockea, Poccus;
*Omoen niacmuuecxoii u pexoncmpykmueroti xupypeuu PIAO0Y BO
PHUMY um. H. U. [lupocosa, 2. Mockea, Poccus

AnHoTanus. Paborta npocselieHa pa3auyHbIM aclieKTaM BPOKJIECHHOU
MaTOJIOTUU — aTPE3UH JIBEHAAIATUTIEPCTHON KUIIKK y aeTeil. [IpeacraBieHsl
HUCTOPUYECKHE aCTIEKThl POPMUPOBAHUS XUPYPIrUUECKUX MOIXOO0B B JICUCHUHU
naHHoro  3aboneBanus. [IpuBeseHbl  BOMpochl  KilacCUUKAMK U
CpaBHUTEJIbHASI XapaKTEPUCTUKA PA3IMUHBIX XUPYPTUUECKUX BMEIIATEIbCTB,
MPUMEHSIEMBIX [l KOPPEKIMH aTpe3uu JIBEHAUATUIEPCTHON KHUIIKH.
OneHeHbl OCHOBHBIE OLIMOKH U OCIIOAKHEHHUSI, XapaKTEPHbIE IJI TEX WM UHBIX
XUPYPruyeCcKX BMEIIATENIbCTB. AHAIU3Y MOJIBEPTHYTO 72 OTE€YECTBEHHBIX U
3apyOEXHBIX HMCTOYHUKOB. Ha OCHOBaHMM TPOBENECHHOTO JUTEPATYPHOTO
0030pa o0o03HaumiIach TmpobJieMa, HMEIOINIasl OTHOIICHHE K (yHKIUU
JIBEHAILIATUTIIEPCTHOM KHUIIIKE B TOCTONEPAIMOHHOM iepuojie. B psije ciiyyaes
npu abCOJTIOTHO HOPMAJbHOM TAacCake KOHTPACTHOTO BEIIECTBA M MOJHOM
MPOXOJUMOCTU JIBEHAIATUIIEPCTHON KHIIKH, y TAIUEHTOB OTMEYaeTCs
MPOSIBJICHUS] IMHAMUYECKOW HEMPOXOJAUMOCTH KullleyHUuka (10 55%). D10
MOKET OBITh CBSI3aHHO C HApPYyIICHUEM MHHEPBAIUU GparMeHToB 12-nepcTHON
kumkd. He uWckiItoueHa BO3MOXKHOCTB, YTO TOTEPS (PU3MOIOTHYECKOTO
JBEHAILIATUNIEPCTHO — TOIIEKHIIIEYHOTO H3ruda HapyllaeT HOPMaIbHYIO
MIPOXOAUMOCTB BCEU 1yOJICHOCIOHAIBHON 30HBI.

Bce nepeunciieHHOE BbIlE ONpeIesiieT HEOOX0AUMOCTh B MPOBEICHUE
HAyYHBIX HWCCIEAOBAaHUIN, OPUEHTHPOBAHHBIX HAa VYIYYHICHUH (DYHKIIUU
KEITYJOUHO-KUIIIEIHOTO TpakTa nociie KOPPEKIIUU aTpe3uu
JIBEHAIIIATUTIEPCTHON KUIIIKHU.

KioueBble ¢ji0Ba: JyojcHalbHAash HEMPOXOAUMOCTh; arpe3us 12 -
MEPCTHOMN KUIIIKW; XUPYPTUUECKOE JICUCHHE; JCTH.

DUODENAL ATRESIA IN CHILDREN. LITERATURE REVIEW

Abstract

The work is devoted to various aspects of congenital pathology —
duodenal atresia in children. The historical aspects of the formation of surgical
approaches in the treatment of this disease are presented. The questions of
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classification and comparative characteristics of various surgical interventions
used to correct duodenal atresia are presented. The main errors and
complications characteristic of certain surgical interventions are evaluated.
More than 72 domestic and foreign sources have been analyzed. Based on the
literature review, a problem related to the function of the duodenum in the
postoperative period was identified. In some cases, with absolutely normal
passage of contrast medium and complete patency of the duodenum, patients
have manifestations of dynamic intestinal obstruction (up to 55%). This may
be due to a violation of the innervation of the fragments of duodenum. It is
possible that the loss of the physiological duodenal — jejunal bend violates the
normal patency of the entire duodenal zone.

All of the above determines the need for scientific research focused on
improving the function of the gastrointestinal tract after correction of duodenal
atresia.

Keywords: duodenal obstruction; atresia of the duodenum; surgical
treatment; children.

OCHOBHO# TEKCT CTAaTbU. ATpE3Us IBEHAILIATUIIEPCTHON KUIIIKA —
ATO OONUTEpAIUs TPOCBETA AYO/ICHAIBHOTO KaHalla, KOTOpast BhI3bIBAET
BPOXKICHHYIO KUIIEUHYIO HEMPOXOAUMOCTb.

Lynn (1972) u Rickham (1970) yka3bIBatoT, 4TO EPBOE ONMUCAHUE ITOTO
3aboneBanus man Calder (1733) y 7-maeBHoro manpuuka [1]. IlombiTku
JICUCHUS TYOACHAJTbHOW HEIMPOXOJIUMMOCTH IMOCIEIOBAIM JUIIb B KOHIE XIX
Beka. OmneparuBHOE JIEYEHUE 3aKIIOYalIOCh TOJBKO B TAaCTPOCTOMHHU U
IyOA€HOCTOMUH, TO3TOMY cMepTHOCTh focturana 100% cimyuaes [1]. [TepBoe
yIOMUHAHHUE 00 YCIIENTHOM JICUCHHUH JIETEH C ITOM MaTOJOTHe MPUHAIJIC)KUT
Ernst (1916), eMy yIaJI0Ch YCIIEIITHO HaJIOKUTh
IyOICHOCIOHAIBHBINAaHACTOMO3 HOBOPOXKACHHOM NeBouke. Benson u Coury B
19511, onmcanu 57 ciiy4aeB yCIEMIHBIX PE3YJIBTATOB, OCIE XUPYPIUIECKOTO
JICYCHUS aTPE3UN IBCHAAATUNICPCTHON KUIIKH 3a 36 jiet [1].

HUccnenoBanusi CeMEHWHBIX CIIy4aeB aTpEe3uy JBEHAILATUIIEPCTHOMN
kuiku (AI1K) npeanonaraior ayTocCOMHO-pELIECCUBHOE HACIIEIOBAHUE Y ATUX
moneit. Bpoxnennas arpesusi JIIK sBnsercs omHod w3  HauOolee
pacnpoCTpaHEHHBIX KUIIEYHBIX aHOoManui Berpevaromascsa 1 va 5000-10000
HOBOPOXAEHHBIX [1-5], u vaiie BcTpeuaercsi y HEAOHOIIEHHbIX AeTen. B 25-
40% ciyyaeB aHOMaIUsl BCTpEUaeTcs y AeTel ¢ Tpucomuen - 21 (cuHapom
Hayna) [2-5].

JlyoneHanbpHass ~ HEMPOXOAUMOCTbH  MOXET  ObITh  0OyCJIOBJIEHA
HECKOJIbKMMHU (popMaMu: aTpe3uei, KOJIbIEBUIHON MOKETYIOUHOM JKEJIe30H,
MeMOpaHoi, cuHIpoMoM Jleaaa u abeppaHTHBIM COCYIOM [6]. AHATOMUYECKHU
HEIMPOXOANMOCTH ABECHAIIATUIICPCTHON KHUIIIKU KiacCuHUImpyeTcst Tu00 Kak
arpesusi, 100 Kak cTeHo3. HenonHas HempoXoIUMOCTh, BRI3BAHHAS CYKEHHOM
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MEPETOPOAKOM, CUHATACTCA CTEHO30M [6]. ATpes3us, WIM  IOJHAs
HEIMPOXOANMOCTb, MOApa3IensieTcsa Ha Tpu Mopdonorudeckux Tumna mo S.W.
Gray u J.E. Skandalakis 1972 r.

Atpesun Ttmma [ cocraBmsaror Oomee 90% Bcex oOCTpyKuumid
JBEHAIATUIIEPCTHON KHILIKKH M COAEpX ar MeMOpaHy, KOTOpas BKIIIOYAeT
CIM3UCTBIN M TOACIU3UCTBIA ciaou. Atpesuss Il Tuma xapakrepusyercs
paclIIpeHUEM MPOKCHUMAJIBbHOTO W CYXEHHEM JINCTaJbHOTO CETMEHTOB,
COEIMHEHHBIX BOJIOKHUCTHIM KaHATUKOM, BCTPEUYAETCS C YaCTOTOM UyTh OoJiee
5% cayuaeB ot Bcero konmnuectBa Henpoxoaumoctu JIIK. Arpesus III tuna
MMEET OYEBUIHBIN Pa3pbIB, PAACIAOIMNA NPOKCUMAIBHBIA U JTUCTAJIBHBIN
cerMeHThl ABeHaanarunepctHot kumku (JIIK), wactora BcTpedaeMocTu
onmm3ka k 4% Bcex CIydaeB aTPEe3WH TAHHOTO OT/ela KumedHuka [1].

Uctopuro pazsutus xupypruueckoro yedeHus arpesuu JIIK ycnoBHO
MOXXHO pa3leluTh Ha JBa mnepuoja: | — cBsA3aH ¢ MoOuIu3aIuen
JBEHAIATUNIEPCTHON KUk 1o Koxepy ¢ HajlokeHHeM O0O0XOIHOTO
IayolieHOetoHoaHactomo3a, Il — cBsizaH C HajgokeHHEM pPOMOOBHIHOTO
IyOJICHOTyO/IeHOaHACTOMO3a 110 TexHosoruu Kimura.

[Tpu BBIJICIICHU U HUCXOJISIIIETO BEPTHUKAJILHOTO oTzeNa
JNBEHAJUATUINIEPCTHOM KUIIKM 0o TexHonoruu Koxepa ¢ pacceueHuem
OpIOIIMHEI TI0 JIATEPaIbHOMY Kparo KUIIIKA U CMEIICHUEM €€ B MEIUAJIbHYIO0
CTOpPOHY, JIMIIIb YaCTUYHO CTAHOBSITCS MOOWJIBHBIMM 00a KOHI[A KHUIIEYHOU
TpyOku. @ukcarus 1K B obmactu cBs3ku TpeliTiia mpu3HaBaiack Kak noli
me tangere (C JlaT. «HE MPUKAcaiics KO MHE»), U BCE PECYpPChl MOOUIIHU3AIUU
TUCTAJIBHBIX OTIEIOB JIBEHAJUATUIIEPCTHON KUILKU Ha 3TOM HCUYEPIBIBATIUCH
[7,8]. OcHOBHOM 3ajaueil XUPYPruyeCKUX BMENIATEIHCTB ObUIO HAJIOKECHUE
00XOHOTO JyOJCHOCIOHAIIBHOTO aHACTOMO3a, IIPU KOTOPOM IMPOKCUMAJIbHAs
paclIpeHHas 4acTh IBEHAAATUIIEPCTHOM KUILIKW COEAUHSIIACH C HAYaJIbHBIM
OTAECIOM TOllen KulKUA. llemro e€ mnpoBoAWIM B MEXKCOCYAUCTOM
MPOCTPAHCTBE OPBIKEHKH IONEPEUYHO-000A0YHON KUIIKA M TPUOIMKAINA K
npuBogsuiemy otaeny JAIIK [7,9]. ITocne ruapaBinyeckoi 1UiiaTalivi TOMEN
KUIIKM HAKJIQAbIBAJIM TOPHU30HTAIBHOE WM KOCOE€ COYCTbE, HCHOJIb3Ys
pa3lIMYHbIE BUABI OJHOPSAHOTO IIBA. DTOT THIl AYOJIEHOCIOHOAHACTOMO3a
PEKOMEHI0OBAJIM MTPUMEHSATh BEAYLIME JIETCKUE XUPYPrU Kak B HALIEH CTPAHE,
TaK U 3a pyoexom [8].

OCHOBHBIMM HEJOCTATKAMHU TAKOTO COYCThSl - BBIKIIFOUEHHE OOJbLICH
yactu [IIK, kak peryndaropa A€ATEIbHOCTH BCETO KEIYIO0YHO-KUIIEYHOTO
tpakta (JKKT) u nnutenbHOe BOCCTaHOBICHUE KUllledHOTO Tpan3uta [10]. B
ONv>Kaliliie U 0COOEHHO OTHAIEHHBIE CPOKHU MOCIEONEPAMOHHOTO IEpro/ia
MPOSBISUINCh AHATOMUYECKUM HECOBEPIIECHCTBOM TAaKUX aHAacCTOMO30B, a
TaKke UX PYHKIUOHAIbHOU HEMOJHOLEHHOCTHIO.



MHorue aBTopbl IPUBOAWIHN BEICOKHE HUPPHI HECOCTOSATEILHOCTH IIIBOB
aHactomMo30B, goxonsmue 10 10%, pa3BUTHS paHHEN CMA€YHOM KHUIIEYHOU
HEMPOXOAUMOCTH, CTEHO30B CcOyCThsi [l1], mo3mHel cnaeyHOW KUIIEYHOM
HenpoxoaumocTu [12], nyomeHoctasza [13], xonecraza [14, 15], s3BeHHO-
HEKPOTHUYECKOTOo dHTEepoKonuTa [16], nu3dbakreprosa u ap. [17].

Hcxonst u3 HEAOCTATKOB TUIIMYHOTO AYOJAECHOCKOHAIIBHOTO aHACTOMO3a,
BO3HUKJIA ILeJlasi Cepus XUPYPTUUYECKUX BMEIIATEIbCTB C PA3IWYHBIMHU
Moau(UKaIUIMU  AyOACHOCIOHOAHACTOMO3a. JTH HW3MEHEHHUs KacalluCh
MPEXKJIE BCErO HAIIPABJICHUU CEUCHUS CTCHKHU CyNMPACTEHOTUYECKOTO OTAENa
JIIK: oT TOpU30HTAIBHOTO O BEPTUKAIBHOTO; C (DUKCAIUEH METIU TOIICH
KUILIKH BBIIIE COYCThS B BUJIE IIMOPHI, TPEIOTBPAILAIONICH 3a0pOC MUIIEBBIX
Macc B MMPUBOIAIINNA OTpe30K KUIKH [ 18]. OOparnianocs BHUMaHHUE Ha JeTalN
TEXHUKH BBITIOJHEHUS OTIEIbHBIX 3TANlOB XUPYPTrUYECKUX BMEIIATEIbCTB, B
YaCTHOCTH, Ha MPEAOTBPALLCHUE YILIEMJICHHUS METIM TOIIEH KUIIKU B «OKHE»
OpbDKEUKHU TOMEePEeYHO-000/I04HOM KUIIKU MyTEM MOJIIUBAHUS €€ Kpa€B K
CTEHKaM JIBEHaJIaTUIepcTHOM  Kumku. Hakoner, pa3pabaTsiBaiach
TEXHOJIOTHSl HAJIOXKEHUsSI IBOB, HCIOJIb3YEMbIX B OPIOIIHBIX aHACTOMO3aX Y
HOBOPOXKAEHHBIX, 4 TAKXKE JOCTYIbI JJISI XUPYPrUUECKOM KOPPEKIHHU MOPOKa
[19-22].

B.®. Illun B 2005r. mpuMeHWUJ M OMHMCAJl JIBYXATalHBIM CIIOCOO
YCTPAHEHHSI BPOXKJICHHOW TyOJEHAJbHOW HEMPOXOAUMOCTH Yy 22 OOJIbHBIX
[18]. Ha mnepBoM »3Tanme NOpPOBOAWIM JIPCHUPOBAHHME JKEIyIKa U
JBEHA/IIIATUNIEPCTHON KHUIIKK HA30TaCTPAIbHBIM M  HA30yOACHAJIbHBIM
30HJaMU B TE€UEHHE 2-3 Helesb. JTa OIepalus HE IMoJdydusia HIHPOKOIrO
paclpoCTpaHEHUsI H3-3a BO3HUKHOBEHHUS AaCIUPALMOHHBIX IMHEBMOHUN U
TPYAHOCTSIMU KOPMJICHUSI pEOEHKA Yepe3 YHTEPOCTOMY.

dopMupoBaHUE  JIyOoJeHOCIOHOAHACTOMO3a OOK B  OOK  cralyio
OTBEUAIOIIUM BCEM TpeOOBaHUSIM TOTrO BpeMeHH. HanmokeHue Takoro Turia
COYCTHMI y HOBOPOXJEHHBIX HE TOJIBKO C HOPMAJIBHOW MAcCOW Te€ja, HO U
HEJOHOIIEHHBIX, TPUBEJIIO K OTHOCUTEIHHO ONArompUsITHBIM pe3ybTaram
XUPYPTrUYE€CKOrO BMEIIATENbCTBA, C HU3KHAM MPOLEHTOM JIETAIbHOCTH U
ocnoxHeHuil [8, 9]. OCHOBHOI 0COOEHHOCTHIO TyOAEHOEIOHAIBHOIO COYCThS
OblJIa OTHOCUTENbHAS JIETKOCTh €r0 HAJIOXKEHUS MPU OTCYTCTBUU HATSKEHUS
KUIIEYHBIX CTEHOK B TMIpOLECCE CIIMBaHUA oOpraHoB. I[IpenBaputenbHas
TUAPABINYECKAS AWIATAUS TOMIEH KUIIKA U IPUMEHEHHE OJJHOPSHOTO 1IBa
obecrnieurBaIM JOCTATOYHO IIMPOKUN TIPOCBET aHactoMo3a. OCHOBHBIM
HEIOCTATKOM Takoro aHactomMosa — BbIKiIoueHne u3 JKKT Oonpmioi udactu
JIIK. DToT HegocTaToK NpOosBIIICS y OONBHBIX B OTIAJNEHHBIE CPOKHU
MOCJICONEPAIUOHHOTO TepuoAa B BHUAEC XOJEUUCTUTA, XOJAHTUTA U
meranyonenywm [13, 14, 23-25].
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Hacrosimuii npopeIB B paccMarpuBaeMoi npodsieme ObUT 0CYIIeCTBIEH
K. Kimura [26-28], xotopsiii B 1977 1. pazpaboTan v BHEIPUI B KIIUHUUECKYIO
MPaKTUKy CIMOCO0 POMOOBUIHOTO COYCThS, NPU KOTOPOM JIOMYyCKAETCS
MoOwMIM3aIus HIkHe ropuzonTansHol BeTBHu JIIK myTém oTceuenus cBszku
TpeliTiia ¥ CMEIICHUS STOM YacTH KHUIIEYHOW TPYOKH B 3a0pIOITMHHOU
KJIETUaTKE BIPaBO. TeXHOJIOTUs TAaKOW 3HAYUTEIHHON MOOMIN3AIIMN HUKHETO
TOPU3OHTAIBHOTO CErMEHTa JBEHAALATUIEPCTHON KHUIIKU  MO3BOJISET
JIOBOJIBHO CBOOOIHO, 0€3 HaTSKEHUs, HAIOKUTh TyOAEHOIYOIEHOAHACTOMO3
KaK MPH aTpe3uH, TaK U MPU KOJBLEBUIHON MOIKEIYIOYHOM *xenese [29].
OnucaHHbIi pPOMO — COYCThHE C HOCTOSIHHO 3USIFOIIMM ITPOCBETOM OINPEAETUIO0
€ro HECOMHEHHBIE JIOCTOMHCTBA [0 CPABHEHUIO C IPYTUMH Pa3HOBHIHOCTSIMU
TaKOro aHaCTOMO3a.

Eciu B Texnomorun Koxepa macmTaObl MOOMIM3AIMK OTPAHHYEHBI
MECTOM BITaJICHUS OOIIEeTo XKETYHOTO MPOTOKa B BepTUKaIbHbIN oTnen JIIIK,
TO B TexHojoruu Kimura mocie CHATHSI OrpaHUYEHUS B BUJC MEPECECUCHUs
CBsA3KM TpelTna HWKHMM TOPU3OHTAIBHBIA OTPE30K KHWILIKUA CTAHOBUTCS
HACTOJIbKO TOJABUXHBIM, YTO €r0 MOXXHO JIET'KO TMOJIBECTH K PACIIMPEHHOMY
CYNPAaCTEHOTUYECKOMY CETMEHTY JIBEHAIATUIIEPCTHON KUK U TAKXKE JIETKO
COCIMHUTh  aTPE3UPOBAHHBICE WM  Pa3bEeIUHEHHBIE  KOJIBLIEBUIHOU
MO/IKETTYIOYHOM JKeNe30i (parMeHThl JBEHAAUATUIIEPCTHONM Kuilku. [lpu
ATOM JIOCTUTAETCS HACTOJIBKO OJIM3KOE COIMOCTaBICHHWE KHUIIEYHBIX KOHIIOB,
YTO HMCKJIIOYAET HATsDKEHHE B OOJacTH aHacToMoO3a. JTO OYEHb YIPOIIAET
TEXHUKY HAJIO)KEHUSI COYCThbSl C TIOJHBIM COOJIOACHUEM HEOOXOAUMBIX
HIOAHCOB T€OMETPUUYECKOT0 TOCTPOCHUSI pPOMOOBHIHOTO aHACTOMO3a [29].

PexoMeHmyeMoe npoBeieHre TOHKON TPyOKH uepe3 TaKol aHacTOMO3 B
HavaJIbHBIE OT/ICJIbI TOIIEH KUIITKU MPEAoTBpaIiacT oopazoBanue «rmop» [30,
31].

3acnyra K. Kimura cocTtouT B TOM, 4YTO OH BII€pBbIC pa3zpadoTai
TEXHOJIOTHIO COBEPIIEHHO HOBOIO cHocoba, NpU KOTOPOM JIOMYyCTUMA
MOOWJIM3AIIMU JIEBOW TIOJIOBUHBI JABCHAAIATUIIEPCTHON KHUIIKA 3a CYET
paccedeHusi CBSA3KM  IpeuTna, YACPKUBAKOIIEH  JABEHAAUATUIICPCTHO-
TOIIEKHUIIEYHBIN mepexoa. [lybnukanus yCcrenHbIXx pe3yabTaToB JeueHus 44
nereir B 1990 1. cBumeTenbcTBOBasia 00 ycnexe B jedenuu arpesun JIIK u
oOparuia BHUMaHUE JETCKUX XUPYProB K OMMCaHHOU MeToauke [32].

ITo cnoBam Nicola Lewi, minTenpHoe HaOIIOAEHUE 3a IMAallMEHTAMU C
pasnuuHbiMU OpMaMU JTyOJ€HAILHOW HEMPOXOJUMOCTH IOKa3bIBAET, YTO
OOJIBIIMHCTBO JETEH JKUBYT C HOPMAJIbHBIM HYTPUTHBHBIM CTaTyCOM, JIUIIb
10%  manMeHToB  HYXJIalOTca B (QYyHIOIUIMKAMKM 1O  MOBOAY
ractpoa3odareansHoro pedutokca [33-35]. [Ipyrue aBTOpHI yKa3bIBalOT Ha
MO3/THUE OCJIOKHEHUS (METaly0oJIEHyM, TaCTPUT C AYOA€HATbHO-KEITYI0YHbIM
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U TMHIIEBOJHBIM PEQIIIOKCOM, MENTHYECKYIO $3BY, 330()aruT, MaHKPEATUT U
XOJICIUCTHUT) KOTOpbI€ BCcTpeuanuch y 12 — 20% manuenTos [12,36].

[Ipenyoxen psij peKOHCTPYKTUBHBIX XUPYPIUUCCKUX BMEIIATEIHCTB 110
VIYUIIEHUIO TPAH3UTOPHBIX BO3MOXXHOCTEM HaJl aHACTOMO3HOTO CErMEHTa
KUIIKW, HAllpUMEP, YMEHBIICHUE AUaMeTpa npokcuMaibHoro ydacrtka 11K
MIPU TIOMOIIM TUTUKAIIMK, KOTOPBIC, KaK MOKA3IM KJIMHUYECKUE PE3YyJIbTaThl,
MMEIO JIUIIb KPaTKOBpeMEHHYI0 3PheKkTUBHOCTH [37]. CTOUT OTMETUTH €lile
OJTHO HCCJIEJIOBaHME, YyKa3bIBalolllee Ha posib KieTok Kaxans u npyrux
Boautenerd putMma JKKT [38]. B 3Tux ycioBusX onTUMaJbHO BBIMOJIHEHHBIX
OTNEPATUBHBIX METOAOB JICUEHUSI OBIBAET HEIOCTATOYHO, ISl MMOJTHOLIEHHOTO
byHKIIMOHUpPOBaHUS opranu3ma [39].

[Ipu aHanu3e JIUTEpaTYpHBIX HCTOYHUKOB BBISIBICHO, YTO HamOoiee
4acTOM MNPUYMHOM XPOHHYECKUX HapymeHu mnpoxoaumoctu [JIIK B
MOCJICOTIEPAITMOHHOM TepUO/IE SABISICTCS TUCHYHKIMS OyIh001y0qeHATLHOTO
cunkrepa u chunkrepa OxcHepa [72].

K coxanenuro, HaM He yaagoch OOHAPYXKWUTh B JOCTYITHOM Ham
auTeparype padboT Mo U3yYEHHUI0 CKOPOCTH NMPOoABMKeHUs xumyca uepes JITIK
B YCJIOBUSIX OTCEUEHHOU CBA3KU TpenTua.

KomrmnekcHast npenornepalioHHas Tepanusi OOJbHBIX C KOPPEKIUEN B
MEPBYI0  OYEpe/lb  BOJHO-AJICKTPOJUTHBIX  PACCTPOMCTB  BMECTE  C
JNEKOMITPECCHUEN IBEHAATUIIEPCTHON KHUIIKU HA30[yOJCHATbHBIM 30HIOM
MO3BOJMJIO TEPEBECTH OINEpPAlUI0 M3 pa3psa SKCTPEHHOM B CPOYHOE
xupyprudyeckoe BmemarenbctBo [9]. A B mocnennue 30 ner Omaromaps
COBEPIIEHHOMY MapeHTEpPaIbHOMY MUTAHUIO BOBCE OTCYTCTBYET IMPUBA3KA K
BpeMeHHoMY (akTopy [33].

[To-ipexxHEMY B pa3IMUHBIX JIEYEOHBIX YUPEKICHUSX HCIOIb3YIOT
TyOJCHOIYOJIEHOAHACTOMO3 «0OK B OOK» M JYOJICHOCIOHOCTOMUIO. OTH
XUPYPrUYeCKUE BMENIATEIbCTBA OOBIYHO HECIOXKHBI B HCIOJHEHUH U
noctartouHo 3P ¢dekTuBHbl. OCHOBHOW MPOOIEMOM MOCHE ONEpalUU SBIISIETCS
MO3/THEE BOCCTaHOBJIEHUE MPOXOJIUMOCTH COYCThS 3a CUéT
racTpoJyOJ€HAJILHOTO  CTa3a,  KOTOPbIi  OOYCIIOBIEH  3aJ€p>KKOM
MEePUCTATBTUUECKON aKTUBHOCTH JTUX OpraHoB Ha (oHE mapannya
MEPUCTATIBTUKU MeTraayoaeHyma [12].

ComtacHo JTAHHBIM Kokkonen, OCJIE HAJIOKEHUS
JTyOJ€HOAYOJ€HOAHACTOMO3a WJIM YOJICHOCIOHOCTOMUM Yy 22% mManueHToB
COXpaHsAETCsl Jujaraius JBEHAIIATUIIEPCTHOM KHUIIKH C JyOJACHOCTa30M,
Pa3BUTHUEM JIYOJICHOTAaCTPajJbHOTO U ractpos3odareanbHoro peduirokca,
XOJECTaTUYECKOW  KENTYXH, 3aMEMIJICHHOTO  KUIIEYHOTO  TPAH3UTA,
Meranyonenywm [13, 23, 47, 48].

JInst penyKiuu MerajayoJiecHyM ObUIM MPEMJIOKEHbI CIOCOObI PE3EKIINU
pPaCHIMPEHHON YaCTH JBEHAIIATUIIEPCTHOM KUIITKUA TPEYrolbHON (hopmbl [49]
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C TPaJULIMOHHON (Py4HOIH) METOAMKON CUIMBAHUSI KUIIEYHON CTEHKH WM C
TIOMOIIIBI0 MeXaHuueckoro 1mBa [41, 50].

HeratuBHbpIMM CTOpOHaAMU TIPEIJIOKEHHBIX BMEIIATEIBCTB SIBIISETCS
VIIMHEHUE BPEMEHH XUPYPIUUE€CKUX BMEIIATEIBCTB, a JOTIOJHUTEIbHBIEC IIIBBI
Ha CTEHKY JBEHAJLATUIIEPCTHOW KHILIKH CO3JAI0T Yrpo3y BO3HHUKHOBEHUS
CEpPBE3HBIX OCIIOKHEHUH B BUJIE HECOCTOATEIBHOCTH COYCThs [41].

B coBpeMeHHOI MEIUIIMHCKON JUTEepaType AaKTUBHO OOCYXKIArOTCs
BOINIPOCHI  JIOCTYMOB  JIJII  XUPYPTHUUECKOTO YCTPAHEHUS BPOXKIEHHOU
NyOJICHAIBHON HENPOXOAMUMOCTHU: OTKPBITOTO, MMapayMOWJIMKAJIbHOTO U
nanapockonuyeckoro [43]. CTOpOHHHMKH OTKpBITOTO Joctymna [44, 45]
OTMEYAIOT €ro XOpOUIME BO3MOXKHOCTH B OTHOIIEHUM JUAarHOCTHUKU
MHOXECTBEHHBIX aHOMAJIMW Pa3BUTHUS KUIIIEYHUKA, 0COOEHHO ITPU COYETAHHH,
HampuMep, arpe3ud C  MEMOpPaHO3HBIMH  (OopMaMHu  BPOXKAEHHOU
HEMPOXOJUMOCTH JBEHAANATUIEPCTHON KUIIKU [46]. OTKpBITHIN crmocob
MOXXET OBbITh BIIOJJHE MPUMEHHM B YCJIOBHUSIX OTCYTCTBUS HEOOXOJIUMOTO
JANapOCKOMUYECKOrO0 000pYIOBaHUS WM CHEIUAIBHO IOATOTOBICHHOTO
nepconana [20].

Heo0xo1uMOoCTh BBIMOTHEHHS TPABMATUYHBIX JJATAPOTOMUN TIPUBOJIUT K
JUIUTEIbHOMY TMPEOBIBAHUIO B YCJIOBUSAX OTACICHUN pEaHUMaluu U
WHTCHCUBHOW TEpamuy, 4YTO IMOBBIIAECT PUCK HUHPUIMPOBAHUS, CTEIEHb
OTNIEPAlIMOHHOTO CTpecca, OOYCIOBIMBAET HEOOXOAUMOCTh JJIMTEIBLHOTO
NapEHTEPAIbHOIO MUTAHUS U BEHTWISILUOHHOW MOAAEPIKKH MOCIIE ONEpPalnu,
BBE/ICHUSI 00€300JIMBAIOIIUX CPEACTB C YYETOM TOrO, 4YTO MPUMEHEHUS
HAapKOTUYECKUX aHAJbI€TUKOB Yy HOBOPOXKIEHHBIX HEXKEIATEIbHO U3-3a UX
orpuriaresibHbIX 3 dexToB. CylIeCTBEHHBIMU HEAOCTaTKaMH  IHAPOKHUX
JAanapoTOMUM  SBIISIFOTCA ~ TaKke HEOOXOAMMOCTb  YIJIMHEHUS CPOKOB
TOCIUTATU3AIMN U HEYIOBJIETBOPUTEIbLHBIE KOCMETUUYECKUE PEe3yabTaThl [12,
23].

[Tocne nybOnukamuu padotrel Tan u Bianchi mo wucnons3oBanuio
napayMOMINKaIbHOTO ocTyna npu onepanuu Opene-Paminrenta no moBoay
MAJIOPOCTEH03a, 3TOT MUHU WHBA3WBHBIN JIOCTYI CTajl MPUMEHSATHCS U MPHU
XUPYPrUYECKMX  BMEIIATENbCTBAX MO  YCTPAHEHUIO  BPOXKIEHHOU
IyoJeHAJIbHOM HenpoxoaumocTu [20, 22,51].

be3ycloBHBIM JIOCTOMHCTBOM TaKOTO JIOCTYIIA SIBJIAETCSl O€3yNpeyHbIi
KOCMeTHYeCKHil 3(deKT, Korma MocaeonepalMoOHHbIN pyoOer TepseTrcs B
CKJIaJIKaX KOXXM IIyliKa U, CJeloBaTelibHO, mouTu HeBujaeH. Hebombinas
MOJICpHM3alMsl JIOCTyNla, B BHJI€ BCKPBITHS BIlarajuiia MpaBol MpsiMOn
MBIl KUBOTA, MO3BOJIMJIA PACIIMPUTH OMEPALMOHHOE TMOJIE U OOJIETYUTH
pabory [52].
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Haszpanubie ¢GakTophl C€O3MaI0T OPEANOCHUIKM IS HCMOJb30BaHUS
HAJAIMINX METOJIMK C HMCIOJIb30BAaHUEM COBPEMEHHBIX MaJIOTPaBMaTHUYHBIX
TEXHOJIOTUM B JaHHOW BO3pacTHOM rpymie [53- 63].

B cBs3u ¢ pazBuTHEM SHIOCKONMYECKUX TeXHOJIoTHM, ¢ 2000 roga crana
IPUMEHSTBCS  JIaapOCKOMMYECKash BEPCUSl HAJIOKEHUS POMOOBHIHOTO
aHacTtomo3a [64- 67].

TexHoorus JarnapoCcKonMuecKkoro anacTomosa rno Kimura otnuyanach
OT CTaHJApTHOM JMIlb TpUMEHeHueM y3ioBbix mBoB (Vicryl 5/0), B
OCTAJILHOM TIOBTOPSISI TEXHUKY XUPYPIrHUYECKHX BMEIIATEIBCTB OTKPBHITHIM
criocobom [68]. KonTponbsHas GpuOpoayoneHOCKONus, BEITIOJHEHHAS Yyepes3 2
Mecslla TMOCJ€ JAaNapOCKOMUYECKOT0 XHPYPrUYE€CKOro BMeEIIATeIbCTBa
oOHapyXuBajia peIyKIIUI0 METaayoACHYM C JOCTATOYHO MMUPOKHUM ITPOCBETOM
coycthbs [21].

Uto e KacaeTcs JamapoCKONMUYECKOTO YCTpaHEHUs] BPOKIEHHOU
TyOJeHAIbHOM HETPOXOJIUMOCTH, CBSI3aHHOM C HaJIOXKCHUEM
IyOICHOTyO/IeHO-aHacToMo3a o Kimura, To B 3TOM A0CTyI€ MPOSBISETCS U
HeraTuBHbIE CBOMCTBA. IIpexe Bcero, 3TOT JAOCTYN YCIOXKHSET MPOLEAYPY
TUJAPOCTATUYECKOM  AwiaTauuu  cyocTteHotudeckoro cermenta  JIIK,
3aTPyAHSACT JHATHOCTUKY COYETaHHBIX (OpPM AyOoJeHATBHON OOCTPYKIIMH
(arpe3un ¢ MeMOpaHO3HBIMH (opmamu), HaKOHEI, cama MpoIeaypa
HaJIO)KEHHSI POMOOBHJIHOTO COYCThS JIAIMAPOCKOIMMYESCKUM HHCTPYMEHTapUEM
BeChbMa 3aTpyJaHUTENbHA [66, 69].

I[lo MHEHHIO MHOTMX aBTOPOB, aHACTOMO3, BBIIOJIHEHHBIM IO
TexHosoruu Kimura, Ha CETONHSIIHUN JICHb SBISICTCS ONTHUMAaJIbHBIM
CIIOCOOOM XUPYPrUYECKOTO JICUCHUSI BPOXKIEHHOTO AyOIeHaIbHOTO O1oka [33,
43, 61, 64-66].

Takomy crnocoOy HaJlOKEHHSI COYCThsS CIHOCOOCTBOBaja Majas
MPOTSHKEHHOCTh Pa300ICHUS aTPE3UPOBAHHBIX KOHIIOB KUIIIEYHOU TPYOKH U
MpU HEOOXOMMOCTH camMa METOJIMKa MOOUIIU3AlIMU HIKHENH TOPU30HTaTBbHON
YacTH JBCHAIATUICPCTHOM KHIIKH. MMeHHO 3a cy4€T Takol HEOOBIYHOI
Mooumm3anuu JIIIK craso BO3MOXHBIM HalOKEHHE POMOOBHUIHOIO COYCThS
o meroauke K. Kimura mpu 6onbemom auacrase [29].

He mamoBakHbIM ocTaetcsi ¢akT OONBIIOT0 KOJIUYECTBA OCIOKHEHUH
IIpYU BBITIOJIHEHHH J1000r0 BHAa omneparuid. OCHOBHBIMH U3 OCJIOXHEHHI
SBJISIFOTCA: CTEHO3 M YacTU4YHAasl TyoJeHalbHAasl HEMPOXOAUMOCTh, CIIacuHas
6omne3nb — 12% [33]. B psane ciyuaeB mpu aOCOTIOTHO HOPMAJILHOM TMACCaXke
KOHTPACTHOTO BEIIECTBA M IIOJHOM MPOXOAWMOCTH JBEHAAATUIICPCTHOM
KUIIKK, Yy  MalUeHTOB  OTMEYAeTCs  MPOSBICHUA  JUHAMUYECKOMN
HEMPOXOAUMOCTH KuiedHuka — 55% [70]. DTo MoxeT OBITh CBSI3aHHO C
HapyumienneM uHHepBauuu (parmentoB JIIK. JlyomenoeronoanactomMo3 u
Kjlaccudeckass TexHogorus Kimura He JWIlleHa dTHUX HeQoCTarkoB. He
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UCKJIIOUECHA BO3MOKHOCTb, 4TO noTepst (U3UOJIOTUYECKOTO
JBEHAIIATUIIEPCTHO—TOIEKUIIIEYHOTO  M3rM0a HApylIaeT HOPMAIbHYIO
IIPOXOAMMOCTb BCEW JIYOJICHOCIOHAJIbHOM 30HBI.

B oaToil cBs3M manmbHelmas pa3paboTka CrocoOOB omepanuii Ha
NBEHALIATUIIEPCTHOM KHUILIKE [0 TMOBOAY YCTPAHEHUSI HEMPOXOIUMOCTHU
OCTACTCS  aKTyaJdbHOW. BcCe  MNEpeUnCICHHOE  BBINIE  ONPEACISIET
HEOOXOJIUMOCTh B MPOBEJICHUE HAYYHBIX MCCIIEAOBAaHUNA, OPUEHTUPOBAHHBIX
Ha ynyumieHun Qynkuuu JKKT mocne koppekuuwu atpe3uu 12-nepcTHoi
KUIIIKU.
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IT'EHETUYECKU AETEPMUHHUPOBAHHOE HAPYILIEHHUE
OBMEHA MOYEBOM KHCJIOTHI - CHHAPOM KEJLIA -
CUTI'MHUJLJIEPA, OCJIO)KHEHHOE XPOHUYECKOM FOJIE3HBIO
ITOYEK.
CJIYUYAU JUATHOCTUKHU U KOMMEHTAPUN
H.3. 3okupos,'**, M.U. Kanena *, C.P. Poguonosckas'~*, O.I1.
Anekceesa' A.W. Cmuprosa A U3
L@I'BY ®HKI] oemeii u noopocmrxos @®MBA Poccu, Mockea;
2 Kagpeopa neouampuu u demcxoii xupypeuu ®I'EY MBEY UHO ®I'BY
T'HI] ®MBI] um. A.U. Bypnazana ®MBA Poccuu, Mocksa;
3 Kageopa neouampuu @I'BY Axademus nocmouniomHozo
oopazosanus PI'BY ©HKI] ®MBEA Poccuu, Mockea;
*OI'BHY «Hayuno-uccnedo8amensckutl UHCHUmyn peemamoniouu
um. B.A.Haconosoiry, Mockea.

Pe3dtomMe: B cTaTh€ pacCMOTPEHbl TPYAHOCTU JIMArHOCTUKU U
BO3MOXHOCTH KOHCEPBAaTUBHOI'O JICUEHUA [JI€T€ C HACIEICTBEHHBIM
3a00J€BaHUEM ITYPUHOBOI'O 0OMEHA, ¢ TO(hYCHOM MOJarpoi, OCI0KHUBIICHCS
XPOHUYECKON OOJIE3HbI0 MOYEK U, C TMOJATBEPKIAECHHOM MOJIEKYJISPHO-
T€HETUYECKUMU METOJIaMU, XapakKTepHOU myTaluein. JleTanbHo 00CYXKIeHbI
BOIIPOCHI 3THUOMNATOr€HE3a W KPUTEPUHM JUATHOCTUKHU HApPYIIEHUs OOMeHa
MOYEBOM KHCIIOTHI Ha npumepe cuaapoma Kemnn-Curmuiepa y maiueHTOB
15 u 16 ner, T.e. CIOXHBIN IMyTh K NPABWIBHOMY AWarHosy. M3ioxxeHsl
BOITPOCHI KOHCEPBATUBHOM TEpANMU TaKUX MAlUEHTOB.

KinwueBbie ciaoBa: neru, cuHapomsl Kemnmu—Curmumuiepa u Jlema—
Huxena, moueBas Kuciora, TyOynouHtepctuinumaibubii Hedput, XBbII,
apTput, TOdYyC, KIMHUYECKUM CiIydail, TEHETHKa, HeOPOKAIBIIUHO3,
HedponuTHas.

BBenenmne. 113061TOUHOE BBI/ICIICHUE TOYKAMU TPOAYKTOB HAPYIIEHHOTO
oOMEHa — OKCaJlaTOB, YPaTOB U APYTHUX B pACTBOPEHHOM BHJIE WJIH, TEM OoJee,
B BHJIE KPUCTAIJIOB, KOHTJIOMEPATOB KPUCTAIIIIOB, MOBPEXKIAET, IPEKE BCETO,
SIIUTENUN TIOYEYHBIX KaHaiblieB. Hepeako BO3HUKAIOT TOBPEXKIACHUS
BHYTPUKIIETOUHBIX CTPYKTYp OIUTEIHAIBHBIX KJIETOK, YTO BEIET K
HapylieHuto (QYHKIMA KaHalblleB — peabcopOuuu u cekperuu. [lpu
BBIPAKEHHON KPUCTALTYpUU HAOIIOMAETCS MEXaHUYECKOE IOBPEKICHHE
CTEHOK KaHAJIbIIEB C IMOIMAJaHUEM KPUCTAUIOB B MHTEPCTUIUAIBHYIO TKaHb,
OKPYXAaIOUIyl0 KaHaIblbl. B OTBET Ha NOBPEKICHUE WHTEPCTULIHS
MHOPOJHBIMU TeJIaMU (KpUCTAIIJIaMU ) pearupyroT Makpodaru, a Takxe Jpyrue
KJICTKH UHTEPCTULIHS, BBIACTAS Pl UHTEPICHKUHOB C MPOBOCHATUTEIbHBIM
s dekTom, 4TO MOET CIIPOBOIIMPOBATH pa3BUTHE
TyOyJIOMHTEPCTUIIMATILHOTO HepuTa. BbIpakeHHas KpUCTAILIypUsS YacTO
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MPUBOAUT K O0Opa3OBaHUI0 KOHKPEMEHTOB (OKCAJIATHBIX, YpaTHBIX,
[IMCTUHOBBIX, CMEIIAHHBIX), YTO HEPEIKO OCIOXKHSICTCS MPUCOCAMHECHHEM
MHUKPOOHO-BOCIIAJIUTEIILHOTO TIpoIiecca — MUeIoHehPHUTa;

B mpaktuke memuatpa HEpEOKO BCTPEYAIOTCS JETH C Pa3IUYHBIMU
HapyUIEHUSIMU ITYPUHOBOTO OOMEHA, B TOM YHMCJIE C MOBBIIICHUEM MOYEBOM
KHCIIOTBI B KPOBH WM MOYe, MPUBOIAIIMX, B Psje CIIydacB, K YypaTHOM
Heponaruu. B MexayHnapoaHoil kinaccudukanuu 0osiesHerd X mepecMoTpa
HapylmieHne oOMEHa IypHHOB W THPUMHUIMHOB BCTPEYACTCS B pasfeie
HapylieHus: oOMeHa BemiecTB (kjaacc IV 00ne3HM SHIOKPUHHOW CHCTEMBI,
paccTpoiCcTBa MUTAHUS U HAPYIIEHUH 0OOMEHa BEIIECTB) U KJIaCCU(ULIUPYETCS
CIIETYIOIIUM 00pa3oM:

E79.0. T'unepypukemus 0e3 MPU3HAKOB BOCHAIUTEIBHOTO apTpUTa U
MOJArpUvYECKUX Y3JIOB;

E79.1. Cunnpowm Jlema-Huxana; cuaapom Kemnmu—Curmuiepa;

E79.8. Jlpyrue HapyiieHusi 0OMeHa MypUHOB U MUPUMHUIUHOB;

E79.9. Hapymenvue nypuHOBOTO W NHPUMHUIMHOBOIO OOMEHA
HEYTOYHEHHOE;

B OonpmmHCTBE CcilydaeB HapylIeHHS OOMEHa MOYEBOW KHCIIOTHI
dbopMupyrOT Takoe 3abojeBaHME KaK TMojarpa, XapakTepHu3yrolleecs Kak
TodycHOEe 3a00J€BaHHE C OTIOKCHUEM KPHUCTAJJIOB MOHOypara Harpusi B
Pa3TUYHBIX TKAHSAX W, Pa3BUBAIOIIMMCS, B CBSI3U C JTHUM, BOCIAJICHUEM,
00OyCJIOBICHHOE BHEITHE CPEIOBBIMH W/WJIM TEHETUUYECKUMH (haKTOpaMHU.
CornacHO TOCIEIHUM HCCJIEAOBAaHMUSIM, IOarpa OTHOCHUTCA K pa3psiay
MeTa0OoINYeCKUX 3a00JIEBaHUM, UMEIOIIUX ayTOBOCHAIUTEIbHBIA KOMIIOHEHT
B CBOEM IaTOTeHe3€ U MOJIMTCHHYI0 HACIEICTBEHHYIO MPEAPACIOIOKEHHOCTb.

Penkumu TsDKenbIMH HapyIICHUSMH OOMEHAa ITyPUHOB BCIICJCTBHE
TreHeTUYeCcKoro AedexTa, JeOITHUPYIOIIee B JIETCKOM BO3pAcTe, SIBIISIOTCS
cungapombl Jlema-Huxena (Lesch-Nyhan) u Kemmm—Curmunnepa (Kelli-
Seegmiller). B ocHOBe 3TUX CHHAPOMOB JEXKHUT OTCYTCTBHE WM HEMOJHBIN
aebunut  ¢depMeHTa  TUMOKCAHTHH-TyaHUH-(ochopudozuntTpanchepasbl
(I'®PT-HPRT), KkoTopblii  JOMKEH  KaTalW3UpPOBATH  IPEBpalllCHUE
TUIMOKCAaHTHHA B MHO3MHMOHO(DOC(hAT, a TyaHWHa — B TyaHO3WHMOHOGOoChAT.
DTO BEAET K TMNEPHPOIyKIINA KCAHTHHA U MOYEBOM KUCIOTHI. Jledekt miu
HU3Kas  aKTUBHOCTh  TUIIOKCAHTUH-TyaHUH-Pochopudo3unTpaHchepass
CIIOCOOCTBYET  HAaKOIUICHHIO  2,8-TUTHUAPOKCHAICHWHA,  00J1aJaroIiero
HE(POTOKCUIHOCTHIO U (POPMHUPYIOIIECT0 MOYCBBIC KAMHH, U COTIPOBOKTACTCSI
pPa3BUTHEM TIOJIarPhI;

PacnpocTpaneHHocTh. TouHas pacpoCTpaHEHHOCTh HEM3BECTHA, HO,
BEPOSITHO, HEJIOOLICHUBAETCS M3-3a OIIMOOYHOr0 JUarHo3a. 3a001eBaeMOCTh
HapyIlIeHHeM MYyPUHOBOTO M MUPUMHUIANHOBOTO OOMEHA MO JAaHHBIM Pa3HBIX
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aBTOpOB paznuyHasa U koJsedsercs ot 1/380 000 >xuBopoxaeHHbix B Kanane,
1/235 000 - B Ucnnanun, 1o 1/300 - B CIIIA.

I'enetuka. CuHApOMBI HaApYIICHHS MPOIECCOB OOMEHA IypHUHOB
HACIEQyITCsl 10 PELECCUBHOMY, CLEIUIEHHOMY C MOJOM (X-XpOMOCOMOI)
turry. B 1967 rogy Curmumniep, Po3en0matom u Kennu cooOmuiy 0 moJTHOM
nepunure nesrenbHoctu pepmenta HPRT B kauecTBe mpu4MHBI CUHApPOMA
Jlema—Huxena. B Tom xe roay, Kemnmu n CurmMuiuiep onucaiii 4aCTUYHBIN
nepuuut nesrenbHoctr Gepmenta HPRT, cBszannblil ¢ moparpoii, HO 0Oe3
HEBPOJIOTUYECKHUX MPOSIBIICHUM.

B 3aBucuMMOCTH OT TSKECTH TEHETHYECKOTO nedeKkTa HapylIeHUs
oOMeHa MOTYyT OBITh BBIPD@XEHBI B PA3IMYHON CTEMEHU - OT TSKEIBIX
CUCTEMHBIX MOPAXKECHHUI [0 JOKAJIbHBIX M3MEHEHUM KaKoro-immbo oprasa,
yarie nouek. ['en runokcantTuH-ryanuH-dochopudosmnrpanchepasst (HPRT)
JIOKaJIM3Yy€eTCs Ha JUIMHHOM Iieye X XpOMOCOMEBI B cerMeHTe 26 - q27.2;

H3zBectHu! 4 iceBnorena HPRT:

HPRT 1 - xpomocoma 3;

HPRT 2 - xpomocoma 5 nokyc Spl4-pl3;

HPRT 3 u HPRT 4 - xpomocoma 11 B nnmuaHOM 1ieue 11q;

s rena HPRT u3BecTHA reTeporeHHOCTh Ha MOJICKYJISIPHOM YPOBHE.
JIroqu u3 pasubix ceMert MoryT umetb redsl HPRT ¢ paznuunbiMu MyTanusMu.
@epMEHTHI MOTYT OTJIMYATHCA MO OCTATOYHOM aKTMBHOCTH, 3HaYeHHUsIM Km,
TepMocTaduiibHOCTH, MHruOupoBanuio GMP u IMP u np.

Cunapowm Kemnu-Curmuiepa — 310 3a00j1€BaHUE, KOTOPOE BBI3BIBAETCS
YaCTUYHBIM neuIuTOM dbepmenTa TUITOKCAHTUH-TyaHUH-
dochopudozuntpanchepaszsl ('OPT - HPRT) uz-3a myranuu B rene HPRT1
(Xq26). HacnenoBanue X-ClemI€HHOE, PEIIECCUBHOE.

IlaTtorene3. B martorene3e cuHapoma ocoOas pojib OTBOAUTCS
HEIOCTATOYHOM YTWJIHW3alUWU IMYPUHOBBIX OCHOBAaHUM C MOBBIIICHHBIM
CHUHTE30M IIyPUHOBBIX HYKJIEOTHUJOB — OOpa3zyercsi THUINEPYPUKEMHsS, 4YTO
YBEJIMYHMBAET PUCK OTJOKEHMSI ypPaTHBIX KPUCTANIOB B TKaHSIX B (opme
ToycoB, B CyCTaBax MPUBOAUT K BOCHAIMUTENBHBIM IIpollecCaM U
MOJJarPUYECKOMY apTPUTY, a B IIOYKax IMPOTEKAeT B BHUJEC YPATHOIO
TyOyJIOUHTEPCTUIIMATILHOTO HedpuTa WM MOYeKaMeHHOU Oose3nu; (Rosa J.
Torres, 2010).

MexaHu3Mbl HapylIeHHs ITypPUHOBOTO OOMEHa, NPHUBOMASIINE K
NEepBUYHON YypaTHOM HedpomaTHH, JTOBOJHHO CIIOKHBIE W OCHOBaHBI Ha
YCUJICHHOM JKCKPEIMM MOYEBOM KHUCIOTHI IMOYKAMHU M OTJIOKEHUEM €€
MOHOHATPUEBOM COJM B HMHTEPCTUIMAIBHOM TKAaHHM MO3TOBOTO  CJOS,
KaHaJbIICBOM CHCTEME, OCOOCHHO B 00JacTH IeTellb HeppoHa, YalleyHO-
JOXaHOYHOM arnmapare. [Ipm 3ToM CTeHkKa KaHalabLEB NOBPEKIACTCHA, a
BBIMIABIIME  KPUCTAUIbl MPOHUKAIOT B  HUHTEPCTUIMAIBHYIO  TKaHb,
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HAKaIJIMBAaIOTCA B HEW, BbI3bIBAS Pa3BUTHUE TYOYJIOUHTEPCTUIMATIBLHOIO
HedppuTa. MaKpOCKONIMYECKH Takas IMOYKa XapaKTepHu3yeTcs OyrpucTtou
MOBEPXHOCTHIO, TOKPHITON MEJIKUMH PyOI1amMu, a IPU CBETOBOM MUKPOCKOTIUHU
OMONTATOB MOYEK BBISBISAIOT THMAIMHO3 KITyOOYKOB, aTpoduio, AUIATAIUIO
WM pereHepanui B KaHaiblaX, ¢GUOpo3 W JTUMQPOTUCTHOIUTAPHYIO
MHQUIBTPALMIO B MHTEPCTULIMU. AHAIU3UPYS 0030p JUTEPATYp, KacaeMo
MAaTOr€HETUYEKUX MEXaHM3MOB TMOPaXEHUs TOYEeK MpPU HAPYIICHUU
IIypPUHOBOT0 0OMEHA, MOKHO COPMYIUPOBATH CIETYIOLUIUM 00pa30oM.

> Mouekucnas Hedponatus. MaccuBHas TpeUUNUTAIUS KPUCTAUIOB
MOYEBOW KHUCJIOTBI B COOMpATENIbHBIX TPYyOOUKaX MOYEK U MOYETOYHHUKAX
IPUBOIUT K PA3BUTHIO OCTPOU MOYEYHON HEAOCTATOUHOCTH. DTO MPOUCXOIUT
MIPU PE3KOM MOBBIIIEHUN KOHIIEHTPAU MOYEBOW KUCIIOTBHI.

> YpaTHblil TyOyJIOMHTEPCTUIIMANBHBIA HePpUT. OTI0KEHNE KPUCTAIIIIOB
ypara HaTpus B MHTEPCTUIIMATLHON TKaHHU TTOYEK MPOSBIISETCS YMEPEHHOUN 1
HETOCTOSIHHOM TPOTEUHYPUEH U PEJIKO MPUBOAUT K BEIPAKEHHOMY CHIKEHUIO
dbynkiuu mouek. MHorma yparHas HedpomaTus CTaHOBUTCS TPUIUHON
Pa3BUTHS COIYTCTBYIOLIEH apTEPUAIBHOM TMIIEPTEH3UU U XpoHuueckou [TH.

> MouekaMeHHas 0ojie3Hb ¢ 00pa30oBaHMEM YpaTHBIX kamHed. YacToTa
o0pa3oBaHMsl KaMHEW KOPPEIUPYET C BBIPAKEHHOCTHIO TUMEPYPUKEMHUU H
TUNIEPYPUKO3YPUHU, a TakKe C KHCJIOTHOCTbIO MOYM. YpaTHbIE KaMHU
PEHTICHOHETAaTUBHBI. Y OONBHBIX, CTPAJAIOMIUX TMOJArpod, HEPEIKO
0OHapy>KUBAIOTCA KaMHHU, COJIEpKalllie KaJbI[uii, 0COOCHHO NP BHIPAKEHHOM
TUIIEpYpUKO3yprun. KpHCTamibl MOYEBOM KHUCIOTHI CHYy>KaT OCHOBOM ISt
(dbopMHUpOBaHUS KaIbIIUEBBIX KAMHEH.

Kaunuka. Cumnromsel cungapoma Kemmu-Curmuwuiepa pa3BUBAIOTCS
nocteneHHo. Bo3mokHa MaHu@ecTanus CMHAPOMA B paHHEM BO3pacTe, KOorjaa
OJIHUM U3 TEPBBIX MPU3HAKOB 3a00JIEBaHUSI MOXET OBITh BBISIBJICHUE
OPAaHXKEBBIX KPHUCTAUIOB B TEJICHKAX WU KPUCTALIypUs € OOCTpyKIuen
MOYEBbIX MyTed. Jlpyrue KIMHUYECKHE TMPOSIBICHUS B OCHOBHOM
BCTpEUAIOTCA Yy JeTed Oojee crapuiero Bo3pacTa H  MPOSIBISIOTCSA
cnenyrommmu cumntomamiu (Kelley WN, Greene ML; 1969):

> TIOJIArpUYECKUN apTpUT ¢ 00pa3oBaHUEM TOPYCOB;

> TOBBILICHHBIA YPOBEHb MOUYEBOU KHUCIOTHI B KPOBH U MOYE;

> ypaTHBI TyOYJOMHTEPCTULIMAIBHBIN HeDpUT (MUKpOreMaTypusi u
MIPOTEUHYPHUS);

> ypatHbIi HedpoIuTHa3;

> XpOHHMYECKasl moueyHasi HejocTatouHocTh (XITH)

> HeT nopaxenus [{HC.

Cungpom  Kemmu-Curmuwimepa ciienyer B NEPBYIHO  OYEPEOb
muddepenuuponats ¢ cuaapomoM Jlema-Huxana. Knunuueckue nposiBiaeHus
ATOTO CHUHIPOMA XapaKTEPU3YIOTCS HE TOJBKO MOAArPUYECKUM apTPUTOM C
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oOpa3oBaHHEM TO(PYCOB U TOBPEKICHHUEM TIOYEK, HO U MOPAKECHUEM
LEHTPAJIbHON HEPBHOU CUCTEMBI:

> TOJArpuyecKUM apTPUTOM C 00pa3oBaHuEM TO(YCOB;
MOBBIIEHUEM COJIEPKAHUSI MOUYEBOM KHUCIIOTHI B KPOBU U MOUYE;
XOp€0aTeTO30M, CIIACTUYECKUM Tlape3amMu (Tapaandamu);
aHeMMEH;
MPOSIBJICHUEM YMCTBEHHOU OTCTAJIOCTH;

> MPUCTYNIaMU  arpecCUBHOTO  MOBEJIEHHUS CO  CTPEMJIEHUEM K
CaMOTIOBpEXIeHHUIO (00JbHBIE OOKYCHIBalOT ce0e¢ TyObl, HOITH, MaibIlbl,
npeaiedbs (BILUIOTh IO CaMOAMITyTallMK), [apanalT HOC U POT, MyCKAOT
ceOe KpOoBb).

Kpurepun AHATHOCTUKH HACJIeICTBEHHBIX HApYUIeHUH
IYPUHOBOI0 00MEHA BKJIIOYAIOT:

Kannuko-madoparopusie: nopaxxenune LIHC, nogarpuyeckuii apTpur ¢
oOpazoBaHuEeM TO(PYCOB, TOBHIIIIEHHBIH YPOBEHb MOUEBOU KUCIIOTHI B KPOBH U
MOYE, TIOBBIIICHUE YPOBHS KpPEaTHUHWHA UM MOYEBUHBI, MPOTEHHYPHS,
MUKporeMaTypusi, HehpoJIMTHAa3 U JIp;

Nucrpymentanbubie: Y3 u KT mnouek, cycTaBoB (BBISBISIOTCS
HEe(DPOKATBIIMHO3 © KOHKPEMEHTBI, H5XO TMPHU3HAKKA apTPUTa, HAIUYHE
OCTeropo3a u ap);

MosekyJISIpHO-TUATHOCTHYECKHE: OINPEICICHUE MyTallil B TE€HE
HPRT;

Buoxumuueckue: MOBBIICHHBIA YPOBEHb T'MIIOKCAHTHHA, KCAaHTHHA,
MOYEBOU KUCJIOTHI B KPOBU U MOUE;

JH3UMAaTH4YeCKHe: TOBBIINIEHUE afieHuH-pochopudocuiTpanchepasbl
B OPUTPOIUTAX WIH JIUMGPOIUTAX KPOBH;

C uenpi0 JAEMOHCTPALMM KIMHUKO-TEHETUYECKOW XapaKTEePUCTUKU
cugapomMa Kemmu — Curmwuiepa nDpuBOAMM —CIydad KIMHHYECKOTO
HaOmroienus. [lanrenTrsl 00ciieIoBaHbl B Pa3HbIC IOJla B ICTCKOM OTJIEJICHUH
OI'BHY HUHNP um. B.A.HaconoBoii u B He(dpOJIOTHIECKOM OTICICHUU
I[JIKb ®MBA Poccun.

Knunuueckuii cayuan Ne 1. Ilayuenm A. 06.04.1995 2.p. - 15 nem. U3
AHAMHE3A JHCUSHU U3BECMHO, YMO pebOeHOK om nepeol OepemeHHOCHU,
npomexasuiel ¢ yepo3ou npepuviéanus. Poowl cpounvie, éec npu poowcoenuu
3400 2., pocm 52 cm. K epyou npunodicen na nepgvle Cymxu, Ha eCmecmeeHHOM
eckapmausanuu 0o 1 2ooa. IlcuxomomopHoe pazeumue Ha nepeom 200y
JHcU3HU 0e3 ocodennocmei. llepenecennvie 3abonesanus: cunepmeH3UOHHO-
euopoyeghanvnviti  cunopom, uacmvle OPBH, omum. Annepeoanammes
omszowjen: noanuno3. Hacneocmeennocms no  pegmamuyeckum U
3abonesanusam mouesvioerumenvHou cucmemvl He omszoujena. C 2-x nem
ommeuaemcs Noauypus U noauouncus, Ooau 8 cueome u  npu

YV V V

26



Moyeucnyckanuu (6 anaiuszax modu mukpocemamypusi). C 4-x nem - 6oau 8
KOJIEHHbIX U WNAMOYHBIX CYCMABAX, HENpOOOadCUmenvhvle, 0e3 JOKAIbHbIX
cumnmomos nopadicerusi. C 9-10 nem — nossnenue nooazpudeckux mogycos 6
obracmu npaeoco yxa u J1egoco éauasa (mogyc yoaneu). B 13 nem
eocnumanuzuposan 6  HHUU  pesmamonoeuu  PAMH, 20e  6vlia
sepuuyuposana Illooacpa mogycnas ¢opma, XpoHuueckoe meueHue.
Xponuueckuu  apmpum, obocmpenue. lunepokcanypus. Hapaody c
XPOHUYECKUM apmpumom 8 Cbl8OPOMKe KPOBU Bbli8NIeHO NOGbIULEHUE VPOBHS
KpeamuHuHa, MO4e8uHbl U MO4e8ol KUCIOMbl U NPUSHAKU HeBPOKATbYUHO3A
no oannvim Y3U. Ilooobpana mepanus HIIBII - numynuo, aiionypuuon c
noJodcumenvuuiM d¢gexmom. Bzama kpoev 0 npoedenus MoneKyisapHo-
2eHemuUyecKko20 00C1e008aHUsl U  BbIAGIEHUA NEPBUUHO20  HAPYULEHUS]
nypuHo8020 00OMeHa. Yuumvleas ocobenHOCmMU meueHUus 3a00ne6aHus,
npoAsnIAoWUecs: NPUHAKamu Heppokanrbyunosa no oanuvim Y3U nouex,
nogviueruem yposneu kKpeamuruua 0o 330 mxmonwv/n, mouesunsvt 0o 12,9
MMONL/ U Mouesou Kuciomvl 0o 1191 mxmonv/n 6 cvigopomke Kposu,
mukpozemamypuu 0o 20-30 6 n/3p, npomeunypuu 0o 0,5 /1 u Hapyuweruem
@ynkyuu novex (CKD 56 ma/mun; omnocumenvuasn niomuocmo moyu — 1010-
1012 npu npobe 3umHuyko2o) pekomeH008arna KOHCYyIbmayus Hepponoza u
oanbHetiuee 006C1e008aHUe 8 YCI0BUAX HeDPOI0UUeCcKO20 OMOeIeHUSL.
Bnepsvie 6 omoenenue mnegponocuu IL{J[KF ®MBA nocmynun 8
gospacme 15 nem ¢ owcanobamu Ha nepuoouueckoe 0OONe3HEHHOe
Moyeucnyckanue, U3MeHeHUs @ AHATU3AX MOYU, NPUNYXTIOCMb, NOKpacHeHue |
nanbya npagoll KUCmu, NOKpacHeHue
u 6oau 6 ooracmu IV nanvya nesoi
cmonsl, nepuooudeckue 600U 8
KOJICHHbIX CYCmasax u 6 JXHCUsome,
8bICLINAHUSL ~ HA  KodJce — Jauyd,
CHUdICEHUe annemuma, ObICMPYIO

VIMOMASLEMOCHb. Duszuueckoe

- , pazsumue (25-u nepyenmuib no

7 pocmy u macce) - 2APMOHUYHOE,

| ®oto 1. [Togarpunyeckne Tohpychl Ha YIIHBIX PAKOBHHAX | HUXMCe CpedHeeo, Nn0J1060€ pa36‘umue -

coomeemcmayem 8o3pacmy. Kooicnvle
NOKpPOBbL O1e0HO-PO306ble, YUCMble OM UHDEKYUOHHOU CbINU, YMEPEeHHO
enadicnvle. Ha nuye - snemenmot yepesoti cotnu. Toghycol Ha yuHbIX pakosuHax,
Ha Npaeou namke U JNAOOHU Neeou Kucmu (¢pomo 1,2). Dnacmuunocms u
mypeop mkaHei coxpauenvl. Omexos u nacmo3HoCcCmu Hem. 3e8 u 8UOUMbLe
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cauzucmaole O1e0H0-po308bie, oes V
nanoscenuti. Munoanunvl He yeéenudenvi, |
yucmole.  Cxuepvt  Oenoeo  ysema.
Ilookoorcno-scuposas K1emuamxa
pazeuma  yMepeHHO,  pacnpeoeieHd
pasHomepro. Jlumgoysznwt 21acmuyHble,
NoOO0BUIICHbIE, Oe3z00.1e31enHble.
Morueunviu mOHyCyaOG”emgop”meﬂbem- | ®oro 2. Mogarpuyeckuii Todyc 1a10HH eBoil KucTH |
Iloxooka usmenena 3a cuem ocpavuyeHust
0BUIICEHUSI 8 NPABOM KOJEHHOM cycmase. [[nuna KoneuHocmel 00UHAK08asl,
nanvnayusi U NepKyccus WNIOCKUX KOocmel, NO360HOYHUKA U KPecmyoso-
Nn00B300UHO20 COYNieHeHus: Oe30one3nennas. Ozpanuuenue OBUMCEHUS 8
npasom KoJeHHOM cycmage, 0Oone3HeHHOCmb npu osudxcenuu. Hocosoe
ovixanue He 3ampyoneno. Q[ 20 6 mun. Ilepkymopnuulil 36yK 1€20UHbIIU.
AyckynomamusHo Ovixaunue 8e3uKkyisapHoe, Xxpunog nem. I panuysl cepoya &
npedenax 8o3pacmuou Hopmul. Touwl acueie, pummuynvie. YCC 76 yoapos &
mun. A 115/70 mm pm. cm. 361K 61a24CHbBIU, YMEPEHHO 0010J4ceH 0e108amuvim
Hanemom y KopHs. Kueom He ysenuueH, CUMMempuyieH, npu n08epXHOCMHOU
u enyborou nanvnayuu 6ezdonesnenuviil. lleuenv no Kparwo pebdepuoil oyeu,
cenezeHka He nanvnupyemcs. Ilanenayus no Xxo0y MOYemoOYHUKOS
besbonesnennas. Cmyn peeynsapuviil. Moueucnyckanue uacmoe, 8pemeHamu
bonesnennoe. B knunuueckom ananuze Kposu 8visasieno yckopennoe COI 0o
20 mm/uac. B buoxumuu xkposu - nosulieHnbvle YPOSHU MOUEBOU KUCTIOMbL 00
859.0 mxmonw/n, kpeamunura 00 107,4 MKMOIb/1 U MOUEBUHBL 00 6.8 MMOIY/L.
lIpu oyenke (hynKyuoHanbHO20 COCMOAHUSL NOUEK BbIABNEHO 02PAHUYEHUEe NO
OCMOMUUECKOMY KOHYEHMPUPOBAHUIO — MAKCUMANbHBIL YOENbHbIU 6eC MOYU
1012 no oannvbim npobdvl 3UMHUYKO20, CHUJICEHUE CKOPOCMU KIYOOUKOBOL
Gunempayuu no hopmyne lllsapya: 60,2 ma/mun na 1,73 m2 u npoowr Pebepea
- 54.2 ma/mun na 1,73 m2. Dxckpeyus ypamos owvina pesko nosviwena (Ur/Cr
=1.0, NK0,2) no cpasnenuto ¢ sxckpeyueii okcaramos (OX/ICr = 0,4, N<0,01).
Ilo oannvim Y3U nouex nabnrodaemcs nosviuienue 3X02eHHOCMU NUPAMUOOK
6 o0beux noukax (HeghpoxranrbyuHo3z) co CcHudIceHuem oughgpepenyuposKu
napeHxumovl U 0ociabieHuemM Kpo8omoKa 8 NOOKANCYIAPHOU 30He, 3HAUUMOe
YMeHbUleHUue o0b0vema o0beux nouek (borvule Cnpasa) ¢ HEPOBHOCMbIO
KOHMYPO8 U OOJIbUIOE KOTUYECMBO 836€CU 8 MOYesoM nysvipe (puc.l).
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lIpu cmamu4eckou
Heppocyunmuepaguu  8vis6IEHb
ougpgysno-ouazosvie  UIMEHEHUs
obeux noyex Cco  CHUdCeHuem
obuezo obvema
@YHKYUOHUpYIOWel  NapeHXUMbl.
Ha  penmeenocpamme  cmonuvl

Habaoaemcs 8bIPAIHCEHHAS
Ooeghopmayus bonbuuUHCmea
mpybouamvix kocmeu. OcobenHo
Puc.l. Y31 novek: kapTuHa Au(@Y3HbIX H3MeHEHMId 8bIPAdICEHA aed)OpMCll/ﬂ/i}l c
o0eux movek. HedpokaabumHo3 - KCAHTHHOBBIA
YmojauieHuem 6cex omoenos 1
HedpoanTHA3 o
nirocHesou Kocmu cjeesa, He

NPOCAEHCUBAEMCS CYCMABHAS Ujelb NPEeONIOCHe8020-NII0CHe8020 CYCmasa,
PE3KO CcydHcena web niocHepanraneoeoeo cycmasa. Tax e, cnesa gvipasicena
Ooepopmayus cpeouei gananeu 1V nanvya. /pyeue xocmuvle cmpykmypol
oedpopmuposanvl 8 menvuueli cmenenu. Onpedenaomes 8 Memaouau3apHvix
30HAX MHOJCECMBEHHbIE MEIKOKUCMO3Hble npoceemienus. Boiueykazannvle
penmeenoslocudecKue NPUSHAKU — XAPaKmepuvl O0nsi  0edopMupyrouie2o
apmpuma, maxkdice 8vlsneHvl mogycovl kocmuou mrkanu. C yenvio vbisA61eHUs
Mymayuu noay4ensl pe3yivmamaol MOJNEKYAAPHO-2EHEMULECKO20
uccneoosanuss eena HPRT | obpasya xposu xoumcynomupyroweeocs, e2o
mamepu u cecmpul. Qonapyscena msaexas mymayus cena HPRT1e6o0 2 sx3one
eena 'y 15 Ser, y mamepu u cecmpul - 8 2emepo3ucomHom cOCmMOsIHUU. /lanHas
Mymayus He npugooum K pazeumuro cuHopoma Jlewa-Huxana, mHo

omeemcmeeHHa  3a  J1e2Kyl0  He0OCMAMOYHOCMb  CUNOKCAHMUH-
Gocgopubozunmpancpepasoi.
C yuemom NOYYEHHBIX KIUHUKO-1A00pamopHbIX u

UHCMPYMEHMAIbHBIX OAHHBIX, A MAK}CE 2eHEMUUECKO20 UCC1e008aAHUA, Y
pebenka ouaznocmuposano: Ilepsuunoe napywienue odmena Mouesoi
KUCTIOMbl, ACCOUUUPOBAHHOE C UHACMUUHBIM Oeduuumom pepmenma
2UNOKCAHMUH-2YaHUH-(ochopubdozunmpancgepaszvt  (cunopom Kennu-
Cuzmunnepa) c nopaxicenuem cycmagoeé (nooazpa, mogycnas ¢opma,
XpOHUUecKoe meyenue, apmpum) U NOYEK (XPOHUUECKUUl YPAmHbLil
myoynounmepcmuyanvhviit.  Heppum. Hegporumuas. Xponuueckasn
0021e3Hb nouek 2-a cmaous).

bvina pexomenoosana mepanus, Kio4aOWas nOSbIULEHHbIU NUMbEBOT
pexcum om 2 0o 3 a/m%  Ilamozenemuuecku 060CHOBAHO NpUMEHEHUE
2UNOypuKeMudeckux npenapamos maxux kak, amionypuron - 10-30
me/ke/cymku  unu  npodeneyuod — 2540 wme/ke/cym. B nawem ciayuae
QIONYPUHOL HasHauaucs 6 0ose 250 me/cym (Sme/ke/cym) yuumwvisas XIIH,
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Mmaxk Kaxk QilonypuHosl — NPOMUBON00AspuUYecKull npenapam, yeHemarwui
CUHMe3 MO4eB0l KUCIOmbl U ee conell 8 opeanusme. Ilpenapam obnadaem
cneyuguueckol CnocoOHOCmMbI0 UHUOUPOBAMb (hepMeHm KCAHMUHOKCUOA3),
yuacmeyiowull 6 npespawjeHul 2UNOKCaHmuna 6 KCAHMuH U KCAHMUHA 6
Mouesyro Kuciomy. Beaeocmaue 3moeo, nOHUAICaemcsi cooepicanue ypamos 8
CbIBOPOMKE KPOBU U NPedoma8pauiaemcs OmiodiceHue noCiIeOHUX 8 MKAHAX U
NOYKAX.

Ha ¢one oeiicmsus npenapama ymenvuwiaemcs 6vioenienue ¢ MoOUOl
MOUeBol KUCIOMbl U NOBbIUAEMCS 8bloeleHue 00jiee 1e2KOPACMBOPUMbLX
coneu eunoxcaumuna u xcaumuna (Puig JG, et all, 2001). Yuumwigaa y
pebenka Hanuuue Heporumuasa, ¢ Yyeibio UHSUOUPOBAHUS KPUCMAIUAYUU
U npeoynpedcoeHuss 00pA308aHU ~ MOYEKUCAbIX KAMHeU 3a  cuem
owenauusanusi mouu 0o 3Havenuil pH 6.6—6.8 (npu pH mouu 6 npedenax 6.6-
6.8 3HauUmMeNbHO NOBLIUIAEMCS PACMBOPEHUE COlell MOYeBOl KUCTIOMbl) Oblil
HasHayeH onemapen no 1 maon - 2 p/cym. Kpome gvluieykazannoi mepanuu, 8
nepuoo obocmpeHus — apmpuma, HAYueHm  NoAYYal  HecmepouoHbvle
npomugogocnanumenvuvle npenapamol (HIIBII). Ilpoeooumas mepanus 6
meueHue 200a npuseia K yMEeHbUeHUO YaCmOomuvl NPUCMYNno8 000CmpeHus
apmpuma 6e3 GIuUAHUSA HA 00pazosanue Mmogycos, CHUNCEHUIO YPOBHEell
MOUeBolU KUCIOMbl, KDPeamuHUHad U MOYeBUHblL 6 CblGOPOMKe KpOBlU,
VAVUUIEHUIO — CAMOYY8CMBUs — NayueHma, O0OHAKO, He  OCMAHO8UILA
npoepeccuposarue XpoHuUueckol 001e3HU NoYex.

Knunuueckun cnyuanu Ne 2. Ilayuenm P, 6o3pacm 16 nem enepsvle
eocnumanuzupogan 8 omoenerue negpponozcuu L[JJIKE ®MBA c scanobamu Ha
peyuousupyrowue 60U 8 NAILYAX CMON, UX NPUNYXIOCHb, 0ehopmMayurno u
obpazosanue mogycos 6 oobaracmu medNcharan2o8vix Cycmagos Nalbyes
npasoll KUCMU, U3MeHeHUs: 8 noukax no oanuwvim Y3U.

Anamnez owcusnu: Pebenox poouncs om I-u  bepemennocmu,
npomexasuiel ¢ yepo30u Npepul8aHus 60 8MOPOM mpumecmpe, anemueu 8
mpemvem mpumecmpe. Poowvr cmumynuposeanunvie, na 42-u neoene. Macca
mena npu poocoenuu 3500 e, pocm 51 cm. Cneyuanusupo8amHozo
8bIXAMCUBAHUS He Obll0. Buinucan uz poodoma Ha 4-e cym nocie pooos.
Pannee ncuxomomopnoe pazeumue npomexkaio 6 COOMEEMCMBUU C
sospacmom. U3 demckux unghexyuti nepenec sempsmnyio ocny. B 2002 200y,
CO2NIACHO NPed0CmAasIeHHOU MEOUYUHCKOU OOKYMEeHMAayuu, noayyal jledeHue
no no8ody UHexKyuu Mouedvl800AUUX nymell, 8eposIMHO20 nueloHepuma.
Ipoghunaxmuueckas saxyunayus npogedena 6 NoIHoMm obveme. AdeHomomus
6 cenmsaope 2008 zooa. Obyuaemcs 6 06ueodpPa306amMenbHOU WKOAE C
yoosnemeopumenvhol ycnesaemocmoio. Cemelinvlll anamues: OOUH U3
bpamwves pooHoU 6abywKy No TUHUU Mamepu cmpaoaem nooazpou, 6mopou —
MOYEKaAMEHHOU  OONe3Hbl0 ¢ paseumuem  XpOHUYeCKOU  NOYeyHOU
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Heoocmamoynocmu 4 cmaouu, Haxoo0umcsi Ha NPOSPAMMHOM 2eMOOUANU3e.
Pooumenu 6 poocmee ne cocmoam. B cemve umeemcs maaowiuti coin 6 jem.
Cumnmomsl nopasxcenusi ONnOpPHO-08U2AMENbHO20 annapama y Maaouleco
bpama u mamepu MaibyuKa npu KIUHU4eCKOM 0CMOMpe He 0OHAPYIHCEHDL.
Anamnes 3abonesanusn: Maivyuxk  nocmynaem U3  0emcKoz2o
pesmamonocuueckoeo omoenenuss ®I'bHY HUUP um. B.A. Haconosoti, 2oe
HAXO0OUNICSL HA 00CNe008aAHUU 8 CBA3U C HCALOOAMU HA NPOSPecCUpyrouLyro
oepopmayuio naivyes Kucmel u Cmon, NOGMOPHbIE NPUCMYNbI GHE3ANHOLL
00U U NPUNYXTIOCMU 8 20]IeHOCHONHBIX CYCMABAX, 8 NAICHepaIan206om
cycmage | nanvya 1esoii cmonvl ¢ nomepeti 0ONOPOCHOCOOHOCMU 80 8DEMs
npucmyna. H3 anamnesa ymouHeHo, umo enepsvle, USMEHeHUs 68 aHAIU3ax
MOYU 8 8UOe Ce0080U NPOMEUHYPUU U 2eMaAmypul ommeyenvl 8 gospacme 6
mecayes (sepuguyuposana UMII). Hem ceedenuii o oannvix Y3U nouex u
Moueso20 ny3vips. B eo3pacme 6 nem wHabnooanacy 2unou3zocmeHypusl
(voenvnuiii gec mouu 1010). B mapme 2016 2co0a cmanu npunyxams 3 u 5 nanvyvi
npasou kucmu. B anpene 2016 2o0a 6 kpaesoti 601bHUYe NO MeCy HCUMETbCNEA
YCMAHOBNEeH — OUACHO3  H0BEHUWIbHBIUL — peemamouonvitl  apmpum  (FOPA),
noauapmuxyisapuviil eapuanm. Haznauena mepanus HIIBII na onumenvhbiii
cpok. CoanacHo npedocmagneHHou MeOUYUHCKOU OOKYMEHmAayuu, moz2od Jice,
enepevie bviia eviseneHa cunepypuxemus 0,99 mMkmonv/1, nogvluieHHvle YpoGHU
KpeamuHura 00 132 MKmMonw/li, MOYeBUHbL 00 7,2 MMOIb/IL U MOYEBOU KUCTIOMbL 00
990 mmonv/n 6 cviopomke Kposu, eunousocmenypus (1008-1009) u
mparsumopuas npomeurypusi 0o (0-110 o/cym. B mae 2016 200a >nu300
apmpuma J1e8020 JI0Kmeso20 cycmasd. B oanvHetiwem coxpausnace cmouxas
Ooedueypayusa 3 u 5 nanvyeé npasol Kucmu ¢ ObICMPbIM HAPACMAHUEM
Oepopmayuu u noseieHuem 0e1020 NOPOUIKOOOPA3HO20 OMOENAEMO20 U3
00pasylowuxcs Y3108, NoBMopHsle dnU300bl apmpuma 1 nirocHegananeo8020
cycmasa negou cmonvl. B nosope 2016 2o0a nazmauwena Oazucmas mepanus
cynvacanasurom 6 0osze 1,5 2 6 cymxu, npooondicer npuem HIIBII nepopanvho ¢
000a8neHuemM BHYMPUMBIUEUHO 8 NepuUod NoseieHusi uHmencusHvlx oonet. C
VUemom npospeccuposanus oeghopmayutl Cycmagos Kucmeu U no8mopsouuxcsl
NPUCMYNO8  UHMEHCUBHBIX — OOojlel, Mamb  MAlbYuKd — CamoOCMOSMeNbHO
obpamunace K peemamosniozy 8 KOHCYIbMAMUGHO-OUASHOCMUYECKUU YeHmp 8
opyeom pezuone 6 utone 2017 200a. [lo umocam obcredosarnus enepgvie Obll
YCMAHOBIeH OUacHo3 Noodazpvbl C pazeumuem XPOHUUECKO20 NOO0ACPUUECKO20
apmpuma u nopadicenuem novex. Hasnauen annonypunon 6 0oose 200 me 6 cymku.
Bnepevie 6 omoenenue neghponocuu nocmynun ¢ oxmsope 2017 200a c
Jrcanobamu Ha peyuousupyrowue 601U 8 Nanbyax CmMon, Ux NPUunyxiocms u
depopmayuro, oopazosarnue moghycos 6 00.1acmu MeAHcHANAH208bIX CYCMABO8
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nanvyes npasou KUCmu, USMEHeHUs 8
noukax no oaumubim Y3U. Duszuueckoe
pasgumue  2apMOHUYHOE, cpeoknee,
noJli080e pazeumue - COOMEemcmayem
so3pacmy. Koowcnvle nokposvl cmyenvie,
yucmeie, YMepeHHO 8l1AJICHbIE.
Ilepuopbumanvrule menu,
eunepnuemMeHmayus. Hao cycmasamu. B
obracmu OUCMANLHBIX MeNCPANAHS08bIX
cycmasos 3 u 5 nanvyes xkucmelti Ha (hoHe
NOOKOMCHbIX Y3108  CUHIOWHO-0a2po8as  cunepemus, NpoceeuUusaromcs
npocosuouvie  Oenogamvle  YUYACMKU € CYXUMU  KOPOYKAMU  NOCTe
CAMONPoU380abH020 OpeHuposanus ouazos (Oomo 3,4).

B obnacmu npasoco noxkmegozo cycmasa pybdey (nocie 3axcusieHus
8MOPUUHBIM HAmMAdCeHUeM) nocie onepayuu 8 Hoaobpe 2015 2. dnacmuynocmo
u mypeop mkamuetl coxparenvl. Omekos u nacmosnocmu Hem. 3e6 u uoumbie
causucmole 071e0H0-po308vle, 6e3 Hanodxcenuu. Munoanumel He yeenuyeHvl,
yucmole. Craepwvl 6eno2o ysema. I1o0KoxcHO-dcUpo6as Kiemuamrka pa3euma
VMepeHHO,  pacnpeldeieHa  pagHomMepHo.  Jlumgoyznwl  snacmuyHble,
noosudicHvle, 6Oezbone3HeHnvle. MuluieuHvlli MOHYC VYO081eMBOPUMENTbHBII.
I'pybas  oegopmayus ¢  ysenuuenuem 8  obracmu  OUCMANbHBIX
mexnchananeco8vlx Cycmagos npasou KUCMU NO Muny KpPYHNHuIX V37108,
NPUNYXI0CMb NPOKCUMATLHBIX MENCPANAH208bIX CYCMABOE NPABOU KUCHU NO
Muny KpYNHoIX V37108, HNPUNYXIOCMb NPOKCUMATLHBIX MENCHANAHE0BbIX
cycmagos 2-5 nanvyes Kucmel, HeNnoiHoe pazeubanue 8 npasom J1OKmesoM
cycmage. Ykopouenue u ymonwenue mMaeKkux mrauet 1 nanoya n1e6ot cmonvl,
NPUNYXJIOCMb NIIOCHO-(ANIAH208bIX CYCMABO8 NEPBLIX NAbyes 0beux cmon,
Oonvbwe cnesa, GulpadiceHHoe YnaowjeHue 80006 cmon. Jlokanvuas
eunompoghusi ooracmu naAOCHbL ¢ 2-X ¢cmopoH. Yonunenue 3 nanvya npasou
kucmu. Hocoseoe ovixanue ne 3ampyonerno. 4J[ 20 6 mun. [lepxymopholil 36yK
J1e20unbll. AYCKyIbmamueHo OvixaHue 8e3uKkyiapHoe, Xxpunog nem. I panuyol
cepoya 8 npeodenax 603pacmuou Hopmwvl. Tonwl acuvle, pummuunvie. 4CC 80
yoapos 6 mun. A 100/70 mm pm. cm. H3vik 61adxcHblll, 00J10H4CEH CepbiM
Hanemom. JKueom msackuii, He ygenuueHn, cummempuiet, npu no8epXHOCMHOL
u enyborou nanvnayuu 6ezdonesnenuviil. lleuenv no Kparwo pebepuoul oyeu,
cenesenka He nanvnupyemca. llanenayus no Xxody MOYemMOYHUKOS
oesbonesnennas. Cmyn pe2ynsApHblil, MOYEUCNYCKAHUE He HAPYUIEHO.

®oT10 3, 4. BHeunuii B Kucrei: A — oKTAOPL

2017 rona: b — mapt 2018 rona
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B knunuueckom ananuse kposu 6e3 ocobennocmeti. B ouoxumuu kposu -
NOBbLULEHHBIU YPOBEeHb 0bue2o u npamvoco ounupyouna 30,2 u 7,91 mxmons/n
COOMBEMCMBEHHO, NOBblUleHUe KpeamunuHa 00 164 mrmonv/i, mouegoll
kuciomol 00 397,1 mxmonv/n, mouesunvl 0o 11,3 mmonv/n, xonecmepumna 0o
5,96 mmonv/n. Ilpu oyenxe yHKYUOHANLHO20 COCMOSAHUSA NOUYEK BBIABIIEHO
O2paHuyeHue Hno OCMOMUYUECKOMY KOHYEHMPUPOBAHUID. MAKCUMATbHBLU
yoenvHvll 6ec mouu 1015 no oaumubim npodvl 3UMHUYKO20, CHUDJICEHUE
ckopocmu K1yoouxogou gurempayuu no gpopmyne lllseapya: 64,8 ma/mun na
1,73 m2.

Ilo oannvim Y3U nouex (puc.2)
Haobaooaromes oug@ysuvle uMeHeHUs.
cmenok YJIC u napenxumvi obeux nouex.
Cumnmom «2unepdaIX02eHHbIX» NUPAMUO.
Vmenvuenue nunelinvlx pazmepos obeux
nouex. Ilpu cmamu4ecKkou
Hegpocyunmuepaguu BbIABNEHbL
VMEPEHHO  BbIPAJICEHHbIE  0YA208ble
UsMeHeHusi o0beux nouyek Ha  @oHe Puic. 2. VabTpassyKoBas KapTuna
au¢¢y3l-[blx u:))MeHeHul:i anequlj HedDOKAJIBINHO032 NDABOH MOYKH
napeuxumol. Obuuti 00vEm GYHKYUOHUPYIOUEll NAPEHXUMbL CHUIICEH.

Ilpu penmeenonocuueckom ucciredoganuu kucmetl (gpomo 5) visénensvi
0ecmpyKmueHble UBMEHEHUsT 8 00aacmu OUCMANIbHLIX MeNCPALane06blx
CYCmaso8 ¢ MAKCUMANbHOU B8bIpAMCEeHHOCMbIO 8 3 u 5 nanvyax Kucmeu u
niarocHegananco8om cycmage 1 nanvya 1esoil Cmonvl, COOMEEMCMeEyujue
MaxKk Ha3vl8aAeMoOM) CUMIMOMY «NpoOotHUKay. Taxoce Ovlia 6blNOJHEHA
MACHUMHO-PE30HAHCHASL MOMOo2paghus Kucmet u Cmon, 8blA8UBULASL MOGDYCbl
U nepughokaibHoe 8oCnaieHue MacKux mKamell 60Kpy2 HuXx.

dDoto 5. PeHTFeHOFpaMMBl KHUCTell U CTON ¢ THMHYHBIMH AJIsl moaarpbl
HU3MECHCHUSMHU

Tlayuenmy ObLIO BbINOJIHEHO MONEKVIIAPHO-2EHEMUYECKOe
uccreoosanue: 6 oopasye J[HK memooom npsimoco asmomamuyeckozo
CEeKBEeHUPOBAHUSL NnpoBeOeHO uccieoosanue ecell Kooupyouet
nocnedosamenvhocmu 2ena HPRTI, omeemcmeennoco 3a paszsumue
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cunopoma Jlewa-Huxana, exnouas odoracmu 3K30HUHMPOHHBIX COEOUHEHULL.
Buisisnena mymayus €.481G> 4, (p.161Aa> Thr) CMO88136NM 000194.1 ¢
eemMusueomiHom cocmosinuu. Mymayus onucana pauvee )y OONbHBIX C
cunopomom Jlewa-Huxana u Kennu-Cuemunnepa, nacnedyemcsi no X-
CYENJIeHHOMY MUNY, U, 8 COYEeMAaHuu ¢ KIUHUYECKOU KapmuHou, No3680J5em
noomeepoumsv Haiuvue y nayueHma 6mopudHol nodazpsl Ha hoHe cuHopoma
Kennu-Cuemunnepa.

Pempocnekmuenwlii anaiu3 anamu

ecmuyeckux OAHHBIX, pe3yiabmamsl NPOBEOCHHBIX  KIUHUKO-
1a00OpamopHbIX U UHCHMPYMEHMANbHLIX OAHHBIX NO36ONUNU Y peDeHKa
sepupuyuposamov ouazno3: Illepeuunoe napywienue oo0meHa Mmoueso
KUCTIOMbl, ACCOUUUPOBAHHOE C HYACMUUHBIM Oeduuyumom pepmenma
2unokcanmun-goco-puodozunmpancghepasot (cunopom Kennu-
Cuemunnepa). Ilooazpuueckaa apmponamusn, mogycnaa ¢opma.
Xponuueckuit  ypamuulil myo0y10uHmMepCMUYUAIbHBLIL Heghpum
(nooazpuueckan nouka). Xponuueckasn 001e31b nouek 2-3 cmaous.

Oo0cyxnenue: MIPUBEJCHHbBIC KJIMHUYECKUE ciy4au,
CBUJCTEILCTBYIOIIME O paHHeM Je0ioTe mojarpbl, C  OBICTPHIM
MPOTPECCUPOBAHUEM KaK CyCTABHBIX U3MEHEHUM, TaK U MOPAXKEHUN MOYEK C
dbopmupoBanuem XbII, a Takke aHanM3 JaHHBIX CEMEWHOr0 aHaMHe3a
MalMEeHTOB,  BEPOSTHEE  BCEro,  MOPEANOJIaraloT 0  T'€HETUYECKH
JIETEpPMUHUPOBAHHOU (opme nofarpel. BolsBieHHbIE U3MEHEHHUS MOYEeK, Ha
MOMEHT Bepu(pUKaAIMU AUArHO3a MOJArphl, B BUJE CHIDKCHUS UX (PYHKUIHUH U
IBYCTOpPOHHETO Hedpockieposa ¢ popmupoBanrem 2-3 craguu XbI1 y Hammx
NAllUeHTOB, JUKTYIOT  HEOOXOJAMMOCTh  paHHEW  KOHCYJbTallMu U
obcnenoBanus y Heposora. OTcyTcTBUE HEOOXOAUMOT0 HE(PPOIOTUUECKOTO
o0clieIoBaHus y TIAIIMEHTOB HA MOMEHT MOCTAaHOBKH JUArH03a FOBEHWIHHOTO
PEBMATOUJHOTO apTPUTA, KOTJIa ObLIM BBISIBJICHBI MOBBIIICHHBIC YPOBHU
KpeaTMHUHA W MOYEBOW KHUCIOThl B CBIBOPOTKE KPOBHU, HE IO3BOJIHUIIO
CBOEBPEMEHHO JIMarHOCTUPOBATh HAIMYUE XPOHUYECKOW OO0JIE3HU TIOUEK,
TpeOyromieii  Oojiee  KOPPEKTHOTO  MOJAXOJa K  Ha3HAYCHUIO  BCeH
MEIUKAMEHTO3HOW Tepanuu. XpoHUYecKass OOJe3Hb TOYEK, MOJ KOTOPOM
NOHUMAIOT CTOMKHE CTPYKTYPHBIE M3MEHEHHUs MOYEK WM HAPYUIEHUE HX
byHKIIMU, coxpaHsomuecs Oojee 3 MecsAleB, B HACTOSIIEE BpeMs
paccMaTpuBaeTcs Kak OJHAa W3 TJI00ajJbHBIX MpOOJeM 3ApaBOOXpaHEHUS,
UMEIOIIasi TEHICHIINIO K POCTY, CYIIECTBEHHO BIUSIONIAS HA WHBAIMIU3AIINIO
U TIOBBIINIEHUE CMEPTHOCTH. MeXaHu3M TMOBPEXKICHUSI TMOYEeK IMpHU
TUNIEPYPUKEMHUM 10 KOHI[A HE U3YYEH, HO OOCYXKJAIOTCSl JaHHBIE, YTO MpHU
CTOWKOW THUIEPYPUKEMHUHU, B YCIOBUSIX HHU3KOW KHUCIOTHOCTH MOYH,
BO3HUKAIOT ONTUMAJIbHBIE YCIOBUS JIJIs1 00pa30BaHMs KPUCTAIIIIOB MOHOYpaTa
HaTpUsl, KOTOpbie cTuMyIupytoT NLP3 nndnammacomy, 4To B HOCIEayIOIIEM,
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3a CYEeT aKTUBALUK (pepMeHTa Kacmas3bl- 1, MPUBOIUT K BbICBOOOXKAeHUIO [L1 1
IL18, BBI3BIBAIOIIMX PAa3BUTHE XPOHUYECKOTO BOCIAJICHHUS, 3a CYET KOTOPOTO,
MPOUCXOJUT TOBPEKJICHUE TOYCYHBIX KaHAJbIEB W  (POpMHUPOBAHUE
TyOyJIOUHTEpPCTUIIMATBLHOTO (pudpo3a. Takke UMEIOTCS CBEIEHUS O TOM, UTO
TUTNEPYPUKEMHUS] B U30JMPOBAHHOM BHJIE MOXKET CIYKUTh (DAKTOPOM pHCKa
MIOBPEKICHUS SHIOTENHS, TOBBIIICHUSI apTEPUATIBLHOTO JAaBICHUS, Pa3BUTHUS
caxapHoro guadera 2-ro TUIa, aCCOIUUPYETCS C POCTOM OOIIEH U CEPICUHO-
COCYJIMCTOM CMEPTHOCTH U JP.

3akarouenne. TakuM 00pa3oM, OCOOCHHOCTH TEUYEHHUS 3a00JICBaHUS,
paHHUH AeOIOT M BBICOKAs aKTUBHOCTh apTpHUTa ¢ 00pa3zoBaHUEM TO(PYCOB Y
HallMX  TAlUMeHTOB  (coxXpaHsBIIasicss Ha  (OHE  HECTEPOUITHOMU
MIPOTUBOBOCTIAJIUTEIIBHOW TEpaIvu), IPU3HAKU «I1OJIarPUYECKO» MOUYKHU IO
maHHeIM ~ Y3U, BBISIBICHHBIE HM3MEHEHHMS 110 JIAHHBIM CTaTUYCSCKOU
HedpocuuHTUTpadun B BUje HEPPOCKIEpO3a, HATMUYUE MOYEBOTO CUHIpOMA
U CHIKEHHUE MOYEeUHbIX (YHKIMM, BBICOKMI YPOBEHb MOYEBON KHCIOTHI B
KPOBH, a TAK¥K€, PE3YJIbTaThl MOJICKYJISIPHO-IMATHOCTUYECKOTO UCCIICIOBAHUS
MTO3BOJIWIIN MOCTaBUTh TPYAHBIN BBIIIEYKa3aHHbBIN JIMarHo3.
3adUKCUPOBAHHOE, HA MOMEHT BEpU(DUKAIINY TMaTHO3a MOJArpbl, CHUKEHUE
(GYyHKIIMM TIOYEK y HaIUX TMAalMeHTOB IUKTYET HEOOXOIUMOCTH PaHHETro
HePpoIOTHUECKOTro 00CIe0BaHNS, €I1I€ /10 MOBBIIICHUS YPOBHS KPEaTUHUHA,
MOYEBHHBI U MOUYEBOU KUCIOTHI. PaHHSASI NMAarHOCTHKA XPOHUYECKOW OOJIE3HH
nouek TpeOyeT Oonee KOPPEKTHOTO TMOAX0Ja K Ha3HAYEHUIO BCei
MEIMKAMEHTO3HOW Tepanuu BO u3bexanue hopMupoBaHus HePpockieposa u
nporpeccupoBanuss XbII. XpoHwmdeckas O0o0ye3Hb I0YEK, IO KOTOPOU
MOHUMAIOT CTOMKHE CTPYKTYPHBIE M3MEHEHHUsS TMOYEK WM HapyIIEHUE HX
byHKIIMU, coxpaHsolmecs Oojee 3 MecdAlleB, B HACTOSINEE BpeMs
paccMaTpuBaeTCs Kak OJIHA M3 TJIOOAIbHBIX MPOOJEM 3JpaBOOXPaHEHUS,
MMEIOIIas TEHICHIUIO K POCTY, CYIIECTBEHHO BIMSIONIAS HA NHBAIUAU3ALIAIO
Y TIOBBIIIIEHUE CMEPTHOCTH.

[IpencraBiieHHbIE KIMHUYECKUE CIy4YaHd YKa3blBAIOT HA TO, YTO TECHOE
COTPYJHUYECTBO HEPPOJIOTA U PEBMATOJIOTA HE TOIBKO CITIOCOOCTBYET paHHEHN
JMArHOCTHKE TMEPBUYHOTO HAPYIICHUS MMyPUHOBOTO OOMEHA C MOpaXKeHHEM
CyCTaBOB M II0YEK, HO, W TMO3BOJSET ONTUMHU3UPOBATH KOHCEPBATUBHOE
JieYeHue, IPUBO/IAIIEE K CHUYKEHUIO aKTUBHOCTH 3a00JI€BaHUS U YIIYUIIICHUIO
Ka4yeCcTBa XU3HU TAKUX MMAI[UEHTOB.
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NHCTPYMEHTHI JI1sA OHEHKU KAYECTBA )KU3HU
JIETEHN C 3ABOJIEBAHUSIMU KEJYJOYHO-KHIIEYHOT'O
TPAKTA
H.3. 3okupos *°, D.1. Anmuepa'?, A.B. Kpacuos>*,
'@I'BY « ®HKI] demeti u noopocmrkoe OMEA Poccuuy, 2.Mockea,
Poccus;
OI'BY MBY HHO ®I'BY I'HL] ®MBL] um. A.U. Bypnazana OPMBA
Poccuu, 2. Mockea, Poccus,
SDI'BY Axademus nocmounnommnoz2o obpazoeanus PI'EY OHKI]
DOMFEA Poccuu, 2. Mockea, Poccus,
‘I'BY3 MO «[{onzonpyonenckas yenmpanbhas 20po0ckas 6o1bHUYa»,
2. [loneonpyonwiti MO, Poccus

AKTYaJIbHOCTb. CornacHo Bcemupnon OpraHu3auu
3paBooxpaneHus kauecTBo xku3HU (KJK) 3T0 BocHpusaTie 4eI0BEKOM CBOETO
MOJIOKEHUS B )KU3HU B paMKaX KyJIbTYpPHOTO KOHTEKCTa M CUCTEMbI LICHHOCTEN,
B KOTOPOU OH JKHMBET, U B COOTBETCTBUU C €TI0 LEISAMU, 0XKUAAHUSIMH, HOpMaMu
u npobsemamu. Konnenuus ananuza KK ctanoBuTcs Bc€ 6ojiee akTyallbHOM,
YUYUTBIBasl €€ MOTEHIMAN JJISI OLICHKH PE3yIbTaTOB BMEIIATEIbCTB U OKa3aHUs
yCIIyr. 3a MOCJIEIHUE HECKOJbKO NECATUIICTUNM Yyd€HbIE pa3paldoTaiu psl
rokasaresiel ¥ uHjekcoB i oueHku KK y nereit u B3pocinsix [1].

B coBpeMeHHOM neguaTpun CymecTBYET LEIbIN ApCEHAI MTHCTPYMEHTOB
JUISL OLIGHKM KadecTBa >KU3HM Jierel. Haubonee mnomynsipHbIMH cpeau
UCIIOJB3YEeMbIX OPOCHUKOB sBisiIOTCSE SF-36 (Short Form Health Survey) u
PedsQL (Pediatric Quality of Life Inventory). OTu nmarHoctuyeckue
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MHCTPYMEHTBI JJalOT KOMIUIEKCHYIO OIIEHKY BJIMSIHUS 3a00J€BaHMS HA TaKue
aCMeKThl KU3HU peOeHKa Kak (PU3MUecKoe, SMOIMOHAIBHOE U COIMAIBHOE
dbynkiuonuporanue. C TOMOIIBIO 3THUX OMPOCHUKOB MOXHO MPOBOIUTH
CPaBHUTEIBHBIM aHATN3 Ka4yeCTBA KM3HU JI0 M MOCJE MPOBEACHUS JIEUSOHBIX
MEpONPUATHN U BBIOUpATh Oosiee 3(HEKTUBHBIE METOABI JeUeHus [2, 3, 4].

B nmenuarpuueckoil mpakTHUKE TakKe MPUMEHSIOTCS allbTepPHATHUBHBIC
Metoauku oreHkr KOK: Child Health Questionnaire (CHQ), TNO-AZL Child
Quality of Life Questionnaire (TACQOL) u KINDL (cnienuanbHbiif OMPOCHUK
JUISL OLICHKH CBSI3aHHOTO CO 3JI0pOBbEM KauecTBa KU3HU Yy JeTed u
noApocTKoB). Kaxaplii U3 3TUX MHCTPYMEHTOB MUMEET CBOM OCOOEHHOCTH U
MOKET OBITh BBHIOpaH B 3aBUCHUMOCTH OT KOHKPETHBIX 33]1ay UCCIEIOBaHUS U
BO3PACTHOW KaTerOpUM MALUEHTOB |5, 6].

Heap ucciaenoBanusi. V3ydntb WMHCTPYMEHTBI, HCIOJB3YEMBIE IS
OIICHKM Ka4eCTBa KU3HHU JIeTeH ¢ 3a00JICBaHUSIMU SKEITYI0YHO-KUIIIECUHOTO
TpakTa.

Metomosiorust. Mpl [poBeAM TMOUCK HAYYHBIX MyOJUKauid B
KpynHenmmx 0a3zax naHHbIX, Takux kak PUHL], PubMed u Scopus. B pamkax
MOMCKA YYHUTHIBAIUCH MYyOJUKAIMM Ha AHIJIMICKOM M PYCCKOM S3bIKaX,
onyOJIMKOBAaHHbBIE 32 MOCJIEAHUE AECATH JET. bbuin 0ToOpaHbl MyOIMKauu
PE3YyIbTATOB UCCIEOBAHNM, B KOTOPHIX U3y4Yalld TOKA3aTEIU KaYeCTBA )KU3HU
nereii ¢ 3a6oneBanusamu KKT.

3aroJioBKM M aHHOTAllMM BCeX MyOJMKAIMi M3 TMOTEHIHAIBHO
MOJXO/IAIIETO CIUCKA ObUIM MPOBEPEHbI BPYyUHYI0. KpuTepusamMu BKIIOUCHUS
B Haml 0030p ObUIM CTaThbU, B KOTOPHIX M3ydald KayeCTBO >KM3HU JCTEH C
3aboneBanusiMu  JKKT ¢ TOMOIIBIO  CHEIHUAIBHBIX  OMPOCHUKOB.
JlyOnvupoBaHHbIe CTaThbu ObUIM yaasieHbl. OO30pbl JUTEPATYPHI, OTYETHI O
Clly4asix, JUCKYCCUOHHBIE CTaThU U JIPyTHE HEPEJICBAHTHBIC HCCIICIOBAHUS
ObUTM HCKIIOUEHbl. B wTore misi naibpHEHIero aHaiansa ObLIM OTOOpaHbI
MOJAXOISIINE UCCIICIOBAHMS.

OtoOpaHHbIE CTaThbu OBUIM NPOAHATU3UPOBAHBI C TOYKH 3pPEHUS
METOJIOJIOTUU W Au3aiiHa uccienoBanus. [lo utoram ananuza uHboOpMaIus
ObUIa CTPYKTypUpOBaHa M CrPYNIIMPOBAHA IO KIIOUEBHIM TEMAaTUYECKUM
0JIOKaM.

Pe3yabTaTthl ucciaegoBanms. [1o pesynbraTaM novcka B 0azax JTaHHBIX
ObUTIO 0TOOpaHo 22 cTaThu, B KOTOPBIX M3y4aldu KAue€CTBO KU3HU JETEH C
3aboneBanusiMu JKKT. B 8 uccnenoBanusax aHaaIu3upoOBaIM KaueCTBO KU3HU
netei ¢ PyHKIMOHAIBHBIMUA PACCTPOMCTBAMHU OPTAHOB MUIIEBAPEHHUS, U3 HUX
4 paboThl TOCBAMIEHH (PYHKIMOHATBHOMY 3alMopy, 3 — CHHIPOMY
pa3IpaXeHHOTo KWIlleyHuKa W 1 — ¢yHKIMOHAIBHOW mucriernicuu. B 14
HCCIIEIOBAaHUSIX OBLJIO M3Y4YEHO KauyeCTBO JKM3HU JIETeH C OpraHu4YecKou
nartojoruerd JKKT, a WMeHHO XpoHWYecKuil ractpuT (4 wucciegoBaHUsl),
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ractpo33odareanbHas pedirokcHas Oone3Hb (2 uccnenoBaHus) U
BOCITAJIUTENIbHBIC 3a00JICBaHNS KUIIedHHKa (9 paboT).

[TonaBnsroniee  OOJBITMHCTBO — MCCICAOBAHUM  KadecTBAa  JKU3HU,
MPOAHAIM3UPOBAHHBIMUA HAaMU, OBUTH COCPEIOTOYEHBI HA JETAX HIKOJIHHOTO
Bo3pacTta. [Ipr ToM BHUMaHUE JONIKOJIbHUKAM YIEIWIIN JIUIIb B €IMHUYHOM
WCCIIEIOBAHNM.

Onpocuuk KINDL Obin ucnons3oBaH B 1 wucciaegoBaHuu, B 1
uccie0BaHuM ObUT MCToNib30BaH onpocHUuk CHQ, B 4 ucciienoBaHusX ObLI
WCIIOJIB30BaH OMPOCHUK KadecTBa >ku3HU SF-36, a B ocTabHbIX 16 paboTax
OTIPEICIISITA Ka4eCTBO KU3HU JCTEH ¢ TOMOIIBI0 onpocHrka PedsQL.

JIJ1s1 OIIEHKHU Ka4yecTBa KU3HU JIETEH ¢ OPraHuYECKUMU 3a00JICBaHUSIMU
KT 6butn nucnionb3oBanbl orpocHUkU SF-36 u CHQ. Onpocuuk KINDL 0b11
UCIIOJIb30BaH B |  HCCIENOBAaHUM, TMOCBAIICHHOM ()YHKIIMOHAIBLHON
nuctiericui. OnpocHuk PedsQL ucnonp3oBau a1 aHaau3a KauecTBa KU3HU
gereil kak ¢ (QyHkOuoHanbHbIMU pacctpoiictBamu JKKT, Tak u c
OPraHUYECKOM MaTOJOTUEN.

BoeiBoabl. Ilo pe3ynpraraM Hamero ucciieloBaHUsI Mbl BBISIBUIM, YTO
JUISL U3y4YEeHUsl KauecTBa XU3HU JieTei ¢ 3aboneBanusimu JKKT uarmie Bcero
ucroas3yercs onpocHUK PedsQL. JlaHHBII ONMPOCHUK OBLT UCITOIB30BAH JIJIS
OLICHKMA Ka4eCTBA JKU3HU JIETEH, KaK C OPraHUYECKOW MATOJIOTHUEU, TaK U C
(GyHKIIMOHATBHBIMU PACCTPOMCTBAMH.

PesynpraThl  Hamero o030pa  MoKa3zajld, 4YTO  OOJIBIIMHCTBO
WCCIICIOBAHUM  TOCBAILICHO H3YYEHUIO KAadecTBAa JKU3HU JIeTed ¢
oprannueckumu 3aboneBanusimu  JKKT, mnpu 3ToM o0coboe BHHUMaHUE
YVAENSETCSd BOCHAIUTENbHBIM 3a00J€BaHUSIM KuliedyHuka. HecMoTpss Ha
BBICOKYIO PacHpOCTPAHEHHOCTh (PYHKIIMOHAIBHBIX PACCTPOMCTB OPraHOB
MUILEBAPEHUSI CPEIH JETEl, UCCIEA0BAaHUS KAaueCTBA >KU3HU IPECTABIICHbI
MEHBIIUM  KOJMYECTBOM paboTr. Mpbl cuuTaeMmM, UTO pacUIUpeHHE
MCCIIEeI0BATENbCKOM 0a3bl B JTAaHHOM 00JIACTH TMO3BOJIUT HE TOJIBKO JIy4YIlle
TOHATH BAUsHKUE (YHKIMOHAILHBIX 3a001eBannii JKKT Ha kauecTBO Xu3HU
neTer, HO W pa3pabotaTh Oosee 3PhEeKTUBHBIE CTpATETUU HAOIIOJEHUS U
JICYCHHUSI.
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HCITIOJIb30BAHUE 3KI' B PAHHUH MEPUOJ] OPTOCTA3A
JJIA YIYUIIEHUA ANATHOCTUKUA CUHIAPOMA
YAJIMHEHHOI'O HHTEPBAJIA QT Y IOHBIX CIIOPTCMEHOB
B.H. Komonsrosa ', A.I'. Akonsan 3, J.M. Makapos ', .U,
Kucenesa !, JI.A. becioprounsiii |, A.B. Imurpuesa !, H.B. Axcenona *,
L @I'BY «®HKI] demeti u noopocmxose PMBA Poccuuy. Llenmp
CUHKONANbHBIX COCMOSHUL U cepoeunblx apummuti, 2. Mockea, Poccus,
2 Poccuiickas Meouyunckas Axademus Henpepwiernozo
IIpogpeccuonanvrnoco Obpazosanus M3 PD, 2. Mocksa, Poccus,
3 Kagpeopa neouampuu u demcxoii xupypauu MBY HHO ®I'BY I'HI]
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Pe3rome: U3BECTHO, YTO MCMOJIB3YEMBIE BO BCEM MHUPE KPUTEPUHU
Schwartz ny1s mocTaHOBKM cHHIpoMa yJIMHEHHOTO uHTEepBaia QT obnanaroT
BBICOKOM crieruuaHOCTh (Sp-99%), 0THAKO, IYBCTBUTEIBHOCTh MX OCTACTCS
Hu3kou (Se-19%), 910 IUKTYyeT HEOOXOJMMOCTh IMOMCKA JOTOJHHUTEIIBHBIX
MapKePOB JIsl YIYUIIEHUs] TUarHOCTUKHU ATOT0 OMacHOro coctosiHus. Llenbio
HACTOSAILETO MCCIEIOBAHUS SBUIOCH OLEHUTHh JUArHOCTHYECKYIO IEHHOCTH
OPTOCTAaTUYECKON MPOOBI y FOHBIX JIMUTHBIX CHOPTCMEHOB JJIsi BBISIBIICHHS
oombHbix ¢ CYHQT. 1668 OHBIM DBIUTHBIM CHOPTCMEHAM, 4YJeHaM
IOHOIIIECKUX cOOpHBIX kKomaHJ P® mo 47 Buaam crnoprta (CpeaHuil BO3pacT
15,3£1,5 1ner) B paMmkax yriyOJIEHHOTO MEIUIIMHCKOTO OO0CIe0BaHUS
npoBeaeHo DKI' B KIIMHO- M OPTOIOJIOAKEHHSIX C OLIEHKON YaCTOThI CEPICUHBIX
cokpatennii, uaTepBanoB QT u QTc u ¢ ucnonbzoBanueMm hopmyisl bazerra.
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BoisiBineno 329 (19,7%) cnopremenoB ¢ yanuaenueM untepsaiia QTc na KT
B KIMHO (>440 Mcek) u/unm oprononoxenun (>500 mcek): 157 cnopTcMeHOB
C M30JIMPOBAHHBIM yJIMHEHHEM HHTEpBaJIa QTC TOJBKO B KJIMHOMOJIOKEHUH,
120 - ¢ u30JMpPOBaHHBIM YyJUIMHEHHEM HHTepBaia QTc TOIbKO B paHHUU
nepuoj oproctasa u 52 — yjanuHenue uareppana QTc B o0eux nmo3unusax. Y
yeTBepbiX (0,24%) ¢ ynnuaenueM uHTepBasia QTc B 00eux MO3UIUIX ObLI
noarBepxkaeH auarno3 CYNQT. BeIBoAbI: COYETaHHOE YAJIMHEHHE HHTEpBaia
QT na crangaptaoit OKI' MoOKOs ¥ B paHHUI MTEPUO]T OPTOCTa3a BCTPEUACTCS
y 3,1% IOHBIX 3IUTHBIX aTJIETOB, U30JIMPOBAHHOE yIMHEHME nHTepBasia QTc
TOJIbKO Ha DKI' B KIIMHOMOJIOKEHUH UJIW TOJIBKO B PAHHUI MIEPUO]T OPTOCTA3a
HE Bcerja Mo3BoyisieT BeIIBUTH OobHBIX ¢ CYUQT, pacnpocTtpaH€HHOCTD
CYHNQT y rOHBIX 3JUTHBIX CIOPTCMEHOB cocTaBiisieT 0,24%.

KiroueBble cjioBa: cHHAPOM  yiuiMHEHHoro wuHTepBana QT,
crioprcMmensbl, naTepBan QT na OKT'.

CoryacHO COBPEMEHHBIM TMPEACTABICHUSAM OCHOBHOM IPUYMHOU
BHE3AITHOW CMEPTU MOJIOABIX CIOPTCMEHOB SIBJISIIOTCS HApPYIICHUS pPUTMA
cepila, NpPUYMHAMU KOTOPBIX MOTYT OBITh 3a00JI€BaHMs, CBS3aHHBIC C
nopakeHueM (YHKIMM KaHAJIOB KAapJUOMMOIIMTA, TaK Ha3bIBa€Mble
kaHajonatuu [1]. MoJsieKyJIsIpHO-TeHETUYECKU aHallu3, MPOBEACHHBIN Yy
OJIMKAMIIMX POJICTBEHHUKOB BHE3AITHO YMEpIIUX, BbIsIBIsieT oT 17 no 23%
CJIy4yaeB MyTallUH B F€HAX, OTBEYAIOIIUX 32 CUHJIPOM YJIMHEHHOT'O MHTEpBAJIa
QT (CYHUQT) [2,3]. Ucnonp3yeMble BO BCEM MUpPE IJIsS THATrHOCTUKHU 3TOTO
3a0osieBaHMsl KpuTepuu Schwartz [4], rae OCHOBHBIM IPHU3HAKOM SIBISETCS
yanmmHenue uaTepBaia QT Ha crapgapTHot DKI' mokos, XoTs u o0jagaroT
BbICOKOHN crnenupuyHocThio (Sp-99%), 4YyBCTBUTENBHOCTH HMX OCTAaEeTCs
Hu3koi (Se-19%), 4To IUKTyeT HEOOXOJMMOCTh ITOMCKA JIOMOJHUTEIbHBIX
MapKepOB, YJy4YIIAIOUIMX JAUArHOCTUKY 3TOT0 OMacHoro cocrostHus [5]. B
onyOJIMKOBAaHHOM HaMU paHEe UCCIIEIOBAHUU OBLIIO MOKA3aHO, UTO YIMHEHUE
untepBasia QT B panHuili mepuojy oprtoctaza Oosiee S00Mcek sBISIETCS
BBICOKOUYBCTBUTEJIIBHBIM M BBICOKOCHECIU(DUYHBIM  THAarHOCTHYECKUM
MapkepoM CYHUQT [6]. 3BecTeH (akT, 4TO FOHBIE CIOPTCMEHBI UMEIOT OoJIee
BBICOKME 3HaueHHs uMHTepBana QT 1O CpaBHEHHMIO C WX CBEPCTHHKAMH,
KOTOpBIE HE 3aHMMArOTCS cropToM [7]. Llenpro HACTOSAMIEr0 HMCCIEeN0BaHUS
SIBUJIOCH OIIEHUTH JHArHOCTHUYECKYIO IIEHHOCTh OPTOCTAaTHYECKOW MPOOBI Y
FOHBIX JJMUTHBIX CIIOPTCMEHOB I BBISIBJICHUA OOJBHBIX C CHHAPOMOM
yaMHeHHoro uaTepBaia QT.

MatepuaJjbl M MeToAbI: B nepuos ¢ sHBaps no aekadops 2017 roga B
[lenTpe cuHKOManbHBIX COCTOSIHUM M cepaeunbix aputvuil OHKI] neren n
noapoctkoB  ®MBA  Poccun (LHCCCA ®OMBA Poccuu) B pamkax
yrIyOJICHHOTO MEAUIIMHCKOro obcnenoBanus (YMO) Oblio oOciienoBaHO
1668 (842 r0HOILIHN) FOHBIX JIUTHBIX CIOPTCMEHOB, KOTOPBIM CYMMAapHO 3a 3TO
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Bpems npoBesieHo 2134 obcnenoBanus (1216 ognokpaTtHo, 438 aBaxasl u 14
TPIOKIbI). Bee ciopTCMEHBI SIBIISITMCH YJIeHAMU FOHOIIECKUX COOPHBIX KOMaH]
P® no 47 Bunam cniopta, cpennuii Bospact 15,3+1,5 (ot 11 no 17) ner.

Bcem nccnenyembiM npoBoawiachk cranaaptHas 12 xkanansHas OKI' B
MOJIOKEHUH JIe’Ka Ha CIIMHE MOCJI€ 5 MUHYTHOTO OT/IbIXa (KJIMHOIOJIOKEHUN ),
a 3aTeM MalMeHT IOJHUMAJICI CaMOCTOSITENbHO W 3amuckiBajiack OKI' B
MOJIOKEHUU CTOsI B TeueHue mnepBbix 10 cexkyHI (OpTOMOJIOKEHUHU), MOCIE
ycTpaHeHus apTedakToB 3amucu. B TOpU30HTAaILHOM M BEPTUKAIHLHOM
MOJIOKEHUSIX ONpeesiuch cranaapTHeie nokasarenu JDKI': HCC (ya/muH.),
MPOAOIKUTENLHOCTh HHTEpBaia QT B Mcek (MHTepBal OT Havana 3yoma Q g0
okoHuaHnust 3yomna T, 3ybenm U M3 aHaim3a HCKIIIOYAJICSA) OIpeessiach
METOJOM HAKJIOHA WJIM TAaHTEHIIUAIbHBIM MeTOI0M BO Il ctangapTHOM mitn V5
OTBEJICHUSIX, paccUuThIBajicsa KoppurupoBaHHbli uHTepBan QT (QTc) mo
dopmyne baszerra: QTc (mcex) = QT(mcex)/NR-R (cex)). 3a ymimHeHue
untepBaia QT npunumanucs nokazarenu: QTc 6omee 440 Mcek B OJIOKEHUU
nexa u 6onee 500 Mmcek B paHHUM TIepro] opTocrasa [6,8].

CratucTuyeckuil aHajau3 TOJYYEHHBIX JAHHBIX OCYIIECTBISUICS Ha
MEPCOHATLHOM KOMIIBIOTEPE C IMOMOIIBIO MMaKeTa MPUKIAJHBIX HpOorpaMmm
Statistika for Windows (StatSoft 7.0, CILA). Beraucnsanuch ciaeayromme
nokasatenu: cpeanee apudmerndeckoe (M), crangapTHOE OTKIOHEHHE (G),
pa3Max BIOOPKH C orpeiesieHueM 5-95-ro npoueHTuiaen pacnpeaenenus. s
OLIEHKH JJOCTOBEPHOCTH PA3IMYMI MEXKIY ABYMS IPyNIIaMH UCIIOJIb30BATUCH
tectbl KonmoropoBa-CmupHoBa. CTaTUCTUYECKHM 3HAYMMBIMU CUUTAIHACH
paznuuus npu p <0,05.

PesyabTaThi: Ha ocHoBanuu ananu3a uHrepBana QT Ha OKI' y 1668
00CJIeIOBaHHBIX CHOPTCMEHOB ObLIO BhIsIBIEHO 329 (19,7%) uenoBek c
ymmmHeHueM unatepBasia QTc Ha DKI' B KJIMHO W/WiiKM OpTONoOokKeHusx. Bee
CIIOPTCMEHBI C BBISBJICHHBIM YyJIJTMHEHHEM uHTepBaia QT ObLIu pa3jeseHbl Ha
3 rpynmel (Tabn. 1): B mepByto rpynny (rpymnmna [) BOIUIM CHOPTCMEHBI C
M30JIMPOBAHHBIM yyIMHEHHEM nHTepBaia QT B knmuHononoxenuu (QTc >440
Mcek) - 157 (9,4% ot obmiero uncia o0CiIeTI0BaHHBIX CIIOPTCMEHOB); BTOPYIO
rpynmy (rpynna II) cocrtaBunm cnopTCMEHbI ¢ U30JUPOBAHHBIM YIJIMHEHUEM
untepBaia QT B oprononoxkenun (QTc > 500mcex) — 120 (7,2% ot oOurero
yuciaa oOcienoBaHHbIX) W TpeThs rpynmna (rpymnma III) cocrosuia u3
CIIOPTCMEHOB ¢ yIJuHeHueM wuHTepBaga QT B o00oux (KJIMHO-OPTO)
nonoxenusx (QTc nexa >440mcek, QTc cros > 500mcex) — 52 (3,1% ot
obmiero 4yucia ob6cienoBaHHbiX). Cpeau CIHOPTCMEHOB C  YIJIMHEHUEM
unrepBaiia QTc na crangaptHoit OKI' u3 [ u III rpynm, y 31 (1,9% oT obuiero
Yyuciaa CIHOPTCMEHOB) ObUIO OTMEUEHO YJJIMHEHHE 3TOTO IMOKa3aTessl BbIIIe
460mcek, y 4 roHomen Boie 470mcek u S neByuiek Boiie 480Mcex.
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HCCHGI[YGMI)IC IIOKAa3aTCJIi M I'PYUIIOBBIC Pa3JIMuMA IIPCACTABJICHBI B

tabmure 1.

Tabnuya 1

I'pynnosbie pa3iauyus 3Hayenui nurepsaja QT (QTc) m UCC na OKT
IOHBIX CIIOPTCMEHOB C YAJUHeHHneM nHTepBaja QT

I'pynna | rpynnma Il rpynna Il rpynnma
. ] @
o fn\ o= /n\
N3omupoBanHOE N3onupoBanHOE VY iHeHue
YUIMHEHUE UHTEpBaja YIJIMHEHUE unrepnana QT B
QTs unreppasia QT B KJIMHO U
KJIMHOTIOJIOKEHU U OPTOIOJIOKEHUH OPTOIOJIOKEHUSIX
329 cnopTcMeHOB
KouunvecTBo
(n, %) 157 (48%) 120 (36%) 52 (16%)
MiG p* M:EG p** Mﬂ:G p***
(5-95%) (5-95%) (5-95%)
YCC (ya/mun) 71+11 <0,001 56+8 <0,005 63+9 <0,001
Ha JKT’ (54-93) (44-71) (50-78)
(KJIMHO)
QT (Mcek) Ha 414+32 <0,001 | 433+29 446+£36 | <0,001
IKT (kauno) | (360-470) (390-480) (40-520)
QTc (Mcek) Ha 451£10 <0,001 | 419+15 |<0,001 | 455+14
OKT (xauno) | (441-472) (390-439) (442-484)
YCC (yn/mun) 90+15 91=+11 91+13
Ha IKI (opto) | (65-120) (71-112) (69-114)
QT (mcek) Ha 387+35 <0,001 | 420+31 425+32 | <0,001
KT (opT0) (335-440) (370-480) (380-485)
QTc (Mcek) Ha 471420 <0,001 | 519+18 524420 |<0,001
IKI (opT10) (435-500) (502-564) (502-561)

KinHO - B KIIMHOMOI0KEHUU (JIeXkKa), OPTO - B OPTOMOJIOKEHUH (paHHUN
nepuo oproctasa), QTc — koppurupoBaHHbli uHTEpBaI QT, paccuyuTaHHBIM
¢ ucnoan3oBanueM Gopmyisl baserra

* noctoBepHOCTh paznuuniit Mmexay [ u Il rpynmamu (p)

** moctoBepHOCTh paznuuuii mexay 11 u III rpynmamu (p)

* k%

JIOCTOBEPHOCTH paznuuuit Mexay [ u [l rpynnamu (p)

Haunbonee 3Haunmoe yamnnenue uarepsaia QTc Ha ctangaptaoi KT
Mbl OTMETWIM Yy crnopTcMeHoB III rpynmbl (CIOPTCMEHBI C YIJIMHEHUEM
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uHtepBaa QT B KJIIMHO U OPTOMOJIOKEHHUSIX ), ITO KACAIOCh KaK U3BMEHEHUM Ha
crangaptHoi DKI', Tak 1 rpu X0JITE€pOBCKOM MOHUTOPUPOBAHUHU.
BnocnencrBuu, npu KaTaMHECTHYECKOM HAOIOJCHUM, Y YETBEPHIX
(0,24%) 1OHBIX COPTCMEHOB M3 ATOM TpyImibl o KputepusiMm [lIBapria Obut
MOCTaBJIEH JHMAarHo3 CHHIApPOM yiuumHeHHoro wuHTepBasa QT (puc 1.),
MOJTBEPKAECHHBIN MTPU MOJIEKYJISIPHO-TEHETUYECKOM HCCIICI0BAHUMU.

HCC= 66‘yI[/MI/IH
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Puc.1. OKI' cnoprcmMeHkH ¢ ymiIMHEHHMEM HWHTepBaia Ha crtangaptHor OKI' B
nosioxkeHuu B KiIuHO (A) m opromonoxenun (b) u3 Il rpynmsl. Ha OKI' B
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KJIMHOTIOJIOXKeHUH — CUHYCOBBIN putM ¢ UHCC 66 yn/mun, QT=440 mc, QTc=469 mc.
Ha OKI' B opTOnonoxxeHuu — yyaieHrue CHHyCOBOro putMa a0 79 ya/mun, QT=440
Mc, QTc=518 mc.

3a Bech mepuon HaOmogeHus 123 cmopTcMeHa ¢ YUIHHEHHUEM
unrepBana QT (37,3 % oT o01iero 4yuciaa CIOPTCMEHOB U3 3TON T'PYIIIHI)
MIPOXOIUJIM OBTOPHBIE 00cienoBanus, y 93 (75,6%) U3 HUX 1pu IPOBEACHUN
noBTopHoro YMO oTmeuanach HOpMaiau3alus MPOJO0JHKUTEIbHOCTH
unrepBasia QT na OKI' (B 00enx mo3uIUsIX), 4TO MO3BOJIMIIO MPEANOT0KHUTE Y
HUX BTOPUYHBIN Y TPAH3UTOPHBIA XapakTep yyiuHeHus: uHTepBaia QT.

Oo6cyxaenue: 3a001€BaHUS CEPACUYHO-COCYUCTON CUCTEMBI SIBJISIOTCS
CaMOM YaCTOM MPUYUHOW OTBOJOB OT 3aHATUM cnopTroM. Ilo maHHBIM,
OnyOJIMKOBAaHHOTO paHee HaMH HccliiegoBaHus, 23,6% IOHBIX CIIOPTCMEHOB
YPOBHSI BBICHIETO CHOPTUBHOIO MACTEPCTBA MOJYy4alOT BPEMEHHBINM WU
IOCTOSIHHBIM OTBOJ OT 3aHATHU CIIOPTOM B CBSI3U C BBISIBJICHHOW CEpJIEUYHO-
cocyauctor mnarojoruerd [9]. Yanunenue unTepBaia QT 0JHO M3 YaCTHIX
HapylUIEHU Tpolecca penoyisipu3ali y CIOPTCMEHOB, KOTOPOE BBI3bIBACT
3arpynHenue B auarHoctuke CYMQT B stolt rpynne. Kak nokaszanu panee
NpOBEICHHBIE HccieaoBanusl, MHTEpBaT QT y BBICOKO TPEHUPOBAHHBIX
CIIOPTCMEHOB JIJTUHHEE, YEM Y UX CBEPCTHUKOB, HE BOBJICUCHHBIX B CTIOPT [7],
YTO OOBsACHSAETCS OOJbIICH Maccoil MHOKapJa y JHIl, 3aHUMAaIOIIUXCS
cioproM [10]. MMeHHO ¢ A3TUM cCBs3aHBl 0OJie€ BBICOKHE JOIYCTHUMBIC
3HAQYEHUsI TPOJOKUTEILHOCTH uHTepBaia QT 'y IOHBIX AIUTHBIX
crioprcMmeHoB [11]. CornacHo nocnegunuMm MeXayHapOOHBIM KPUTEPUSM 10
oneHke nHrepBaia QT y IOHBIX AIUTHBIX CIOPTCMEHOB B BO3pacTe OoT 14 1o
35 ner, mpoaokuTeNnbHOCTh MHTEpBasa QTc y nuIp MyXCKOro mojia He
nokHa mnpesbimath 470 mcek, y neymiek 480 mcek. [11]. B Hamem
uccienoBaiun ToJbko y 9 (0,5%) aTiaeToB Mbl HAOII0AJIM MPEBHIIIICHUE dTUX
3HaueHnid Ha ctangaptHoi OKI' B KiIMHOMONOXXEHHHM, HE BCE OOJBHBIE C
nokazanHbiM CYMQT nomanu B 3Ty rpynmy, y 2-X JIEBYLIEK BO BpeMs
npoBesieHust oocnenoBanus unteppan QTc Ha ctangapTHoit DKI' O6bu1 OoJEe
440mcek, HO MeHee 480MceK, OJTHAKO B pAHHUN NEPHUOJI OPTOCTA3a UHTEPBAJ
QTc y Hux y Bcex npesbiman S00Mcex.

B onHOM U3 Hanbomee MUTUPYEMBIX UCCIIEIOBAHUI B 3TOM 00J1aCTH, T8
osut0 06ciegoBano 2000 MOJIOJBIX CHOPTCMEHOB B Bo3pacTe 14-35 jer
(cpeanuii Bo3pact 20,2 net), y 7 (0,4%) yenoBek ObLUIO BBISIBIICHO YIJIMHEHHUE
narepBaiia QT Ha crangaptHou DKI', 3a yanuHeHUE B 3TOM HCCIENOBAaHUU
MpUHUMAINCh 3HaueHus Bbime 440 mcexk y mMyxunH U Bhiie 460 Mmcek y
*eHIIWH [12]. BeIBOAOM HCCIEAOBAaHUSI CTANIO, YTO TOJBKO MPU 3HAYECHUSIX
QTc¢ Brime 500Mcek HeoOxoaumo uckmouarh CYUQT [12], xoTs aTa nudpa
IpOTUBOPEUUT KpuTepusim Schwartz, rie npu yummmaenun QTc Boie 480Mcex
Ha cepuu OKI' mpucBamBaercss 3 Oaiia, 4TO COOTBETCTBYET BBICOKOU
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BeposiTHOCTU cuHjapoMa [4]. ITo manneiM S.Basavarajaiah u coaBTopoB [12]
pacnpoctpaneHHocTh CYUQT cpenu cnoptcmenoB coctasisieT 0,15%, dro
MOYTH B 2 pa3a MEHbIIIE, YEM B HallleM uccieaoBanuu. Ouenka nateppaia QT
B OpPTOCTa3e B ATOM Irpylne HE MpoBOJWiack. B Hamem uccienoBaHuu 3a
yumHeHue  uHTepBaia QT  npuHMManIWCh ~ MEHBIIME — 3HAYECHUS
MPOAOJKUTENbHOCTU HHTEpBata QTc, HO MOMOMHUTEIHLHO MPOBEICHHBIM
ananu3 uHTepBasia QT B opTocTa3ze MO3BOJIUI BBIABUTH OOJbIIE OOJIBHBIX C
CYHQT.

B 2019 rony onybnukoBanbl nanHble aHanuza uHtepBaia QT y 1473
IOHBIX CIIOPTCMEHOB, 00JI€e MOJIOJI0M Bo3pacTHOM rpymisl (7-15 net) [13]. 3a
ymmuaeane uHtepBajga QT Obutm B3saThl 3HaueHus QTc Beime 460Mcek,
yanrHeHue natepBaiia QT Obw10 BoisABIEHO B 0,7% clly4aeB, 4TO 3HAUUTEIHHO
pexe, yem B Hamied pabore (12,5% cmoOpTCMEHOB MMENH H30JIUPOBAHHOE
yanuHenne natepBana QT na OKI' nmexa unu B AByX mo3unusix). B Hamem
HCCIIeIOBAaHUM MbI HCTOJIb30BaIH 3HaueHue 440MceK. T.K. B OIyOJUKOBAaHHOM
HaMH paHee aHaim3e MHUpPOBbIX OKI' CKpMHHMHIOB BEpXHUW Mpenel
npoaokuTensHoctu uHTepBaia QTc (98%) B monyssiiusix gered ot 1 g0 18
aet coctaBuia 440 mcek [14], HO, ecnu ObI MBI MCONB30BaIH 3HaYeHHE QTc
oomee 460 Mcek, Kak B uccienoBannu D’ Ascenzi u coaBT [14], TO KOIM4YeCTBO
CIIOPTCMEHOB C yanuHeHrueM uarepBaia QTc Ha ctangaptHoi OKI' B Hamem
uccnenoBannu 010 1,9%, dro B 3 pasza Oomble, 4eM B HCCIICAOBAaHUU
D’Ascenzi u coaBt [13], 4TO BepOSITHO CBSI3aHO C BO3PACTHBIMH Pa3IMIUSIMHU
B rpynmnax oocneaoBaHHbIX. CpelHHIl BO3pACT CIIOPTCMEHOB, BKIIFOUYEHHBIX B
Hallle ucciaeaoBanue, Obl1 15 51et, B To Bpems Kak B pabote D’ Ascenzi u coaBT
[13] neTu-cnopTcMeHbl ObLIN MpeATyOepTaTHOTO Mepuoaa (CpeaHuil Bo3pact
— 12 +1,8 ner).

VYianunenne wuHtepBana QT na OKI y 15Ml, WHTEHCUBHO
3aHUMAIOIIUXCSl CIIOPTOM, MOKET HOCUTh BTOPUYHBIA XapakTep U ObITh
CBSI3aHO C TEPETPEHUPOBAHHOCTHIO. CHOPTCMEHBI W3 TMEPBOWM TPYIIBI C
M30JIMPOBAHHBIM YyJJMHEHUEM HHTepBana QT B KIMHOMOJOKEHUH WMEIU
TaKkXke JOCTOBEpHO Oosiee Bbicokue 3HadeHuss YCC, yeM B OCTalbHBIX
IpyINax, a BBISBICHUM Y BBICOKOTPEHHPOBAHHBIX aTJETOB CHUHYCOBOU
TaxuKapJIHUM  MOXET  CBHUJIETEIIbCTBOBATH O  NEPBBIX  IPHU3HAKAX
neperpenupoBanHocty [15]. Hopmanuzamusa untepBana QT mocie otrabixa
MOXET TaKX€ YKa3blBaTh HAa BTOPHUYHBIA XapakTep yaJduHEeHus. B cBoux
ucciaenoBanusi L.Crotti u coaBTopsl [16] mokasanu, 4To TOCJE MEPHOJIA
JNETPEHUHra Y TEH-HETaTHUBHBIX TMPU  NIPOBEACHUU  MOJICKYJISIPHO-
reHetndeckoro uccienopanua Ha CYHQT cnopTCMEHOB € yMIMHEHHEM
uarepBasia QT Ha cranmaptHort OKIT B 66% cnywaeB mnpoucxoauna
HOPMAaJIU3alMs 3TOTO MMOKa3aTelis, B OTJIMYUU OT I'€H-MIO3UTUBHBIX aTiIeTOB. B
HallleM ucclieioBaHuM HopManu3anus naTepBaia QT Ha crangaptHoit KT u

47



B TIOJOXKEHUU CTOSI mpoucxoawna B 75,6% ciydaeB. Y CHOPTCMEHOB C
nokazaHHbIM TeHeTndecku CYMQT MBI Takke oTMeyaad yMEpPEHHOE
ykopouenue wuHTepBana QT ©Ha crangaptHot OKI' mocne mnepuona
JNETPEHUHTa, OJTHAKO K HOpMAJIbHBIM 3HaueHusAM uHTepBan QTc He mpuxoaui.
Cxoxue pe3yapTaThl ObUIM MPOJEMOHCTPUPOBAHBI M B HUCCIEIOBAHUU
D’ Ascenzi u coaBTopoB [13], rae kaTamHe3 ObL1 00J1ee NPOJOIKUTENbHBIN, Y
MOJIOBUHBI 00CIEAyEeMbIX CIOPTCMEHOB ¢ yanuHeHnue unrepaia QT na OKIT
B TE€UEHHE 3-X JIETHETO HAOJIOJCHUS MPOUCXOAWIA HOPMaIM3ALUsl ITOTO
nokasarens. B 3ToM HcciegoBaHMM TOJBKO y 2 U3 TPEX CHOPTCMEHOB C
yanuHenneM QTc Beime 480 Mcexk Ha cranmaptHor OKIT moarBepauiics
CUHIpPOM yaimHeHHOro narepBana QT.

Takum oOpazom, ynnuHenne uHTepBasia QT Tonpko Ha cTaHHApPTHOM
OKI' MOXEeT HOCUTh TPAH3UTOPHBIN XapakTep M ObITh BEPOSTHOW MPUUUHOM
nepeTpeHupoBaHHOCTH aTieTa. OHaKO HaTu4Iue 3Toro eHoMeHa, 0COOCHHO,
€CIM OH BIEPBBIC BBIABJICH, BCerja TpeOyeT HCKIIOUCHHUS CHHJIpOMa
yymmHeHHOTO nHTepBasia QT, B ueM MOKeT OBbITh MOJIE3HO JIOMOJHUTEIBHOE
npoBenenne JKI' B paHHUI EpUOJ OPTOCTA3A.

BroiBoabI:
J Couerannoe ynnuaenue uarepaia QT Ha ctannaptHoi DKI' mokos u
B PaHHUU NEPUOJ OpTOCTa3a BcTpevyaeTcs y 3,1% FOHBIX SJIUTHBIX aTIETOB U
MOXET OBITh JOTOJHUTEIBHBIM KPUTEPUEM JJIsI TOCTAaHOBKU JUArHo3a
CYUQT;
o N3onupoBanHoe yanuHenue uHTepBasia QT Tombko Ha OKI' B
KJIMHOIIOJIO)KEHUHM WJIM TOJIbBKO B PaHHUM MEPUOJ OpPTOCTa3a HE BCeraa
M03BOJIsIeT BBIIBUTH 00bHBIX ¢ CYUQT;
J Pacnpoctpanénnocts CYUQT y 1OHBIX 3JIUTHBIX COPTCMEHOB 11-17
set coctaBiset 0,24%.
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KAYECTBO )KU3HHU JETEN B BO3PACTE 13-17 JIET C
BUJIMAPHOU JUCOPYHKIIUEN
H.3. 3okupos '*?, . 1. Anuepa'?, A.B. Kpacuos>*,
'pI'BY « ®HKI] oemeii u noopocmkod @®MbBA Poccuuy, 2. Mocksa,
Poccus;
‘OI'BY MBY HHO ®I'BY I'HL] ®MBI] um. A. 1. Bypuasana PMBA
Poccuu, 2. Mockea, Poccus,
SDI'BY Axademus nocmounnommnozo obpazoeanus PI'EY OHKI]
DOMFEA Poccuu, 2. Mockea, Poccus,
‘I'BY3 MO «/Jonzonpyonenckas yeHmpanibHas 20po0CcKas GOTbHUYAY,
2. [loneonpyonwiti MO, Poccus

AKTYaJIbHOCTb. bunuapubie  IUCPYHKIIMM  OTHOCATCS K
(byHKIIMOHATBHBIM PACCTPOMCTBAM OpPraHOB MUIIEBAPEHUS C a0 JOMUHATBHOMN
O0onpto. JlaHHas maToOJOTHSI MPEJICTaBIAECT COO0OM 3HAYMMYIO MPOOJIEMy B
neuaTpun u JIETCKOM raCTPOIHTEPOJIOTUH u3-32  BBICOKOM
pPacCIpOCTPAaHEHHOCTHU M OTCYTCTBUS OOILIETPUHITHIX MEXTYHAPOIHBIX
PEKOMEHIAIMI IO JUATHOCTUKE U JICYEHUIO [1].

OYHKIMOHAIBHBIE PACCTPOMCTBA OWIMAPHOTO TaKTa OKAa3bIBAIOT
CYIIECTBEHHOE BJIMSHHE HAa KAaueCTBO XW3HU JIOJICH, HE3aBUCUMO OT HX
BO3pacTa U mnosia. A0JOMUHANbHAA OOJb SBISIETCS KJIKOYEBBIM CUMIITOMOM
OMnMMapHBIX TUCHYHKIUN M 3HAYNTEIIBHO YXY/IIIAeT )KU3Hb MaIlUeHTOB [2].

N3yuenne kauecTBa >KM3HU B MEIUATPUH MIPEJICTABISIET COOOM MPOCTOM,
HaJIe)KHBIH U 3 (PEKTUBHBI METOJ| OICHKH COCTOSHHS pebeHka. JlaHHBIN
METOJ] TO3BOJISIET CHOPMUPOBATH IOJHOE MPEACTaBICHUE O (PU3UUECKOM,
MICUXOJIOTUYECKOM U COLMAIbHOM (DYHKIIMOHUpOBaHUU peOeHka. B Hamei
CTpaHe IS OLIGHKHM KadecTBa KU3HU JIeTeH OOJBIION MOMyJSIpHOCTHIO
nosib3yercs onpocHuk PedsQL™ 4.0 [3].

Pe3ynbTaThl psiia uccae0BaH yKa3bIBAlOT HA TO, YTO KAYECTBO KU3HU
y MalueHTOB ¢ (GYHKIMOHAIBLHBIMU PACCTPOMCTBAMHU MHUIICBAPUTEIBHON
CUCTEMBbI HUXE, 4YeM y JtoAei ¢ oprannueckumu 3adboneBanusimu KKT. Ha
JaHHBII MOMEHT HE SICHO, YTO SIBJISIETCS MEPBONPUYMHON: a0JOMUHAIbHAsS
00J1b, CHIDKAIOIIAS] KAYECTBO KU3HM JIeTEH, WM N3HAYaJIbHO HU3KOE KaYeCTBO
’KU3HU, BBI3BIBAIOIIECE TTCUXOAIMOIIMOHAILHOE HAIPSKEHHUE, KOTOPOE B CBOIO
ouepeb NPUBOAUT K  (QYHKIHMOHAIBHBIM  PacCTPOWCTBAM  OPraHoOB
MUIIEBAPEHUS ¢ a0JOMUHAIBLHOU OoJbio [4,5].

Takum 00pa3oM, UCCIIeIOBaHUS, HAPABICHHBIE HA U3YYEHHE KauecTBa
KU3HU JIETe C pa3Iu4yHONl MAaToJOTHEl, B TOM 4YHCle C OWIHapHOU
nuc(yHKIIUEH, SIBISIOTCS aKTyaJIbHBIMU HAMNpPABJICHUSIMH COBPEMEHHOM
MEIULIHBI
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ean ucciaenoBanusi. 3yunth Ka4eCTBO XKU3HU JIETEN B Bo3pacTte 13-
17 net ¢ GumnmapHOM TUCHYHKITUCH.

Marepuajasl u Metroabl. VccienoBanue ObUIO TpoBeAcHO Ha 0asze
JNETCKOM MOJIMKIIMHUKM T. [lonronpynHsiii. B ucciienoBaHny NpUHSIN y4acTUE
64 pebenka B Bo3pacte ot 13 go 17 nert, u3 vux 30 (46,9%) manpuukos u 34
(53,1%) neouku. CpeaHuid BO3pacT yYaCTHUKOB HCCIICIOBAHUSI COCTABUJI
14,72+1,4 net. B nepByto rpymimny (rpyrmma HaOIOACHUS) ObUIH BKIIIOUEHBI 32
peOeHKa ¢ yCTAaHOBJICHHBIM JMArHo30M OuuapHas IUChyHKIUA, U3 HUX 14
(43,75%) neBouek u 18 (56,25%) manbuukoB. Bo BTOpyto rpynmy (rpymmna
CpaBHEHM 1) BOILILIH - 32 pebdeHka, oTHocsamuxcs K [ u Il rpynnam 310poBss, u3
Hux 12 (37,5%) neBouek u 20 (62,5%) manpuukoB. CpegHuii Bo3pact 1
rpymIibl Uccienyembix cocrapui 14,84+1,5 ner, sBTopoiut — 14,59+1.,4 ner.

Onenka KadecTBa JKM3HM OblJa BBIMOJHEHA C HCIOJb30BaHUEM
PYCCKOSI3BIYHOM BepCcHUM YHUBEpcalIbHOTO onpocHuka Pediatric Quality of Life
Inventory - PedsQL™4.0. DTOoT onpocHUK Ha€T BO3MOXKHOCTH OILICHUTh HE
TOJBKO OO0IIee Ka4eCTBO KU3HU, HO M TaKWE aCIEKThl Ka4eCTBa >KU3HU, KaK
dbu3uYecKoe, SMOIMOHAIBHOE, COIUAIBHOE U POJIeBO€ (PYHKIIMOHUPOBAHUE.
bamnel Berancisuiics no 100-0amibHOM 1IKaje: 4YeM BBIIIE MOTyYeHHbBIN 0an,
TEM JIy4Ill€ CUATAETCS] KAaUeCTBO >KU3HH.

Craructuyeckas 00paboTKa pe3yJIbTaTOB UCCIIEIOBAHUS POBOJIAIIACH C

MCIIOJIb30BaHMEM cTaTtuctuyeckor mporpammel IBM SPSS Statistics, Bepcust
21.0 (IBM, CIIA).

Pe3yabTaThl ucciaenoBanus. Ha ocHOBE pe3yiabTaToB MPOBEIECHHOTO
UCCIeIOBaHMs OblIa OCYIIIECTBIEHA OIEHKA CPEAHUX MOKa3aTelell KauecTBa
KU3HU JeTed u3 AByx rpynn. CpeaHuid Oanmn KadyecTBa KU3HU Y JIETEH,
BXO/SIIIMX B Tpynmy HaOmoAeHus, coctaBmwi 50,3, B TO BpeMsi Kak B TPyIIIe
CpaBHEHHMS ITOT MoKa3zaTesb paBHsuics 77,7. Takum oOpa3om, MOKHO CA€IaTh
BBIBOJI, YTO KA4YE€CTBO KU3HU JeTel ¢ OmmmapHOW AuCYHKIIMEH HUXKE, YEM Y
JE€TEeU U3 KOHTPOJIBHOU IPYIIIIHIL.

B xone uccnenoBaHusi Takke OB BBITIOJIHEH CPABHUTEIBHBIN aHAIN3
pPa3IMYHBIX ACHEKTOB KA4yeCTBA JKU3HM, BKJIIOYas IICUXOCOLMAIBHOE,
duzuyeckoe, HAMOIMOHAIBHOE, COIMalbHOE  (DPYHKIMOHMPOBAHUE U
(YHKIIMOHUPOBAHUE B IIKOJIE. Y JETEH C IMarHO30M OUsMapHasi TUCHYHKIIUS
YPOBEHb BCEX COCTABISIONIMX KadeCcTBa >KU3HM OKa3aJICs HUXKE, YeM B
KOHTPOJILHOM TPYIIIIE.

BoiBoabl. B pe3ynbprare ncciaeqoBaHus KauecTBa )KU3HU, IIPOBEAECHHOTO
¢ ucnosib3oBaHueM onpocHuka PedsQL™ 4.0, ObUI0 YyCTaHOBJIEHO, YTO Y
MOAPOCTKOB B Bo3pacte OT 13 mo 17 ner ¢ OwnmapHod auchyHKIMEH
MOKa3aTeIM KadecTBa JKU3HM HIXKE IO CpPaBHEHUIO CO 3J0pPOBBIMU
CBEpCTHUKaMH. Y JI€TEH, CTpaJaolnuX 3TUM PAacCTPOMCTBOM, HAOJIOAAETCS
CHIH)KEHHME BCEX aCMEeKTOB KayecTBa JKU3HM, OCOOEHHO B cdepe
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AMOIMOHAIILHOTO U MIKOJIBHOTO (YHKIIMOHUPOBaHUs. JJaHHOE SIBICHUE MOKET
OBITH CBS3aHO C TEM, UTO TAKUE JIETU YaCTO MPOIYCKAIOT 3aHATUS B IITKOJIC U3-
3a YXY/AIICHUS CaMOYYBCTBUS W HEOOXOJMMOCTH TOCEIHICHUS JIeueOHOTO
YUPEKICHUS I PETYISAPHBIX OCMOTPOB BPauOM U BBINIOJIHEHUSI PA3IUYHBIX
JMAarHOCTUYECKUX TMpolieayp. Bce BblenepeuncieHHOe TaKkKe OKa3bIBaeT
BIIMSIHUE U HA YMOITMOHAJILHOE COCTOsTHUE PEOCHKA.

Jl1s1 6osee TiryOOKOT0 MOHMMAaHUS BIUSHUS OUTMapHOM TUCHYHKIIUK Ha
Ka4eCcTBO JKM3HU B JIETCKOM BO3pacTe HEOOXOJUMO IIPOBEJCHUE
JIOTIOJIHUTENIbHBIX UCCIIEIOBAHMI Ha O0Jiee IIMPOKON BEIOOPKE MAIMEHTOB U C
ydqacTheM JeTeid Bo3pacte oT 8 70 12 yer. 3To MO3BOJIUT MOIYYUTH OoJjee
TOYHBIC JAHHBIE W BBIABUTH 3aKOHOMEPHOCTH BIIMSHUSA OWJIMapHOU
TUChYHKIIMM Ha Pa3InYHbIE ACMEKThl KayecTBa >KM3HU B 3aBUCHMOCTH OT
BO3pacTa.
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KJIMHUYECKHNU MIPUMEP T'MBPUJTHOM JIATIAPO-
SHJIOCKONWYECKOM ONEPAIIMU Y PEBEHKA C
XPOHUYECKOM JYOJEHAJBbHOM HEMMPOXOJUMOCTHBIO.
O.B. lllep6akosa !, C.M. baraes!?, D.1. Anmuesa ', A.C. T'abapaes !,
A.O. Marep !, E.B. Ky3unenosa'.
Y\@I'BY « ®HKIL] demeii u noopocmxoe @MEA Poccuuy, 2. Mockea,
Poccus;,
‘OI'BY MBY HHO ®I'BY I'HL] ®MBI] um. A. 1. Bypuasana PMBA
Poccuu, e. Mockea, Poccus

BBenenue. B mnocnenHue aecATWIETHS B MOBCEAHEBHYIO MPAKTUKY
XUPYPTOB aKTUBHO BHEJIPSIOTCS pa3IMUYHbIe MAJOMHBA3UBHBIC ONEPaTHBHBIC
METOJIMKH, KaK JIallapOCKONMYECKHEe, TaK U AHJ0cKonuueckue. CoueTaHHbIE,
WM TUOpHUJIHBIE, JIAMapO-dHJIOCKOIMMYECKUE BMENIATEIhCTBA  IIUPOKO
UCIIOJB3YIOTCA Y B3pPOCHBIX MAaIMEHTOB C Pa3IMUHbIMU 3a00JIE€BaHUSIMU
xenynouno-kumieuynoro tpakta (JKKT), game npu omyxossix [ 1] u monmmax
TPYAHOM JIOKanu3auu [2], xoneuucro-xosenoxonuruase [3]. B To xxe Bpems
y JIeTel THOPHUIHBIC JIamapo-dHAOCKOMMYECKUE ONepalliid He HAIUIM TaKoTo
IIMAPOKOTO TPUMEHEHMS, KpPOME CJIy4aeB IIOCTAHOBKHM TacTPOCTOMBI B
CJIOXHBIX cirydasix [4, 5].

TepMuHoMOTUST MEHSJIACh HA  MPOTSKEHUM  HECKOJBKUX  JIET,
COYCTAaHHBIC OIEpallM¥ HAa3bIBATUCh «CUMYJIbTAHHBIMH, THOPHUIHBIMU;
KOMOHMHHMPOBAHHBIMH; KOOIEPATUBHBIMU H, JTaXKE, JAMapo-3HI0CKOMMYECKUM
«paHneBy». ['mOpuaHble  Jamapo-3HIAOCKONMHYECKHE  BMEIIATEIhCTBA
MOAPa3yMEBAIOT MCIOJIb30BaHUE KOMOWHHUPOBAHHOTO JIOCTYIA, KOTOPBIN
BBITIOJIHSCTCSL JIByMsI Opurajgamu, HUMEIOUIMMH pa3IUYHbIC 3aJadyd  Ha
pa3nmuuHbIX 3Tanax ornepauuu [6]. K mpeumyiecTBaM TakuX COYETaHHBIX
MUHUMaJTbHO-UHBA3UBHBIX TEXHOJOTHM OTHOCSTCS JIyulllas BU3yaau3alus
IpaHUIl TATOJIOTHYECKOTO ydacTKa M TPEUM3UOHHAs TEXHHUKA PE3CKIIHH,
HAJIOKHBIH  KOHTPOJb TEeMOCTa3a M  COCTOSTEIBbHOCTH/TEPMETUYHOCTH
KHUIIIEYHOTO I11Ba.

Ha sTamax koMOMHMPOBaHHOM ONEpaIiii BMEIIATEIIbCTBO BHITIOJTHAETCS
M0 o4Yepend WM OJHOBPEMEHHO JHJIOCKOMHMYECKOW Opurajgo ¢
WCIIOJIb30BAaHUEM  JIAIMAPOCKONMMYECKOTO0  BU3YaJbHOI'O  KOHTPOJA U
ACCHUCTCHIIMHU, W/WIW JalmapoCKONMUUYECKON Opuramoil ¢ 3HAOCKOIMHYECKUM
KOHTpOJieM U accucTeHiuei [7]. Obe Opuraapl BHIIOJHAIOT OMpPEIeICHHBIH
ATaIl OIepallvu, BHOCS CBOM BKJIA]] U KOOPJIUHUPYS CBOU JICUCTBUS, 110 3apaHee
MPOJAyMaHHOMY IUIaHy BMEIIATENbCTBA, YYMTBHIBAIOIIEMY JTaIlHOCTh,
ONTUMAJILHOE PACIIOJNIOKEHUE OpUrajl 1 000pyA0BaHUSI B OTIEPAITUOHHOM.

IlepBas myOauKanyuss OPUMEHEHUsS] THOPUIHBIX OIEpalii Y B3POCIBIX
nanreHToB Oblna mpencraBieHa Beck D.E. u coaBTropamu B 1993 romy ¢
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ONIMCAHUEM JIAMTAPOCKOMUYECKU-ACCUCTUPOBAHHON 3HJIOCKOITMYECKON
nosmmkTomun  [8]. Cmoycts aBa roja oOmyOJIMKOBAHO JBa  ClIydas
JIAMMapOCKONMUYECKU-aCCUCTUPOBAHHOTO  HAJOXKEHUSI  DHJIOCKOIUYECKOU
racTpocTombl y aeteit [9]. B mocnenyromux myOiauKanusx AETCKUE XUPypru
NOPEACTaBIsUIA  KIMHUYECKHE  Cllydyal WA  CEepUU  HaAONIOACHMUIA,
JEMOHCTPUPYIOIMINX TEXHUYECKYH) BBIOJIHUMOCTh M  NPEUMYIIECTBA
TUOPUIHBIX JIAMAPO-3HIOCKOMMYECKUX ONepaluil y MaJleHbKUX MallUeHTOB C
paznuunou narosoruen KKT [10, 11, 12].

Ilenpro Hamiei pabOThI SABISUIACH JIEMOHCTpALMS BO3MOXKHOCTEH
KOMOWHHUPOBAHHOTO OINEPaTUBHOTO BMEIIATENhCTBA Y peOCHKA C PEIKUM
OTJAJICHHBIM OCJIO)KHEHUEM OINEPATUBHOM KOPPEKLINH BPOXKIECHHOTO CTEHO3a
JBEHAILIATUTIEPCTHON KUIIIKH.

Knunuueckuii cnyuaii. Manpuvk K., 1 1. 9 mec. =
(03.03.2023 r.p.), Haxoawics Ha jedeHun B OHKI] g
nere u noapoctkoB ®MBA Poccumn ¢ aumarsoszom:
XpoHHMYECKasi 4YacTU4YHAsg  BBICOKAas  KHUILIEYHAs
HENPOXOAUMOCTh. CTEHO3 TyOAEHO-TYyOAEHAIBHOTO
anacromo3a. CocrostHue nocne onepanuu Kumypa no
IIOBOJIY BPOKJEHHOI'O CT€HO3a JBCHAALATUIIEPCTHOM
kuiku. CriacuHas 00JI€3Hb. 3ajiepkKa (DU3NYECKOro

Ppa3BUTHA, 6€HKOBO-3H€pF€TI/Iq€CKa}I
HCOOCTAaTOYHOCTH JIETKOU CTCIICHU,
HHU3KOPOCJIOCTb. Puc. 1. BuHemnuii Bua nanuenra K.

PeGenok HOCTYIINII B CDHKH ,Z[CTef/'I " (BbIpaskeHHOe B3AyTHEe U YBeJIUYeHHUe
pa3MepoB KUBOTA)
MOAPOCTKOB B Jekadpe 2024r. ¢ xamobamu
Ha SIM30JIbl CPBITMBAHUS €701 (CheIeHHOMN
HaKaHyHE) C MPUMECHIO JKEJIUM, B3AyTHE KUBOTA IIOCJIE TpUEMa IIHUIIH,
3aJIep>KKy MpUOAaBKH BECa U POCTa.

N3 aHamHe3a W3BECTHO, YTO C POXKICHHUS y pPEOEHKA OTMEYAIHNCh
MPU3HAKMA BBICOKOW KHIIEYHOM HEMPOXOAMMOCTH, BBISABJICH BPOKICHHBIN
cteHo3 JaBeHaanatunepctHor kumiku (12I1K), He3aBeplieHHBIN MOBOPOT
kuieyHnka. B Bo3pacre 3-x Hemenb (29.03.2023r) BbINOJHEHA ONEpPALUS:
JArapoTOMusl, HAJIOXKEHUE JyOAEHO-IyoAeHoaHacToMo3a 1o Kumypa,
YCTPaHEHUE HE3aBEPIICHHOTO MOBOPOTA KUILIEUHUKA.

HabGmronancs mexuatpoM 1Mo MECTy JKUTEIbCTBA. B CBS3M C 3amepikKoi
(bu3UYECKOro pa3BUTHUS HaIpaBlieH B oTAeneHue 3HaokpuHosiorun OHKI]
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neTen u MOAPOCTKOB, rje UCKIIIOYEHA

SHJOKPUHOJIOTHYECKas MAaTOJIOTHS. s

nanpHEWIero  oOCienoBaHUS ~ TEPEBEICH B

» oraencHue racrposHreponoruu. Ilpu ocmorpe -

' BBHIDOKEHHOE B3JIyTHE U YBEIMYEHHE JKUBOTA B
"+ pasmepax (puc. 1).

[To nanasiM Y3U opranoB OprolIHOM MOJOCTH
(OBII) Bu3yanu3upoBaHbl pacuiupeHsbie 10 4.5-5 cm
METIU KUIICUHHKA.

[Io pesynapTaTaMm 2330(haroracTporyoIeHOCKONUN
Puc. 2. IHJ0CKONHYeCcKoe ¢oro. (SFI[C) BBIABJICHO CyKCHHUC 12HK’ ¢
Busyanusupyercsl cTeHO3 ABEHAAUATUIIEPCTHOM HC3HAYHUTCIIbHBIM YCUINCM
ﬁ;(l)lz];l:TI: 00JIbIIIOE KOJIHYECTBO COACPKUMOI'0 B HpOXOHI/IMoe HHH aHHapaTa

auameTpoM  4.9MM, B KEITyAKe

(Haromak!) OOJIBIIOE KOJMYECTBO JKUJAKOCTH M HENEpPeBApEeHHOW NHUIIH,

OKpaIleHHOH XKeTubio (puc. 2).

" Ha o630pHom caumke OBII - ypoBHU xuaKOCTH/Ta3a

B okenyake u pacmupennoud 121K (pme. 3), mpm

pentredorpaduun KKT ¢ BomopacTBOpHUMBIM KOHTPACTOM

— 3aJepXKKa Iaccaka KOHTPACTHOTO BEHIECTBA IO

KAIIEYHUKY ¢  (opMUpOBaHHMEM  Meraractpym u

MeraayoJiecHyMm (puc. 4) U peHTreH-TIPU3HAKU YaCTUIHOMN

KHUIIIEYHOW HENPOXOJAUMOCTH HA OTCPOUYEHHBIX CHUMKAX

yepe3 10 gacoB mocine naun koHTpacta (puc. 5). Ilo

JaHHBIM KoMIibloTepHOM Tomorpaduu OBII nmoaTBepx)aeH

cyokomrieHcupoBaHHbIii cTteHo3 12I1K

Puc. 3. O030pHasi peHTreHOrpaMMa OpPraHoB (pnc_ 6) P€6GHOK
OpromHoii  mosioctu. Omnpeaensiercsi  aBa
YPOBHSI  JKHAKOCTM — B  JKeIyIKe H IIEPEBEACH B

pacuIupeHHOl IBeHAAUATHIIEPCTHON KUIIIKe XUPYPruieckKkoe
OTJICJICHHE TUTSt
onepaTuBHOro JjedeHus. llocie mnpenonepanioHHON
MOATrOTOBKHU BBITTOJTHEHA ruOpuUIHAS Janapo-
AHJIOCKOTINYECKast omnepanus (18.12.2024r.):
Jlanapockonuueckoe pazzieneHue criaex u
HHIOCKOMHNYECKOe OyXHMPOBAaHHME CTEHO3a JyOJICHO-
ayoneHoaHacToMo3a. [lepBbiM 3Tanom

BBIIIOJIHCHA QFI[C C BI/I3yaHI/I3aHI/IeI>’I u | Puc. 4. Penrrenorpamma depes 4vac mocie
AauM  KoHTpacTa. OTMeuaeTcs 3a/epiKKa

creHo3a 12IIK sHOOCKONOM: CHauaja | PACIMpeHHe ABEHAIUATHNEPCTHOH KMIIKM
nuametpom 4.9 MM, cBOOOIHO

IIPOBCACHHBIM 4YCPE3 30HY CTCHO34d, 3dTCM 3HAOCKOIIOM AHUAMCTPOM 8,5 MM,
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KOTOpPBIA C HEKOTOPBIMH TPYAHOCTSMH 3aBEACH 3a 30HY
CTE€HO3a. BTOpBIM 3TanmoM BBINOJHEHA AUArHOCTHUYECKAS
JIAMapoCKOIusl, BU3yaJIU3UPOBaH aHacTOMO3
JBEHAIIATUIIEPCTHON KHUILIKH (C MO3UIUOHUPOBAHUEM €TI0
9HIOCKOIIOM), BHU3yaJIM3UPOBAH BBIPAKCHHBIN CIACUHBIN
MpoIeCC B 3TOM 00JIaCTH, MPE/ICTABICHHBIM IITPaHTaMH,
BbI3bIBatOIIUMU cTpaHryisiunto 1211K, u nognaem nerens
tonkou kuiku (Puc. 7). [IpoBeaeHo namapockonuyeckoe
pa3feiIeHue U HCCEYCHHE CIACK, OTMEYEHO YIYUIIEHUE
MHUKPOLUMPKYJISIUAN  CTEHKU  KHIIKH
Puc. 5. PenrreHorpamma vepe3 10 yacos nociae | ITOCJIC YCTPAHCHUA CTpaHTyJIsAOUN.
aaun koHrpacta. CoxpaHsercs :COHTpaCT B Iocie »Toro IPOBEJEHO ITOBTOPHOE
KeTyaKe H neTJax TOHKOH KHIIIKH,
meraractpym u meragyoaesym ¢ yposusmu | OHJOCKOIIMYCCKOC HMCCIICAOBAHHUC - IO
AuAxocTH KOHTPOJIEM JIAITAPOCKOMUHU - SHAOCKOI
TMaMeTpoM 8,5 MM CBOOOTHO MPOBEJICH

Yyepes 30Hy CTEHO3a B TOIIYHO KUIIKY.

[TocneonepamoHHbIN IEpUO TIPOTEKA 0€3
OCJIOKHECHUU. [TocTenenHo pacuupeHa
SHTEpAJIbHAsA Harpy3ka. BeimmcaH Ha 6-€ CyTKH
MOCJIE OTEPALUN.

KontponbHoe  oGcnenoBanne  pebeHka
MPOBEACHO uepe3 2 Mecsla. B MexXrocnuTaabHbIN
nepuos;  xaiaod HE  OTMEYaloCh.
IIpubGaBka Beca 600r. Ilo MaHHBIM | Puc. 6. KomnbloTepmas  ToMorpamma.
pestrerorpagun KT ¢ naccaien | Buummmowmis o pcpoines
KOHTpacCTa (PI/IC. 8) uepes 15 MUHYT OT | :kuakum cogep:KMMbIM B ee pocBeTe
Hayajla HCCJIEAOBAHUS  OTMEYaeTCA

' o CBOEBpPEMEHHAs »DBaKyalus W3 Kenyaka; 12-
MEepCTHAs KHIIKA YMEPEHHO paciupena. Yepes 2
yaca TMOCJIE€ BBEICHUS KOHTPACTa, NOCIEIHUN
BU3YAIIM3UPYETCS B METJISIX TOHKOM M HAYAIbHBIX
oraenax toictoi kuku. Ilo pesynbratam I1'J1C
— B JKEJIyJIKE HATOIAK HEOOJBIIOE KOJIUYECTBO

CJIEI0B KEJIUU; SHAOCKON AUAMETPOM 8,5 MM -
Puc. 7. UnrpaonepauunonHoe ¢oro.
Busyanmsuposanet  cmaiikn 5 | CBOOOJHO TPOBEJECH B HAYaIbHBIC OTIEIbI

obacTu CTEHO3MPOBAHHOTO | TOIIECH KUIIKU.
AYO/IeHO-1y0/1eHOAHACTOM03A.
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3akuwvenne. [uOpuaHbIe omepanuu 00JaJAOT
BCEMHU TMPEUMYIIECTBAMU MAaJIOMHBA3WBHBIX METOJUK
(kocmeTnueckuit 3¢G(dexT, CHIKEHHE MOTPEOHOCTH B
00€300MBaOIINX MpernapaTax, MEHbIITUN KOWKO-/ICHb), a
TaKkK€  JAlOT  BO3MOXKHOCTh  BBIMIOJHEHUA  JBYX
BMeEIIATENbCTB 0] OJHUM Hapko3oM. K HemocTaTkam, wim
OTPAaHUYEHUSIM, COYETAHHBIX JIANAPO-IHIOCKOIMUYECKIX

BMENIATEIIbCTB MOYXHO OTHECTH TPYAOEMKOCTh
BBITOJIHEHUS 151 CJII0KHOCTb OpraHu3aluu
MYJbTHAUCIUIUIMHAPHON palboThl ABYX Opuraa, dYTo
MEIIAET UX LIUPOKOMY

) Puc. 8. Kontpoasnoe o0cJIe10BaHHUE.
PaclpOCTPaHCHUIO 3TON METOIUKH Pentrenorpamma 4epe3s 15 MuHYT mnDociae jaaum

B ,Z[CTCKOﬁ XI/IpprI/II/I, TeM HC KoOHTpacTa. OTMedeHa paHHAS 3BAKYallUsl KOHTPACTa
U3 KeJTYAKA; MKeJIYA0K U JBCHAAUATUNICPCTHAA KUIIKA

MeHee’ B COBpeMeHHBIX COOTBETCTBYIOT BO3PAaCTHBLIM pasMepam.
CTalMOHapax, NOpU  HAIUYUHU
o0opynoBaHus u COOTBETCTBYIOIINX HaBBIKAX CHEIUATUCTOB

JANapOCKONMUYECKUX U DHAOCKOMUYECKUX Opurajz, OpraHu3allMOHHbIC
aCIEKThI HE SIBJISIFOTCS MPEMSITCTBUEM JIJISI BHEJPEHUS TUOPUIHBIX ONEepaIiuii.

NuauBunyanbHBIA  BBHIOOp THOPHUIHOTO BMEMIATENbCTBA ITO3BOJIMI
o0ecrneynuTh MaJOMHBA3UBHOCTh M OPraHOCOXPAHHYIO HAMPaBIECHHOCTb,
YIYUYILIUTh PE3yJIbTaThl JCUCHUS B OMKaNIIIEM MOCIEONEPALIMIOHHOM NIEPUOEC
y pebeHKa ¢ peaKol MPUUYMHOW  XPOHMYECKOM  JIyOJICHAIbHOM
HENPOXOAUMOCTH.
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JIETOYHBIE ITPOSABJIEHUS ITPU BOCITAJIMTEJBHBIX
3ABOJIEBAHUAX KHIIIEYHUKA Y JIETEA
D.U. Amesa *°, C.B. 3aiiuesa ', K.A. Yupkosa 2.
Y@IrB5OY BO Poccutickuii Ynusepcumem Meduyunvt Munzopasa
Poccuu, Mockea, Poccus,
2@I'BY « ®HKIL] oemeii u noopocmxos ®MEA Poccuuy, Mocksa,
Poccus,
3 Kageopa neouampuu u oemcxoii xupypauu MBY HHO ®I'BY I'HI]
OMDBL] um. A.U.bypnazana ®MbBbA Poccuu, Mockea, Poccus

AKTyaJIbHOCTB. B  mociegHue  JIeCATWIECTHS  BOCHAJIUTEIbHbBIC
3a00JIeBaHMS KUIIICYHUKA (B3K) JIEMOHCTPUPYIOT pacTyIIyIO
pPacpOCTPAHEHHOCTh BO BCEM MHPE W SABISIOTCA OJHOM M3 aKTyaJbHBIX
npobJieM coBpeMeHHO ractposnTeposioruu. [lo qanubiM nutepatyphl y 25%
nanuentoB B3K nposiBnsiercs B Bo3pacte a0 18 ner [1].

[Tox obmum TepmuHoMm B3K 00benuHsioT 1BE pa3iaudHble (POPMbI
3aboneBanusi: OosiesHb Kpona (bK), s3Bennsiii komut (SK), koropsie
ABJISIFOTCS MYJIbTUCUCTEMHOM MATOJOTMENW U B MEPBYIO OYEPEADL MOPAKAIOT
KEITyJOYHO-KHIIEYHBI TPAKT, HO 4YacCTO OCJIOKHSIOTCS BHEKHUILICYHBIMU
MPOSBJICHUSMH, 3aTPArMBAOIIMMHM TPAKTUYECKH BCE CHUCTEMBbI OPraHOB.
BOBI€YEHHOCTh JBIXaTEIbHOM CHUCTEMBI B CHUCTEMHBIM BOCHAJIUTEIIbHBIN
npouecc npu B3K BcTpedaeTcss OTHOCHTEIBHO PEAKO U OCTaeTCs
MaJIOU3y4Y€HHOU npobiemoi. OHako, B OCIEAHEE BpEMsI B TUTEpAType BCe
OOJIbIIIE YHCIIO COOOIICHUHN, CBUACTEILCTBYIOIIMX O TOM, YTO MAaTOJIOTHS
nerkux u B3K B3auMocBsi3aHBI.

[Io maHHBIM psAla aBTOPOB PACOPOCTPAHEHHOCTh PECIUPATOPHBIX
NposIBJICHUA HaxoauTca B  pauamazoHe 3-10%  coriacHO — JaHHBIM
koMnbroTepHOi ToMmorpaduu (KT) nnu ankerupoBanus nereit ¢ B3K [2].

B omnyOnukoBaHHON nuTEpaType HWHTEPCTUIMATIbHBIE 3a00J€BaHUS
JErKUX  SBJSIOTCS HanOoJee paclpOCTPAHEHHBIMH  PECHUPATOPHBIMU
nposisnenusmu B3K y nerent [2]. Tak nHTEpCTULMANBHBIA THEBMOHUT Yanle
BcTpevaeTcss y manueHtoB ¢ SIK, a rpaHynemaTto3Hoe 3a00JieBaHME dYallle
accoruupyercs ¢ bK. bonpMHCTBO 3aperuCTpUPOBAHHBIX CITYYaEB JIETOUYHBIX
nposienennid B3K y nerelr u moapoctkoB cBsizanbl ¢ BK, B TO Bpems kak y
B3POCJIBIX Yallle BBISBIISIIOTCS y nanreHToB ¢ AK [1].

[Tatorene3 mnopaxenus Jserkux npu B3K wu3ydeH HemocTatouHoO.
CoBpemeHnHble NaTO(U3UOJIOTUYECKUE KOHLEMIIMU 3aKJII0YaloTCs B 00IIEeM
AMOPHOJIOTUYECKOM MPOUCXOXKICHUN KHUIIEYHUKA M JIETKUX, TECHOW CBSI3U
MEXIAY UMMYHHOU CUCTEMOHW JIETKMX W KUIIECYHUKA, CXOJHOW IKCIIPECCUHU
OTJIMYUTEIIbHBIX MTPOBOCHATUTEIbHBIX MOJIEKY I, TEHETUYECKON
BOCIIPUUMYHBOCTH U aCTeKTax MUKpooOuoma [1].
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B HacTosimiee BpeMsi BO3MOKHOCTH PaJIMOJIOTHUYECKOTO 00Cie10BaHus
CYILIECTBEHHO PACIIMPUIINA 3HAHUS O JIErOYHbIX nopaxeHusx npu B3K y nerei,
OJIHAKO B CBSI3U C PEJIKOCTBHIO MATOJOTHH OTCYTCTBYIOT UETKHE aJITOPUTMBI
oOcne0BaHus U JICUCHUS JAHHOUW TPYMIIBI MAIIMEHTOB.

Nmeromuecss JaHHbIE JUTEPATYpPbl CBUIETEIBCTBYIOT O TOM, YTO
M3MEHEHHUS JIETKMX MOTYT OINepekaTh OCHOBHYIO CUMITOMATUKY MOPaXKEHUS
KUIICYHUKA, TMOSIBISATBCS B NEPUOJ  BBIPAXKEHHOW  KIMHUYECKUU
cumnromatukn  B3K  wim  OwiTh  cienctBueM  (apMakoTepanuu
BOCMAJIUTENILHOTO 3a00JI€BaHUs KUIIICUHHKA.

Hear wuccaenoBanusa. IlpoBecTn aHanu3 pacrnpoCTPaHEHHOCTU
nerouynsix mposiieHuid y gered ¢ B3K (MK, BK) ¢ momomipto meTonon
BHU3yaIU3allHH.

Marepuansl 1 MmeToabl. Ha 6aze racTposHTEPOIOTHUYECKOTO OTACIICHHS
OHKI] nereét m mogpoctkoB ®MBA Poccum nHabmomamock 60 nereit ¢
TsokesbiM — TedeHueM  B3K, koTopbIM  MIaHUpPOBAJIIOCH  MPOBEJICHUE
ouonorndeckor tepanuu. M3 Hux ¢ AK-25 marmuentoB (42%), ¢ BK — 35
(58%). Bospact nereit coctamsii ot 3 1o 18 jet: 3-5 jet — 5 yenosek (8.3%),
6-11neT—15 genopek (25%), 11-18ner — 40 yenoBek (66.7%). BceM aeTsMm ¢
nuarHoctuuecko uenpto nposereHa KT opranoB rpynnoi kietku (OI'K)
(uccnenoBanue npoBoawiock Ha annapare KT — romorpad PHILIPS ingenuity
CT) ansa uckiroueHust OpOHXOJIETOYHOM MaTOJIOTHH.

Pesyabrarsl ucciaenosanus. [1o pe3ynprataM NpoOBEIEHHOTO aHAIN3A,
W3MEHEHMSI CO CTOPOHBI JierouyHOW TKaHu 1o JaHHbIM KT OI'K BbIsiBIICHBI B
48% cmyudaeB (29 yenoBek). [Ipu 3TOM y Bcex eTeil B KIMHUYECKOW KapTUHE
3a00j1€BaHMsI HE YAaJOCh BBISIBUTH PECIUPATOPHBIX CHUMIITOMOB (Kalllelib,
onpimika). Cpenu Hux netu ¢ BK cocraBunm 30% (18 genosek), a ¢ AK 18%
(11 yenoBek). AHanu3 MOTYYEHHBIX JAHHBIX MTOKAa3aJl, YTO JETHU B BO3PACTE OT
12 no 18 ner cocraBuian O0ABIIMHCTBO - 32% (19 yenoBek), oT 6 - 11 ner
naroJyiorust Berpevanach y 15% (9 genosex) u 3 - 5 ner B 1 % (1 denosek).
N3menenns no nanasiM KT OI'K B Buie yIlOTHEHUS IETOYHOM TKaHU 10 THITY
«MaTOBOTO CTeKJIa» oOHapykeHa B 8% ciyuyaeB (5 denoBek), cnaku - 5% (3
4esioBeKa), KanbIMHATHI - 12% (7 4enoBek), BHyTpHIIETOYHbIC TUM(aTniecKue
y311bI - 23% (14 yenosek).

BoiBoabl. CornacHo HamMM JaHHBIM Y 48% eTel ¢ TAKEIbIM TEUEHUEM
B3K npu KITMHUYECKOM OTCYTCTBUU PECIUPATOPHBIX CUMIITOMOB UMEET MECTO
MaToJIorvst opraHoB AbixaHus. Mamenenus jerkux no ganHbiM KT OI'K yaie
BCTPEYAETCS B MOAPOCTKOBOM Bo3pacte y nered ¢ bK, B Bune ynminoTHeHus
JIETOYHOM TKaHU MO TUITY «MaTOBOTO CTEKJa», YBEIUUYEHUS BHYTPHUIIETOYHBIX
TuM@aTUYeCcKuX y3JI0B U OOHAPY>KEHUS KaJbIIMHATOB.

[Topaxenue opraHoB abixaHus y nanueHToB ¢ B3K B gerckom u
MOAPOCTKOBOM BO3pAacTe, UMEET BAXKHOE KIIMHUYECKOE 3HAUEHUE KAK C TOUKHU
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3peHUs BIUSHUS Ha MPOTHO3 3a00JIEBAaHUSI, TAK U C YYETOM MOTEHIMATbHBIX
mpoOiieM, BO3HHUKAIONIMX TMPU  BBIOOPE B  MOJOOHBIX  CHUTyaIUsAX
TEPaANEeBTUYECKON TAKTUKH.

B cBiI3M ¢ HM3KOM pPacHpOCTPAaHEHHOCTBKD M TE€TEPOTCHHOCTHIO
KJIMHUYECKUX MPOSIBJICHUM MCCIIeIOBaHUE TTOpaxeHus Jerkux y aereit ¢ B3K
MPEICTABISAET CIOXKHYIO 3aJa4y M SBJISETCS HEAOOLIEHCHHOM KIMHUYECKOU
poOJIEMO.

JIo HacTosIIEero BPEMEHU B JIUTEPAType OTCYTCTBYIOT KpPUTEpPUU
KJIMHUYECKOW JTUArHOCTUKHU MOpa)xxeHuul Jierkux y aered npu B3K, yeTkue
MaTTEPHBI PATUOJIOTHYECKUX MOPAKEHUN U COOTBETCTBEHHO TAKTUKA BEIACHUS
JAHHOM TPYIIbI MALIUEHTOB.

[Tomy4yeHHbIe HAMHU PE3yJIbTATHl CBUIACTEIHCTBYIOT O HEOOXOIUMOCTHU
0oJiee BBICOKOW OCBEJOMIICHHOCTH Bpaudeil pa3iuvHBbIX CHEIHAIBHOCTEH O
BO3MOXHBIX JIETOYHBIX TposiBiieHUN y nereil ¢ B3K ¢ 1enpio moBbilieHUs
KJIIMHAYECKOW OIUTETLHOCTH U MPOBEJICHUS TPaBUiIbHON qudpepeHnraibHon
JWArHOCTUKU TAaTOJOTHM PECHUPATOPHOTO TpakTa HAa PaHHMUX 3Talax BO
n30eKaHue JalbHEUIIMX OCJIIOKHEHHH, a TaK >X€ JUIs MpeaoTBpalleHUs
MPOrPECCUPYIOMIETO MOPAKEHHUSI JIETKUX BO B3pOCIOM Bo3pacre. IIpaBuinbHas
uaeHTU(UKAIUMSA  KapTUHBI ~ 3a00JieBaHMsI  NPU  BU3YAITU3HPYIOMIKUX
WCCIIEIOBAHUAX MO3BOJISECT KIMHUIMCTAM HA3HAYNUTH aJICKBATHOE JICUYCHHUE U
n30exKaTh AECTPYKTUBHBIX HEOOPATUMBIX U3MEHEHUH JABIXaTENbHBIX MyTEH Ha
pPaHHUX dTarax 3a00JIeBaHMSI.

Kak moka3piBalOT mocieaHue uccieaoBaHus [8], BeaecHHE W JICUCHHE
JIETOYHBIX TposiBieHui y namueHToB ¢ B3K Tpebyer MexaAuCIUIUIMHAPHOTO
MOJAX0/a, KOTOPBIA YUYWUTHIBAET CJIOKHOCTM KaK KHUIIECYHBIX, TaK H
pecnupaToOpHbIX 3a00JIeBaHUM.

Crucok JurepaTypbl
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METOIbI PEABUJINTALIIUA ITPU HECIIEHIU®UYECKHUX
BOJISIX B HUKHE YACTH CIHUHBI (FHUC)
JLIO. Beamensaunsina'?, A.JI. JlaBsinosal, E.A. benbckas', T.H.
Jly6oBas'
@By «®@HKI] Jlemeii u noopocmkoe @®MbBA Poccuuy, e Mockaa,
Poccus;
? Kageopa neouampuu u demckoui xupypeuu @PI'EY MBY HHO ®I'BY
T'HL] ODMBL] um. A.U. bypunazana @®MbBA Poccuu, . Mockea, Poccus,

AKTyaJbHOCTH:  [7nobanbHOE  HcclegoBaHUME  3a00JIEBAEMOCTHU
nacenenus (Global Burden of Disease Study) nmpu3znano 60716 B CliuHe IJIaBHOU
MEIUIIMHCKOW TPUUNHON CHUKEHUS KauyeCcTBa )Xu3HU B Mupe u Poccum. [1].

Hecnenmduyeckne 60711  (CKEIETHO-MBIIIEUHBIE)  MPEACTABISIOT
HaubOonee yactyio (B 85-90%) mpuumHy Oojiell B HUKHEH YacTH CIIHUHBI
(BHUYC) [2-5].

B Hactosiee Bpemsi 3HAUUTENBHO 4Yallle BCTpedyaeTcsi 00ib B CIUHE
HeCTeU(UUECKO  MBIIICYHO-CKEJIETHOM  MpUpOABl  0€3  NMPU3HAKOB
BOBJICUEHHUS KOpelka [6].
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dakTopaMu pHCKa SIBISIOTCS MMACCUBHBIM 00pa3 KWU3HU, JIIUTEIbHbBIC
BO3JICHCTBUSI HEYIOOHBIX 103 B PAa3IUYHBIX HCXOMHBIX TMOJIOKEHUSX,
ype3MepHble (U3UYECKUE Harpy3Kd, HEPaBHOMEPHO pa3BUTas KOCTHO-
MbllieyHass — cuctema.  Xponuszaumus ~ BHYC  cBa3ana  Takke ¢
NICUXOJIOTUYECKUMHU W COLIMAIbHBIMU (DaKTOpaMHu, KOTOPBIE BKIIOYAIOT
TPEBOKHO-JICIPECCUBHBIE PACCTPONCTBA, MIPOOJIEMbI B CEMbE, HEMIPABUIILHOE
MpEeACTaBICHUE TNalueHTa O O0oJM C HeaJeKBaTHbIM CyOBhEKTHUBHBIM
YTSOKEJICHUEM PEaIbHOM OMAaCHOCTH 3a00JICBaHUSI, WUIOXOHAPUYECKUM THII
JUYHOCTU, CHUXKEHUE aKTUBHOCTH (TIpodeCCHOHANBHOM, COLUAIBHOM,
ObITOBOM, Puznueckoit) [9,10].

3ajayaMy  MEIMIIMHCKOM peadWiIuTallMid Takux JAeTel sBisieTcs
oOyueHrne paBHOMEPHOMY pacIpeleNieHUI0 Harpy3KH Ha Pa3jIuvHbIC OTHEIbI
MO3BOHOYHUKA, (DOPMHUPOBAHME MPABUIBHBIX JABUTATEIHHBIX CTEPEOTHUIIOB,
MPUBUTHE TIPUBBIYKUA K 3aHATHSAM, YTOOBI OHU CTaJIM 4acThIO 0Opasza KU3HU
KOKJOr0 TMalMeHTa, a TAaKKe KOPPEKIUs JABUTATEIbHOTO peXUMa U
TPEHUPOBOYHOTO MPOIECCa Y CHOPTCMEHOB.

Heaun wuccaenoBanus: OueHuTh 3(PPEKTUBHOCTb KOMIUIEKCHOTO
MO/IX0/1a PEa0MIUTALIMOHHBIX MPOLEAYP Y JIeTeH ¢ O0ISIMU BHU3Y CIIHUHBI.

Marepuaa u metoabl: B iepuon ¢ ssuBaps 2024 r. mo ¢espans 2025 1. B
®enepaibHOM HayuyHO-KIMHUYeckoM lieHTpe (PHKII) nereit u monpocTkoB
®MBA Poccum mo moBoay Hecnenupuueckux 0oJell BHU3Y CHUHBI OBLIO
peabmwmuthpoBano: 51  mamumeHT u3 HUX crnoprcmeHoB 32 (16.32%), ne
cnoprcMeHoB 19 (9.69%), manpuuku 22 (11.2%), neBouku 29 (14.79%) B
Bo3pacte oT 12 net no 17 ner. Cpegnuii Bo3pact - 14-17ner.

Onenka mpoBoJWIach Ha OCHOBaHUU (DU3UKAIBHOTO OOCIIEIOBaHMUS,
MPOBOKAIIMOHHBIX TECTOB, 00bEMa AKTUBHBIX JBWKEHHN MO3BOHOYHOTO
CTOJI0A, MaHYaJIbHO-MBIIIIEYHOTO TECTUPOBAHUSI, OLICHKU CHJIBI MBIIIII] CITUHBI,
OpIOIIHOIO IMpecca U O0JEBOT0 CHHAPOMA MO BU3YaJbHO aHAJIOTOBOM IIKaje
(BAIL), ucnionb3oBasics onpocHuk OcBecTpu (aJanTUPOBAHHBIN JJIs1 AETEH ).

OrneHuBany CHIKEHHE OOJEBOTO CHHIPOMA, MBIIIEYHO-TOHUYECKOTO
HaIPsDKEHUST MBIIIL CTIMHBI, YBEJIWYEHHE MOOWJIBHOCTH MO3BOHOYHHUKA U
CyObEKTUBHBIE OIIYIICHHS MaI[UeHTA.

Pesyabrarel  ucciaenoBanus:  [IpumeHsuics  MHIMBUAYAIbHBIN
KOMIUIEKCHBIA TOAXO0Jl peaduiauTanuu, BKItouarommii 3ansatus JIOK, kak
OCHOBHOW  METOJI  KOHCEPBATUBHOIO  JICYEHUsS, HAINpaBICHHbIA  Ha
pacciallieHue, pacTSIrMBaHUE CIIa3MUPOBAHHBIX MBIIII, TaK K€ BKIIOYAIUCH
CTaTUKO-AMHAMUYECKUE CUIIOBBIE YITPAXKHEHHUS, HA YIYUIlIeHHE CTa0UIU3aIun
TeJla B NPOCTPAHCTBE, PABHOBECHS, KOOPAWHAILMUA M KOPPEKUUIO OCAHKHU.
Maccax, ¢ UeIbl0 YMEHBIIECHHUS BBIPAXKEHHOCTH CHUMIITOMAaTUYE€CKOTO
HaIpsDKEHUs, MOCTU30METPUYECKYIO pelakcalnio, €€ 00e300JuBaroun
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s dext paBeH 3PDEKTy OT aKynyHKTYpPbl WM J1aKe HOBOKAMHOBOU OJOKaabl
[7], MsiTKHE MaHyaJIbHbIE TEXHUKW, KUHE3UOTEUTUPOBAHUE.

dusnorepanusi  BKJIOYajda MarHutorepanuio U ¢GoHOdoOpe3 ¢
TUAPOKOPTU30HOM Ha MOSICHUYHYIO 00J1aCTh.

C ocean 2025 1 ¢ momombio omneakun bOC, co3gaBancs
VHJWBUAYAJBHBIA NPOTOKOJ TpeHnpoBoK Ha annapare HUBER 360® MD -
ATO CHUCTeMa HEHpPO(U3UYECKONM IUArHOCTUKHA M pPEeadUIUTAIlMU, C IETbI0
KOMOMHUPOBAHHOTO YIyYIICHUS MPONPHUOLICITUBHBIX HAaBBIKOB,
JIBUTATEIbHBIX (YHKIHM, MBIIMIEYHON CHUJIbI, OajlaHca W KOOPAWHAIIUH,
YIIy4II€HUE BBIHOCIMBOCTH U OCAHKH YEPE3 BO3JECHCTBUE HA MBIIICYHBIE LIETIH.

N3 nexapCTBEHHOUN Tepanmuu HECTEPOUIHBIE MPOTHUBOBOCHAIUTEIbHbBIC
npenapatsl (HIIBC) npuMeHsIuch y NaiMeHToB ¢ MOJOCTPOl K 000CTpEHUEM
xpoanueckoit BHYC, ¢ 1menbto oOmeruenuss Ooyieli W TIOBBIIICHUS
(YHKIIMOHAIBHOM  aKkTUBHOCTH  manueHtoB  [8]. ua  ycuieHus
o0e30onuBatomero geiicteus HIIBC mnpumensynch B KOMOMHAIIMM  C
BUTaMHHamu rpynnbl B B/M (Butamun B1 ¢ B6 u /unu B12).

[Ipy HanTUYUU BBIPAKEHHOTO MBIIIEYHOIO criazMa U HedhHEKTUBHOCTH
MoHoTtepanuu HITBC npuMeHsImch MUOPEIAKCAHTHI HEHTPAJIBbHOTO IEMCTBUS
(TU3aHUIUH, TOITIEPU30H), C 1IEJIBI0 YMEHBIIICHHS 00JIE3HEHHOTO THUIIEPTOHYCA
MBIIIIII.

B pe3ynbprate mpoBeAeHHOTO Kypca NpoUeayp Y OOJIbHBIX OTMEYaIoCh
cHIKeHue OoneBoro cuniapoma 1o orenke BAIII — 1 (85%), BAIIl — 2
(15 %), cHuKeHHe MbIllIeYHO-TOHNYEeCKOTo HanpsikeHus - 100%, ykperieHue
«MpblleyHoro kopcera» - 100 %, yBennueHrne noJiBUKHOCTH MO3BOHOYHUKA -
100 %,

BoiBoabl: [IpuMeHeHNE KOMIUIEKCHOTO PEa0MIUTAIIMOHHOTO MOAX0/1a Y
neted ¢ OONMsIMM BHHU3Y CIHMHBI  IOKAa3aJi0 BBICOKYHO 3(PGEKTUBHOCTh U
aKTyaJIbHOCTb C MO3UIUM KIMHUYECKON U CYObEKTUBHOM OIEHKH IMAI[UEHTA
COITIacCHO KputepusiM omnpocHuka Ocectpu, a BkiroueHne bOC Tepanun
CrocoOCTByeT ©Oojiee OBICTpOMY perpeccy OOJIEBOTO CHHApOMA U
CTaOUIM3aIuu pe3yJibTara.
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IMNOCTYPAJIBHBIE USMEHEHUS NHTEPBAJIA QT
B.H.Komomnsrosa'?, J.M. Makapos'?, A.I'. Akonsn ', U.1.
Kucenesa!, JI.A. Becrioprounsrii!, A.B. JImutpucsa’.

Y Lenmp cunxonanvuvix cocmosanuti u cepoeunvix apummuii y oemeti u
noopocmkog ®MBA Poccuu. ®I'BY» ®HKI] oemeti u noopocmkos ®MbA
Poccuuuy, 2. Mockea, Poccus,

2 Kagpedpa neduampuu Axademus nocmouniomHo20 06pazoeaHis
@I'FY ®HKI] ®MBA Poccuu, 2. Mockea, Poccus,
3 Kagheopa neouampuu u demcxoti xupypeuu MBY UHO ®I'EY I'HI]
OMPBI] um. A.U. bBypuaszsana, . Mockea, Poccus

Pestome: Cunapom yanuHeHHoro wuHtTepBana QT (CYHUQT) -
3a00JI€eBaHUE C PUCKOM Pa3BUTHUS OINACHBIX APUTMHM, MOITOMY paHHEE €ro
BBISIBJICHUE, SIBJISIETCS KpaliHE Ba)KHBIM B MPODUIAKTUKE BHE3AMMHOU CMEPTH.
B nocnennee BpeMsi ObLIO MPOAEMOHCTPUPOBAHO, YTO YJIJIMHEHHE UHTEpBAJIa
QTc B paHHMU ©IEpUOJI OPTOCTa3a MOMKET CIYKUTh JOMOJHUTEIbHBIM
nuarHoctuyeckuM kpurepuem CYHNQT, ogHako HOpMaTHMBHBIE MapaMeTpbl
ATOrO TOKa3zarens He orpaboranbl. Llenplo HaACTOSIIETO HCCIEeIOBAHUS
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ONpEeeNIUTh TUATHOCTUYECKUE KpUTepuH olleHKH uHTepBaia QT B paHHuUi
nepuoj oproctase. O6cnenoBano 115 manmeHnToB: 64 marmeHTa B BO3pacTe OT
4 no 47 net (13,310 net) c CYUQT u 87 3noposbix 4-20 net (11£3,5). Bcem
npoBoawiack DKI' B nonoxxenuu nexa u ctost. OuenuBaiuch YCC nHTEpBabI
QT, QTc B 000uUX MOJOKEHHUAX M pa3HUIIA MEXKIY 3TOr0 MokaszaTens B o0enx
rpynmnax Mbel otMevanu yeenrnuenue YCC u QTc u ykopouenue narepsana QT
B OpTOCcTa3e. BhIsSBIIEHBI JOCTOBEPHO PA3IUUMUs MEXIYy BCEMHU MapamMeTpaMu,
kpome npupocta unreppana QTc (A QTc) B rpynnax. ROC ananu3 BbIsSBUIL:
ONTHUMAJIBHOM TOYKOM JJi1 BbIABACHHSA O0abHBIX ¢ CYMWQT 3HaueHue
unrepBana QTc B optocraze -500 mcex ¢ Se - 73%, Sp -93%.

BeiBoabl: [Ipy u3MeHEHUM TONOXKEHUS TeEJIa U3 TOPU3OHTAIBHOTO B
BepTUKaIbHOE Tpoucxoaut yBennueHnne YCC, ykopouenue unrepnana QT u
yanuHenue uHtepBana QTc. Iloctypanbabie namenenus unrepasia QTc He
NOJDKHBI mpeBbimath 500 Mcek, yBEIMYEHHE OTOr0 3HAYCHUS, BBIIIE
MPEUIO)KEHHOTO  MOXKET  SBUTCA  JOTIOJIHUTEJIBHBIM  JIMATHOCTUYECKUM
kpurepuem CYHQT.

Cunnpom ynnuHenHoro untepBaia QT (CYUQT) - 3a0oneBanue c
PUCKOM pa3BUTHUSI OMACHBIX ApPUTMUN, MOSTOMY paHHEE €ro BBISIBICHHUE,
ABJISICTCSl KpallHe BaXXHBIM B NPOQPWIAKTUKE BHE3AMHOW CMEPTH.
PacnipocTpaneHHOCTb 3TOTr0 3a00jeBanus — coctaBiset 1:2000 cinyyaes [1,2].
Jlmarnoctuyeckne KpuTepHUH 3TOro 3aboneBanus pa3padoransl P. Schwartz u
COaBTOpaMU, 1€ OCHOBHBIM IIPU3HAKOM SIBJISIETCS yIJIMHEHUE uHtepBana QT
Ha cragaaptHou OKI [3]. [lo MHEHUIO HEKOTOPBIX IPYTUX UCCIEAOBATENEH,
ATH NMPU3HAKK 00J1aaI0T HU3KOW YyBCTBUTENBHOCTHIO (Se- 19%). Tonbko y 41
u3 208 nocureneit mytanun CYNQT nuarnos Ob11 BBICOKOBEPOSTEH COTIIACHO
npeoxKeHHbIM Kputepusm Bapua [4].

B nocnennee Bpems B psijie padoT mokazaHo, 4To oT 42 110 52 % 60JbHBIX
¢ reHeTndecku nokazaHHbiM CYMQT nMeroT HopMaabHbIE WM IOTPAHUYHbBIE
3HaueHnss wuHTepBasa QTc ©Ha crangaptHon OKI, uro 3arpynsser
JTMAaTrHOCTUKY U BBISBJISIEMOCTh 3TOT'O OIMAcHOTO0 3a0oseBanus [5,6].

UccnenoBanune, onyonukoBanHoe B 2010r, mnpoBeaeHHOE MOA
pykoBojsicTBoM S. Viskin u coaBT. [7], oKa3ajqo HeaJAeKBaTHOE Y/JIMHCHHE
untepBaia QT y Gonpabix ¢ CYUQT B pannuit nepuoj oprocraza (Koraa
untepBasl RR yxke ycneBaer ykopotruthes. a QT uHTEpBan emie ocTtaercs
HEM3MEHEHHBIN) Mo3BONIMIO BbISIBUTH O0NbHBIX ¢ CYUQT c BbicOKO#
YYBCTBUTEJIILHOCTBIO U CTICITU(DUIHOCTHIO.

OnmHako  TouHble  Kputepuum  oueHkH wuHTepBana QT npm
OpTOCTAaTHUYECKON MpoOe He OoTpaboTaHa, YTO OMpPENEsSeT LeJb HAIIero
UCCIIEIOBAHUS — ONPEJEIUTh JUArHOCTUYECKUE KPUTEPUHU OIIEHKU MHTEpBaJIa
QT B panHuii nepuoj opTocTase.
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Marepuaabl ¥ MeToAbl: HamMu oOcienoBaHo 151 mnanuent: 64
nanureHTa B Bo3pacte ot 4 no 47 ner (13,310 ner), 44 (69%) My>K4uHBI C
CYUQT u 87 3m0poBbix MoJioAbIx JHIl B Bo3pacte 4-20 met (114£3,5). Becem
6onpabM ¢ CYUQT amarno3 ObuT MOCTaBJIEH HAa OCHOBaHMM KpurtepueB P
Schwartz, y 50% nuarHo3 mNOATBEPKIEH MOJIEKYJISIPHO-TE€HETUYECKUM
uccnenoBanreM. l[lepBbiii MOJNEKYISIPHO-TEHETUYECKUM BapUAHT BBISBIICH Y
29% nauneHToB, BTOpoH - y 15%, Tpernit Bapuant — 5%, 1 manueHT umen
MyTallll0, KOTOPYIO paHee OMUCHIBAIM Y OOJBHBIX C CUHApPOMOM bpyrama —
SCN1B, u 'y 50% reneruueckoe UCCieI0BaHUE HE TPOBOAMIOCH. 15 OOIBHBIX
MOCTOSIHHO TpUHUMAaM OeTa-0IoKaTopbl. 13 paHee MMENN CHUHKOMAJIbHbIC
AMM30/bl B aHaMHe3e. BceM umccneayemMbiM NpOBOAMIIACH CTaHAapTHas 12
kaHanpHas ODKI' B MOJI0OXKEHUM J1€ka Ha CIIMHE MTOCIIe 5 MUHYTHOTO OTAbIXA, a
3aTeM NauueHT noaHuMancs camocrosTenbHo w1 OKI' 3anuceiBanach B
MOJIOKEHUH CTOsl B TedeHue nepBbiXx 10 CekyHI, Tocie YyCTpaHEHUs
aptedakToB 3amucu. B TOpU30HTATILHOM W BEPTUKAIHHOM TOJOXKEHUU
onpenensuiuch crangapTaeie nokazarenu JKI', B Tom uncine YCC (ya/mun),
unrepBasl QT (mc) - oT Havasia Q 70 okoHuanusi T 3yOlia METO/I0M HaKJIOHA
wm no Jlenemknny B VS wunm Il cramgapTHOM — OTBEACHHUSX,
koppurupoBanubiii uaTepBa QT (QTc B Mc) paccuutsiBaics mo dopmyse
Baszerra: QTc=QT (mc)/NRR (cex), (prc 1). BbIducsiach pasHHIA MEXIY
ATUMH MOKa3aTeIsIMU B IOJ0KeHUU cTos u Jexka, kak A UHCC, AQT u AQTe.

Craructuyeckuil aHaiau3 TOJYYEHHBIX JAHHBIX OCYIIECTBISJICA Ha
MEPCOHATILHOM KOMIIBIOTEPE C IMOMOIIBIO MMaKeTa MPUKIAJHBIX MPOrpaMm
Statistika for Windows, Bepcusi 7.0 (StatSoft, CIIIA). Beruucnsamuce
CIeAyIoIIMe ToKa3arenu: cpennee apudpmerudeckoe (M), cranmapTHOE
OTKJIOHEHHE (G), pa3Max BBIOOPKHM C ompejeneHueM 5-95 mnpoueHTuien
pactipeneneHus. JIJisi OIEHKH JIOCTOBEPHOCTH Pa3iuyuid MEXAy JIBYMS
rpynmnamMu  UCHojib3oBaMCh  TecThl  KommoropoBa —  CMupHOBa.
CraTtucTU4EeCKM 3HAYUMBIMUA CUUTAINUCH paznuuus npu p <0,05. C nensro
OLIEHKU MPEIUKTUBHOIO 3HAYEHUS MPOJOJLKUTENBHOCTH MHTEpBana QTc B
optoctasze mist guarHoctuku CYNQT npoBoaunocs ROC ananus.

Pe3yabTarbl: B paHHHUM MEpUOJ OPTOCTa3a B OOEUX Tpymmax MbI
oTMevau cxoxue namMmeHenus: ygennuenne YCC, ykopouenue nunreppaina QT
¥ YBEJIWYEHUHM NPOJIOKUTENbHOCTH uHTEepBania QTc (puc 2). BrisBieHbI
NOCTOBEPHBIE PAa3Muusig MEXIAYy BCEMH IapaMeTpaMH, KpOME€ MpHpPOCTa
untepBasia QTc (A QTc) B oCHOBHOM U KOHTPOJIbHOU rpynmnax (tabu. 1). Kak
BUJIHO W3 MPEJICTABICHHOM TabJIUIIe B TPYyIIE 3/J0POBBIX 3HAUCHUSI UHTEpPBAJIa
QTc B pannui nepuop oprocrasa He npesbimanu 500 mc. Mel ipoenn ROC
aQHAJIM3 JIJIS OTNIPEICJICHUS] ONITUMAJIbHOTO 3HaUeHUs1 nHTepBana QTc B paHHUH
MepuoJI opTocTaza ¢ 1eiblo BeIsiBIeHUS 00abHBIX ¢ CYUQT. IlomyuenHsie
pEe3yAbTaThl MIPEACTABICHBI HA PUCYHKE 3.
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ROC ananu3 mokasan, 4yTO ONTHUMAIBHOW TOYKOW ISl ONPEICIICHUS
oompHBIX ¢ CYUQT sBritock 3HaueHne nHTEpBaia QTc B paHHMI mepuon
oprocTasza - 500 Mc ¢ YyBCTBUTENBHOCTHIO - 73%, cienupuaHocThio 93%.

Mps1 HaOII0gaMH CeMblO (MaTh W ChIH) C TEHETHYECKH JT0KAa3aHHBIM |
BapuantoM CYUHQT, y kortopsix Ha OKI' 1OKOS peructpupoBajcs
HopMmaibHbIM uHTEpBaN QT: QTc -417 mc Obu1 y Manibunka u 400 mMc - y ero
Mambl ipu HOpMe 110 440 mcek (puc 4A). cnions3yst cTaHgapTHbIE KPUTEPUU
MOCTAHOBKHU JIMarHO3a, Mbl Obl HUKOTJIa HE CMOIJIM 3al0J03PUTh Y HUX 3TO
3abosieBanne, U Toubko caenaB DKI' crtosi, nuarHo3 ObLI MPEANnoJioKeH, a
nanee W MoATBEpKIeH. B paHHMil nepuosa oprocTaza y MajibyuKa MHTEPBAI
QTc ymmnsncs 1o 516 mc, a'y ero mamsl 10 609 mc (puc 4B).

Oo6cyxnenue. Cunapom yanuHeHHoro uHtepBaia QT - 3a0osneBanue,
CONPSDKEHHOE € BBICOKUM  PHUCKOM  BO3HUKHOBEHHS  OIACHBIX
KU3ZHEYTPOKAIOIIUX apUTMHI 1 BHe3anHou cmepTH. Jlo 33% nereit B nebrote
3a00JIeBaHNs MMEIOT OCTAaHOBKY cepaua, a 18% BHe3amHylo cepaeyHylo
CMEpPTh [8], TOATOMY paHee BBISIBIICHHE 3TOT0 3a00JICBAaHUS KpaHE aKTYaJIbHO,
T.K. TIO3BOJISIET CBOEBPEMEHHO HA3HAYUTh aJICKBATHOE JIEYEHUE U
MPEOTBPATUTh PA3BUTHUE KUZHEYTPOKAIOIIMNX COCTOSTHUNA. OHAKO apceHal
JTUArHOCTUYECKUX BO3MOXHOCTEW TMpPHU TMOTPAHUYHBIX KM HOPMAaJIbHBIX
3HaueHus1x uHTepBasia QT moka nocrarouno orpanuueH. Kpurepun ouenku T
MpU XOJITEPOBCKOM MOHUTOPHUPOBAHUU AKTUBHO pPa3pabaThIBAlOTCS, HO HE
mpuoOpeny MmokKa cTaTyca KInHHYecKux Mapkepos [9,10].

IIpennoxennsiit S.Viskin u coaBt [7] TecT ¢ ouenkot QT B opTocrasze
ob11 TipoBeAeH Ha 64 GonbHbIX ¢ CYUQT, cpeanuit Bo3pacT KOTOPHIX ObLI
crapiie, yeM B HameM wuccienoBaHuu (35+£10 ner). ABTOpel paboOThI B
OCHOBHOM COCPEIOTOYMIMCH Ha olleHKe pa3Hullbl nHTEpBaioB QT u QTc npu
nepexoie B OpPTOCTa3, B HCCIENOBAHUM OTCYTCTBYIOT aOCONIOTHBIE
MoKa3aTeld 3THUX HMHTEPBAJIOB B OPTOCTa3e, UTO 3aTPYAHSIET CpaBHEHUE
MOJYYEHHBIX HAMH pe3ysbTaToB. OJHAKO B 3TOM MCCJIEJOBaHUS BBISIBICHA
IOCTOBEpHAs pa3HUIIA B yBeIMYeHUH nHTepBaia QTc B opTocTase y 310pOBbIX
u OOJBHBIX, YTO HE MOJYy4YWIOCh B Hameid pabore. B Oonee mnozgHeM
WCCJIEIOBAHUH, BBITIOJIHEHHOM MO pYyKoBoACTBOM S.Viskin u coasT. [11]
Obla pacimpeHna rpymnmna 6oiapHbIX 10 104 marueHToB, HApSALY C APYTUMH
MOoKa3aTess MU OIIEHUBAJIOCHh onTUMaabHOEe 3HaueHrue uaTepBasia QT u QTc B
oprocTasze /uis BeisiBJIeHUS! 00JbHBIX ¢ CYNQT. ABTOPHI MOTYUYHIH CXOXKHE C
HaMH pe3yJIbTaThl, ONTUMAJILHBIM 3HaUeHHEeM nHTepBasia QTc B opTocTase s
pasrpaHUyYCHUS TPYIIIbI 3JI0POBBIX u OOJIbHBIX oKazaJlach
NpoaoJLKUTENbHOCT,  HMHTEpBAIAa QTc B oprocraze 499 wMc co
crieliuUIHOCTHIO - 87%.

Cxoxwue naHHble ObUTH MOIYYEHbl IPYNION UCITAaHCKUX aBTOPOB B 2017
rony [12]. beuo moka3zano, uro 3HaueHuss uHTepBaia QTc B oprocraze
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ABJSCTCA  Jy4IIMM  JUarHoctuyeckuMm — mapkepom  CYHQT, uem
npoaoxuTenbHocTh uHTEpBana QTc Ha cranmaptHou OKI, mpu 90%
YyBCTBUTEIBHOCTH, CEU(UIHOCTH cocTaBuiia cooTBeTcTBeHHO 100 1 58%.
[IpaBna, B 3TOM HCCle10BaHUY ONTUMAJIbHBIM NTOKa3aTeneM uarepasia QTc B
OpTOCTa3€e SIBUJIOCH 3HaUYeHUE - 475 Mc.

B camom kpynHOM Hccaea0oBaHUE B 3TOM 00JIacTH, TpoBeieHHOM Y 1028
yeJoBeK crapmie 18 jier, B TOM 4MCi€e Croja BOIUIM JIAIA, CTPaJarolInie
Pa3IMYHBIMU CEPJECYHO-COCYJIUCTHIMU 3a00JIEBaHUSIMH, HO HE HMEIOIINE
CYHNQT npopossxkutenbHOCTh HHTEpBaia QTc B BEpTUKAIIBHOM IOJ0KEHUN
OblJTa HECKOJIBKO HIDKE, YeM B HamleM ucciienoBanuu (440+28 Mc), HO 31eCh
32 BEPTUKAIBHOE MOJIOKEHNE MPUHUMAJIOCH MOJIOKEHUE CHJISI, YTO BO3MOKHO
oOycmaBnuBaeT OoJjiee HU3KHME 3HAYEHHS JTOTO TIOKaszaTems. ABTOPHI
WCCIIEIOBAHMS CAENAIA MPOTUBOPEUYMBBIE BBIBOJIBI O TOM, 4TO MHTEpBal QT
MOKHO OBITh OIIGHEH TOJIbKO B TIOJOXKEHHH JieXkKa, T.K. B BEPTUKAIHHOM
MOJIOKEHUH, 3TOT TOKa3aTelb yanunasercs [13].

B pabote, BBINOJHEHHOW HaMHM paHHEE MO OLEHKE HW3MEHEHUM
uarepBasia QT u QT ¢ B paHHUI IEPUOJ OPTOCTA3a Y FOHBIX AJIUTHBIX aTJIETOB
MBI HE OTMETHJIM JTOCTOBEPHOM PAa3HUIIbI B MPOJOJKUTEIBHOCTA UHTEpBaia
QTc B oprocTasze y Jereil, 3aHMMAIOLIUXCS M HE 3aHUMAIOUIUXCS CIOPTOM
[14]. B emie oxHoit padote, onybaukoBanHoM B 2018, kacaromuiicss n3yuyeHus
uatepBaioB QT um QTc B paHHmMili mepuoj opTocTraza y Jnered ObUIOo
obcnenoBano 100 310poBBIX B Bo3pacTe OT 6 10 17 net [15]. ABTOpHI BBISIBUITU
BBIPAKECHHOE YyJJMHEHHWE uHTepBana QTc B paHHMM mOEpUOJ OPTOCTa3a:
cpennuit uatepsan QTc B oprocTaze coctaBmin 509+41 Mc, 4TO 3HAYUTEITHHO
0oJIbllle, YeM B HAIIIEM UCCIEJOBAHUM B KOHTPOJBHOU IpyImIie 00CIeayeMbIX,
a 10% untepBan QTc nocturan 551 Mc BO3MOXKHO, 3TO OOBSCHIETCS TEM, YTO
u B nokoe uHtepBas QTc 3mechk Obu1 auHHEee U 10% nocturan 457 mc. K
COXKQJICHUIO, aBTOPHI HUKAK HE OOBACHSIOT 3TOT (DEHOMEH.

BruiBoabI:

o [Tpu n3MEeHEHNM NOJIOKEHUA TEJIA U3 TOPU3OHTAIBHOTO B BEPTUKAIIBHOE
npoucxoaut ysenuuenne YCC, ykopouenue uHTepBana QT u yminHeHue
uarepBasia QTc. IloctypanbHeie m3mMeHeHHuss uHTepBasia QTc He TOJKHBI
npesbimaTth S00 Mcek.

. VY nnmunenue uatepBana QTc B panHuii nepuoj oprocraza 6osee 500 mc
MOXET  SBJSTHCA  JIONOJHUTEIbHBIM  JIMATHOCTUYECKUM  KPUTEPUEM
3a00J1eBaHMs TIPU MTOTPAaHUYHBIX 3HaUeHUsAX nHTepBasia QTc na OKI" noxkosi.

69



INPUMEHEHMUME PRP-TEPAIIUUA ITPU ITIOBPEXK/JIEHUAX
NEPEJHEN KPECTOOBPA3HOM CBSI3KH Y
MNPODPECCUOHAJBHBIX HECOBEPHIEHHOJIETHUX
CIMOPTCMEHOB. KJINMHUYECKHUHA CJIYUAH
1.B. 316xun’>*, N1.B. Ilankparos', A.M. Kosanbkosa', E.B.
3aBanesa’, B.A. MyxopTbix '~
IdIrBY « DHKI] 0emeii u noopocmkoe @®MBA Poccuuy, 2.Mocksa,
Poccus;
MBY UHO ®I'BY I'HI] ®MBI] um. A.1.Bypuazana ®MEA Poccuu,
2.Mocxea, Poccus,
3 Poccuiickas meouyunckas akademus HenpepbléHo2o
npogeccuonanvHo2o oopaszosarus, 2. Mockea, Poccus

AKTYaJbHOCTb. PacnpocTpaHeHHOCTh TpaBM B pe3yJbTaTe 3aHITHUS
CIIOPTOM cpeau aerei B Bo3pacte ot S5 1o 17 ner cocrasusier 35,8% [1]. Ilo
4aCTOTE BCTPEUAEMOCTH CPEAM CIIOPTUBHBIX TPABM MOBPEKICHUS KOJICHHOTO
CyCTaBa 3aHUMAIOT JUJIUPYIOUIYIO MO3UIIMI0 U COCTABIAOT nopsaka 45,7%.
[ToBpexaenus nepeaneit kpecroodbpaznoit cBsazku (IIKC) sBisitoTcs onHUMU
M3 CaMbIX YaCTBIX TPABM KOJICHA Y MOJIOJIBIX CIIOPTCMEHOB, OCOOCHHO B TaKUX
BHJIaX CIIOPTa, Kak PpyT0o0:1, 6ackeTOo1 [2]. HeBepHO BhIOpaHHas Tepamnus npu
TpaBmMax u noBpexacHusax [IKC mpuBomuT K mocinenyrommMm pa3pbiBam
MEHHCKa W OYE€Hb pPaHHEMY pa3BUTHUIO ocTeoapTputa. (CBOEBpEeMEHHas
JIMAarHOCTUKA U MPABUIIBHO MOJA00paHHAs TaKTUKA BEJCHUS TaKUX MAlMEHTOB
BaXHBI JJISI COKpAllleHWs] CPOKOB peadWIUTallMk W BO3BpAllCHUS K
npodecCHUOHAILHONW CIIOPTUBHOW Kapbepe. B maHHOM acmekTe B MmocieaHee
BpeMsi Bce 00JIbIIe paOOT MOCBAIICHO MPUMEHEHHUIO METO/IOB PETC€HEPATUBHOM
MEIUIMHBI — OPTOOMOTHMYECKUX TIpenapaToB (Tuia3Mbl, OOOTaIeHHON
TpombOonuTamu — PRP) npu TpaBMax u moBpeXAEHUAX KOJICHHBIX CYCTABOB Y
IOHBIX crTIOpTCMeHOB, B ToM uucie [IKC, ogqnako B Poccuu Takoro poja padbot
HEJIOCTATOYHO.

YuutsiBas, 4T0 B COOTBETCTBUU C [lepeunem nmopyuenuit [Ipesnnenra
Poccuiickoit denepanun o urtoram 3acenanusi Cosera npu Ilpesunente
Poccuiickort denepanuu 1Mo pa3sBUTHIO (PU3MUECKON KYyJIBTYPHI U CIIOPTA OT
29.11.2024 Ne IIp-2500 [3] na DeaepalibHOE MEAUKO-OHMOIOTUUECKOE
areHTCTBO BO3JI0KCHA (YHKITUS IO TMOBBIMICHUIO 3()PPEKTUBHOCTH MEIUKO-
OMOJIOTHYECKOTO  COMPOBOXKIEHUS U MEIMIIMHCKOTO  oOecredeHus
HECOBEPILICHHOJETHUX CHOPTCMEHOB, aKTyaJbHBIM SIBJISIETCS BHEJIPEHUE B
KIIMHUYECKYIO0 TPAKTUKY MHHOBAIIMOHHBIX METOJO0B JUATHOCTUKH U TEpaIluH,
obecrneunBaIIMX CKOpelilee BO3BpallleHHEe B CTPOM MpodhecCHOHAIBHBIX
CIIOPTCMEHOB, B TOM YHUCJE NpU TpaBMax M NOBPEKIACHUAX KPYMHBIX
(KOJIEHHBIX) CYCTaBOB.
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Heab HacTosIEl paOOThI - OUEHUTH 3(DPEKTUBHOCTH NpuMeHeHus1 PRP-
TEpanmuu TpU TOBPEKACHUH TIEPEAHEN KpPecTOOOpa3HOW CBSI3KH Y
HECOBEPIIEHHOJIETHUX MTPOGECCUOHAIBHBIX CITOPTCMEHOB.

Marepuanbl. B pamkax BbIIIOTHEHUS JaHHOW paOOThI MPOBEAEH 0030p
HAy4YHOM OTEYECTBEHHOW W 3apyOekHOM 0a3bl JAaHHBIX MO OMOJIMOTEUYHBIM
cuctemam Elibrary, Pubmed, Google scholar. Bemmonnen ananu3 nepBudHon
MEJIUIIMHCKOW JIOKYMEHTAIlUU HECOBEPIICHHOJETHEr0 Mpo(ecCuoHaIbHOTO
cnoprcmeHa ¢ noppexaennem 11KC.

Metoabl. B padoTe mprMEHEH KOMILJIEKC METOO0B: aHAJIMTHYSCKHUU,
MIPABOBOT0 MOHUTOPUHTA, CHHTE3a, NETYKIINU, UHIYKIIHUH.

Pe3yabTaTsl ucciaeaoBanus. B CBsI3U ¢ TPOBOAMMOM rOCYIapCTBEHHOM
MOJIUTUKON 10 (opMUpOBaHUIO 3ajena JUisl CO3JaHus TyJa Oymaymux
OJIMMITMMCKUX YEMITMOHOB B IOCIIETHEE BPEMS 3HAUUTEIBLHO BO3POCIIO YUCIIO
MOAPOCTKOB M JIeTel, 3aHUMAIOIIMNXCS MPO(YECCHOHATBHBIM CIOPTOM, 4YTO,
COOTBETCTBEHHO, PUBEJIO K YBEJINYEHHIO YUCIIA TPABM KOJICHA, CBA3aHHBIX CO
CIIOPTOM.

[lepenusast  kpecrooOpa3Hasi  CBA3Ka M MEHHUCK  SIBJISIFOTCS
BHYTPHUCYCTaBHBIMU CTPYKTypamu, MMEIOIINMU HEJIOCTATOYHYIO
CIIOCOOHOCTh K pereHepanuu [4]. M3-3a BBICOKOW CTENEHU BOBJICYEHHOCTH
ATUX CTPYKTYp B MOJBHKHOCTh M CTAOWJIBHOCTH KOJIEHA, MX TPaBMbl U
MOBPEXKICHUS TIPEACTABIISIIOT OCOOBIN MHTEpEC ISl Bpadyeil-TpaBMaTOJIOTOB-
OpTONEAOB, YTO MPHUBEIO K (HOPMUPOBAHHIO HOBBIX MOAXOJOB B TAKTHKE
BEJICHUSl MAIMEHTOB IOCPEICTBOM, B TOM YHCIIe, MPUMEHEHUS IJIa3Mbl,
oborarmenHoi Tpomoorutamu (PRP).

PRP  sBasercs MeTOAOM  OPTOOMOJIOTHYECKOTO  BO3JICUCTBUA,
ayTOJIOTUYHBIM MPOYKTOM KPOBH, COJEPKAIIUM pa3IuyHbIe (PaKTOPhI pOCTa,
KOTOPBIE OKa3bIBAIOT OJaronpusiTHOE BO3JCUCTBHME Ha Mpoiudepanuio u
mudepeHIUPOBKY  KJIETOK, MPOAYKIIMIO  BHEKJIETOYHOTO  MaTpPHKCA,
MUTPAIMIO0 KJIETOK, XeMOTakcuc u aHruoreHes [4]. [loatoMy oHa mmMpoko
WCIIONB3YETCSl [JIsl JIEUCHHS TOCIEICTBUN TpPaBM OINOPHO-IABUTATEIBLHOIO
amnrmapara.

Ha 6ase tpaBmaronoro-oproneandeckoro otaeneHus OI'bY «OHKI]
nereir u mojapoctkoB ®MBA Poccum» mpoBeaeHa oreHka 3G (PeKTUBHOCTH
MIPUMEHEHUS PRP-tepanuu y JIBYX HECOBEPILICHHOJIETHUX
poQeCCUOHANIBHBIX CIOPTCMEHOB ¢ oBpexaenusimu [1IKC.

Knunuueckuu cnyuan. 1laupent A, Myx’ckoi nos, 17 MOJHBIX JIET, BUJ
CriopTa — BOJIbHasi 0opb0Oa (CIIOPTHBHBIE €AMHOOOPCTBA B COOTBETCTBHH C
OJIMMIIUUCKON Kiaccuukaluei), oJiydyusa TpaBMy B XOJI€ TPEHUPOBOYHOTO
nporecca. Ha maruutrHo-pe3onancHoi Tomorpaduu (MPT): uzonupoBanHoe
noppexaeHne [IKC 15eBoro KoOJE€HHOro cycraBa B BHJE MOJHOTO
pa3BosioOKHEHUs U pacciioeHust cTpykTypbl [IKC neBoro koneHHOTO cycrasa.
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MP-npu3Haku  QokandbHbIX ~ yIIMOOB  MBIIIEJIKOB  O€ApeHHOW U
OoJbIIe0epIIOBOM KOCTEH OT coyaapeHus. JIOKambHBIN OTEK KOCTHOTO MO3Ta.
OcMOTp TOCiIe TPaBMBI: OTEK 00JIACTH JIEBOT'O KOJIEHHOTO CyCTaBa BBIPAXKEH
ymeperHo. HankonenHuk mo cpemned juauu. CUMOTOM OauIOTUPOBAHUS
nosiokutenbHbld. Crubanue B cycraBe orpaHudeHo B npenenax 90/100 rp.
Tect Jlaxmana u Ilepeanero BwiaBuxHOTO simuka (I1BS) monoxurenbHbie
(++-). HaznaueHo nedyeHue: B OCTphIil mepuoj (6 Helelnb MOCiEe TPAaBMBbI) -
duKcalyss KOHEUHOCTU B TMPSIMOM KECTKOM TYTOpPE; OPTE3 C IIapHUPOM C
0siokoMm yriia crubanus (cmeHa yriia Ha 30 rp. Kax/bie iBe Heaenu (crnycTs 6
HEJIETb MPSMOr0 KECTKOTO TYyTOpa); BO BpEMs HOIIIEHUS OpTE3a — MporpaMmma
peabMIINTAIIMOHHBIX MEPOTIPUATUN C IEJIbI0 YMEHBIIIEHNE O0TEKa, YIyUYllIeHUs
Tpoduku (pu3noTepaneBTUUECKUE TMPOIEAYPHI, JIeueOHO-(PU3KYIbTYPHBIC
koMiuiekcbl (JIOK)); ¢ 1enpo MOCTENEHHOTO BOCCTAHOBIIEHHUS O0BeMa
JIBUKEHUU B KOJIEHHOM cycTaBe - JIOK B opTe3 Ha BBICTABICHHBIA YIOJd JJIsS
BOCCTAHOBJICHUS CHJIbI MBIIIIII.

OcMoTp uepe3 6 Henenb: OTEK 00JacTH JICBOTO KOJIGHHOTO CyCTaBa
perpeccupoBan NmoiaHOCThO. HaakomeHHUK 10 cpenHed auHuu. CuMnTom
OaiuIoTUpOBaHMs OTpUlIaTeNibHbIM. CrrubaHue B CycTaBe OTPAHUYEHO 33 CUET
uMMOOMIH3auu. TecTsl He TPOBOIUIIUCE.

Hasznauena PRP Tepanus 3 kypca no 3 unbekuuu. [IepBeiit kypce - mociie
CHATHS TyTOopa — 4epe3 6 Henenb (1.5 Mec. mocie TpaBMbl), BTOPOU KypC -
yepes 3 Mmecsia nocie neporo (kontposib MPT) — 4.5 mec. mociie TpaBMbl,
TPETUM Kypc - 4epe3 6 MecsIeB mocie BToporo Kkypca (koutpoiabs MPT) — 7.5
MEC. MOCJIE TPABMBI.

Ocmotp mocne 1 kypca PRP: oTek obsactu 1€BOTO KOJIEHHOTO CyCTaBa
perpeccupoBai MOJHOCThbIO. HankomeHHUK mo cpeaHed auHuu. CHMIITOM
OaymoTHpoBaHUs OTpuliaTeNbHbIN. CrudaHue B cycraBe orpannyeHo 10 90 rp.
(opte3). boneit mpu nBwxkenun Her. Tect Jlaxmana u [IBA ciabo
MOJIOKUTENIbHBIN (+--).

OcMmoTtp mocre 2 kypca PRP: oTek obmactu 1€BOTO KOJICHHOTO CyCTaBa
perpeccupoBai MOJHOCThIO. HankomeHHUK mo cpeaHed JuHuu. CHMIITOM
OannmoTupoBaHusl OTpulaTeNbHBIM. CrubaHue B CyCTaBe IOJHBIM 00BEM.
boneti mpu nemxenun HeT. Tect Jlaxmana u [1BS ca®o monoxutenbHbIH (--
-). Cuna wMpII U OO0BEM MATKMX TKaHEM HWIKHUX KOHEYHOCTEH
cumMeTpuuHble. CyObEKTUBHBIX U OOBEKTUBHBIX MPU3HAKOB HECTAOUIILHOCTH
KoJIeHHOTO cyctaBa HeT. C 3-ro mecsiia mocjie TpaBMbl Ha4aT MOHOTOHHBIN
oer (0e3 pe3koii CMEHBI HAITPaBJIECHUSI U PE3KOT0 CTapT/CTOM).

Ocmotp niocrie 3 kypca PRP: orek o0nacTtu 1€BOro KOJIEHHOTO CycTaBa
perpeccupoBai MOJHOCThbIO. HankomeHHUK mo cpeaHed JuHuu. CHMIITOM
OajutoTMpoBaHusl oTpullaTebHblil. CrubaHue B CycTaBe MOJIHBIA OOBEM.
boneit npu nemxenun Het. Tect Jlaxmana u [1BS c1abo monokuTeabHbIi (--
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-). Cuna w™plmn W 00bEM MATKMX TKaHEM HIKHUX KOHEUHOCTEH
cummeTpruyHble. CyOBbEKTUBHBIX M 0OBEKTUBHBIX IPU3HAKOB HECTAOMIIBHOCTH
KoJieHHOro cyctaBa HET. MPT koHTposb uepe3 6 mecsueB nocie tpasm: MP-
IIPU3HAKK  PETrPECCUPOBAHMS  IOBPEKICHUS  BOJOKOH  IEpeaHen
KpecTooOpa3HOM  CBS3KM €  penapaTUBHBIMHU  M3MEHEHHUSIMH U
BOCCTAHOBJICHUEM CTPYKTYpPbl CBSI3KM JI0 OJM3KOW K (PU3MOIOTUYECKOM.
Perpeccusi ocTaTOYHOrO OT€Ka KOCTHOIO MO3ra MBIIIEIKOB OEIPEHHON M
OonpiiebepioBoit kocTed. Yepe3 6 MecsleB MOCIE TPaBMbI pPa3pellieHbl
CWJIOBBIE YIPAKHEHUSI HA HUKHUE KOHEUHOCTH.

Cepuss MP-CHUMKOB MOCJI€ TpaBMbl U B TMHAMHKE 4epe3 6 MECSALEB
MOCJI€ HavaJla Tepanuu W MpoBeneHus Tpex KypcoB PRP mpencraBineHa Ha
pucyske 1.

B — MP-cHMMKH JIeBOI'0 KOJICHHOT'0 CYyCTaBa 4epe3 6 mecses mocJje
TpaBMblI (ocjae 3-x kypcoB PRP)

B manHOoM kimHHYeckoM ciydae npumeHeHne PRP B komruiekce ¢
KOHCEPBATUBHBIMH METOJAMM TE€PAIUM MMOKA3aJI0 YCKOPEHUE pEerapaTUBHBIX
nporieccoB npu mnoBpexaeHnn [IKC u 0e3005ie3HEHHOE BO3BpAIlICHHE K
3aHATUAM TPOQPECCUOHATILHBIM CIIOPTOM.

3akimouenne. Ilpu paboTe ¢ MOJOALIMU MaIllMEHTAaMH CIOPTHBHAS
MEIUIIMHA W OPTOMNEAWs JOJKHBI YYUTHIBATh Ba)XHOCTh OOECIICUCHUS
CHIMKEHMSI JOJTOCPOUHBIX ociiokHeHui TpaBM IIKC um menuckoB. UMeHHO
MOTOMY HEOOXOAUMO BHEAPSATh B KIMHMYECKYHO MPAKTUKY COBPEMEHHBIC
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METOAbl JUArHOCTUKU M JIEYEHUs TaKhe, KaK IPUMEHEHHE IUJIa3Mbl,
oOoraieHHON TPOMOOITUTAMHU.

IIpumenenune PRP-tepanuu mokas3ano IOJIOKUTENBHBIE PE3YJIbTATHI
Ky[nUpOBaHUsA OO0JIEBOIO CHHIPOMA, YJIy4dllleHUs (PYHKUMU U COKpAIICHUS
peabuauTallMOHHOr0 TiepuoAa y mamueHta ¢  TpaBmod IIKC. PRP
crnocoOcTByeT Oojiee OBICTPOMY BO3BpALIEHUIO K CIOPTY U YJIYYIICHHUIO
pEereHepanny U MOKET pacCMaTpUBAThCS, KaK MEPCIIEKTUBHBIN METO/ JICUEHUS
MOBPEXICHUM KPYMHBIX CYCTaBOB, KOTOPBIM MOXET MCIOJb30BaThCS B
KOMIUIEKCE C IPYTMMHU T€PANEeBTUYECKUMU MOIXOIAMH.
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INCEBJIOTPOMBOIIMTOIIEHHUA B IIPAKTUKE BPAYA -

IHNEIAUATPA - KAK HE OHIMUBUTBCS C IUATHO30OM.
KIMHNUYECKOE HABJIOJEHHUE
C.P.Ponnonosckaa'?, 1. H. Llpmm6an'-
\@I'BY « DHKL] oemeii u noopocmkos ®MbBA Poccuuy, 2.Mockaa,
Poccus;,
’Kagpeopa neouampuu u 0emcroti xupypeuu @I'EY MBY HHO ®I'BY
T'HI] ®MBL] um. A.1. bypunazana ®MBA Poccuu, 2.Mocksa, Poccus

Pegepar. DJTA-unnyuupoBaHHAs TMCEBAOTPOMOOLIMTONEHU —
nabopaTtopHbIi (heHOMEH, ONpeIesieMblid KaK JI0)KHOE CHIDKEHUE KOJIMYECTBa
TPOMOOIIUTOB, BO3HHUKAIOIIEE In VItro IpH HCHOJH30BAaHUU B KadeCTBE
AHTUKOATyJISIHTA 3TWICHINaMUHTEeTpaykcycHou kuciotel (3TA). B craTee
MPEJICTABIICHO KIMHUYECKOE HAOIIOJICHHE TMCEBIOTPOMOOIMTONCHUN Y
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pebenka 10 ner. CHuxkeHHUE YpOBHS TPOMOOIMTOB KaMWUIAPHOW KPOBU Y
MAlMeHTKH HEOJHOKPATHO (DUKCHPOBANOCH MO JaHHBIM aBTOMAaTUYECKHX
reMaToJIOTUYECKUX aHaJIM3aTOPOB, OJTHAKO WCTHUHHBIN reHes
TPOMOOIIUTOTICHUH  BEPU(PUIIMPOBAH TMPU  CBETOBOM  MHUKPOCKOIIWH,
UCIIOIb30BAHUM  JIPYTMX  AHTUKOAryJsHTOB, a TaKX€ HCKIIOUYCHUS
aIbTEPHATUBHBIX JUArHO30B. 3akitoueHue: [IpencTaBieHHOE KIMHUYECKOE
HaOJIroIeHUE JIEMOHCTPUPYET, 4TO DITA-3aBucUMas
MICEBJAOTPOMOOIIMTONEHHUS IO CUX MTOP OCTAETCSI HEIOCTAaTOYHO PACIO3HAHHOM
y Bpaued mneauaTpoB M Bpayed JabopaTOpHOW JMArHOCTUKHU. JlaHHBIN
¢eHomMeH Hepenko oOyclaBiIMBaeT OIMMOKH TMOJCYeTa TPOMOOIIMTOB B
nepudepuueckoil KpOBH, MOXKET IPUBECTH K OIIHOOYHOMY JHUATHO3Y
TPOMOOITUTOTICHUH U TIOBJEYHh 3a COO0OM W3OBITOYHYIO TUATHOCTHKY U
JICYCHHE.
Kurouesbie ¢j10Ba (Ha PyCCKOM M aAHIJIMMCKOM fI3bIKE)

TpomMOOLIUTHI, MICEeBJIOTPOMOOITUTONICHNS,
ATUJICHIMAMUHTETPAyKCyCHas KHUCIIOTa (BATA), Platelets,
pseudothrombocytopenia, EDTA

BBenenne. TpoMOOIIUTONIEHUS] — COCTOSIHUE, TP KOTOPOM KOJIMYECTBO
TPOMOOIIUTOB B TEepUPEPUIECKON KPOBU BBIXOAUT 3a MpEAeNbl HIDKHEH
rpanunsl HOpMEI (MeHee 150x10°/11), Hepemko BCTpedaeTcss B IIPAKTHKE
neauaTpa W TpeOyeT YCTaHOBIEHHS TOYHOTO JAHWAarHo3a Jisd BBIPaOOTKU
PaBUJILHOM TAKTUKU BEJICHUS TAllMEHTa. TpOMOOLIUTHI UTPAIOT BaXKHYIO POJIb
B IMpOIECCE MEPBUYHOTO COCYIUCTO-TPOMOOLIMTApHOrO remoctasza. [lpu
YMEHBIIEHUN KOJIMYECTBA TPOMOOIIMTOB WM HAJIWYUU KAYECTBEHHOTO
nedexra (PyHKIMOHUPOBAHUS TPOMOOIMTOB, Yy TIAIIMEHTOB BO3HHUKAET
reMOPPAruuecKuil CUHIPOM, YTO COOCTBEHHO U SBISAETCS MPOSBICHUEM
3aboneBanus [1].

JIJ1st maTonoruu COCYIUCTO-TPOMOOIIMTAPHOTO IFeMOCTa3a XapakTepeH
MUKPOIUPKYISTOPHBIA THUI TEMOPPArMYECKOTO CHHAPOMA, KIMHUYECKUMU
MPOSIBIICHUSIMU KOTOPOTO SIBJISIFOTCSL:

- TIOBEPXHOCTHBIE KPOBOM3IUSHUS (MIETEXUU, MypIypa, SKXUMO3bI) B
KOXY, MOJAKOXHYIO KJIETYAaTKy W CIHM3UCThIE OOOJIOYKM CaMOM pa3InyHOU
JOKAJIM3alUH. [lerexun  (TOUEUYHBIE  KPOBOW3JIMSHHUS),  MypIypa
(KpOBOUMBIIUSIHUSL AUAMETPOM J0 5 MM) M SKXUMO3bI (OOJIbIITHE MypITypHbIE
oyard B pe3yibTaTe CIUSHHUS METEXHWil) He HCcUe3aloT U He OJEAHEIOT IpH
HaJIaBJIMBaHUH,

- KpOBOTEUEHMS U3 CIM3UCTBIX 000JI04eK (HOCOBBIC, TeMaTypus,
MEHOpparuu, KeiayJIOYHO-KHUIIEUHbIE), BO3MOXKHBI KPOBOM3JIUSHUS B
TOJIOBHOM MO3T, IJ1a3HO€ JTHO, KOHbIOHKTHUBHI,

- KPOBOM3IIUSAHUS BOSHUKAIOT IPU MUHUMAJILHOW TPaBME,
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- XapakTep KPOBOTCUCHU HEMEIJICHHBIM, T.€. BOZHUKAET Cpa3y MOCie
TPaBMBl,

- NIIyOOKHE KPOBOUBIUSAHUA (T€MaTOMbI, TeMapTPO3bl) HE XapaKTEePHBI.

['emopparuu J1erko MpoBOLMPYIOTCS TPABMUPOBAHUEM MUKPOCOCYI0OB —
11000€ MEXaHMYECKOE BO3JIEHUCTBUE: TPEHHUE OJEXKIIbl, CKaTHE KOHEYHOCTH
MaHXeTo (IIpu U3MEPEHUH apTEPUATBHOTO J1aBlieHUs ) WK npu cHsATuu KT,
a TaKKe UHDBCKIUSIMU (MMOAKO>KHBIMH, BHYTPUMBIIIICYHBIMH,
BHYTPUBEHHBIMH).

TpoMOonuTONEeHNsT pa3BUBAETCSl BCIEICTBUE CHIKEHHSI 0Opa30BaHUS
TPOMOOILIUTOB WJIM U3-3a YBENWYEHMs UX AeCcTpYKIUU. OCHOBHBIE MPUUYUHBI
TPOMOOITUTOTICHUH TTPEICTAaBIICHBI B TabuIie 1.

Tabaunua 1. OcHOBHBIE IPUYHHBI TPOMOOLUTONCHHU I

[TaToreneTnueckue [IprurHbI U KIIMHUYECKUE COCTOSHUS,
MEXaHU3MBbI BBI3BABIIINE TPOMOOIIUTOIICHHUIO
1. | 'emomumronms - "HQY3US )KUIKOCTEH

- MAaCCHBHOE BO3MEIIIEHUE KPOBOIIOTEPH
- 0OMEHHOE NepeIrBaHue KPOBU

- OIlepalliy C UCIOJIb30BAHUEM allllapaTa
MCKYCCTBEHHOT'O KPOBOOOpAIlIEHHUs

2. | IloBbimienHoe - COCTOSIHHSI C BHYTPHUCOCYAUCTBIM
norpedeHue CBEPTHIBAHUEM KPOBU: CEIICHC,
TPOMOOLIUTOB METaCTa3UpYIOLIUE OITyXOJIH, KaTETEPHI,

IIPOTE3bI

- TEMOJIUTUKO-YPEMUYECKUI CUHAPOM

- TpoMOOTHYECKAsE TPOMOOITUTOIIEHUYECKast
IIypiypa

- ruranTckast remanruoma (cunaapom Kazabax-
Meppura)

- “CuHKME’ TTOPOKHU cepJilia

3. | [loBermienHoe - IEKapCTBEHHO-MHIYIIUPOBAHHAS, BKITIOYAs
paspyliieHue rernapuH-uHIYIIUPOBAHHYIO

TPOMOOIIMTOB - UHQEKIMOHHO-UHTyIIUpOBaHHas (renaTut B,
C, B4, IMB, D0mreiin-bapp, repnec, kopb,
KpacHyxa, napBoBupycB19, TyGepkye3)
(mepekpecTHbIE aHTUTENA)

- AMMYHHas TPOMOOITUTOTICHHUS

- MoCTTpancPy3noHHAs (TPOMOOITUTAPHBIE
aJJIOAHTUTEIIA)

- ayrouMMmyHHbIe 3a00eBanus (ADC, CKB)

- mumdonpoaudepaTuBHbIC 3a00JICBaHUS
(J1eHiKO3bL, TMM(POMBI)

- HeOHATaJIbHAS TPOMOOIIUTOTICHUS

- IOCTTPAHCIUIAHTAITMOHHAS

76




4 | Hapywenue - TOKCUYECKOE BO3JICHCTBUE HA KOCTHBIM MO3T
o0Opa3oBaHus (JlekapCTBEHHbIE IIPenapaThl, XAMUYECKUE
TPOMOOIIMTOB: BEIIIECTBA)
yMEHbIIICHHE / - paJvalliOHHOE BO3/IECTBHE
OTCYTCTBHUE - aryIacTUYecKas aHeMus
METaKPHUOIIUTOB B - MTHQWIBTPATUBHBIC MPOIIECCHI B KOCTHOM
KOCTHOM MO3TY WA MO3re (MUEIOAUCTIIA3HS, IEHKO3bI, TUM(OMBI)
HEJIOCTATOYHOE - undexuuun (BUY)
oOpa3zoBaHue
TPOMOOIIUTOB
(aeaphexkTuBHBIN
TPOMOOIIMTOII0I3)

5 | IloBbllieHuE - 3aCTOMHAs CIUICHOMEranus (CUHAPOM
CEKBECTpalluu NOPTaJIbHON TUTIEPTEH3UH, LIUPPO3 TICUCHHU )
(mepepacnpeneneHust) - 0os1e3HM HakoruieHus (6ome3Hs [ore)
TPOMOOIIUTOB B - BpOXKIEHHASI TEMOJIUTUYECKAST AaHSMHSI
YBEIIMYEHHOU CEIIE3EHKE

6 | [IceBmorpomOoruTonienn | CryCTKM B TpoOe€ KPOBH, HWHAYIIUPOBAHHBIC
A OATA - ex vivo caunanue (clumping)

TPOMOOIIMTOB

CHmXeHue KoJInuecTBa TPOMOOIMTOB J10 50+10° /n KIMHUYECKH, KaK
MpaBUJIO0, HUKAK HE TMPOSIBISETCS M 4Yalle BCEro OOHApY>KMBAETCsS MpHU
BBITIOJIHEHUH aHaJIM3a KPOBM IO TEM WJIM MHBIM IMOKa3aHUAM. Perucrpaius
reMOPPArkYeCKUX COOBITUH TPH KOJUYECTBE TPOMOOIMTOB Bhilie 50107 /i
MPEANOJaracT CEpbe3HYI0 TPaBMy WIM HAJIMYHWE KAKUX-IMOO HapyLIECHUN
(yHKUIHMOHATIBHON AaKTUBHOCTH TPOMOOIMTOB, T.€. NPUOOPETEHHOW WIH
HaCJeACTBEHHON TpoMmOouuTonatuu. CHIKEHHE COAEpKaHUS TPOMOOIIMTOB
ke 50°10°/m yxe acCOMUPOBAHO C PA3BUTUEM YMEPEHHOTO M TSHKEIOTO
reMopparndeckoro cusapoma, a Hmwke 20¢10° /1 — ¢ BO3MOXHOCTBIO
KU3ZHEYIPOKAEMBIX CIIOHTAHHBIX KPOBOTEUEHUI U KPOBOU3IMSHUM.

B HOpMeE MpoAOIKUTENBHOCTD KU3HU TPOMOOLIUTOB, IUPKYIUPYIOIIUX
B KPOBEHOCHOM pYycJe, cocTaBisieT oT 7 1o 9 nueil. UmenHO mo3ToMy, ecinu
KOCTHBIN MO3T MPeKpallaeT BEIpabOTKy TPOMOOLIUTOB, ISl Pa3BUTHS TSKEION
TpoMOOLIUTONIEHUH TpedyeTcs okoJio 1 Heaenu. B mpoTUBONOI0AKHOCT ITOMY
OCTPbIII UMMYHHBIA WM UH(PEKIMOHHBIN MPOLECC MOKET BHE3AITHO U PE3KO
YTHETaThb BBDKMBAEMOCTh TPOMOOLIMTOB, B PE3yJbTaTe YEro TsKemas
TPOMOOLIUTONIEHUS PA3BUBAETCS YKE Uepe3 HECKOJIbKO 4acoB [2].

B KJIMHUYECKOU IIPAKTUKE HEPEIIKO BCTpEYaeTCs
NCEBAOTPOMOOIIMTONIEHUS,  BO3HUKawmas 3a cyeT  (OPMUPOBAHUS
TPOMOOIIMTAPHBIX arperaToB B Ma3Ke MPU KOHTAKTE C KOHCepBaHTOM. OHUM
W3 PaclpOCTPaHEHHBIX JIA0OPATOPHBIX (PEHOMEHOB JOKHOTO CHIDKCHUS

77




KOJIMNYECTBa TPOMOOIMTOB, BO3HUKAIOIIMM In VItro MpU HCIOJIb30BaHUU B
KaueCTBE aHTUKOATYJSIHTA STUJICHIMAMUHTETPa-yYKCYyCHOU KuciaoThl (DJTA)
sapiusiercs  DJITA-uHAynMpoBaHHAs TICEBIOTPOMOO-IIUTOTICHUS. JlaHHBIMI
(eHOMEH, COMPSIKEH C TEXHUYECKHMMH OCOOEHHOCTSIMH COBPEMEHHBIX
aBTOMATHYECKUX TIEeMAaTOJOTHYECKUX AaHAJIM3aTOPOB, 4YTO OOYCIIaBIMBAET
7a00paTOpHbIE ONMIMOKH TOJACYEeTa TPOMOOIMTOB B MepuepruuecKkoil KpoBH,
MOXET MPUBECTU K OMIMOOYHOMY JAUArHO3Y TPOMOOIIMTONIEHUU U TTOBJIEYD 32
c000i U30BITOUYHYIO MHBA3UBHYIO JIMAarHOCTUKY U JICUCHUE.

Knunuueckuii npumep: 1lanuentka 10 neT BnepBbie OblJIa HaMpaBjIeHa
k remarosory ®HKII[ nereit u mompoctkoB ®MBA Poccuu B cBsA3u ¢
BBISBIICHHON TpoMboruronenueii 43x10°/1 (mopma 150-400). XKano6 pedenok
HE TpeabsaBisUl. PanHui aHaMHe3 0e3 OCOOCHHOCTEH, BaKIIMHMpPOBaHA B
COOTBETCTBUM C HAI[MOHAJIbHBIM KaJICHIApeM MNpHUBUBOK. llepeHeceHHbIe
3a00J1€BaHMS — PEAKUE OCTPbhIe pecriupaTopHbie HHPeKkiru. COCTOUT Ha yUueTe
y ypoJjora ¢ JAUarHo3oM ITy3bIpHO-MOYETOYHUKOBBIM pedutokc I crenenu.
HacnencTBeHHOCTH HE OTATOIICHA.

[Ipu oOcnegoBaHuM Jisl TPOBEJAEHUSI IIJIAHOBOTO YPOJIOTUUYECKOTO
BMENIATENbCTBA MO JAHHBIM '€MATOJOTHUECKOT0 aHAIN3aTOPa B KAMWJUISIPHOU
KPOBH BbIIBJIIEHA TPOMOOIMTONIEHUS], ToAcueT 1o PoHuo He poBoauics. [Ipu
pPEBU3UU MEJUIIMHCKOW JOKYMEHTAIlMM OOpalieH0 BHUMaHHUE, 4YTO B
nepudeprdeckoi  KpoBH B TedeHue 1,5 geTr  duKcupoBaach
TpoMbouuTonenus B npeaenax ot 50x10%/m go 100x10°/n, Ge3 yxasanuii Ha
KIIMHUYECKHUE MPOSABJICHUSI TEMOPPArnue€CKOT0 CUHAPOMA.

[lo ganHeiM  oOBekTHBHOTO  craryca: CocrosiHue  pedeHka
yAOBJIETBOPUTENBHOE, TpOoDHUEeCKUX HapyiieHuil HeT. Ko)KHble MOKpOBBI U
BUJIMMBIE CIU3UCThIE yucThie. [lepudepruueckue 1umdoy3ibl He YBEIUUYECHBI,
pasMephl TIEUEHM U CEeJIe3€HKH B Mpeaesax Hopmbl. [lpenBaputenbHbIM
KIIMHUYECKUM 1ruarHo3 TpoMOOUUTONEHUSI HEYyTOUHEHHAS.

ITo pe3ysbTaTam KIMHUYECKOTO aHaIu3a KanuuisipHOu kpoBu ¢ DI TA,
MPOBEJCHHOM Ha TeMaTOJIOTHYECKOM aHanmu3atope (McciaeaoBaHHe ObLIO
BBINOJIHEHO ¢ momoiibio S-diff-remaronornueckoro ananuzaropa) uepe3 60
MHHYT OT 3a00pa KPOBH, YPOBEHb TPOMOOIIUTOB OCTaBaics HU3KuM 49x10%/m,
IPYTUX HApYIIEHUN TeMOrpaMMbl HE BBISBIICHO: TeMorsioouH 124 1/n (Hopma
110-170), spurpouutsr 4,41x10'%/n (mopma 3,8-5,8), netikouuts 5,42x10°/n
(rHopma 3,8-9,0). IIpu mojacuere TPOMOOLIMTOB B OKpAIICHHOM Ma3Ke KPOBH
(METO/IOM CBETOBOM MHUKPOCKOIMU OKpaIlleHHbIX 10 PomanoBckoMy— 'um3e
Ma3koB mnepudepudeckoir kpoBu ¢ yBenuuenueM x1000) oOHapykeHbI
arperatbl TPOMOOIIMTOB, 3aTpyJHsIOIUE TojAcdeT 1Mo MPOHHO, YTO MOTIJIO
coorBerctBoBaTh JJITA-3aBucumoit IITII (puc. 1). B mpobe ¢
AHTHKOATYJIIHTOM LUTPAaTOM HaTpus, Koamdectso PLT cocrasmio 185x10%/m,
a wmerogom mno ®onmo 204x10°/n. Jlna BepuduKauMuM OMAarHosa
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OATA-uHAYUIMPOBAaHHON TMCEBAOTPOMOOIMTONIEHUH BBIMIOJIHEHA Mpoda ¢
BPEMEHHBIMU VHTEPBAIIAMU 10-60-120 MUH, MOATBEPAUBIIIAS
IPOrPECCHUPYIONLIEE CHUKEHUE yPOBHA TpoMOouuTos 96x107-43x10°-38x10°.
[Ipu nuddepernmanbHON AMATHOCTUKE OBLTH UCKITIOYEHBI U IPYTUE TPUUYUHBI
TPOMOOITUTOTICHUH - UMMYHHasI TPOMOOITUTOIICHHS], CHCTEMHBIE 3a00JICBaHHM
COCIMHUTEIILHON TKaHU, TPOMOOITUTONIATHH, HAPYIIEHUS TeMocTas3a. Takum
00pa3oM ObLT BBICTABJICH OKOHYATEJbHBIN KIWMHUYECKUN auarHos: JJ(TA-
3aBUCUMAs TICEBIOTPOMOOITUTOTICHUSI.

Pucynok noarorosien aBropamu / Thefigureis prepared by the
authors
Puc. 1. UccnenoBanue Ma3ka nepudepuieckoi KpOBU METOJIOM CBETOBOM
MHUKPOCKOIIUHU OKpalIeHHOTO 110 PoMaHOBckOMYy—I MM3e: 0OHApYKEHbI arperathbl
TpoMOoI1uTOB, YyBenudyenue x1000 pas.

Oo6cy:xxnenune. DJ[TA-3aBucumas nicesgorpomooruronenus (ITTIT) —
pacpoCTpaHEHHBIM J1a0OpaTOPHBIM (DEHOMEH, MPU KOTOPOM IPOHCXOIUT
MOBBIIICHHAS] arperamusi TPOMOOIIMTOB IOJ] BO3JEHCTBUEM CIEIIM(PUICCKUX
anTuten ummMyHorno0ynuHoB (Ig) [gM/IgG, HanpaBIEHHBIX IPOTUB CKPBITOTO
B (U3HOJOTMYECKUX YCIOBUAX DOIHTONA PEIENTOPOB TPOMOOIIMTOB
komruiekca riukornpoTenHa (I'TI) 11b/Illa B mpucyTcTBUY CTaOUIU3UPYIOIIETO
MpoOBI KPOBU AHTUKOATYJISIHTA - STHJICHAMAMUHTETPAYKCYCHOW KUCIOTHI [3].
Arperanius  TpomOorutoB  npu  DJATA-zaBucumoit  IITII  oObraHO
penoTBpallaeTcs IpyruMU aHTUKOATYJISHTaMU, TAKUMH KaK LIUTPAT HATPUS
158105 reIapyH. Yacrora BCTPEYAEMOCTH O/ITA-3aBucuMon
nicegoTpomoonuronenuu coctapisger 0,03—0,27%, ona HaOmOmaeTCs B
cpeaHeM ¢ yactotoit 1/1000 3m0pOBBIX B3pOCIBIX U HE acCOIMUPOBaHA C
KPOBOTEUCHUSIMU UJIM TpomOo3amu [4,5].

Bnepsrie nannbiii enomen onucan Gowland c coaBt. B 1969 rony y
MAlUEHTKU C PETUKYISIPHON CApKOMOU U UIACHTUPUIIMPOBAH KAK SIBJICHUE 1IN
vitro, cBsizaHHOe ¢ ucnoib3oBanueM D/ TA [3]. ABTropamu ObUIO BBICKa3aHO
NPEANOJIOKEHUH O MNpuuuHHOM  (dakTope (¢GEeHOMEeHa —  HaJu4yuu
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ceiBopoToyHOTO AT. Haumnas ¢ 80-X rogoB mpouuioro BEKa AaKTUBHO
M3y4aIUCh NpUYMHBI U MexaHu3M pazsutus [ITII, ogHako atnonarorenes 1o
KOHIIA HE siceH. Y cTaHoBlieHO, 4To DI TA-3aBUcHMbIe aHTUTPOMOOILIMTAPHBIE
AT, MakcuMalbHO TPOSIBISIIONIME CBOIO AKTUBHOCTh IMPU  HU3KHX
temmneparypax oT 0°C no 4°C, B3aUMOJEUCTBYS C perenTopaMu MeMOpaHBI
TPOMOOIIUTOB CTUMYJIUPYIOT OKCIPECCUI0 AKTUBAIIMOHHBIX aAHTUICHOB,
BHYTPUKJIETOUHOTO ()epMEHTA TUPO3UHKUHA3BI, arrJIFOTUHAIIMIO U CIUIaHUE
TPOMOOIIMTOB in Vitro, 4YTO B KOHEYHOM HTOre€ MPUBOIUT K JOXKHOMY
CHIDKCHHIO KOJMYecTBa TpomOoruToB [3,6]. Psaax HMMMyHOJIOTHMYECKHX
WCCIIEIOBAHUM  MPOJEMOHCTPUPOBAIA  PA3JIMYHOE  MPOUCXOKICHUE
antutpoMmOoruTapusix  AT. Bizzaro ¢ coaBT. BBISIBWIM  HaJU4He
anTukapauomunmuHoBbiX aHTuTeNn (AKJI) B 2/3 oOpasmax, comepiKammx
antutpomoOorutapusie AT [7]. B paboTax apyrux aBTOpOB, UCCIEIOBABIINX
tatp AKJI y mun ¢ IITII ¥ KOHTpOABHOM Tpynmoll NAUHUEHTOB TaKOM
Koppesaiuu He noaydeHo [8]. OmnucaHa TpaHCIUIAllEHTapHas Iepeaadya
marepuHckoro 1gG, npuBogsmas k I1TII y HoBopoxkieHHbIX [9], yTo cienyer
YUYUTBHIBATh Y HOBOPOXKJEHHBIX C JUIMTEIBHOM TpomOoIruToneHuen. B
neauaTpuyeckoi npakTuke 00apmuHCTBO HaoOmoaeHu IITIT nmpeacraBieHb
npu HHGEKIIMOHHBIX 3200JIEBaHMIX U Y 30pOBbIX nerew [10,11].

O6o6mias cBeaenuss o mnarorenese IITII crmemyer ormeruth, 3a
MOCJIeITHAE TONbl OBLIO  CHOPMYIMPOBAHO MHOXKECTBO THUIIOTE3 O
IPOUCXOXKJICHUH MPOAYKIMKM aHTUTpoMOouuTapHbix AT U mpeanongaraemMbix
dakTopax pucka. OOmEnpuHATas TUNOTE3a MOJAPAa3yMEBAECT BbIPAOOTKY
aHTUTEN U3-3a MEPEKPECTHONW PEaKTHUBHOCTH, KaK HEJIaBHO OBLIO OMHCAHO y
nByx manueHToB ¢ COVID-19 wnm ayromMmyHHBIX aHTUTENnax, B 80%
cinyuasx, cBsizanHbix ¢ GP IIbllla [3,12].

Bwmecte ¢ Tem, B OTJIMYME OT CEPhE3HBIX U MOTCHIUAIBHO OMACHBIX JJIS
KU3HU npuurH TpomoOouuronenuu, SATA-ITTII sBaseTcs UCKIIOUUTETBHO
apdexToM in vitro, HE UMEIOIIUM KaKOW-IMOO KIMHUYECKON 3HAYUMOCTH.
['ematonoruueckre  aHAIM3aTOPbl  TMOACYMUTHIBAIOT  0Opa3oBaBIIHECS
CKOILUIEHUS] TPOMOOITUTOB KaK OJJMHOYHBIE TUTAHTCKUE TPOMOOIUTHI WIIA KaK
IpyTUe KJIETKA KpoBU (MUMQOIUTHI) U yKa3bIBAIOT HAa TPOMOOIIUTOIICHHIO.
Yacto DATA-IITITI ocraercs He3amMedeHHOM (Kak M B CiIydae C Halleu
MAIMEHTKON), T.K. Ma3KU KPOBU OOBIYHO HE OIIEHUBAIOTCS MPU BU3YyaIbHOM
OCMOTDE, a TUCTOTPAMMBI reMaTOJI0rHYECKUX aHaJIM3aTOpPOB
UHTEPIIPETUPYIOTCS OMIMO0YHO.

1. CormacHo pa3pabotaHHbIM  KputTepusm DI TA-3aBucumoit
ncepaorpomoonuronenun (Lippi G., Plebani M. 2012r [13]):

2. Camxenne ypoBHs TpoMboruTos <100x10°%/1;

3. IIporpeccupyroiiee ¢ TeYEHNEM BPEMEHH CHM)KEHUE KOJIMYECTBA
TpoMOoIUTOB B mpode ¢ DJTA mpoBoaAMMOM MpU KOMHATHOW TeMIIepaType.
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B MeHbl11€#1 cTeNneHN CHIXKEHUE KOJIMYECTBA TPOMOOIIMTOB B MPOOE C APYruMU
AHTUKOATYyJSIHTaMU (LIUTpaT HATpUsl) W/ Uiu Xpanusiieics mpu 37°C

4. Hanuuue arperaToB TpPoOMOOIMTOB B MpoOax, IJie B KauecTBE
aHTUKOAryJjsiHta wucnoib3oBanack IJTA, BbISIBAsSEMBIX NOpPU MOMOIIU
MOKAa3aTeJIeH aHaIM3aTOPOB WIH MUKPOCKOIIHH;

5. OTCyTCTBUE KJIMHUYECKUX TMPOSIBICHUM T€MOPPAruyecKoro
CUHApPOMA

B mpeacraBieHHOM HaMM HAOIIOJICHUU KPUTEPUU TPOMOOIIUTONICHUH,
MO3BOJIUBIIINE JUArHOCTUPOBATH O ITA-3aBUCUMYIO
MCEBAOTPOMOOIMTONEHUIO, COOTBETCTBOBAJIM BBIIICYKA3aHHBIM: YPOBEHb
PLT 43x10°/1n, mporpeccupyromiee CHHKEHHE YPOBHS TPOMOOIMTOB IO
BpeMenn 96-43-38x10%, moxcumranneix uyepes 10-60-120 mmH B mpobe c
OATA, TunudHas KapTUHa CKOIUICHHM (arperatoB) TPOMOOIIMTOB B Tpode C
OHATA (puc 1) mpu cBETOBOM MHUKPOCKONWU W OTCYTCTBHE KIMHHUYECKHUX
MPOSIBJICHUM TreMOpparu4eckoro CUHHApOMa.

HecmoTps Ha aelicTByromue pekoMeHaauuu [14], cormacHo KOTOpbIM
m000€ CHWXKEHHE YPOBHS TpomOonuToB TpeOyer wuckimodeHus [ITII,
0COOEHHO eclii BpeMsi 3a00pa KpoBHU Mepe MoACYETOM cocTaBsieT 6ojee 30-
60 MMUH WM KPOBb XpaHWIACh NPH HU3KOW Temreparype, Bepuduxanus
auartosa Obuia oTcpodeHa Oosiee yeM Ha 1,5 roga oT MOMEHTa MHEPBOTO
BBISIBIICHUS] TPOMOOIIUTOTICHUH.

BoiBoabl. D/[TA-3aBucHMas TICEBIOTPOMOOIIMTOTICHUS — HW3BECTHOE
SABJICHUE In Vitro, 10 CHUX MOpP OCTaeTCsl HEJOCTATOYHO PACHO3HAHHBIM.
Baxnenimum u Hambosee sddexktuBHBIM dTaroM auarHoctuku IITIT mpu
CHIU)KEHUHU KOJMYECTBA TPOMOOILIMTOB Ha TeMaTOJIOTMYECKUM aHajlu3aTope,
OCTaIOTCS MUKPOCKOITIHYECKOE UCCJIEIOBAHME Ma3Ka KpOBU
(mpenmoutuTenbHee) Mo Meroay {OOHMO, WCMHOJIB30BAaHHE B KaueCTBE
AHTUKOATYJISTHTA [IUTpaTa HATPUsI U COTIOCTABJICHUE MOTYUYEHHBIX PE3yJIbTaTOB
C KIIMHUYECKUMHU TAHHBIMU MAlUECHTA.
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PAHEE HEOIIUCAHHBII BAPUAHT MYTAIIUU B TEHE
PDX1Y HAIHIMEHTA C MOHOT'EHHOH ®OPMOM CAXAPHOI'O
JIUABETA MODY4. KIMHUYECKHNU CJIYYAM.

JILIL. I'pumuna, JI.A. UBanoBa, E.M. Ananus.
Omoenenue snookpunonocuu OI'BY « DHKI] oemeti u noopocmkos
DMbBA Poccuuy, e. Mockea, Poccus

MODY - akponum anrnmiickoro HazBanusi Maturity-Onset Diabetes of
the Yong (toHomeckuii nuaber B3pocioro tuna). TepMuH BIEpBbIE BBEACH
Tattersall B 1974r. Caxapusiii nuaber, Tum MODY mnpexacrasiser coOoi
TETEPOTCHHYIO TPYMMy 3a00JI€BaHUM, BBI3BAHHBIX MYTalMSIMU Pa3TUYHBIX
reHoB. B HacTositiee Bpemsi u3BecTHO Oosiee 15 reHoB, MyTalMu KOTOPBIX
npuBoaaT k MODY. Hapymenus yrieBogHoro oOMeHa, Kak MpaBHIIO,
0o0yciioBieHbl  AUCPYHKIMKA  OeTa-KJIeTOK; 3a00JieBaHUE Pa3BUBACTCS
MPEUMYIIECTBEHHO B MOJIOJOM Bo3pacte (10 25 7eT) U mnepenaercs
ayTOCOMHO-JIOMUHAHTHBIM TTyTeM. HaumGonee pacnpocrpanenst MODY?2 u 3,
BKJIaJ] OCTaJbHBIX HW3BECTHBIX Te€HOB cocTtaBisieT MeHee 10%, y 15 %
MAlMEHTOB MYyTallMd HE HWACHTU(PUIMPOBAHBI, TaKUE BapUaHThl Ha3BaHBI
MODY-X.

MODY4 (mymayuu cena gpaxmopa -1 pecynsayuu npomomopa 2ceHa
uncyruna, IPF-1 (PDX1) — naumeHee u3ydeHHas (opma BCICACTBHE ¢
penkoctu. ®akrop -1 perynsmuu rena npomotopa uHcyauHa (IPF1, PDX1)
ABIISIETCS  (PAKTOPOM TPAHCKPHUIIINK, KOTOPBI KOHTPOIHPYET pa3BUTHE
MO/KETY TOYHOM KeJIe3bl U SKCIIPECCHUIO KITIOYEBBIX TEHOB B-KIIETOK, BKITIOYas
reH uncynuHa. Jledexr |IPF-1nopuBoaut k HapyieHuto pa3BuTus B-KIETOK, a
TaK)Ke€ K HaApYIICHUIO IKCIPEccCHuu mepeHocuuka rimoko3bl, GLUTZ2, w/unmum
rmokokrHa3bl. [Ipu romosurotHeix myrtanusax |PF-1(PDX1) matnronaercs
BpOoXjeHHas ¢(opMa caxapHOro auadera C areHe3ued MOJKeNya0UYHON
KEJIe3bl U PE3KO BBIPAKEHHBIMH MPOSBICHUSIMH CHHAPOMa MaibabCopOIUu.
Manudecranus 3a001eBanus 0ObIYHO B O0Jiee o3/1HeM Bo3pacTe oT 17 1o 60
JIET U CTaple.

Knunuueckuui cnyuai. Ilanment b.B., 17 net, unen c6opHoii Poccuu no
CIIOPTUBHOM OOpbOE, B CBSI3U C BBISIBICHHBIMU HAPYIIEHUSMHU YTJIEBOJIHOTO
oOMeHa HaboaeTcs B otaesneHuu sHaokpuHoI0Tuu OI'BY «OHKII nereit u
nojpoctkoB ®MBA Poccuu ¢ 2022 roga B TeueHue 3-X JET.

Pannuii anamue3 0e3 ocobOeHHOCTel: peOeHOK OT 1-ii GepeMeHHOCTH,
MPOTEKaBIIEH ¢ Yyrpo30i mpephiBaHus B 1-2 TpumecTpax, OT 1-bIX CPOUHBIX
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CaMOCTOSITENbHBIX poJ0B. Macca Tena npu poxkaenuu 3200 r, anuHa tena 50
cM. Ha rpynHom BckapmimBanuu Haxoawics A0 1 r. 3 mecsneB. Panuee
pa3BUTHE 110 BO3PACTY.

B 2021 rony npu npoxoxaenuu YMO B Bo3pacte 14 ner BnepBbie
BBISIBIICHO TMOBBIIIEHWE TJIMKEMHM BEHO3HOW IUIa3Mbl HaTomlak A0 6,7
MMOJIb/JI, IPU TMHAMUAYECKOM 00CJICIOBAaHUY 110 MECTY JKUTEJIbCTBA IITUKEMUS
Hatom@ak 5,6-5,7 MMonb/i. Ha KOHCYIbTALMIO K HJAOKPUHOJIOTY TAIIMEHT HE
oOpainasncs, JOMOJIHUTEIHHOTO 00CIIEIOBAaHUS HE TPOBOUIOCH.

B mapre 2022 roma B Bo3pacte 14,5 ner nmpu npoxoxaeHun Y MO
MOBTOPHO BBISBJICHO TOBBIIIEHUE TAUKeMHH 10 6,4 mmonb/n. IIpoBeneno
UCCJIE0OBaHUE TJIIMKHPOBAHHOTO TemMoriioonHa — 5,6 % (wopma 4,0-6,0). B
o0llleM aHajdu3€ MOYM TJIIOKO3YpPHHU, ALETOHYPUU HE PETHUCTPUPOBAIOCH.
KnvHnueckre cuMOTOMBI CaXapHOTo AuabeTa Ha MPOTSHKEHUH BCETo Meproia
Haomoaenuss (2021 u 2022rr.) oTCyTCTBOBaIH, (U3UYECKUE HArPy3KU
MaIKUEeHT IEPEHOCHUI XOPOIIIO.

B utone 2022r. B Bo3pacte 15 jeT nanuenT BnepBbie ObLT 00CIe10BaH B
sHJI0KpuHONOTHYeCKOM otnesieHnn PI'bY «OHKI] nereld 1 moapoCTKOB
OMBA Poccuy. [Ipu o0cnenoBaHuu: rMUKUPOBAHHBIA reMorinodun — 5,9 %
(mopma 4,0-6,0). 'opmonansHseiil ananus kposu: TTI — 1,84 MmxEn/mn (Hopma
0,4-4,0), cB.T4 —10,6 nmonw/n (Hopma 11-24), AT x TI1O —1,13 Ex (Hopma 10
34), AT x TT' — 17,9 En/mn (mopma mo 100), GazanmpHbIil KOpTH30T 262,5
HMOJIb/T1 (HOopMa 150-550), nponaktun - 234,6 mEn/mn (Hopma 105-540).
[ToBenena npoba ¢ Harpy3koil 3aBTpakoMm (8XE) B 3-x toukax (0 mwuH., 60
MuH., 120 muH.): raoko3a 6,41-3,77-6,24 mmons/n; uacynuH 4,2-13,3-13,0
MKEn/mn; c-nentun 446-1304-1049 nmonw/n. B pmanpHeiiieMm mpoBeeH
MepOopaIbHBIM IIIIOKO30TOJIEPAHTHBIN TeCT B 3-X Toukax (0 muH., 60 muH., 120
MUH.): Tiroko3a 6,8-13,11-8,36 mmonb/in; uacynun 9,3-47,7-41,3 mxEn/mo.
[Ipu npoBeeHNN UMMYHOJIOTMYECKOT0 00CIEIOBaHMS aHTUTEIIA K UHCYJIUHY
— 0,7 ME/mn (mopma no 10,0), antuTena k 6eTa-kjaeTkaM MoKy I0UYHOU
xene3pl — 0,35 (HopMma 10 0,95), antutena kK GAD — He oOHapyXeHO.

[To pesynbraram o0OcnenoBaHUsA BepuUPUIIMpPOBAHA HapyIICHHAs
TOJIEPAHTHOCTh K TJIIOKO3e. Ha MOMEHT BBIIUCKM B Ha3HAYCHUU
WMHCYJIMHOTEPANNU WU TEPAINK CaXapOCHUKAIOIINMU MpenaparaMy NalueHT
HE HYXAQICS. YUHUTBIBas OTCYTCTBHUE KIMHUYECKUX CHUMIITOMOB CaXapHOIO
nuabera, MATKOE HE MPOTrPecCUpyrollee TeueHrue 3a00JIeBaHus, COXPAHHYIO
CEKPEIHI0 MHCYJIMHA U OTPULIATESIIBHBIN TUTP CrielU(UUESCKUX aHTUTEI Oblia
3anogo3peHa MoHoreHHas ¢opma CJI (tum MODY?2?). PekomeHmoBaHO
MPOBEJICHUE MOJEKYJISPHO-TEHETUYECKOTO KCCIEIOBaHUSI HA MOHOTECHHbBIE
dbopMBI caxapHOro guadera.

B MexrocnurtanbHbli NEpUoJ] Y NMalUEeHTa KIMHUYECKUX MPOSBICHUN
caxapHOro nuadeTa HE OTMEYANOCh, CaMOYYyBCTBHE OBLIIO
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YAOBJIETBOPUTEIBHOE, AKTUBHO 3aHUMAJICS CIIOPTOM, TOJIEPAHTHOCTh K
(u3HUecKUM Harpy3kam COXpaHsiyiach BbIcOKad. JlueTnueckrne peKoMeHaiuu
coOJIroja)T HE MOJHOCTHIO, OTMEUAJIMCh IMOTPEIIHOCTH B PEXKHUME MPUEMOB
MU U YyIOTPEOJICHUH TMPOTYKTOB C BBHICOKUM TIMKEMHUYECKUM HHACKCOM,
OOJIBIIOTO KOJIMYECTBA YTIIEBOJOB B OJIUH MpueM nuiiu. KoHTpoias ramkeMun
B JIOMAIIIHUX YCJIOBUSIX MPOBOAMWI 1 pa3 B HECKOJbKO JHEH (!), MO JaHHBIM
MOPTATUBHOTO TJIIOKOMETpa KoJieOaHUsI TJIMKEMUM B PA3HOE BPEMSI CYTOK
ObUTK HaTOWIAK 5,5-6,8 MMOJIB/JT U TTOCTe TpueMa nuiu §,3-9,0 MMoJIb/ 1.

B okta6pe 2022r. B ®I'BY HMMUIl DHAOKPHUHOJOTUK MHPOBEICHO
MOJIEKYJISIPHO-TEHETUYECKOE HccienoBanue naHenn «CaxapHbli quader —
runepuHcyIuHu3M»: B TeHe PDX1 Bo BTOpoM »K30HE OOHApYKEH paHee He
ONMCaHHbIH B JuTepatype BapuaHT (c.417C> (G) B Trerepo3UroTHOM
COCTOSIHUM,  TNPUBOIAIIMNA K  (QOPMHUpPOBAHUIO  CTOIN-KOJIOHA U
npexaeBpeMeHHo TtepmuHanuu - TpaHcisiiuu - p.(Tyr139Ter). Bapuant
PaCIIOJIOKEH B CIA0OKOHCEPBATHUBHOW MO3UIMM W BEPOSITHO TMPUBOJIUT K
notepe GYHKIIMU COOTBETCTBYIOIIEH Komuu TeHa. [lo coBokymHOCTH
CBEJCHUMN, HaAWJEHHbII BapuaHT ObUI pacUEeHEH Kak BapuaHT C
HEONPEEIICHHON KIIMHUYECKOU 3HAYMMOCTHIO.

B asrycre 2023r. mo pe3yabTaraMm MOJIEKYJISPHO-TEHETUUECKOIO
oOclieIoBaHUsl TPOBEJICHA KOHCYyJIbTallUsl Bpada-reHeTuka: Hapyienue
yriieBoAHOro oOMeHa. HapyuieHue TonepaHTHOCTH K Titoko3e. CaxapHbIid
muabet Tun MODY4 BeposiTHBIN. B nanbHeiemM npoBeaeHo MOATBEPKICHNE
MyTaluu, BbIsIBIEHHOM Npu NGS cekBeHupoBaHuem o CiHrepy y TpUO
(mpoGaHa, MaTh, OTel). Y OTIa METOJOM IIPSMOr0 aBTOMAaTHYECKOTO
CEKBEHUPOBAHMS BBIABICHA HyKJIeoTuaHas 3ameHa (c.417C> G) B
TE€TEPO3UTOTHOM COCTOSIHMM, KaK y mpoOaHja. Y OTiia MaiueHTa no JaHHbIM
NOPTAaTUBHOIO TJIIOKOMETpa KoJieOaHUs! TJIMKEMUU B T€UEHUE CyToK 7,5 -9,8
MMOJIb/N1. [ TUKUpOBaHHBIM reMOTTIOONH Yy OTIIa MAallMeHTa He UCCIIE0BAICS.

[Ipy MOBTOPHOI TOCHUTAIU3ALUU MAIUEHTA B SHJIOKPUHOJIOTHYECKOE
otaenenne OI'bY «DHKI] nereli u nogpoctkoB ®MBA Poccun» B 2024r.
OTMEUEHO TOBBIIICHUE TIMKUPOBAHHOTO TeMoTIo0nHa 110 6,32 %. YpoBeHb C-
nentuga - 2,06 ar/mn (1 1,1-4,4), 94TO CBUAETENBCTBYET O COXPaHHOMN
CEKpelnHy MHCYJINHA. MUKpoalbOyMHH B MOUe (pa3oBas mopiusi) - 4,9 mr/mi (1
1m0 19,0). Ans6ymun-kpeatunnnoBoe cooTHotieHue (ACR) - 0,20 mr/Mmmob
(H# go 3,0). YuuThiBasg AaHHBIE MEIMIMHCKON JUTEpaTypbl, B paMKax
CKpUHMHTa MUKPOCOCYJIMCTHIX OCJIOKHEHUN caxapHOro auabera mpoBejicHa
olleHKa (PuiIbTpallmOHHOM (QYHKIIMU MOYEK: YPOBEHb KpeaTuHuHa 87,95
MkMOIIb/1, pCK® (o dopmyne [IBapua) 80 mn/mun/1,73M2, cooTHOLIEHKE
anbOyMUH/KpeaTUHUH B pa3oBod nopiuud mouu 0,3 Mr/mMmonb. JlaHHBIX 3a
MMa0eTUYecKyr0 HedpomaTuio He BbIsiBIeHO. [laneHT Obul OCMOTpEH
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0(TAIbMOJIOTOM: JIaHHBIX 3a JUA0CTHYECKYI0 PETHHOMATHIO HE IMOJYyYEHO,
PEKOMEHI0BAHO JUHAMHUUECKOE HAOIIOICHUE.

3a BpeMs HaXOXJCHUS B OT/ICJICHUH TJIMKEMUSI B TE€UEHUE CYTOK Obla B
mpejenax 1ejieBbIX 3HAaUeHUH: HAaToIIakK 5,5 - 6,5 MMOJIB/JT; MOCTIIPAaHIHAITBHO
no 7,8-8,5 MMOB/N; THUNO- WM THUIMEPIIIMKEMHN HE 3aperucTPHPOBAHO.
YuuThiBas TMoOKazaTeNM TJIUKEMHYECKOro mnpoduiss B OTACICHUU U
KOMIICHCAIIUIO YTJIEBOAHOTO OOMEHa, CaXapOCHMXKaloIas Tepanus He
Ha3Hayajlachb. PeKOMeHJ0BaHa Jue€Ta C OrPAaHUYCHUEM JIETKOYCBOSIEMBIX
YIJI€BOAOB, PETYJISAPHBIA CAMOKOHTPOJIb TJIMKEMUM B JIOMAIIIHUX YCIIOBUSAX HE
MeHee | pasza B CyTKM B pa3HOE€ BpeMs, KOHTPOJb TJIUKUPOBAHHOIO
remornmoomHna 1 pa3 B 3 Mecslla, aHaguM3 Ha  COOTHOIIEHHUE
anTbOyMHUH/KpPEaTHHUH B YTPEHHEH MOpIMM MOYM — HE pexe 1 pasza B roj,
peryispHoe HaboeHre 0pTaIbMOJI0Ta, HEBPOJIOTa, SHIOKPHHOJIOTA.

Cnmcok Jureparypbl
1.  S.S.Fajans, G.I.Bell, K.S.Polonsky. "Molecular mechanisms and clinical
pathophysiology of maturity-onset diabetes of the young". N. Engl. J. Med.
345 (13): 971-80.
2. WM. Jenos, B.A.IlerepkoBa. JleTckast S3HAOKPHUHOIOTHA. PyKOBOACTBO
s Bpaueit, 2006r., ctp.584.
3.  @epnepanbHble KIMHUYECKUE PEKOMEHIAIMU (ITPOTOKOJIBI) IO BEJICHUIO
neTerd ¢ SHAOKpUHHBIMH 3aOosieBanusmu. [lox pemaknumert U.U.Jlemosa,
B.A.IlerepkoBomu, 2014r., cTp.71.

PEJIKOE COYETAHME BOJIE3HU KPOHA N
BUJUIEBPAHJIA Y TIOJPOCTKA C NO3JJHEA TUATHOCTHKOM
(KIMHUYECKOE HABJIFOJIEHHUE)

D.U. Anuesa "*3., A.B. UBanmosa'
IPI'BY « ®HKI] 0emeii u noopocmxkos @®MBA Poccuuy, 2. Mockea,
Poccus;
? Kagheopa neouampuu u oemckoui xupypeuu @I'EY MBY UHO ®I'BY
T'HI] ®MBI] um. A.A. Bypnazana ®MbA Poccuu, e. Mockea, Poccusi;
3 Kagheopa neouampuu PI'BY Axademus nocmouniomuo2o
oopazosanus OI'BY OHKI] ®MFBA Poccuu, Mockea

BBenenue: bonesnr Kpona (BK) — XpoHnueckoe-peruanBUpyrone
3a00JIeBaHUE KEIYJOUYHO-KHUILIEYHOTO TpaKTa HESICHOM HSTHOJOTUU C
TpaHCMYypajbHBIM, CETMEHTapHBIM, TPAaHYJIEMATO3HBIM  BOCIAJICHUEM,
XapaKTepU3yeTcsl MPOrPECCUPYIONTUM TEUCHUEM U OCTIOKHEHUSIMU (MECTHbBIC
u cuctemusie). Pactipoctpanennocts bK nocturaer 322 na 100 000 yenosek.
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bone3ns  Bumneopanga (bB) —  HacineacTBeHHass — KoaryJionatus,
00yCJIOBIIEHHAsI CHUKEHUEM KOJIMYECTBA UK HapylIeHneM QyHKIHH ¢hakTopa
Bunnebpanna CBEPTHIBAEMOCTH KpPOBH, 4TO XapaKTepU3yeTcs
BO3HHKHOBEHUEM 3IH30IMUYECKUX CIIOHTAHHBIX KpoBOTeUeHH. bB Hanbomnee
pacrpocTpaHEHHasl HAaClIEACTBEHHAsl KoaryionaTtusi u Bcrpedaercs y 0,5-1%
HAaCEeJICHHUS.

VYuuThIBast CI0KHOE BIUSHUE JBYX 3a00JIEBaHUIN HA CUCTEMY TeMOCTa3a,
JTMAarHOCTUKA U JIeueHHe OOJBLHOIO MpecTaBisieT cinoxxknoctu. [Ipu bonesnu
Kpona ormeuaeTcsi CKIIOHHOCTh K TPOMOOAMOOINYECKUM OCIIOKHEHUSM (13-
3a CHCTEMHOI'O0 BOCHAJEHHUSA), 3a CUET IMOBBIIMICHHS B KpPOBU (HaKTOPOB
CBEpPTHIBAEMOCTH, MOBPEXKACHUS COCYAUCTOM CTEHKH, a TaKXKe 3a CYET
moO0YHBIX A(PPEKTOB NPUMEHEHHS JEKApCTBEHHBIX TpemaparoB. [lpu
bonesnn BunneOpanma oTMedaeTcs TUIOKOAryJsalus, 3a cyUeT AeuIuTa
dakTopa Buniebpanma, 4To MOXET MPUBECTH K CIOHTAHHBIM >KEIYJOYHO-
KUIICYHBIM KPOBOTCUCHUSIM.

B npencraBieHHOM HaMM KJIMHUYECKOM CJIydae BbIIICYKa3aHHbIC
(dbakTOpbl MIPUBEIIU K MO3IHEN TUArHOCTUKHU COUYETaHUE JABYX 3a00JICBaHUM.

Panee Hamu ObLIM COOOIIEHBI KJIMHUYECKUE CIIydyah COYETaHUs
S3BEHHOTO KOJIUTA C TshKenoi dhopmoit remodunuu A y nerer « Knmuanueckoe
HaOmoaeHue. Coueranne HECMEMUMUIECKOTO SI3BEHHOTO KOJIUTA C TSHKEI0M
dbopmoii remodpuauu A y nereit. 3.1. Anmmesa, . B.IToxmyOHbII.

Coueranus BK u BB y gereil B oTed4ecTBEHHOW JHMTEpaType Hamu
00Hapy>KeHbI HE OBLIIH.

Kiannudeckoe HaoOawoaeHne: PeOeHOK ToCTynuia B OTACICHHUE
ractposnreposorun OI'bY OHKI] nereit m noapoctkoB ®MBA Poccuu ¢
*ajno0aMu TpUMECH KpPOBU B CTylie, snu3oAamMu 0ojieil B JKUBOTE,
o0pa3oBaHusl B MEpUAHAIIBHOW 00JIACTU C 11€JIbI0 00CIIeI0BaHuUs, YTOUHEHUS
JIMAarHO3a U KOPPEKINU TEPaIHH.

[Ipu nmocrymieHur OECHNOKOWUIIM >KAJIOObl HA M3MEHEHUE YacTOThl U
XapakTepa CTyjla, IOPUMECh KPOBU B CTyJIe, THOMHOE OTHACISIEMOE W3
IOCTONIEPALMOHHOM PaHBbI.

O0bexkTBHOE cocTosiHue: COCTOSHUE CpEHEW CTENEHU TSKECTH.
OtmMmeyanach 0JIETHOCTh KOXKHBIX MOKPOBOB, Ha MEpPeIHEN TPyIHON KIIETKH,
HIDKHUX KOHEYHOCTSIX MHOYKECTBEHHBIE H3KXUMO3bl. Pe3ynbTaThl OLICHKH
COCTOSIHHSI OpPTaHOB TWIIEBApeHUs: SI3bIK 00JI0)K€H O€JIOM HaJETOM IO
cnuHke. JKUBOT MATKuii, 0€300J€3HEHHBIN, TOCTYNEH TIIyOOKON manbHaiuu
BO Bcex otnenax. Ilampmanus opraHoB OprOIIHOM IMOJOCTH 0e300JIe3HEHHA.
[leuenb He yBenMUEHA, ceNie3eHKA He nanbnupyercs. OlieHKa xapakTepa cTyJia
U KPaTHOCTU JeeKkaru: co cioB (MaueHTa) peryaspHbIi, oQOopMIICHHBIHI
(no bpucrtonbckoil mkane Tui 4,5), 31306l IPUMECH KPOBH B CTYJIE 10 3 ML
JlokanbHBIA CTaTyC: B TMepuUaHalbHONM oOnmacth Ha 4-5 4  yCIOBHOTO
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nudepobaaTa (00gacTh IMOCICONEPAITMOHHOTO TIOJNS - MCCEUCHHUS CBUIIA)
ompenensieTcss TiayOokuil AedeKT MATKUX TKaHed, OoJIe3HEeHHas TNpH
najbIaluK, CKyJJHOE THOWHOE OTAEIsIEMOE.

Anamnue3 xu3Hm: Peb6éHok oT 1 GepemMeHHOCTH, TpOTEKaBIIEH Oe3
ocobenHocteil. Poapl 1, Ha 34 Henmenu. Macca tema mpu poxaenun 2810
rpamMm. [{nunHa Tena npu poxaenuu 54 cm. Ouenka no mkaine APGAR 6/7
o0awoB. [lopoku pazButus: otpuniaer. PogoBast TpaBma: otpuiiaet. ['pynHoe
BCKapMJIMBaHHE HE MPOBOJUIOCK. [ICHXOMOTOpHOE pa3BUTHE HA TIEPBOM T'OY
KW3HU TI0  Bo3pacty. Ilepenecennnie  3a0oneBanus: OPU, BerpsHas
ocna. TpaBm He obu10. Onepanuu - TMarHoCTUYECKast JanapoCKOIus,
napaymOmiIukaabHas — MuHMIanaporomus (17.01.2023  ropma), BCKpBITHE,
nperaupoBanue admecca (28.08.2023 roxa), ncceueHUE CBHINA MATKUX TKaHEH
NepUaHaIbHOU oOnacTu (20.12.2023 rona). HacrnencrBeHHOCTH 11O
OCHOBHOMY 3a00JICBaHUIO HE OTsToIeHa. BakimHaus mo nHAUBUIY AIbBHOMY
KaJleHJapio (IpUBUBOYHBIN cepTUUKAT Mpuiaraercs). AjuieproaHaMHes3 He
OTSTOIIICH.

Anamue3 :xu3Hu: PeOCHOK ¢ paHHETro JIETCKOIro Bo3pacTa HabJIrogaeTcs
y TreMarojiora ¢ JaMarHo3oM — boisesHp BuieOpanaa, HaxoguTcs Ha
MOCTOSIHHOM 3aMECTUTENHHOM Tepanmuu npemnaparoM (GakTOpOB CBEPTHIBAHUS
kpoBH (VII u Bunebpanne) Bunare.

C 2020 roga y pebeHKa OTMEUYAIOTCS SMU30/bl IPUMECH KPOBH B CTYJIE.
B 2020 roay BO BpeMsi MPOXOKICHUS CTAIIMOHAPHOIO JICUCHUS B OTJCIICHUE
reMaToJIoruu ObUIO MPOBeNeHO oOcienoBanue. KommneroTepHas Tomorpadus
opranoB OpromHOW mosoctu (ot 04.01.2020 rTOmA) — TPU3HAKHU
nmuMdoaseHonaTuu  OPIOITHOM TMOJIOCTH, 3a0PIONIMHHOTO IMPOCTPAHCTBA.
330daroracrpoayonenockonus (ot 05.01.2020 roga) — 3HIOCKONMUYECKHE
MPU3HAKU TAHTaCTPUTA C KOCBEHHBIC NMpu3Haku H.p.-uHdekuu, 1yoaeHura,
IyOJICHO-TaCTpaibHOTO  peiirokca,  NPU3HAKOB  KPOBOTCUCHUS B
OCMOTPEHHBIX OTJI€JaX HE BBISBJICHO (CIM3UCTas Tela >KEIyJKa HESPKO
TUIIEPEMHUPOBaHA, OTE€YHA, penbedHa; B aHTPATHLHOM OTAENC BBIPAKEHHBIN
OTEK C HAJIMYMEM MHOXKECTBEHHBIX IUIOCKMX BBIOYXaHUN W €IMHUYHBIX
CyOdsIUTENANBHBIX TeMOpparuii; JykoBulia 12 m.K pwIxjias, OTE€YHas, B
nocTOyIbOApHBIX OTHENaX CIM3UCTas TUIIEPEMUpOBaHA). AHAIM3 Kaja Ha
ckpbiTyto KpoBb (0T 09.01.2020 roma) — mMOJOXKUTEIBHBINA. YUYHUTHIBas
SHJOCKOIMYECKYI0 KapTUHY Mpu oneHku BepxHux oTaenoB JXKT Obuta
Ha3Ha4Y€Ha TacCTPONPOTEKTOPHAsT Tepamnus. DHIAOCKONMWYECKUN KOHTPOJIb
MOCJIE 3aBEPIICHUS Kypca raCTpONPOTEKTOPHOM Tepanuu He TPOBOIUIICS.

B nos6pe 2022 rosia B CBSI3U C MOSIBICHUEM MPUMECU KPOBU B CTYIIE,
peOEHOK ObUT TOCHUTAIU3UPOBAH B XUPYPTHUECKOE OTJIENIEHUE, Tjie ObLIO
MPOBEJICHO KOMIUJIEKCHOE 0O0CIie/IoBaHUE. YIIbTPa3BYKOBOE HCCIIEAOBAHUE
opraHoB OpromHo# monoctd (ot 28.11.2022 roma) — TPU3HAKHK
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HE3HAYUTEIbHOM JUCXOJIUM, JUHAMUYECKUX U3MEHEHHUM KUIICYHUKA,
YBEIIMUYEHHE JTMHENHBIX pa3MepoB reueHu. Pekrocurmockonus (ot 29.11.2022
roga) — (OUIMKYJISIpHO-TEMOpparudeckas KoJjionaTus (MHOXECTBEHHbBIC
OKpyryoi (opMbl (OJUTUKYIBI, C BTIHYTHIMA BEPXYIIKAMH, HA €IMHUYHBIX
BbIOyXaHusax nerexur). DI JIC (ot 01.12.2022 roga) — 3pO3UBHBIN TacTPUT,
APO3UBHBIN OynbOUT (CTEHKM NPUBpPATHUKA JKEIyAKa YTOJIIIEHBl C
CAMHUYHBIMUA IUIOCKHUMHU 3pO3USIMH 2 MM; JyKOBUUA 12 ML.K. ciau3ucTas
PO30Basi C €AMHUYHBIMU TOUEUHBIMU 3PO3USIMHU, pbixiias). KomoHockomnus (0T
01.12.2022 ropa) — maTtojiorMM HE BbISIBIEHO. Tak ke Oblla Ha3HayeHa
racTponporeTkopHas Tepanus. [lOBTOpHBIA 3NHU304 NOPUMECH KpPOBU B
cTyJsie oTMeualcs B gekadpe 2022 roga. Y3U opranoB OproIIHOM MOJOCTH (OT
11.12.2022 roma) — mpuU3HAKK TEepMHHAIBHOTO wieuta. Y3M opraHoB
opromHoi monoctu (ot 15.12.2022 roma) — mNpU3HAKK CTPYKTYPHBIX
U3MEHEHUM OTCYHO-WH(UIBTPATUBHOTO XapaKTepa CTEHKH TEPMHHAILHOTO
OT/ieJIa TOJB3JOIIHOM KHUIIKH, KyMoJia CJENONW KHUIIKUA, OayrmHUEeBOU
3aCJIOHKH, Me3eHTepuaibHou mumdpaneHonatuu. AT k Saccharomyces
ctrevisiae-ASCA-IgA, G (ot 26.12.2022 roma) — oOHapyxeHo. bbina
MpoOBeJIcHa CHUHTUrpadusi — TMpU MNPOBEJACHUE 3alO0/I03PEH aHTMOMAaTOo3
kumeyHuka. B suBape 2023 rona BHOBb OOpallleHHE MO MOBOJY 3MH3010M
npuMecu KpoBH B cryse. 17.01.2023 roja Oblia BBINOJIHEHA TIMArHOCTUYECKAs
JanapoCKomusi, MapayMOWIMKaNbHAs  MUHWJIANApPOTOMHUSA,  TOCIIONHAs
OWoOTICHS TOJB3JOIIHON M Tolled KUIKH. [lo maHHBEIM MOpP(OIOTHIECKOTO

oOcneqoBaHUsi — KapTHHA MOXET COOTBETCTBOBATH Mab(OpMAITHH
auM@aTHIECKX COCYIOB, MHUKPOKHCTO3HOW ¢dopme. Ilo pesynmpTaTam
IIPOBEICHHBIX OO0CIIEIOBaHW OBLI BBICTABJICH JWAar€Ho3 — AHIHOMAaTo3

KUIIICUHUKA, peOeHoK HaOmronancs amOynaTtopHo. 26.05.2023 ropa mocine
CTPECCOBOTO COCTOSIHUS (PEOSHOK yIai JoMa ¢ BEICOTHI COOCTBEHHOTO POCTA)
Mocjie 4Yero B CTyJie NOsBUJIach KpOBb, B OoJbpimioM o0O0beme. bbin
TOCIUTAIU3UPOBAH B OTAEJICHUE T'eMaTOJIOTUH, MPOBEIACHA 3aMEeCTUTEIbHAs
reMocTaTuueckas Tepamnus (pakTopoM cBepThiBaeMOCTH. Jlanee MmpoBeneHo
obcnenoBanue. Y3U opranoB OpromHoOM mosoctu (ot 27.05.2023 rona) -
NPU3HAKA  BBIPAXEHHBIX JTU(GQY3HBIX HU3MEHEHHUH CTEHOK TOJICTOrO
KHUIIIEYHUKA (MPU3HAKU KOJIMTA CETMEHTAPHOIO XapakTepa), ME3aJICHWT.
JlaHHOE COCTOSTHME Ha TOT MOMEHT He OBIJIO MHTEPIIETUPOBAaHA KaK TEUCHHE
BOCHAIUTENbHBIX 3a00sieBaHUM KHIIIEYHUKA. brina Ha3HAauYCHa
NPOTUBONPOTO30kHas Tepanus (MeTpoHuaa3on).

B aBrycre 2023 rojma manueHT 3aMeTHII 0OJIe3HEHHOE 00pa3oBaHUE B
o0jacTu aHyca C THOWHBIM OTHAENSEMbIM. bbIT TrocnuTanu3upoBaH B
XHpyprudeckoe otaenenue. [Ipu ocMoTpe XupypromM: B MoJOXKeHHE JExKa Ha
CIMHE MPOMEXHOCTb YHCTas, aHyC COMKHYT, Ha 6 yacax YCJIOBHOIO
uudepbnara omnpenensiercs uHbUIbTpaT pasmepom 20x30 MM, pe3ko
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OOJIE3HEHHBI MpU MabHalMU, CUMIOTOM (DIIIOKTyallMd TMOJOKUTEIbHBIN,
KOKa HaJl HUM TrurnepeMupoBaHa. ¥Y3M MITKMX TKaHEW BBISBWIO NMPU3HAKU
OTTPAaHUYEHHOTO JKUJIKOCTHOIO 00pa3oBaHUsl TMepUaHAIbHOM oOnacTu
(mapanpoKTHUT), peKTayibHbIi cBUll. 28.08.2023 roma npoBe€HO ONEPATUBHOE
JeYeHHWEe —  BCKpBITHE, JIpeHUpOBaHME abllecca W  Ha3HA4YeHa
aHTuOakTepuanbHas Tepanus. B pekabpe 2023 rojaa moBTOPHO MOSIBUIACH
00J1b, THOMHOE M IeMOpparuvyeckoe OTAessieMoe M3 obiacth aHyca. bbuia
MpoBeieHa KOHTpacTHas npsamas ¢uctynorpadus (ot 19.12.2023 roga), rae
BBIABJICH TapapekTtaibHbiii  cBuil. 20.12.2023 roma ObUIO MOPOBEACHO
ONEPATUBHOE JICUEHHE — MCCEUYEHUE CBUILA MSATKUX TKaHEW NMepUuaHalIbHOU
obOnactu. I[locieonepallMOHHBIN TEepUOA TOJNyYall aHTHOAKTEPUATbHYIO
Tepanuio (MeTpoHnaazon, AMOKCUIIILINH).

[Tocne BBIMUCKY U3 cTallMOHApa OTMEYAINCH TOBTOPHBIE KPOBOTEUECHUS
U3 TIOCJICONIEPAIIMOHHHON paHbl, B CBA3M C Y€M ObUI TOCIHUTAIM3UPOBAH B
reMaToJIOTUYECKOe  OTIEJIEeHHe, TIJe MPOBOAMIACH  3aMECTUTEIbHad,
reMocTaTuueckass Tepanus. B MeXrocnuTanbHbBI NEpHoa  OECIIOKOWIIN:
Heo(pOPMIICHHBIHN CTYJ 2-3 pa3a B A€Hb C IPOXKUIKAMU KPOBU U CIIU3H.

B Hos0pe 2024 roma BO BpeMs IUIAHOBOIO OOCJEIOBaHUS B
reMaToJIOTUYECKOM OT/AEJICHHE, B CBSI3W C T[OBTOPHBIMH 3MHU30JaMU
remaroxe3uu, BbIsABIEHBI: 1Mo jJaHHbIM OI'JIC (ot 17.11.2024 roma) —
APO3UBHBIN OyJIBOUT, SPO3UBHBIN TacTPUT (CIU3UCTAS KEIYAKA YMEPEHHO
OTE€YHA, COCYJIUCTBIA PUCYHOK ONPEAENSIETCS HEUETKO; B MPENUIOPUIECKOM
OT/ieJie CKJIQJIKU YTOJIIEHbI C HATMYUEM €IMHUYHON adTOnoa00HON 3po3uun
Ha BepIIMHEe mocieaHel, pasmepom 10 0,3 cM, C TOYSYHBIM HAJIETOM OEJI0TO
¢bubpuHa), mo gaHHBIM KoJioHOockoruu (0T 17.11.2024 ronma) — s3BEHHBIN
WUJIEUuT, OayTrMHHUT, SPO3UBHO-S3BEHHBIM KOJUT (TEPMUHAIBHBIA OTAEN
NOJB3/JOIIHOM KHILIKH, CIM3UCTas oOTeuHas, JedopMupoBaHa 3a CYET
MHO>KECTBEHHBIX, MPEUMYIIIECTBEHHO MPOJOJbHBIX S3B-TPEIIUH, MOKPBITHIX
HajneToB (UOpUMHA U BSI3KO CJIU3HM; MEXKIY SI3BaMU  OMNPEIESIOTCS
KOHYCOBHUJHOM W TOJYIIAPOBUIHON (POPMBI MCEBIAOMOIUIIBI, HEKOTOPHIE U3
KOTOPBIX ¢ HANETOM (PuOpHHA MO BEpXyIllIKaM; OayriHUEBa 3aCJIOHKA TaK K€
rpy6o aedhopMHUpOBaHa 3a CUET CIMBHBIX W3bSBICHHUH, MOKPHITHIX HAJIETOM
¢ubprHa U TICEBAOIOJMUIIOM Ha CY>KEHHOM OCHOBAaHHMH IO BEPXHEMY Kpalo;
CJIM3UCTAsl BO BCEX OTJENAX TOJICTOM KUILKHU [MaCTO3HAsl, TJ1aJIKasi, COCYIUCThIN
PUCYHOK HEYETKHUW, MECTaMH HE ONPEACIAITCS; B TMOIMNEPEYHOH U
CUTMOBHUJIHOW KHIIIKE Ha JOCTYIHBIX OCMOTPY YYacTKax OIpeaesstoTCs
eauHuYHble adTONOJO00HBIE SPO3UM U S3Bbl IMOJUTOHAILHOU (POPMBI,
pazmepom otT 0,3 110 0,5 cM, OKPHITHIX (PUOPUHOM U BEHUMKOM THIIEPEMUU 11O
nepudepun). I1lo naHHBIM JTaOOPATOPHBIX HCCIIENOBAaHUN - aHEMUSI CpeJIHEH
CTerneHu TsixecTu (MuHUMalbHO 10 Hb 70 r/11), BocnanutenbHasi akTUBHOCTh
(TpombOonnTo3, moBbiieHue COD), Tak *Ke OTMEYAIOCh PE3KOe CHIKEHHUE
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CBIBOPOTOYHOTO JKejie3a MHUHUMalbHO 10 1,2 Mkmonb/n. B otrnenenue
MPOBOJIUTIACH,  3aMECTUTENIbHAS TeMocTaThuueckas Tepanus (HakTopom
ceepthiBaeMoct (VIII+dakrop BumneOpannma), 3amecTuTeNnbHas Tepamus
npenaparamu kene3a. [lo pesyiapTaTamM TPOBEACHHOTO OOCIIEIOBAHMUS
pebeHOK ObUT MPOKOHCYJIBTUPOBAH TacCTPOIHTEPOJIOroM. bbluia Ha3HaueHa
poTUBOBOCTANIUTENbHAs Tepanus npenapatamu 5-ACK (Mecanazun) 4000
MI/CYT, TacTpornpoTekTopHas Tepanusi (Amomunus ¢ocdar, Omenpason). B
nekabpe 2024 roma peOCHOK  TOCHUTAIIU3UPOBAH B OTJICJICHUE
racTposHtepojoruv. B orneneHue ObL1o mpoBeneHO oOcienoBanue. Y3U
opranoB OprouHo# nonoctu (0T 23.12.2024 roga) — npu3HaKU CTPYKTYPHBIX
U3MEHEHU TEPMUHAIBHOTO OTJENa MOJAB3IOLIHON KHWIIKH, TUHAMUYECKHX
HapylIeHUN KUIIEYHUKA (IUCTAIBHBIN OTAEIN MOJIB3IOITHON KUILKU yTOJIIEH
no 6 mm, pocBeT He cyxkeH). KT opranoB rpyaHoit kierku (ot 25.12.2024
rojia) — JIaHHBIX 3a HAJIMYHUE OYArOBBIX U MHOWIBTPATUBHBIX U3MEHECHHUU HE
BBISIBJICHO, YMEPEHHAsI KOJIMUYEeCTBEHHAsI TUMQOoaJeHONaTHs, MaJIbIi BBINOT B
nepukapzae. 2XO-KI (ot 26.12.2024 roga) — kaMmepsbl cepJlia He yBEIUYECHBI,
TEOMETPUS JIEBOTO KeIyJIouka OObIUHAsl, MPU3HAKOB TUNEPTPODUHN JEBOTO
KETyJlouKa HET, IMO0Ka3aTelu COKPATUTEIbHOM CIIOCOOHOCTH  JIEBOTO
xenyaouka B HopMme, DB 60%, KUIKOCTh B MEpPUKAPJIC HE ONIpeessercs,
AXOMPU3HAKOB JIETOYHOW TrunepreH3uu HeT. [lo naHHbIM 1a0OpaTOpPHBIX
WCCIeNOBaHUM — aHemusi Jerkol cremenn Tsokectd (Hb 109 r/m),
OCTPOBOCHAIMUTENbHBIX HM3MEHEHHM HE ObUIO, OTMEYaJoCh CHIDKCHHE
CBIBOPOTOYHOTO 3kene3a A0 3,6 mMmoib/in. Ilo pesynbraTaM NpOBEIEHHBIX
oOcnenoBaHusi peOCHKY BbICTaBlIeH auarHo3 — bone3ns Kpona BepxHux
OT/ICJIOB MHUILEBAPTEIHHOTO TpakTa (dPO3UBHBIM TacTPUT, IPO3UBHBIN
OyJIbOUT), TOHKOW U TOJICTOM KUIIKU (SI3BEHHBINA UIIEUT, OAYTUHUT, IPO3UBHO-
S3BEHHBIN KOJIUT), CBUIIIEBask popma, Hu3Kas creneHb aktuBHocTu (PCDAI 15
O0ayu1oB). bella Ha3HAUYE€HA MPOTUBOBOCTIAIMTEIbHAS TEPAIUs MpernapaTamMmu S-
ACK 4000 mr/cyt (50 Mr/Kr), MMMYHOCYTIPECCUBHASI TEPAIUSI IUTOCTATUKAMHU
(Azatmonpun) 50 wr/cyt, racTporpotrekTopHas Tepanus (Owmemnpaszon,
Amomunus Qodcar). Ha QoHe mnpoBoaumoil Tepanuu BbIPAXKEHHOU
MOJIOKUTENIPHON TUHAMUKHU HE OTMEYaIOCh.

Bnepseie B ornenenue ractposdnteposnorun OI'bY OHKI] nmerent un
noapoctkoB ®MBA Poccun npoxoawn oocnenoBanue B ssuBape 2025 rona.

B ornmenenue Obuin TpoOBeNEHBI  OOCIENOBaHUSA, IO JIaHHBIM
Ja00OpAaTOPHBIX  HMCCIICIOBAHUSIM  BBISIBJICHBI CJICAYIONIUE HW3MEHEHUS -
TUIIOXPOMHAsl, HOPMOIIMTApHAsi aHEeMHsl JIETKOM CTEeNeHUu YMEpeHHas
BOCHAJIMTENbHAsT aKTUBHOCTH, B Bujc moBbimieHue CPb nmo 12,49 wmr/m,
CHIDKEHHE CBIBOPOTOYHOro xkeieza A0 3,08 wmmonw/n. Ilo  gaHHBIM
KOaryJjorpaMMbl OTMEUYAJIOCh HOpMalibHOe cojepxkanue Qakropa VII,
oCTaJIbHbIE TTOKa3aTenu 06e3 oTkIoHeHui. Y3 opraHoB OPrOITHOM MOJIOCTH -
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MIPU3HAKKU: YMEPEHHBIX PEAKTUBHBIX U3MEHEHUN B MEYEHU, MOIKEITYJOUHOM
KEJIE3€ U CEJIE3ECHKE, YBEIIMUCHHUS JIMHEMHBIX Pa3MEpPOB MEUEHHU, YBEIUUEHUS
Me3eHTepuanbHbiX J/y3moB, Y3U kumeununka (ot 16.01.2025 rona) -
MPU3HAKU: TUCPYHKIIMN KAIIEYHUKA C MPU3HAKAMH CTPYKTYPHBIX U3MEHEHUN
Ha OTJAEJIbHBIX yYaCTKaX TEPMUHAIBHOTO OTHEJIa MOAB3AOIIHOW KUIIKH U
TOJICTOTO KUIIIEYHUKA, YBEIUUYCHUS ME3CHTEPUaAIbHbIX J1/y3710B. ¥Y3U Msarkux
TKaHel TnepuaHaibHOM oOnactu (ot 17.01.2025 roma) - B aHamHese
OTIEpaTUBHOE JICYCHUE MO MOBOJAY MapapekTaibHoro cuia (B 2023 roxay),
MIPU3HAKOB JIOMOJHUTEIBHBIX MATOJOTMYECKUX OOpa30BaHW Ha MOMEHT
OCMOTpa He ompenaenserca. Tak ke ObUI0 TOJYYeHO THCTOJIOTHYECKOTO
3aKJII0YEHUS] OMOTICMITHOTO MaTepuayia (JIeCTHUYHAs OMOICHS KUIICUHHKA):
MOP(OJIOTHYECKUE W3MEHEHUS B TOJB3JOIIHON KHIIKE, C Yy4eTOM
OOHapy>XCHHsSI TPaHyJIAIMOHHOW TKaHHW, CBHUJETEIbCTBYIOT B TMOJb3Y
SI3BEHHOTO WJIEUTa, XPOHUYECKUM OYaroBBIM aKTUBHBIN SPO3UBHBIN KOJIUT;
OOHapy>KeHHbIE  MOP(OJIOTUYECKHE  U3MEHEHUS]  HOCAT  TSDKEJbIN
BOCIAJIUTEIILHO-JIECTPYKTUBHBIN  XapakTep B TOJB3JIONIHON KHIIKE U
O4aroBbIl YMEPEHHO BBIPAKEHHBIN DPO3UBHBIA BOCIAIUTENBHBIN IPOLIECC
O0OHapy>KMUBAETCS B TOJCTOM KHUIIKE, OTMEYAETCSl 0YaroBasi TMCTUOIUTApHAs
peakuusi ¢ (QOpMUpPOBAHWEM OTIEIBHBIX MUKPOSPAHYIeM, B OuomTarax
CIM3UCTON OO0OJIOYKH TMOJB3JOIIHON KHUIIKK OOHAPYKUBAIOTCS KPYITHBIE
CKOILUICHHSI TPAHYJISILIMOHHON TKAHU U CKOTUIEHUSI HEKPOTHUYECKOTO JIETPUTA U
(bUOPHUHO3ZHO-TIEHKOIIMTAPHOTO JKCCyJaTa; OMOMTAThl CIU3UCTONH O000JI0YKHU
TOJICTOM KUIIIKH C HEPOBHOM MOBEPXHOCTHIO U 04aroBou iepopmarieit Kpumr
W pereHepanuu; B COOCTBEHHON IUIACTUHKE TIUIOTHOCTh KJIETOYHOTO
uH(MIbTpaTa HEPABHOMEPHO MOBBIIICHA, B COCTAaB OTMEUYAETCSI TTOBBIIIEHHOE
COJIEp’KAaHME IA3MAaTUYECKUX KIIETOK, MOSIBJIEHUE JIENKOIUTOB U OTIEJIbHbBIE
MEJIKHE CKOIUICHHS THUCTHUOIUTOB, (OPMUPYIONIUX OJMHOYHBIC MEJIKHE
CKOIUICHMS, MEJIKUE YYaCTKH TPaHYJISIOHHOW TKaHU; OOHApyXUBaKOTCS
KpyIHbIE JTUM(DOUIHBIE CKOTIIICHUSI. BBIsIBIEHHBIE U3BMEHEHUSI COOTBETCTBYIOT
nposiBieHusiM bK.

[To pe3ynpraram KIMHUKO-aHAMHECTUYECKUX JAHHBIX, MPOBEIECHHOIO
oOcneoBaHus B OT/ENeHUE peOeHKY ObLT MOATBEPXKACH AUArHo3 - bone3Hs
Kpona, couetannoe nopaxenune Bepxuux oraeinoB KKT, TOHKOW U ToscTOMN
KUIIIKY, cBUIIEBas ¢dopma, ymepeHHas aktuBHOCTH (PCDAI 22,5 Gamion),
HEIMPEPHIBHOE TEYEHUE, OCIOKHEHUS OCHOBHOTI'O
3a0oneBanus: [Tapapekranbubiii cBuml, CoOCTOSHHUE TOCJE ONEPATUBHOTO
JICUEHUE IO IMIOBOJY UCCEYECHUE CBHUINA MITKMX TKaHEH IEpUaHAIbHON
oomactu ot 20.12.2023 roma, AHEMHS CMEIIAHHOT'O I'eHe3a JIETKOM CTEICHHU
TSOKECTH, XPOHUYECKass  TpeIIMHA  3aJHEro  IPOXOJa, CONMYTCTBYIOIINE
3aboneBanusi: bonesnp BumieOpanna.
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B oTtnenenne ¢ menp0 MPOPUIAKTAKH BTOPUYHONW HWHGEKIUH U
OCIIO)KHEHUH  MPOBOAWIACH aHTHOAKTepUalibHAas  Tepamusi,  C LEJbIo
BOCIIOJIHCHHS JleumuTa >Kejie3a MPOBOAMIACH 3aMECTUTEIbHAS  TEparTus
mpenaparaMu  Jkenesa. Tak ke  ObUI0  PEKOMEHJIOBAHO MPOJIOJDKUTH
MPOTUBOBOCHIAIUTENBHYIO Tepanuto npenaparamu 5-ACK  (Mecanasun),
HMMYHOCYTIPECCUBHYIO TEPAIHIO ITUTOCTAaTUKaMK (A3aTHOTIPHUH). Y YUThIBas
XpOHWYECKOe HempephiBHOE TeueHune bonesnn Kpona ¢ mepuaHambHBIMU
MOPAKCHUSIMH, HEKOHTPOJIMPYEMOE KOMOWHHUPOBAaHHOW  Teparnuen
npenaparamu S-ACK, nuTocTaTukamu, MO3AHIOK TUATHOCTUKY, MPEAUKTOPHI
TSOKEJIOTO0 TEYCeHHS 3a00J€BaHUsA, COIMYTCTBYIOIIME TI'eMaTOJOTHYECKOE
3aboseBaHue, peOSHKY JJIsI MHIYKIIMU PEMHUCCUH Oblja MPOBEICHA MHULIH AITUS
TeHHO-UH)KEHEPHON OHOJIOTUYECKON Tepamuu mpenaparoM M3 TPYMIbI
uaruoutopoB  ®HO-anppa Amanmumymad mno cxeme. Tak ke ObUIO
PEKOMEHIOBAHO IPOJIOKHTHh 3aMECTHTEIIbHYIO TEeMOCTAaTHYECKYIO TEPAITHIO
®axkrop cBepthiBanusi kpou (VII u Bunebpanzae) (Bunare), HabmoneHue
remMarosiora.

Ha ¢one nmpoBoauMoi Tepanuy 0TMEUYAETCs IMOJI0KUTEIbHAS THHAMUKA,
B BHJC KyNUPOBaHUS TeMaTOXe3uu. B TutaHe mpoBeneHHe KOHTPOIHHOTO
oOcnefgoBaHusi 4yepe3 3 Mecsma ¢ ONEHKONW 3()PEKTUBHOCTU MPOBOIUMOMA
Tepanuu.

3akuaw4denne: bone3np Kpona pa3BuBanace Ha (pOHE HACIIEICTBEHHOU
Koaryjonatuu — 6one3nn BuneOpanma. HecMoTpst Ha HanmMyue CUMITOMOB
XapaKTEPHBIX ISl BOCTAIMTEIBHBIX 3a00JICBaHUN KHUIIIEYHUKA, B YACTHOCTH
oone3nu Kpona, n He xapakTepHbIX 11 0oe3Hn BuimeOpanaa - 001e3Hb He
Obla pacrio3HaHa Ha paHHMX dTanax. Hammuue aByx 3a0oiieBaHuil — 00JIe3HU
Bunnebpanna u 6one3nu KpoHna — BefeT K CIIOKHOCTH BEJCHMS MallUCHTA.
HeoOXxoaumMo yYUTBIBaTh TEUYCHHE COITYTCTBYIOMIETO I'€MaTOJIOTHYECKOTO
3a0oyieBaHus. Y UNTHIBas O4eHb pesikoe coueranus bonesnu Kpona n bonesnun
BunneOpanna, HEOOXOIWMO TMOBBIIIICHNE OCBEIOMJICHHOCTH Bpadeu, s
0oJiee paHHETO BBISIBJICHUS U HA3HAUYCHMSI aJICKBATHOTO JICUCHHSI.
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TPABMbI U NIOBPEXXJIEHUSA KPYIITHBIX CYCTABOB ¥
IOHUOPOB CITOPTUBHBIX CBOPHBIX KOMAH/I
POCCHUMCKOM ®EJEPAIINN: AHAJIN3 BA3BI JAHHBIX
W1.B. 316xun’>*, .B. Ilankparos', A.M. Kosanskosa', B.B.
Xwxnukosa', E.B. 3aBanesa', B.A. MyxopTsix '
'®I'BY « DHKI] 0emeii u noopocmkoé @®MBA Poccuuy, 2.Mocksa,
Poccus;
MBY UHO ®I'BY I'HL] ®MBI] um. A.1U.Bypnazana ®MBEA Poccuu, 2.
Mockea, Poccus;
3 Poccutickas meOuyunckas axaoemus. HenpepbléHo20
npogeccuonanvrozo obpazosanus, 2. Mocksa, Poccus

AKTyaqabHOCTb. B Hacrosmee BpemMs 3HAUYUTEIBHOEC BHHMAHHE B
Poccuiickoit ®enepanuu yaensieTcsi pa3BUTHIO (U3HUECKOM KYyJIbTYpbl U
cnopta [1, 2]. B cBsS3u ¢ NOpOBOAMMON TOCYAapCTBEHHOW COLMAIBLHOU
MOJIMTUKOW OTMEYEH POCT YUCJICHHOCTH JIETEeH, 3aHMMAIOIINXCS KaK OOIen
(u3rUecKoi MOATOTOBKOM, TaK U MPOQPECCHOHAIBHBIM CIIOPTOM - OKOJIO 24,3
MJIH JIETe CUCTEMATUYECKU 3aHUMAIOTCS (PU3NYECKON KyJIbTYypoH, a 3,2 MIIH
— B CHOPTUBHBIX IIEHTpPaxX IMOJTOTOBKH, B CIIOPTE BBICIIMX JOCTHUKECHUM
HacuuThiBaeTcs mnopsaka 17 Teicau gere. [lo maHHBIM JuTeparypbl
pPacpoCTPAaHEHHOCTh CHOPTUBHOTO TPABMATU3MA CPEIN FOHUOPOB COCTABIISIET
25-30% BCEX OOpalieHuid 3a MEIUIIMHCKOM MoMmoIlblo. B cBsI3u ¢
BBILIEU3JIOKEHHBIM, C LIETBI0 pa3pa0O0TKU NMEPCOHU(PUIIMPOBAHHBIX IPOTrPaMM
BEJICHHS FOHUOPOB U CTPATEruil MPEBEHTUBHBIX MEPOIIPUATHI U TPUMEHEHUS
WHHOBAIlMOHHBIX ~ METOJIOB  PETeHEPATUBHOM  MEAUIMHBI  OCOOEHHO
AKTyaJIbHbIM CTAHOBUTCS M3YUYEHHE SIMHJIEMHUOJIOTUUA U CTPYKTYpbl TPaBM U
MOBpEXICHUM [3].

[To mamaeiMm D. Caine u coaBT. 34,5% npuxoautrcss Ha TpaBMbI U
MOBPEXKCHNUS HWKHUX KOHEUHOCTEHW, W3 KOTOPBIX JOJs TOBPEKICHUN
KpYIHBIX cycTaBoB cocTapisieT 20-25%. Heo6xoauMo OTMETUTD, YTO 4acTOTa
U JIOKaJW3aIus CHOPTUBHBIX TPaBM BapbUPYIOT B 3aBUCUMOCTH OT BHJA
CIIOpTa M MOJIOBO3PACTHBIX MO3ULMKA HECOBEPIIECHHOJIETHETO CIIOPTCMEHA. B
CBSI3U C  (DYHKIMOHAJIBHOM  HE3PEJIOCThI0 TKaHEW W aHATOMO-
(U3HOJIOTHYECKUMU OCOOCHHOCTSIMU B JIETCKOM BO3pacTe Ha TpPaBMHI,
CBSI3aHHbBIC C YPE3MEPHBIMU HArpy3KaMu U MEpEeHANPSKEHUSIMU, IPUXOTUTCS
OompImIast 10JIsl, TOTJa KaK OCTPhIE CIIOPTUBHBIE TpaBMbI BcTpeuatotcst B 30%
ciyudaeB [4]. OnaHako HEOOXOJUMO OTMETHUTBH, UTO B HACTOSAIIEE BpPEMs B
OTKPBITBIX HMCTOYHUKAX WH(OpPMAIMM HEJOCTATOYHO CTATHCTHYECKUX
JAHHBIX, AHAJIMTUYECKUX M OIHUCATEJIbHBIX HMCCIEAOBAaHUN, MOCBSIIEHHBIX
CHOPTUBHOMY  TpaBMaTW3My,  BKJIOYas  KpyIHbIE  CyCTaBbl, Yy
HECOBEPIICHHOJETHUX MPO(heCCUOHATBHBIX CIIOPTCMEHOB.
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Heap Hacrosiel pabOThl - ONPEACNIUTh CTPYKTYPY CHOPTHUBHOIO
TpaBMaTHU3Ma KPYIHBIX CYCTaBOB y IOHHOPOB cOOpHBIX komaHa Poccuiickoit
deneparuu, MPOXOAUBIIUX 00CIIeIOBAaHUE U/ MIJIM KOHCEPBATUBHYIO TE€PAITUIO
Ha 6aze OI'BY «DHKI] gereit u mogpoctkoB PMBA Poccuny.

Marepuanbl. B kKauecTBe MaTepUalOB MCCIECIOBAHUSA BBICTYIHIIN
OTEUYECTBEHHbIC U 3apyOeKHbIe Hay4yHble MyOJMKAIMU, TMOUCK KOTOPBIX
npoBoAWwiIcsS mo 0azam JaHHbIX HaydyHoul OuOnmotexku Elibrary, Cochrane,
PubMed, Google Scholar. Bcero mpoananu3upoBaHo 58 MOJTHOTEKCTOBBIX
My OIUKaITUM.

Kpome ToOro, mnpoBeleH pETPOCHEKTUBHBIM aHAIN3 IEPBUYHOU
MEIUIIMHCKONW JIOKYMEHTAIlMd 10 CHEIUabHO pa3pabOTaHHOM KapTe
BBIKONMUPOBKH 70 IOHMOPOB CHOPTHUBHBIX COOpHBIX KoMmaHA Poccuiickoi
denepanuu, MPOXOAUBIITUX 00CIEIOBaHNE U (M) KOHCEPBATUBHOE JICUCHHE
Ha 0a3e TpaBmaTosioro-opromneauueckoro otaeneHuss GI'bY «®HKI] nereii u
nogpoctkoB ®MBA Poccumy.

Metoabl. MeTOAMYECKYIO OCHOBY pPabOThl COCTAaBIISJ KOMILUIEKC
METOJIOB: aHAIMTUYECKUI, CHHTE3a, HOPMATUBHOTO ITPABOBOI'O MOHUTOPHUHTA,
rpaduyecKuil.

IIpoBeneH aHanu3 UCTOYHHUKOB JIMTEPATYPhl, HOPMATUBHOT'O IIPABOBOIO
Mojsi MO TEeME HCCIeNOBaHUs, 0a3bl JaHHBIX, MOJYYEHHBIX IyTEM
BBIKOITUPOBKH W3 NEPBUYHOM MEIUIMHCKOM AOKyMeHTauuu 70 FOHUOPOB
CIIOPTUBHBIX COOPHBIX KOMAaH/I.

Jns Bu3yanuzanuu WHQOpMAaIMu MPUMEHEH TIpadUyecKUid METO/I:
KpYTOBBIE, THarpaMMbl, THCTOIPAMMBI.

PesyabTarel uccaenoBanusa. OI'bY «OHKI pereid m moapocTKoB
OMBA Poccun» umeer wmHorosnetHuid (¢ 2010 roma) ombIT BeacHUs
HECOBEPIIEHHOJETHUX MNPO(PECCHOHATBHBIX CIIOPTCMEHOB, B TOM YHCIE C
TpaBMaMHU U TMOBPEKICHUSMHU ONOpPHO-ABUraTenbHoro ammapata (OA).
YuuteiBass, d4to TpaBMbl OJIA 3aHMMalOT BTOpPOE€ MECTO IO
pPacIpOCTPaHEHHOCTH CPEAM BCEX OOpalIEHUN 3a MEAUIMHCKON MOMOIIBIO B
IOHOIIIECKOM BO3pacTe, a HanboJiee 4acToM JIOKAJIU3alMel CIIOPTUBHBIX TPABM
SABJISIFOTCS CYCTaBBhI B CBSI3U C YA3BUMOCTBIO PACTYIIETO CKEJIETA N3-3a HATMYUS
XpSAIICBONH TKaHW B AMHU(PU3aAPHON TUTACTUHKE, CYCTaBHOM ITOBEPXHOCTH U
anoduse [5], ¢ menpro pazpaboTKH MporpamMMm BeleHHs] TPodeCcCHOHATBHBIX
CIIOPTCMEHOB C Y4E€TOM I0JOBO3PACTHBIX OCOOEHHOCTEW M BHAA CIOPTa, a
TaK)K€ BHEJIPEHUS WHHOBALMOHHBIX OPTOOMOTHYECKHX MPOAYKTOB B
MEIUIIMHCKYIO TPaKTUKy OBLT TMPOBEACH PETPOCIEKTUBHBIN  aHAIU3
MEJIUIIMHCKON JOoKyMeHTanuuu 70 HECOBEPUICHHOJETHUX CIIOPTCMEHOB
CIIOPTUBHBIX COOpHBIX KoMaHja Poccuiickoin denepanyu ¢ TpaBMaMHu H
MOBPEXKJACHUSAMH KPYITHBIX CYCTaBOB, MPOXOJUBIIUX OOCIEAOBAHUE W/UIU
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MOJIYYMBIIUX  KOHCEPBAaTUBHYIO Tepamuio Ha 0aze  MEAWIIMHCKOU
OpraHH3alluH.

Ha nepBom stare Oblia pazpaboTaHa KapTa BHIKOITUPOBKH JTAHHBIX W3
MEJIUIIMHCKOW JTOKYMEHTAllMU, COJAEpIKAlllasi YE€ThIpE OCHOBHBIX pa3zfena —
MacIopTHYIO 4YacTh, aHamMHe3 3a00jieBaHUs, OOBEKTUBHBIM CTATyC U
WHCTPYMEHTAJIbHYIO JUArHOCTUKY, U cocTosias u3 21 myHkTa.

Ha BTOpoM sTane npoBeaeH peTpoCHeKTUBHBIN aHanu3 70 3aKOHYEHHBIX
ciy4yaeB TpaBM U mnoBpexaeHuit O/JA y IOHHOPOB CHOPTUBHBIX COOPHBIX
KOMaH/I.

Cpennuii Bo3pact crnoprcMeHoB coctaBui 15,53+0,02. ITo mosnoBoi
MIPUHAJIJICKHOCTH B 0a3y TAHHBIX BONLIN 48 MeBoUeK U 22 MallburKa.

B cootBeTcTBUU ¢ onmMMOUiiCKON KiaacCHU(UKAIMEH MO BUIAM CIOpTa
IOHHOPBI pacIpeAeNIUIUCh CIeAYIOMUM 00pa3om (puc. 1).

CropTuBHBIE
MHOT'000p

g LuKIraeckne

0/ cqminend

Pucynox 1. Pacnipeesnienne ciopTcMeHOB 10 BH/IaM CIIOPTa
CTpykTypa CHOPTHBHBIX TpPaBM KpPYIHBIX CYCTaBOB IO JIOKAJIW3alUU,
BbIABJICHHAA B HAIICM HCCIICAOBAHWU, IMOATBCPKAACTCA. Haunbonsmas JOJIsA
MMPpUXOAUTCA Ha IHOBPCIKIACHUA KOJICHHOI'O M I'OJCHOCTOIIHOI'O CyCTaBOB, YTO
COOTBETCTBYET MEXIYHAPOIHBIM JaHHBIM (puC. 2).

'

¥ TOJICHOCTOMHBIN CYCTaB ™ KOJIEHHBIN CYyCTaB " JIOKTEBOM CycTaB

IUIEYEBOM CyCTaB " Ta300€pEHHBIN CyCTaB
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Pucynok 2. CTpyKTypa CIOPTHUBHBIX TPABM KPYIHBIX CYCTABOB 10 JIOKAJIU3AIUN
B 6onpmmHCcTBE cnydaeB (58,6%) crnoptuBHas TpaBma y aereit 12-17
JIET BO3HUKAJIA B pe3yJibTaTe Ype3MEPHON HArpy3ku (puc. 3).

B TpaBMma B pe3ysIbTaTe Ype3MEpPHOro HCIONb30BaHust M OCTpo BO3HHUKAIOIIEE IIOBPEKICHHIE

Pucynox 3. XapakTtep noBpe:kieHnsi KpyIHBIX CyCTaBOB y ciopTcMeHoB 12-17 et

B cootBerctBUM ¢ nuddepeHiupoBkoil mo rpynnam OnuMOuNRCKON
KJ1accupuKalui BUAOB CHOpPTA paclpesiesieHue IO JIOKalu3alud TPaBM U
MTOBPEXKACHUN KPYIIHBIX CyCTaBOB y HECOBEPLICHHOJIETHUX
poheCCUOHANIBHBIX CIIOPTCMEHOB MPE/ICTABICHO Ha PUCYHKE 4.

0.107 0.077

0.347

0.107
0.143

0.286

0.143
0.5

Hrpossie Bub EnnnoGopcTBa CK

B KoseHuslii cycraB M [InedeBoii cycraB M [oneHocTomnublii cyctaB M JlokreBoii cycta M Ta3o0enpeHHbI cycTaB

*CK — CJIOKHO-KOOPpANHAIIMOHHBIC BUABI CIIOPTA

PucyHnok 4. Pacnipenesienne TpaBM U NOBPEKIACHUI KPYIHbIX CYCTABOB 110
JIOKAJIM3AIUH B COOTBETCTBHH ¢ OMMNNICKOH Ki1accupuKanueil BUI0B CIOPTA

Ha pucyHke He yka3zaHbl emie ABa ciiydas (2 BHAAa cropra) TPaBM
KPYIHBIX CYCTaBOB: IpPHU CHOPTUBHOM MSITUOOPHE OTMEUEHO IMOBPEXKICHHE
Ta300€JPEHHOT0 CyCTaBa, a MPH 3aHATHAX ITUKIWYECKUM BUIOM CIIOpTa Y
IOHHOpPA OBLJT MOBPEXKEH KOJICHHBIN CYCTaB.

[IpencraBneHHplii aHamu3 0a3bl JaHHBIX FOHBIX CIIOPTCMEHOB C
MOBPSKICHUSIMU KPYITHBIX CyCTaBOB IIOKa3aj, 4YTO K HamOoJiee YacTo
MOABEPraroUMCsl TOBPEXKIAEHUAM CYCTaBOB OTHOCSTCS: KOJICHHBbIN (45,7%),
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roJieHocTonHbId (22,9%) u nnedyeBoit (12,9%), 4To COOTBETCTBYET JAaHHBIM
MEKTyHAPOHOU 3MHUAEMHUOJIOTUN CIIOPTUBHOTO TPaBMaTH3Ma. Y CTAHOBJIEHO,
YTO 1O BU3yaJIbHO-aHAJIOTOBOM IITKAJIE JIJIsl TOBPEXKAECHUN KPYITHBIX CyCTaBOB,
MOJIJIEKAIINX KOHCEPBATUBHOM TEpaInu, XapakTepHbl 3HaueHus: ot 5,0 1o 6,3
OaJIJIOB, UTO COOTBETCTBYET YMEPEHHOMY OOJIEBOMY CHHIPOMY.

3akuovenne. [IpencrapieHHas omnucaTesbHas SIHIEMHUOJIOTHYECKas
cuTyanMs IO  HWTOTaM  aHaju3a  IEPBUYHOU  MEIUITMHCKOU
JIOKyMEHTAllud IOHUOPOB C TPaBMaMU U HOBPEXKACHUAMU KPYIITHBIX
CYCTaBOB COIIOCTABHUMA C JAaHHBIMU 3apy0OesKHBIX paO0T OTHOCUTETIHLHO
CTPYKTYPbI TpPaBMaTH3Ma HUKHUX KOHEYHOCTEN U KPYIIHBIX CYCTaBOB,
B YACTHOCTH.

s moBeimieHus  3(PGEKTUBHOCTH  MEIUIIMHCKOTO  OOecIreueHus
CIIOPTCMEHOB cropTa BBICIINX JTOCTUKEHUM, pa3paboTKu
MEePCOHU(PUIIMPOBAHHBIX MPOTPAMM BEJCHUS IOHUOPOB C TpaBMaMHu U
MOBPEXKJIECHUSIMU KPYIHBIX CYCTaBOB, a TaKXe CTPATErHil MPEBEHTHMBHBIX
MEPOTPUATUIA 1EIECO00pa3HO CO37aTh E€IUHBINM PEECTp 310POBbSl FOHBIX
npodheCCUOHANIBHBIX CIOPTCMEHOB cOOpHBIX KomaH| Poccuiickoit Deneparuu
CO CTaHAAPTU3UPOBAHHBIMU MOAXOJAMH YUYETA U CTATUCTUYECKOTO aHAIM3A.

Cnucok auteparyphbl
1.  Pacmopspkenne I[IpaBurensctBa P® ot 24 Hos10pst 2020 roga Ne3081-p
«O0 ytBepxkaennn Crparerun pa3BUTHs (U3NUYECKON KYJIbTYpPHl U CIIOPTa B
Poccuiickon ®eaepanunu Ha nepuon a0 2030 rogar»
2.  Tlocranosnenue IlpaBurensctBa P® ot 30 centsiopsa 2021 r. Nel661
«O0 yTBepKJIEHUHM TOCYJapCTBEHHOUW mporpammbl Poccuiickoit denepanuu
«Pa3Butne pu3nyeckon KyJIbTYphl U CIIOPTa» U O MPU3HAHUM yTPATUBIIUMU
CHUJIy HEKOTOPBIX aKTOB W OTIEIbHBIX TIOJIOKEHUM HEKOTOPBIX aKTOB
IIpaBurenscTBa Poccuiickont @enepaunm»
3. The prevention of sports injuries in children / L.J. Micheli, R. Glassman,
M. Klein // Clin Sports Med. —2000. — Vol. 19(4). —P. 821-34. DOI:
10.1016/s0278-5919(05)70239-8.
4.  Incidence and Distribution of Pediatric Sport-Related Injuries /, C.
Caine, N. Maffulli // Clinical Journal of Sport Medicine. — 2006. — Vol. 16(6).
—P. 500-513. DOI: 10.1097/01.jsm.0000251181.36582.a0.
5. Overuse Injuries in Adolescent Athletes / S.E. Dalton // Sports Medicine.
—1992.-Vol. 13. - P. 58-70. DOI:10.2165/00007256-199213010-00006.
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AHAJIN3 OIITUMU3UPOBAHHOI'O JIEYEHUS BOJIBHBIX C
IMAXOBBIMMU I'PBI’KAMMUA C UCITIOJIB3OBAHUEM METOJIUKHA
IIVIACTUHKHU ITAXOBOI'O KAHAJIA
T.A. Myparanues', H. XK. Manamues!, P.A. Ilepenepees 2, ILA.
Komocoga *
'TIKBECMII, M3 KP, 2. Buwxex, Kuipeviscman
2KI'MA um. UK. Axynbaesa, 2. buuxek, Kvipevlzcman
3 @I'BOY BO Poccutickuti Ynueepcumem Meouyunwl, 2. Mockea,
Poccus

AKTYyaJIbHOCTH NPo0JiemMbl. [IaxoBoe rpppkeceueHue, NepeHeCEHHOE B
JIETCKOM BO3pacTe, SABIIAECTCS OHON U3 HanOOosIee YaCThIX MPUYNUH OOCTPYKITUU
CEMSBBIHOCAIINX MyTEH, UTO SBISETCA CIEACTBUEM BTOPUYHOTO OCCIUIONUS Y
MyXurnH. HecMoTpss Ha TmepClneKTHBHOE HampaBiIC€HUE B TEPHUOJIOTHH,
BHEJIPECHHUSI JIAMAPOCKOMMYECKON TEXHUKH, JICUEHUE MaXOBBIX TPHIK Y JETEH,
BBITIOJIHEHUE OTKPBITBIX  ONEepaluid, He TPEeOYIIINX HCIOIb30BaHUS
CHEIUAIBHOTO XUPYPrUYECKOr0 MHCTPYMEHTAPHs, MIPOCTOTA BBIMOIHEHUS U
IIMPOKOE PACHPOCTPAHEHHE METOJMKM BO BCEX CTallMOHApax OCTaeTcs
OCHOBHBIM METOOM JICUEHUS.

Ieabo Hailero HuCCIEIOBAaHUS SIBISJIOCH HW3YYEHUE PE3YJIBTaTOB
JICYCHUS YIIEMJICHHBIX MAaXOBBIX I'PhLK C TPUMEHEHUEM PA3IUYHBIX METO/IOB
IJIACTUKH MTAXOBOIO KaHaia y JIETEM.

Marepuanbl U Metoabl. V3ydensl ucropuu OonezHedt 687 nmereit ¢
naxoBbiMU rpebkamu Ha 0aze [JIKBCMII, kotopsim 3a mepuon ¢ 2013-2023 rr.
IIPOBEICHBI OTIEPATUBHBIC BMEIIATEILCTRBA IO TTOBOAY YIIEMJICHHBIX MaXOBBIX
M [aXOBO-MOIIOHOYHBIX TphDK. B H3yuaeMyro TpyImiy BOILLIM OOJIbHBIE,
KOTOPBIM B  TMPOIECCE OINEPATUBHOTO BMEIIATEIbLCTBA  IPOBOJIUIIOCH
paccedyeHre TIepelHe CTEeHKH [axoBOro KaHaia. Bcem mnanueHTam
MPOBOJUINCH OOIeKIMHNYeckre MeTobl uccienoBanus: OAK, OAM, V31,
nomrieporpadusi COCyI0B STUYKA.

Pesyabrarel  ucciaenoBanusi. B mpouecce  omeparMBHOTO
BMEIIIATENIbCTBA YCTPAHEHUS IMAXOBOM WIIM MaXxOBO-MOUIOHOYHOM TI'PBIKH,
OJHUM M3 CMOCOOOB NPOPHIAKTHKYA pElUIUBA MPOBOAUTCS IIIACTHKA
naxoBoro kaHana. Ilo Py-KpacnobGaery y 423 (61,57%), MapTbeiHOBY Yy
199(28,97%), no meToauke Hamen KIMHUKY - 65(9,46%). Hama ontumuzanus
METO/Ia IUIACTHKU 3aKJIouajlach B MaKCHUMaJIbHOM COXPAHCHHH aHATOMO-
(pU3HOIOTUYECKHX OCOOEHHOCTE MaXOBOI0 KaHalla IIyT€M CIIMBAaHMUS
MEIMaIIbHOTO JINCTKA allOHEBPO3a HAPY>KHOW KOCOW MBIIIILIBI K JIaTepaIbHOMY
JUCTKY allOHEeBpO3a HApPYXHOM KOCOM MBIMIBI €  00sS3aTeIbHBIM
COTIOCTABJICHHMEM KpaeB paHbl U OXBATOM IMAaXOBOM CBSI3KM cHapyxku. [locne
Yero paHa nocyonHo ymusaercs. [lo MapTeIHOBY MaxoBbI€ IPHIKU COCTABUIIN
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121(60,80%), maxoBo-mormoHouHble 78 (39,20%). HeymoBieTBopuTeabHbIC
pesynbrarel  2(1,01%), ymosnerBopurenbHbie  14(7,03%), xopoine
183(91,96%). Ilo meToauke Haiiel KJIMHUKH MaxoBble Tpeiku 44(67,69%),
naxoBo-MoioHouHble 21(32,31%). YnosnerBopurenbubie 5(7,69%), xopoiire
60(92,31%). B nepBoii rpy1e 00JIbHBIX OTMEYATNCh HEYIOBIETBOPUTEIbHBIC
pesynbrarel y 2(1,01%) nerelt, mocieonepaiioHHbIe OCJIOXKHEHUSI B BUJIE
nurarypHbix cBuien y 4(2,01%), rpanymnsuuu pyona y 2(1,01%), ruaporiene
y 8(4,02%) nmamuentoB. Y 5 (7,69%) neteit U3 BTOpOU rpynibl OTMEUAIOCH
M3MEHEHUE AXOTCHHOCTHU MapeHXUMBbI SMUKa HAa CTOPOHE IPhIKU. 3aKIIIOUEHHUE.
Pe3ynbrarsl onepaTUBHOIO JICUEHUSI OOJIBHBIX MO METOJIHUKE HAIleH KIMHHUKU
OKa3alluCh  3HAYUTENBHO JIy4llle, YTO CBA3aHO C  YMEHBIICHHEM
MOCJICONEPAMOHHBIX ~ OCJOXHEHHWH, yMEHBIIECHHS OT€Ka  MOIIOHKH,
uHpubTpara obiactu paHsl. Mcnonb3oBaHUE JAaHHOTO METOAA MPHUBOIUT K
CHIDKEHHUIO TIOCJICOTIEPAIMOHHBIX OCIIOKHEHUN U CITOCOOCTBYET YITYUIIEHUIO
MEJIUKO-COIMaIbHON ajjanTaiuy OOJbHBIX.

AHAJIN3 XUPYPI'MYECKOI'O JIEYEHUS
HOBOPOXJIEHHBIX JIETEN C BHYTPUYEPEITHBIMHA
KPOBOM3J/IMAHUAMMU (BUK)
M.B. laua ', T.A. Myparamues 2, C.C. Dmupocnanosa °, P.A.
I[Tepenepees °
L@I'BY « DHKI] 0oemeti u noopocmxoe @MBEA Poccuuy, 2. Mocksa,
Poccus,
THKECMII, M3 KP, 2. Buwkex, Kuvipevizeman,
S KITMA um. UK. Axynbaesa, 2. buwkex, Keipevizcman

Hear mucciaenoBaHusi: U3YYUTh OCOOCHHOCTH BHYTPHUYEPEITHBIX
KPOBOMBIIMSHUM, TUATHOCTHUKY Y IETEH B IEPUOAE HOBOPOXKICHHOCTH.

MarepuaJjibl 1 MeTObI: U3YYEHBI TaHHBIE 82 OOJIBHBIX, MPOJICUCHHBIX
¢ BUK B 2012-2022 rr. IJIKb CMII B oTneieHUH peaHUMAaIMU U MaTOJOTUH
HOBOPOXICHHBIX. bonbHBIM ITPOBOJUIIVCh OOIIEKIMHUYECKHE,
onoxumudeckue 1 BYU uccnenosanusi, Y3U ronoBHOro Mmo3ra v BHyTPEHHUX
opraHoB, 0030pHasi peHTreHorpadusi deperna, BHYTPEHHHX OpPraHOB M IO
nokazanusiM MPT wu KT. bonbHble KOHCYJIBTUPOBAHBI HEBPOJIOTAMHU U
HEUPOXUPYPIOM.

Pe3yabrarbl McciieqoBaHusi: OOJbHBIE pa3liesieHbl B TPYMONbI 10
Bo3pacty u cocraBwim 31,6+10,5 nHei mocne poxaeHus. ManpaukoB 57
(69,5%), neBouek 25 (30,5%). I3 ponioMOB nepeBeicHbl B XUPYPrUIeCKU
craunonap [ZIKBCMII 14 npereit (17%) nocne Hanuuusi poaoBOW TPaBMbI B
aHaMHe3€ BO BpeMs poJioB. Y 26 GonbHbIX 00Hapyxena BYU, oOycioBnenHas
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BIII' u [MB wundexuueit. OCHOBHbIMU kano0amMu OBUIM CYIOPOTH,
OecrnokoicTBO, Tuiay pedenka, 309 mepuoanyeckoe yXyAlIeHHUE COCTOSHHS.
[Ipu Y3U ronoBHoro mosra cyOaypaibHble reMaTtoMbl y 32 OOJbHBIX,
BHYTPHKEIy0YKOBbIe y 4, cyOapaxHounmaneHbie y 1, u ruaponedanbHbIi
cuHgpoMm y 5. IIpu HEBPOJOTHYECKOM MCCIIEI0BAHUHN 0YaroBasi CAMIITOMAaTHKA
BbIsiBJIeHA y 42 OonbHBIX. YuuThiBass TsxkecTh cocrosiHus, MPT u KT
npoBeneHo y 26. Jlanusie MPT u KT sBnstoTcst 1OCTOBEPHBIMU 1Sl PELICHUS
TakTUKU nanpHeiero jedenuss ¢ BUK. M3 82 OonbHBIX onepupoBanbl 44,
OCTaJIbHBIM KOHCEpPBATUBHOE JieueHHe. [Ipn orepaTuBHOM JIEUEHUU B HAIIEH
KJIIMHUKE YYHUTBIBAJIWCh CPEIHUE CPOKU KPOBOWU3NUAHMUA HAa 14-18 cyTtkm or
Hayaja KIMHUYECKUX MPOSABICHUN 3a00JI€BaHNs, YTO IO BPEMEHHU COBIIAIAJI0
C TEMOJIU30M TeMaroMbl. lIpu CpaBHUTENBHOM H3y4€HUH B OTHAJICHHOM
NEpHO/IE TOCIE ONepaliy, pa3padOTaHHON B Halllel KIIMHUKE, OCJIOKHEHUS B
BUJE THAPOMBI OTMeueHbl y 6, ruapouedanus y 5, HEBpOJIOTHYECKas
CUMIITOMATHKa y 12, B KOHTPOJIbHOM rpynne rugpomMa y 15, ruapouedanus y
12, HeBposiorMYeckas CHUMITOMAaTHKa y 28 OOJIbHBIX, HET IOBTOPHOIO
KPOBOU3JIUSHUS.

BrniBoanI:

1. HamOonee Jsydme pe3yiabTarbl OT ONEPATUBHOIO JICUCHHUS
JOCTUTAJIUCh, €CIM Olepanusi COBHAJala ¢ MOMEHTOM (PU3HOJIOTUYECKOTO
(bubOprHONIM3a TEeMaTOMBI.

2. cpenHH BO3pacT OOJBHBIX C BHYTPUUEPEITHBIMU KPOBOUZIHSIHUSIMU
coorBeTcTBOBAI 31,6+£10,5 gHEM nociie poKaeHus.

BbIGOP U IEPEKJIIOYMEHUE BUOJIOI'NMYECKHUX
IMPEMNAPATOB Y JIETEM C BPOHXHUAJIBHO ACTMOM B
3MO0XY NEPCOHAJIM3UPOBAHHON MEJIUIIUHBI
I1.A. IIspxbsHOBa | AJO. Tomumnosa 2, C.B. 3aituesa >

*\®dr40y BO "PHUMY umenu H.H. Ilupocosa" M3 PD, Mockea,
Poccus

OI'BY «@HKI] oemerti u noopocmrxose ®MBA Poccuuy, Mockaa,
Poccus

3I'BOY BO «Poccutickuii ynueepcumem meouyutoly Munzopaea

Poccuu, Mockea, Poccus

AKTYyaJbHOCTD. bruojoruueckas teparnus siBJISIETCS BEIyIIUM METOJIOM
JICYEHUS TSKENONM HEKOHTpoJMpyeMon OponxuanbHOUW acTMbl (BA). Beibop
ONTUMAJILHOTO TEHHO-UHXeHEepHOTro Ouonorudeckoro mnpemapara (I'MBIT)
3aBUCHUT OT (heHOTHNA U HSHA0TUIIA BA. O1HaKO B meUaTpUUYECKON MPaKTHUKE
omnpenesieHre SHA0TUNAa BA 3aTpyIHUTENBHO, B CBSI3U C YEM CYIIECTBYET

101



BEPOSITHOCTD HEJIOCTATOYHOU s pexTuBHOCTH PEKOMEHJOBAHHOM
JOPOTOCTOSIIECH Tepanuu U HEOOXOIUMOCTH €€ TIEPECMOTPa B COOTBETCTBUHU C
(eHOTUITUYECKUMU OCOOCHHOCTAMHU 3a00JI€BaHMUS.

Heab. Onucare KIMHUYECKUN CIydail ¥ IPOAHAIM3UPOBATH CIIOXKHBIN
nyTh BbhIOOpa Tepamuu y TMalMeHTa C couyeTaHueM bA, artomuueckoro
nepmatuta (At/l) u amepruueckoro punuta (AP).

Marepuaabl W MeToAbl. BbINOTHEHA BBIKONMUPOBKA JaHHBIX W3
MEJIUIIMHCKOU KapThl cTarimoHapHoro 6osibHOTO (¢. 003/y) neBouku 12 sner.

Pe3yabTathl. B centsiope 2020 roga B aieproyiorndyeckoe OTAeICHUE
OHKII Jull ®MBA Poccuun mocTymnuiia MaiueHTka 8 JIET ¢ KajlobaMHu Ha
OPUCTYNBI 3aTPYJHEHHOTO JBIXaHUS, KalUIsl, CE30HHBI PUHOKOHBIOKTUBHUT.
ITepBrie posiBnenus AT/ otMedancey ¢ 6 MeCsALEB, KOKHBIN MTPOLIECC HOCUIT
TEHEPAIM30BAHHBIN XAPAKTEP U IMOCTENEHHO perpeccuponai K Bospacry 1,5
net. JIeOroT Ce30HHOTO PUHOKOHBIOKTUBHUTA OTMEYEH C 2 JIET, BBISBJICHA
CEHCHMOMIM3alUs K ajulepreHaM Oepe3bl, COPHBIX TpaB, KJEIIEH JOMAaIIHEH
NObUIM, DMUTEIUI0  KOIIKW. OMNU30JbI  OpOHXHAJIBHOM  OOCTPYKIMHU
HaOoMamuch C¢ 2,5 Jer, peuudJuBUpOBaIM Ha (OHE pecnupaTOpPHBIX
MH(EKIU, aKTUBHOW (PU3UYECKOW HATPY3KHU, MPU KOHTAKTE C )KUBOTHBIMU,
OTMeYanuch 00OCTpPEeHHs B BeCceHHe-JIeTHUM nepuo. B 3 roma pedenky Obin
YCTAaHOBJIEH JuarHo3 BA u B KauecTBe KOHTPOIMPYIONIICH Tepanuu
PEKOMEHJO0BAaHbI HU3KHUE J03bl MHTASIIUOHHBIX ITtokoKopTuKou10B (MI'KC)
(bynmeconun 500 wmkr/cyr) u MoHrtenykact. [locmemyromume 5 jeT
HEOJHOKpPATHO MPOBOAWIACH KOPPEKIMs O0a3lCHON Tepanmuu B CBSA3U C
HEJIOCTaTOYHBIM KOHTpojeM BA. Ha MoMeHT mepBod rocnuTaiv3allid B
amepronoruyeckoe otaeneHne OHKI[ nered 1 moAgpOCTKOB NalMEHTKA
nonyuana Oyaeconus/popmorepon 80/4,5 MKr 1Mo 2 UHrajmanuu 2 p/CyT ¢
HegocTaToYHbIM 3P dekToM. OOBEKTUBHO: JbIXaHHWE OCIabJIeHO, >KECTKOE,
BBIJIOX YJUIMHEH, BBICIYILIMBAIOTCS CBUCTAIIME XPUIBI ¢ 00eux ctopoH. Ilo
JAHHBIM  OOCJIEIOBAaHUSI  BBISIBICHBI MapKepbl aTOMUU:  TOBBIIICHUE
ummyHornooynuHa E (IgE) - 263 ME/mu, nonmucencudbunuzarus. [lo nanHbmM
OBJ[ coxpaHsiuch HapylleHUs: OpOHXUATbLHOW MPOBOJAMMOCTH Ha YPOBHE
CpPEIHUX M MEJKHX OpOHXOB, Mpoba ¢ calbOyTaMOJIOM TOJIOKHUTEIIbHAS.
YuuthiBas TsHKENO€ TEUYEHHE M HEJOCTaTOYHBIM KOHTpoidb BA Ha ¢one
KOMOWHUPOBAHHOTO JieueHusi, B siHBape 2020 1. Obula MHULMHUPOBAHA
exeMecsigHas Tepanus omanm3dymabom B go3e 300 mr. B Tedenwe ropga
OTMEYEH KOHTPOJb CHUMITOMOB bBA, monoxutenbHas (QyHKIMOHAIbHAS
nuHaMuKa, BBoe ymeHbllieH 006EM UI'KC. TaprerHas Tepanus mpoBouiiach
1o utoHsa 2022 roga. OgHako yepe3 6 MeCsIeB MOCIe MPEKPAIICHUS JICUCHUS
OMaIM3yMaOOM, HECMOTpPSI Ha MPOJIOJDKCHUE KOHTPOJUPYIOIIECH Tepanuu
JNIABA/MNI'KC, y pebeHKa 0TMEUEHO YXY/IlICHUE B Te4UeHUU BA 1 BbIpakeHHOE
000CTpeHHe KOKHOTO CHHIApOMa. B KIMHHUYECKOM aHallM3€ KPOBH BBISIBICHA
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so3uHouims 1205 ki/mkit. B utone 2023 roaa, ¢ yueToM TSHKEJNOTO TEYEHUS
AT]l, Herh(PEKTUBHOCTH MECTHOW Teparuu, HAJIW4Yusi COMyTCTByomeid BA
MHUIMMPOBaHa OMoOJIOTMYEcKasi Tepamnusi TynuiyMadom; Oa3ucHasi Teparnus
MpOJI0JDKEeHa B TOIHOM o0beme. Ha ¢done Tepamuu mynminymabom uepes 4
HeJeNId KyIUPOBAaH KOKHBIN 3y, YMEHBIINJIACh OCTPOTA KOKHOTO IMpoIlecca.
B mHacTosimee Bpems OTMEYaeTCs IOJIOKUTENbHAs JTWHAMHUKA B BHUJC
OTCYTCTBHSI CHMOTOMOB AT/] 1 TOCTH>KEHHS KOHTPOJIS HaJ cuMntomamu BA.
[Iporno3 3ab6oseBanust OaaronpusTHeIN. C y4eTOM BHICOKOW CEHCUOUITU3AIUN
K ajuiepreHam Oepesbl IIaHUPYeTCsl MPOBEACHUE aJiepreH-crenupuyecKoi
UMMYHOTEPAIHH.

BeiBoabl. Hame HabOmogeHue mokasbpiBaeT d(PGEKTUBHOCTh U
6e3onacHocTh nepexmodeHus ¢ [ MBI omanu3ymab Ha mpemapat gymuiymad
y peOeHKa ¢ TsoKelbIM TeueHueM BA m comyTcTByrommM TeueHuem AT/l u
JEMOHCTPHPYET  HEOOXOAMMOCTh  WHAMBUAYAJIBHOTO  IMOAXOJa  IpHU
HAa3HAYCHWHM JAHHOTO BHJIa TEpaIlliH, YYUTHIBAS KIMHHYECKOEC TCUYCHHE
3a0071€BaHUsI M COIYTCTBYIOIIYIO MMATOJIOTHIO Yy KaXJIOr0 KOHKPETHOTO
MaIyeHTa.

I'EHHO-UHXEHEPHBIE ITPEITAPATHI B TEPAIIUU
HEKOHTPOJIMPYEMO BPOHXUAJIbHOW ACTMbI ¥ JETEHA
C.B. 3aiinesa ', O.B. 3aiinesa !, B.A. Myxoprteix *°, O.5. Boponuna 2,
O.A. Myprasaesa ', A.IO. Tomunosa 2
"' ®I'BOY BO Poccuiickuii Ynueepcumem Meouyunvl Munzopaea
Poccuu, Mockea, Poccus;
@I'BY « PHKI] oemeii u noopocmxoé ®MBA Poccuuy, Mockea,
Poccus;
SKagheopa neduampuu u 0emcroii xupypeuu MBY HHO ®I'BY T'HI]
OMDBI] um. A.U.bypnaszana ®MBA Poccuu, Mocksa, Poccus

AKTYyaJbHOCTD. [[puMeHEHNE HOBBIX T€HHO-UHXEHEPHBIX IMTPEMApaTOB
B Tepamuu Tskenon OponxuanbHOM acTMbl (BA) y nmereli OTKpBUIO HOBBIC
BO3MOXHOCTH IO JOCTUYKEHUIO KOHTPOJISI CAMITOMOB U YJTYUIIIEHHIO KA4€CTBa
KW3HU MaueHToB ¢ BA.

Heas wuccaenoBanusi. OneHka 3¢pHEKTUBHOCTH H 0OE30MACHOCTH
NPUMEHEHHS Tpernapara oMainu3ymad B KOMIUIEKCHOW Tepamuu JeTe ¢
TSKEJI0W HEKOHTPOJIUPYEMOU OpOHXUATLHONU aCTMOM.

Marepuanasl u  Meroabl. Pabora mnpoBoawiack Ha — 0Oase
anneproyiorndeckoro oraencHus @HKI] nereit u nogpoctkoB ®MBA Poccun.
B uccnenosanue BrIioueHbl 23 pedeHka B Bo3pacte ot 6 1o 18 net. Kpurepuu
BKJIIOYEHHSI B MCCIECIOBAHUE: HAIWYUE HEKOHTPOIUPYEMOM  TSIKEIOU
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OponxuanbHoil actMbl (BA) y nereid, xoropsie mosiy4anu (PUKCHUpPOBAaHHbIE
KOMOWHAIIMK JUIMTENBHO JEUCTBYIOIMX B-2 agpeHoMmumeTnkoB (IIBA) c
BBICOKMMM J03aMH HWHTASIIMOHHBIX [IOKOKopTukoctepouioB (MI'KC),
HaJn4re OnomMapkepoB atonmuueckon bA.

Cpenu nanueHntoB 56,5% (n=13) - manpunku, 43,5% (n=10) - neBOYKH.
Hetu B Bo3pacte 6-11 ner cocraBunu 34,8%, 12-17 ner — 65,2%. Cpennuii
BO3pacT NaMeHToB cocTaBui 10,5+2,23 ser.

JImuTenbHOCTh Tepanuu oManu3zymadbom cocraBuia: 1- 2 roga — 39,1%
(n=9) nereit, 3-4 rona — 47,8%(n=11), 6onee 5 nmer — 13,1% (n=3).

C MoMeHTa HWHMUMAUWM TEpalnuh W JaJI€e BO BpPEMS KaKIOU
TOCIUTAIN3aIlMd Y BCEX JIETe TMPOBOAWINCH  OOIICKIMHUYECKHUE,
OMOXMMUYECKHE WCCIEAOBaHMs, OIEHKa (YHKIIMM BHEIIHETO JbIXaHWS,
KOHTPOJIb CaTypalluy KHUCJIOPOJIOM. [l OLIEHKM CcTeneHn KOHTposst bA
UCIIOJIH30BAJIMCH OMPOCHUK KOHTPOoJIs acTMbl (Asthma Control Questionnaire,
ACQ) u Tect o koHTpoJto Haj actMoi (Asthma Control test, ACT).

Ho3za omanuszymaba (150-300 Mr) u pexum BBEIACHHUS Ipernapara
o0OUPaIIMCh B COOTBETCTBUU C MHCTPYKIIMEH K ITperapaTy U pacCUMThIBATIUCH
B 3aBHCHMOCTH OT ypoOBHs oOmiero ummyHornooynuna (Ig) E u maccel Tena
pebeHKka Ha MOMEHT Haudalia Tepanuu. BBegeHnue npenapara oCyuecTBIsIOCh
noakoxHO 1 pa3 B 4 Hemenu. [[nuTenbHOCTh HAOMIONEHUS MAIMEHTOB
cocTaBwia oT 1 roma 110 5 JieT ¢ nocieayouM HabIOEHUEM B KaTaMHE3E.

Pe3yabTaTnl ucciaenoBanus. Y 95,65% nereit yepe3 12 mecdieB ot
Hayajla Tepanuu OTMEYEH MOJOXKUTENbHBIN 3(QdekT B TeueHun BA mipu
UCIIOJIb30BaHNM KOMOWHHMPOBAHHOW Tepaluu ¢ BKIIOYCHUEM IIperapara
omanmm3zymab. Ilpu stom y 13% pgereit otmMedueHo ynydimieHue, a y 82,6%
MalUEHTOB JOCTUTHYT MOJHBINA KOHTPOJIb CUMIITOMOB.

Ha ¢one Ttepanmum y 95,65% mnanueHTOB ObLT yMEHBIIEH 00bEM
MPOTUBOBOCHIANIUTENIbHOW Tepanuu. 60,9% mnainueHToB ObUIM NEPEBEICHBI C
koMmOuHupoBanHot Tepanuu JJIBA/MT'KC nHa w™onorepanuio HNI'KC B
cpenHux no3ax. Y 26,1% nereit Ha pone Tepanuu omanuzymadoom go3a MT'KC
B koMOMHUpoBaHHbIX npenaparax AJIBA/MI'KC 6buta cHUXKEHA ¢ BBICOKHX 0
CPEIHUX J103.

Tepanust mpuBena K 3HAUUTEIBHOMY YIIYUIIEHUIO KadyecTBa KU3HU
NanueHToB: y 95,65% yBenudmiach TOJIEPAHTHOCTh K (PU3MYECKOM Harpyske,
CHU3HWJIOCH KOJIMYECTBO MPOMYIIEHHBIX THEH B JETCKOM CaJTy/IIKOJIE, a TAaK¥Ke
YMEHBIIUINCh CUMIITOMBI AJJIEPTUYECKOTO PUHUTA.

VYV 17,3% (n=4) nmaniueHTOB Ha MOMEHT MHHUIIMAIIUHA TEpanuu HMEITUCH
CUMIITOMBI TSDKENOTo aronuueckoro gepmarura (A/l). Heodxonrmo oTMeTUTS,
YTO OXHJAEMOTO HaMHM 3HAYUTEIBHOTO TOJIOKUTENIbHOTO 3 dekTa
omanuzymaba Ha TeueHre AJ[ Mbl He HaOMOAANH.
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B pamkax nonarocpouHoro HaboeH s ObLIIO yCTAaHOBJIEHO, UTO Y 34,8%
MalMeHTOB oMain3ymad okazan Oosie3Hb-MoauduIupymmii >hdekT Ha
TeueHne OpPOHXHUAJIBLHOW aCTMBbI, IPOSIBIISIIONIUICS B COXPAHCHUH KOHTPOJIS
CUMIITOMOB B TEUEHHE 5 JIET OCJIE OTMEHBI IIpenapara.

AHamu3 AuHAMUKA ~WMMMyHorioOynuHa E  Ha ¢oHe Tepamnuu
OMaJIn3yMaOOM B T€UEHHUE rojia MoKa3ajl, 4YTO B TEYEHUE HECKOJIIbKUX MECSALIEB
OTMEUAETCs CHUXXEHUE TMoKazarejiei oOimiero uMMmyHorioOynuHa E
MIPAKTUYECKH Y BCEX IMAIIUEHTOB, UTO KOPPEIUPYET C YIYUIIICHUEM KOHTPOJIS
cUMNTOMOB 3aboieBanusi. OJIHAKO B TEPUOJ AKTHUBHOTO BO3JCUCTBUS
cnenudUUecKyu 3HAYMMOTO ajijiepreHa (HarpuMmep, B MEpHUO MOJITHHAIMHN)
BHOBb IMOBBIIIAIOTCA MMOKa3aTesd UMMYHorIoOyinnHa E 1o Beicokux mudp, c
MOCJIEIYIONIMM CHIKEHHEM Ha (hOHE TTPOJOIIKESHHS Tepauy OMaIn3ymMadboMm.

B xome nHabmiomeHHss MBI HE OTMEYAIM HEKEJIATENbHBIX CHCTEMHBIX
SBJICHUN y HAIMX TMaIlueHToB. [Ipy TEeXHWYECKUX OIMMOKax BBEIACHUS
npemapara y 21,7% pgered TOSBISUINCh MECTHBIE pEAKIIMU B BUIE
MOKpacHEHUs1 W OTeKa B MecTe BBeleHus mnpenapara (o 1,5-2,0cm B
JIUaMeTPE), KOTOPbIE CAMOCTOSITENIBHO UCUE3aJIU B TEUEHUE HECKOIBKUX YaCOB.

Bricokass sddektuBHOCT, W Xopowuid npoduiab  0e30MacHOCTH
mpemnapara CrocoOCTBOBa TOMY, 4To y 95,6% manueHToB Tepamusi Oblia
MPOJIOJKEHA B TEUEHUE HECKOJIBKUX JIET.

3akiaroueHue. Y TAIMEHTOB C  TSOKEIOM  HEKOHTPOJIUPYEMOU
aronmmueckoil BA BkIOueHHME B Tepamuioo OWOJOTHYECKOW Tepamuu
MpenapaToM OMalin3ymMad yaydlllaeT KOHTPOJb CHUMIITOMOB 3a00JIeBaHUA,
3HAYUTENBHO CHIKAET 4YacTOTy OOOCTpeHUN 3a00eBaHUS W TO3BOJSET
NalMeHTaM YMEHBIIUTh 00BEM MTPOTUBOBOCIAIUTEIILHON TEpaIHu.

HaOntonenne B KaTaMHE3€ BBISBWIO 00JIE3Hb-MOJUPUIUPYIOUTUN
3 PexT KOMOMHUPOBAHHOW TEpanmuyd C BKIOYEHHEM TE€HHO-UH)XEHEPHOTO
npemnapara oMain3ymMad Ha TeueHUEe OpOHXHUAJLHOW acTMbl y JIeTeH B BUJIE
VIAyYIIEHUsI KauyecTBa JKW3HU TMAIMEHTOB U JIOCTUTHYTBIA KOHTPOJIb
CHUMIITOMOB 3a00JIEBaHUAI.

[IpoBeneHHOE HCCIEAOBAaHUE TOKA3aJI0 XOPOUIYID NEPEHOCUMOCTh
npenapara npu MpoBEACHUN TEPANIMU Y TALIUEHTOB B TEUCHUE SIIET.
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N3MEHEHUNS TKAHU ITOYEK 110 JTAHHBIM
HE®POCHHUHTUTPA®UHN Y JETENA C HEPBUYHBIM U
BTOPUYHBIM ITUEJIOHE®PUTOM
H.3. 3okupos'**, A.M. Cmupnosa', T.M. ITonkona!, H.B.
Anexcannpuna !, A.B. JlaBbi1oBa’.
T®I'BY « DHKI] Jemeii u noopocmkos PMBA Poccuuy, 2. Mockea,
Poccus,
? Kageopa neouampuu u demckoui xupypeuu @PI'EY MBY HHO ®I'BY
T'HI] ®MBI] um. A.A. Bypnazana ®MbA Poccuu, e. Mockea, Poccusi,
3 Kagpeopa neouampuu OI'BY Axademus nocmouniommozo
oopazosanus OI'FY ©HKI] ®MFA Poccuu, Mocksa, Poccus

AKTYyaJIbHOCTb.  YYUTHIBasA  IIUPOKYKD  PACHPOCTPAHEHHOCTH
nuenoHedpura B JCTCKOM  BO3pacTe, 4YacTO C 3aTsDKHBIM U
PELUIUBUPYIOIUM TEUEHHUEM, C Pa3BUTHEM B OYIYyIIEeM OCJIOXHEHHUM,
BIUIOTh JO XPOHMYECKOW TIOYEUHOW HEJOCTATOYHOCTH, UMEETCS
HEOOXOJIUMOCTh HCIIOJB30BaHUS KOMIUIEKCHOTO, MAaJOWMHBAa3UBHOTO W
HHU3KO0/1030BOT'0 UcCcleIoBaHus (YHKIIUM TTOYEK. [3]

PannonzoTonHass ~ OWAarHOCTMUKa B~ TEUYEHUM  XPOHUYECKHX
MUEIOHE(PPUTOB SIBISETCSI OCHOBHBIM METOJOM OILICHKH (PYHKIIMH MOYEK,
MO3BOJISIIONIAs OOHAPYKUTh HapylleHWe WX (YHKIMH HA PAaHHUX JTamax
3a0oyeBaHusl, Korja Jpyrde METOAbl eme MajJlouHGOPMaTUBHBI.
OCHOBHBIMM ITPEUMYIIIECTBAMU JIAHHBIX METOJIOB SIBJISIFOTCS OTHOCUTEIbHAS
HECJI0KHOCTh, BEICOKAsi BOCTIPOM3BOJIMMOCTh U HEOOPEMEHUTEIHHOCTD IS
namuenTa. [1].

YuuThiBasi, 4T0 HE A00OCIEAOBAHHBIE MAIMEHTHl UMEIOT BBICOKUU
PHUCK MPUOOPETEHUS XPOHUYECKOT0 TeUEHHUsI 3a00JIeBaHUS C TIOCIICTYIOIINM
dbopmupoBaHUEeM HEPPOCKIECPOTUUECKUX U3MEHEHUH, HEO0X01MMa TOYHAas
JTAATHOCTHUKA JIOKAJIM3AIUHA TTOPAKEHUS MOUYEBOM CUCTEMHI [4].

Tak, mo manHbIM 3apyOexxHOUN JuTepatypsl, y 15-57% mnanueHToB
MOCJE€ OJHOTO 3MHK30/la TMUeoHEePpUTa OTMEUAIOTCS U3MEHEHHUS TKaHU
MOYEK IO JAHHBIM He(PPOCHUHTUTPAPUN HE3aBUCUMO OT JABHOCTH CPOKOB
3aboneBanus. [5, 6]. Ho Hepenko, 3TH MariMeHThl OCTAIOTCS 0€3 JTOIKHOTO
BHUMAaHUS U HE MOJIy4al0T HEOOXOAUMOTO JICYEHHUS, YTO B MOCIEAYIOIIEM
BeZIeT K POPMUPOBAHUIO XPOHUUECKOTO TE€UCHUSI 3a00JIEBaHUS U PA3BUTHIO
XPOHUYECKOHN 00JIe3HU TTOYeK. [4].

B meraananuse, nposenenHom B 2014 roxy Shaik et al, B koTopom
ObUTM MPOAHATU3UPOBAHBI JAHHBIE CTATUYECKOW HeppocuUMHTUTpaduu y
JIeTel, MocIie IEPBOIo AMKU30/1a UHPEKITUU MOUYEBBIBOASIIUX ITyTEH, aBTOPHI
NpULUIM K BbIBOAY, uTo U3 1280 nererr y 15,5% (199 nereii) BbIsBIIECHBI
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Hepockneporuueckue namMmeHenus, u3 Hux y 50,3% (100 nereit) BoisiBIICH
MTy3BIPHO-MOYETOUYHUKOBBIN PEITIOKC pa3InuHON CTEIeHH. [6]

[lo nmaHHBIM psja aBTOPOB, YacTOTa ITy3BIPHO-MOYETOUYHHKOBOTO
pedaokca Toclie MepBOro 3Mmu304a WHGEKIMH MOYEBBIBOIAIINX ITyTEH
coctapysier 20-30% [7, 8, 9], a yuuTbiBas, 4TO y J€TEH C pelUIUBAMHU
MHPEKIIMM  MOYEBBIBOJSIIMX  MyTeHd  PUCK  HAIUYUS  ITYy3BIPHO-
MOYETOYHUKOBOTO pe(IIOKCa BBIINIE, TO HAIUYUE PEUUTUBUPYIOIIETO
TEUCHMS SABJISCTCS ITOKa3aHHUEM K ITOJIHOMY 00cIieIoBaHuIo [7].

Takum 00pa3oM, MaIMEHTHl C XPOHUYECKUM TNHUEIOHEHPUTOM
JIOJKHBI ~ HAXOOUTBCS  TMOJA  JWHAMHUYECKUM  HAOJIOJEHHEM  C
HCIIOJIL30BAaHUEM COBPEMEHHOU JIMarHOCTHUKH, BKJIFOYAIOIIEN
PaIMOHYKIIMIHBIE UCCIIEIOBAHUS C LIEJIbI0 CHIKEHUS PUCKA HEOOPaTUMBIX
MTOBPEKICHUM TKaHEH MoYeK M pa3BUTHS Hepockiaeposa. [2]

Heab ucciaenoBanusi. OUEHUTh WU3MEHEHUS TOYEUYHOM TKaHU IO
JaHHBIM HepocuuHTUTpaduu y JE€Te ¢ MNEePBUYHBIM U BTOPUYHBIM
HAEJIOHE(PUTOM.

MaTtepuaJjibl M MeTO/Ibl. B uccienoBanye ObLIM BKIOUYEHBI 80 neTeit
B Bo3pacte oT | roma no 17 ner ¢ xpoHuueckum nuenoHepputom. Bee
MalWeHThl TPOIUIM TIOJHOE Heppoyposiorudeckoe oOCIeIOBaHUE C
OIIECHKOW  (QUIbTPALIMOHHON  (QYHKIMM  TOYEK W  NIPOBEIACHUEM
WHCTPYMEHTAJIBHBIX W JIYYEBBIX METOJOB JUArHOCTUKH, TaKWE Kak
YJIBTPa3BYKOBOE HUCCIIEIOBAHUE MTOYEK U MOUYEBOTO Iy3bIPs, BHYTPUBEHHAS
yporpadusi, MUKIHOHHas uucrorpabus u HedpocuuHTurpadusa. Ilo
pe3ynbTaTam oOcie0BaHus MAlMEHTHI pa3zelieHbl Ha 2 rpynmnbl. B nepBoi
rpytre (n-35 4enoBek), AETU ¢ IEPBUYHBIM MTHUETOHEMPUTOM, a BO BTOPOM
rpymre (n-45 4enoBeK) — I€TH ¢ BTOPUYHBIM nuesionedpputomM. CpaBHEHHE
OPOU3BOAMIIOCH IO TpeM MoKazarensiM HeppocuuHTUurpaduu: oOuui
WHJIEKC MHTErPAIbHOTO 3aXBaTa, CTeneHb qu(Py3HO-04aroBbIX U3MEHEHUM
1 00111 00beM (GYHKIIMOHUPYIOIIEH MapeHXUMBI.

PesyabTarpl. Y gerel W3 NEPBOM TPYyNIbl, C MNEPBHUYHBIM
nuenoHepuTom, Mo pe3yJbTaraMm MTPOBEACHHOW HeppocHuHTUTpadun
oOIui MHACKC MHTETpajIbHOrO 3axBaTa ObUI B HOpME y 15 mainueHToB
(42,9%), a y 20 nauumentoB (57,1%) OTMEUYEHO CHWIKEHHE IAHHOTO
nokaszarenisi. BeisgBieHHbie qud¢y3HO-04aroBbie M3MEHEHHS YMEPEHHOU
crerieHn otmedeHbl y 14 naunumentoB (40%), cpenneid crenenu y 17
nanueHToB (48,6%), BeIpakeHHbIE U3MEHEHUs y 2 marueHToB (5,7%). ¥V 5
nanueHToB (5,7%) w3 mepBOil TpyMIbl ¢ MEPBUYHBIM MHUETIOHEPPUTOM,
OTCYTCTBOBAJIM KaKUE-IMOO U3MEHEHUs MO pe3yjibTaTaM OOCIEIOBaHUS U
O0YaroBbIX U3MEHEHHI 0OHapykeHO He ObU10. O0BbeM (YHKIIMOHUPYIOIICH
MapeHXUMbI 1ToYeK B 1ii rpynmne 0bu1 cHukeH y 20 marueHToB (57,1%) u He
CHIKEH y 15 maruenToB (42,9%).
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Bo 2i1 rpynne naiueHToB CO BTOPUYHBIM MUEIOHEPPUTOM, OOUIUI
WHJIEKC MHTETPaIbHOTO 3axBaTa ObUI CHIDKEH y 28 nmereit (62,2%), y 17
nereit (37,8%) u3 maHHOUN IPyIIIBI 3TOT IOKA3aTeNlh OCTABAJICS B IIpeeiiax
HOpPMaJIbHBIX 3HaueHuu. [uddysHo-ouaroBbie H3MEHEHHS] YMEPEHHOU
CTENEHU BBIPAKEHHOCTH BBIsBIEHBI y 12 manueHtoB (26,7%), cpeanei
creienn 'y 23 mnanuentoB (51,1%) u BblpaxeHHble u3MeHeHus y 10
naueHToB (22,2%). OO0muii o0beM GYHKIIMOHUPYIOUIEH MapEHXUMBI
nmoyexk ObuT CHIKEH y 28 gnerei (62,2%) u ocraBajics B Tpejenax
HOpMaJbHbIX 3HaueHuil y 17 nereit (37,8%).

3akiaroueHue. Ha ocHOBaHMM TIPOBENEHHOIO WCCIIENOBAHUS,
MOJIyYeHHBIC JaHHBIE MO3BOJISIIOT HaM MOATBEPAUTH TOT (aKT, 4YTO Yy
MAIMEHTOB C XPOHUYECKUM MUETOHE)PUTOM B 00EHX TPyIIax OTMEYAOTCS
He(DPOCKIEPOTUUECKHE M3MEHEHUs MO JaHHBIM HedpociuHTUrpaduu, 3a
UCKJIFOYEHUEM 2 TAIlMeHTOB C MEPBUYHBIM MHUEIOHEHPUTOM, Y KOTOPBIX
JAHHBIX U3MEHEHUN He 0O0HapykeHo. Tak e moATBepkKIAaeTcs TOT (akT,
YTO CTETEHBb BHIPAXKEHHOCTH AU (PY3HO-09aroBbIX U3BMEHEHUN U CHUYKCHHE
o0bemMa PYHKIIMOHUPYIOIIEH TapEHXUMBI 00JI€€ BHIPAXKEHBI Y IMAIIUEHTOB CO
BTOPUYHBIM NTUETOHEDPUTOM.
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N3YYEHUE IMHAMUKU BOSHUKHOBEHMUSA
OCJIOKHEHUI MOCJIE ONEPATUBHOI'O BMEIIATEJIBCTBA
TPU JIEYEHUHU THOMHO-BOCHAJINUTEJBbHBIX 3ABOJIEBAHUI
KHCTU Y JETEA

A. C. Kucenesa ', [I.A. Bapanos !, I1.B. Kopsmxkun ', B.B.CbITbKOB *
LBoponesccruii 2ocyoapcmeenmviii meOuyunckuii ynueepcumen
umenu H.H. bypoenxo, 2. Boponeoc. Poccus,
2I'BY « ®HKI] oemeii u noopocmxoé PMEA Poccuuy, 2. Mockea,
Poccus

AKTyaJbHOCTh. JleTW, B CHJy NOBBIIICHHOM AKTHUBHOCTH, 4YacTO
MOJABEPKEHBI TpaBMaM, KOTOPbIE MOTYT OCJOXKHSATHCA IPUCOCIUHEHUEM
MaTOreHHON MUKPOMIIOPHI U Pa3BUTHEM THOMHO-BOCTIAIMTEIIHHBIX MTPOIECCOB
B 00nacTu Kuctu. HecMoTps Ha TOCTHKEHUS U POTPecc B MEIUIIMHE, TaHHAS
rpynma  3a00JICBAHUM  COXpaHSAET  CBOK  aKTYallbHOCTh,  TpeOys
COBEPIICHCTBOBAHUS METOJIOB JICUCHUSI.

Heab wuccaenoBanusi. OlleHKA 4YacTOThI M XapakTepa OCIOKHEHUU
MOCJI€ ONEPATUBHOTO JICYECHUS THOMHO-BOCTIAIUTEIBHBIX 3a00JI€BaHUIN KUCTU
y JETEN.

Marepuanet u Metoasl. HccienoBaHwe MNpoOBEAEHO B THOWHOM
otaeneHnu OOIacTHOW NETCKOM KiamHU4Yeckou OosbHHUIIE No2 r. BopoHexa.
Mpb1 npoBenu aHanu3 378 wuctopuil OOJe3HM JeTel, HAXOIWBIIMXCS Ha
neyennu B kinHUKe ¢ 2006r o 2024r. Bo3pacTHas rpynia maiydeHToB OT 2
no 17 nert, cpenu vux: 147 (38,9%) neTsim ObLI MOCTaBIIEH TMAarHo3 JierMoHa,
199 (52,64%) — nanapunuii: nogkoxHbii - 112 (56,3%), CyX0oXKWIbHBIN - 25
(12,6%), xoctubiit - 17 (8,5%), nmaponuxus - 45 (22,6%), 32 namueHTam -
TaHIaKTUJIUT.

Xupypruueckoe JiedeHue (JIErMOH 3aKJIYaloch B IIMPOKOM
pacceueHun koxu u I[IDKK Ha Bcro rinyOuHy uHUIbTpaTa, a Takke B
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HUCCEUCHUH HEKPUTUYECKHX TKaHEW, NPOMBIBAHUU U JAPEHUPOBAHUU
¢nermonsl. [1] TakTHKa XUPYPrUYECKOTO BMEIIATENHCTBA TP MaHAPUIIUSIX
3aBuceNia OT MX (OPMBI: B Clydae KOXXHOTO TaHAPHUIIUS OCYIIECTBIISIIOCH
paccedeHrne B 00OJacTd HaWOOMNbIIEH (DIIOKTyalluu C HCCEYEHUEM
OTCOEIMHEHHOTO SIUIEPMUCA; MPU MOJKOKHON (opMe BBITOIHAJICSA pas3pes
10 OOKOBBIM MOBEPXHOCTSIM MaJiblla C MOCICAYIONIUM JPEHUPOBAHUEM; TIPU
MOJHOTTEBOM (opMe MPOU3BOAWIOCH yaaleHue Horta. OleHuBaIucCh
OT/JQJICHHBIE OCJIO)KHEHUSI TIOCJIE XUPYPTrUUecKOTo JICUCHHUS MyTeM cOopa
aHaMHE3a Y pPOJAUTENIEN NAI[UEHTOB.

PesyabTaThl. MccieqoBanue mokasano, YTo y OOJbIIed 4acTu ACTEH,
NOCTYNHUBIIUX B OOJNBHUIYY C TAHAPUIMEM, OTCYTCTBYIOT HapyIICHHUS
JIBUTATENIPHOW (PYHKIIUU, KOHTPAKTYPHI B ONEPUPOBAHHOW KUCTH — 175
(87,9%). 94 (47,2%) ponutenss OTMETUIH, YTO y UX AETEH C AUArHO30M
CYXOXXWJIbHBIA, KOCTHBIA TMAaHAPUIIMH W  TAPOHUXHUS  HAOIIOJAIOTCS
nepuoudeckre 00N, MECTHas THIEpPEMUs, HapyIIeHUE pPOCTa HOITEBOMU
MJIACTUHKH.

VY 38 (25,9%) OonbHBIX ¢ auarHo3oM (uierMOHa ObUIM BBISIBJICHBI
HapylieHus: 1BurarenbHoil pyHkiuu, y 37 (25,1%) — otMeueH puinueckuii
auckoMdopT n3-3a pyOiia, B To BpeMs Kak y 72 (49%) maneHToB OCIOKHEHUS
orcyrctBoBanu. Poautenn 15 (46,9%) mnpoonepupoBaHHBIX JeTed C
IUAarHO30M MAaHAAKTHIAT OTMETHIM CPEAU OCIOKHEHHI: JBUTaTENIbHbIC
HapylieHusi, (U3NUEeCKUil IUCKOMPOPT W HapyUIEHUS pPOCTa HOITEBOMN
macTUHKU. [loydeHHbIe JaHHbIE MO3BOJSIOT HAM IMOJIOKUTEIBHO OIIEHUTH
KauyeCTBO MEAUIIMHCKOM ITOMOITH, okazaHHo# aeTsasm B OJIKb Ne 2.

BoiBoabl. AHAINU3 OTIAJICGHHBIX OCIOXHEHUM W UX 4acTOTa Pa3BUTHUS
YKa3bIBAIOT Ha HEOOXOJUMOCTb YCOBEPIICHCTBOBAHUS TAKTUKU JICUCHHS,
pa3pabOTKM HOBBIX METOJIOB OIEPAaTHUBHOTO BMemarenbcTBa. [3] BakHo
OTMETUTb, YTO JICUCHHE OBbUIO MOJO0pPAaHO HUHAMBUIYAIHHO JJISI KaXJOTO
MalKeHTa, B 3aBUCUMOCTH OT TSIKECTH 3a00JI€BaHUS, JIOKATU3AIMU THOWMHUKA,
€ro pa3sMepoB W THOyOWHBI, a TaKXKe PACIPOCTPAHECHHOCTH THOWHO-
BOCHAJIUTENILHOTO Tpoliecca. B Hamelr paboTe ObLIM MpeCTaBICHbI OOIIME
pPE3YAbTAThl OLIEHKU YaCTOThI PA3BUTHS OCJIOKHEHUMN MOCIIE XUPYPIUUECKOTO
BMEIIATEIbCTBA, YTO  TO3BOJSET Jyylle TMOHATH  3(PPEeKTUBHOCTH
MIPUMEHSIEMBIX METOJI0OB JICUCHHUS] HAa CETOJHAIIHMN JEHb U HAlNpaBUTh
aJIbHEHINNE UCCIIEIOBAHUA B OTOU 00JI1aCTH.

Cnucok qureparypbl
1.  Jlerckas Xupyprus: HaIlMOHAJIBHOE PYKOBOJCTBO: IPAKTHYECKOE
pykxoBoacTBo / A.}O. PazymoBckuii. - MockBa: I'DOTAP-Meaua, 2021. - 763c.
2. Jlerckas Xupyprus: HAUUMOHAJIBHOE PYKOBOACTBO: NPAKTUYECKOE
pyxoBoacTBo / A.FO. PazymoBckuii. - MockBa: I'DOTAP-Menaua, 2021. - 769c.
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3.  JlmarHocTHKa U JE€UYCHHE THOMHO-BOCHAIUTEIBHBIX 3a00JICBaHUN KOXKHU
y nereii / 3. X. Kapumona, M. X. Ha3uposa, 3. D. XXymaesa [u np.] // HoBbrit
nenp B Meauiuae. — 2019. — Ne 3(27). — C. 133-138. — EDN YLPHIJ.

KHUCTBI BPIOIITHOM MOJOCTHU Y JETEH — ONIBIT
PEI'’HOHAJIBHOI'O HEHTPA
I.A. CeBepunoB, E.A. XanuHa.
Kagheopa oemcroui xupypeuu u neouampuu UHO KI'MY, 2. Kypck,
Poccus

AKTyabHOCTh. KucTo3Hbie 00pa3oBanus OpIOIIHOM MOJIOCTH y JIETEH,
HECMOTPS Ha HU3KYIO pacnpocTpaHeHHOCTh (1 ciyuait Ha 4500 ayToncuil nim
0,02%), TpencTaBIAOT aKTyalbHYIO NPOOJIEMYy NE€TCKOW XUPYpPruu. XOTs
MHOTHE KHCThl IPOTEKAIOT OECCHUMIITOMHO, HO WX OCJIOXHEHHUsS (pa3phbiB,
HarHO€HWe, KOMIIPECCUsI OPTraHOB) MOTYT YIPOXKaTh JKM3HU MAIIUEHTAMU H,
KaK TMPaBWJIO, COMPOBOXKIAIOTCS HHTEHCUBHBIMU OOJSIMU B KUBOTE, YTO
ABJISIETCSl MPUYMHOM oOpamienuss 3a mnomouipto [1, 2]. OrcyrcTBUE
MaTOTHOMOHUYHBIX CHUMIITOMOB U E€IUHBIX JUATHOCTUYECKUX aJITOPUTMOB
3aTPyJHSAET  CBOEBPEMEHHYIO  JHArHOoCTHKY,  4YTO  IOJAYEpPKUBAET
HEO0OXOJIUMOCTh Pa3padOTKU CTaHAAPTU3UPOBAHHBIX MPOTOKOJIOB HA OCHOBE
COBPEMEHHBIX METOJIOB BH3yalU3aluu (YJIbTPa3BYKOBOE HCCIEAOBAHUE,
KOMIIbIOTEpHAs ToMorpadus, MarHUTHO-pe3oHaHCHas Tomorpadwus) [3].
OneHka BapuaHTOB MaHHU(eECTAllUd KHUCT OpPIOIMIHOM TOJIOCTH BakKHA IS
ONTUMHU3ALMNA JHATHOCTHKHU, JIEYEHUS W MPEJOTBPALICHUSA OCIOXHEHUN B
JAHHOUM KOTrOpTe MalMeHTOB [4].

Ieab wuccienoBaHUNA — TPEJACTABUTH OMBIT JICYECHUS MAI[UEHTOB
JIETCKOTO BO3pacTa, OMEPUPOBAHHBIX IO MOBOAY KHUCT OPIOLIHOM MOJIOCTU
paznuuHoi nokanuzanuu, Ha 6aze ObY3 KO/IKb.

MarepuaJibl 1 MeTOABI Hccaea0BaHusl. [[poBeieH peTpOCIEKTUBHbBIN
aHaIM3 WMCTOPHM OOJE3HM MAIMeHTOB, Haxoisammxcs Ha jedennn B ObBY3
KOJKDB B nepuon ¢ 2015 mo 2024 rr. ¢ KIMHUYECKUM JMArHo3oM ‘‘KHUCTa
OprOUIHOM MOJIOCTH”, “FHTEPOKUCTOMA .

Pe3yabTaTrhl mMccienoBanusi. 3a uccinenyemoeid nepuon B Kypckoit
obylacT ToOJIydaJau JI€YeHHUE C JIMAarHo30M “KUCTO3HbIC OOpa3oBaHUs
OprorHOM Tostoct” 20 MAIMEHTOB JIETCKOTO BO3pAcTa, ¢ TYIIUKAIMOHHBIMU
kuctaMu - 15. O01ee KOJIMYeCTBO JIETEN C JaHHOW ITATOJIOTUEN COCTABIIIO 35
nanreHToB. Manburku coctaBuin 60% cirydaes, neBouku 40%. IIpu stom
cpeaHuil Bo3pact namnueHToB 11 mecsieB. HanbosnbIee KoauuecTBO AeTeH C
yKa3aHHBIMU JWarfo3amMu ObLIO BbIsBICHO B 2022 roxy (6 ciyyaes).
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Hanbonpliee KoIM4ecTBO NYyIJIMKAIMOHHBIX KUCT BbIsiBIIIN B 2023 rony. [1pu
STOM OINHUCAHHBIE KJIWHUYECKUE CIIydyad MOATBEPKICHBI pe3ylbTaTaMu
TUCTOJIOTUYECKOTO UCCIICIOBAaHUS (MMPOCThIE KUCTHI OPIOIIHON MOJIOCTH WIIA
MOJIHBIE  yABOCHHS,  KOTOpPhIE  XapaKTepu3yrTcsi  00pa3oBaHHEM
NYTUTMKAIIMOHHBIX KHUCT € KHIIEYHOM CTEHKOW OOBIYHOM CTPYKTYpHI).
OcHoBHas npuyrHa 0OpaleHuil — OECOKOMCTBO WIIM BbIpAXKEHHBIN 00J1€BOI
CUHJIPOM B CJIEJICTBUE 3HAUUTEIILHBIX pa3MEpPOB 00PA30BaHUS U C/IABJICHUS UM
OKpYXXalolMX TKaHel. Takke CTOUT OTMETUTh NAalUeHTOB, KOTOPHIM
MOTPEOOBAIUCH ONEPATUBHBIC BMEIIATEILCTBA B SKCTPEHHOM IMOPSJIKE —
peOeHOK 3 MecsAlleB C YABOCHUEM JKEIyAKa, KOTOPOE OCI0XHHIOCH
nepdopanueil U30JIMPOBAHHOTO KHUCTO3HOTO YABOCHUS U TEPUTOHUTOM,
peOCHOK 2 MecslleB ¢ KIMHUYECKOM KapTUHOW HM3KOW KHUIIEYHOU
HEIMPOXOANUMOCTH Ha (POHE KHCTO3HOTO 0Opa30BaHUsI UIICOIEKATLHOTO yIiia U
np. (Bcero 8 ciiydaeB 3a yKa3aHHBIA Mepuoa). Takke Cpeau BBIMOTHIEMBIX
OTIEPaTUBHBIX BMEIIATEIBCTB CTOUT OTMETUTh MPU KUCTaX OPIOIIHON MOJIOCTH
— JanapoTOMUIO (IIPAaBOCTOPOHHIOI MONEPEUHYIO, CPEAMHHYIO) U yAalleHHe
00pa3oBaHusl, a IPU IHTEPOKUCTOME — PE3EKLIMSI HECYIIEH NETIH, HAIO)KEHHE
JBYPSITHOTO KUIIIEUHOTO aHACTOMO3a MO TUITY “‘KoHell-B-KoHel” (12 ciyuaes).
B cnydae oOHapy>KeHUs KUCTO3HOTO YJBOCHHSI B 00JIACTH HMJIEOLEKATbHOTO
yIjia — BBINOJIHSUIACH €T0 PE3EKIHUs C OJHOMOMEHTHBIM (hOPMUPOBAHUEM
MOTPY>KHOTO aHACTOMO3a TM0 TUMy “KoHen-B-00k” (3 cmydas). C 2015 1. B
KJIIMHUKE BHEIPEHA IMPAKTHUKA ONEPATUBHOIO JIEYEHUS TAKUX MAIMEHTOB C
WCIIOJIb30BAaHUEM BHUJCOIHIOCKOMMYECKUX TEXHOJOTHM (JIMarHOCTUYECKas
JanapocKomusi ¢ OIEHKOW Tomorpaduu oO0pa3oBaHUS M TOCIETYIOUTUM
pelIeHreM BOMNpPOCa O BO3MOXKHOCTH MPOJOJDKEHHS  BMELIATEIbCTBA
JanapoCKONMMYECKUM crnocooom). Bee marmenTsl noTpeOoBain HaOI0eHUS B
OTJICJICHUU pPeaHUMAallMy B PAHHEM IOCJIEONEPAMOHHOM Teprojie (CpeaHuit
CpOoK mpeObiBaHUs 4 JIHs) 10 BOCCTAHOBJICHUSI SHTEPAIILHOTO KOPMJICHUS U
MaccaXka 1Mo KUIICYHUKY.

BoiBoabl. Kucto3nbie oOpa3zoBaHusi OpIOIIHON TIOJIOCTH Yy JIE€TEH,
HECMOTpPS Ha HX PEIKYI BCTPEYAEMOCTbh, MPEACTABISIOT 3HAYUMYIO
KIMHUYECKYI0 TpoOjieMy W3-3a TMOTEHIHMAIBHO  >KU3HEYTPOKAIOIIMX
OCJIOKHEHH, TAKMX KaK pa3pbiB, HATHOEHUE UM KOMITPECCUS OKPYKAIOIIUX
opraHoB.  OtcyTcTBHE  CHENU(PUYECKHMX  CUMIOTOMOB M €IMHBIX
JUArHOCTUYECKUX AJITOPUTMOB 3aTPYIHSET CBOEBPEMEHHYIO IUArHOCTHUKY,
yTOo TpeOyeT pa3pabOTKU CTaHJAPTU3UPOBAHHBIX MOJIXOJ0B HAa OCHOBE
COBPEMEHHBIX METO/IOB BU3yJIM3AIIUH. AKTHUBHOE BHEJIPECHUE
MaJIOMHBA3UBHBIX XUPYPrUYECKUX METOAOB MO3BOJISIET YIAYUILUTh IPOTHO3 U
CHU3UTh PHUCKH OCJIOXKHEHMH. Takum o0pa3oM, AajbHEHIIee H3ydeHUE
MaHH(pEeCTalNN KUCT OPIOUIHOM MOJOCTH Y JIETEH SBIAETCS BAXKHBIM IIarOM

112



JUIS ONITUMU3ALMM JUATHOCTUKH, JICUCHUS M MPOQWIAKTUKU HX TSKEIbIX
OCJEJICTBUM.

Cnucok JurepaTypsbl
1.  JlymiMkanuMoHHBIE  ME3EHTEpHaIbHbIE KHUCTHl  (IHTEPOKHCTOMBI):
KIMHUYecKoe HaomoaeHue / A.3. Anpmsies, I'.M. Becaymkun, U.B. I'opran,
[u np.] // W3Bectus BbICIIMX Y4eOHBIX 3aBeaeHUN. [IOBOKCKUN pEruoH.
Menununckue Hayku. — 2024, — No, 3 (71). — C. 14-22.
2. YapTpa3ByKoBas IMarHOCTHKA KUCT OPIOIIHOM mojocTu y aeteit / M. U.
[Te1koB, [u np.] // [lequatpus. [Ipunoxenne k xxypHairy Consilium Medicum.
— 2017. — Ne 1. — C. 68-72. JIumbanarnoma OpbDKEHKNA TOHKOW KHIIKH Kak
MpUYMHA OCTPOro abJOMHHAIBHOTO cHUHApoMma y pebénka 5 mer / K.IL
[Mamkun, A.H. UBanos, U.C. WBanosa // Jlerckas xupyprus. — 2020. — Ne
1(24). — C. 50-52.
3.  CwmupnoB A.H., I'aBpunenko H.B. YaBoeHus ey J04HO-KUIIEYHOTO
TpakTa y nerei // Jlerckas xupyprus. — 2018. —T. 22, Ne 6. — C. 305-312.
4.  Intraabdominal lymphatic malformation management in light of the
updated International Society for the Study of Vascular Anomalies
classification / H. Elbaaly [u ap.] // J. Pediatr Radiol. —2021. — Ne 5(51). — C.
760-772.

KJIMHUYECKHU CJIYYAU DOPDPEKTUBHOUN TEPAIIUU
PEBEHKA C BPOHXUAJIBHOM ACTMOH U
CONYTCTBYIOUIUM NTOJHUITIO3HBIM PUHOCUHYCUTOM

C.B. 3aiinesa ', O.A. Myprazaesa ', B.A. Myxoprtsix ', O.B.
Boponnna!, A.JO. Tomunosa !
Y@rB0Y BO Poccuiickuii Ynusepcumem Meouyunwvr Munzopasa Poccuu,
Mockea, Poccus
OI'BY «DHKI] oemeti u noopocmrxoe @PMBA Poccuuy, Mockea, Poccus
SMEBY UHO ®I'BY I'HL] ®MBL] um. A.M.Bypnazana ®PMEA Poccuu,
Mockea, Poccus

AKTYaJbHOCTh. XPOHMYECKHW TMOJUIIO3HBIA  PUHOCHHYCHUT U
oponxuanpbHas actma (BA) xapakTepuszyroTcs OOIIMM MaTOr€HE30M,
00yCJIOBIIGHHBIM BOCHAIMTENIBLHON peakiiend 2 Tura, 4To 00yClIaBiIMBaeT UX
BBICOKYI0 KOMOPOHMJIHOCTh. XPOHUYECKHI PUHOCHMHYCHUT C MOJIUIIAMH HOCA,
nopaxaromuii mpuMepHo 2-4% HacelleHUs B LIEJIOM, IPEACTABISAECT COOOM
3HAUYUMYIO MEIUKO-COIHAIbHYIO TTpo0semy. CIoKHOCTh MaTOT€HETUYECKUX
MEXaHU3MOB OOyCJaBIMBaEeT TPYAHOCTH B pa3paboTrke 3HPEeKTUBHBIX
METOJ0B TEPAIHUHU.
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Hear nHaOmwoaenus. OuneHka >PEGeKTUBHOCTH U 0€30MACHOCTHU
npenapara MemnoJin3ymMad B KOMIUIEKCHOW Tepanuu ManueHTKu ¢ BA u
COITYTCTBYIOILIUM NOJUNO3HBIM PUHOCUHYCUMOM.

Onucanue kKaunuueckozo cayuasa. llpencraBiasieM KIMHUYECKUN
cinydaid 3 (HEeKTHBHOM KOMIUIEKCHOM Tepanuu pebeHKa ¢ JAUarHo30M
BbponxuanbHas actma, cMellaHHas, TSHKEJIOTO YaCTUYHO-KOHTPOJIUPYEMOTO
TEUEHUS U COMYTCTBYIOIIUM JuarHo3oM [lonuIo3Hblii pPUHOCHUHYCHT,
HEMEPEHOCUMOCTh HECTEPOUJIHBIX MPOTUBOBOCHAIUTEIBHBIX IPEIapaToB
(HIIBIT) ¢ BxiIroyeHWeM B JIEUEHHE IIpemapara  MEHoJu3yMad
(peKOMOMHAHTHOE MOHOKJIOHAJIBHOE aHTUTENO K uHTepaeikuny-5 (MJI-5).

AHamHe3: /[eBouka ¢ OTSATOLIEHHOW 0 alNIEPruy HACIECTBEHHOCTHIO -
y 06al0ymky 1Mo JWHUM MaTepu OpoHXHMalbHas acTMa, HETMEPEHOCHMOCTH
HIIBII. PeGenox ot 1 ¢usnonornyecko OEpeMEHHOCTH, CPOYHBIX
OTIEPaTUBHBIX (TIOBBIIICHUE apTEePHATBLHOTO JABJICHHUS B pojaax) poaoB. Bec
npu poxaenun 3450r, poct S4cMm. Ouenka no Anrap 8/9 6amios. I'pyaHoe
BCKapMJIMBaHHUE TMPOBOJIUIIOCH 10 4 MecsieB. [IpuBuTa B COOTBETCTBUU C
HallMOHAJIBHBIM KajieHJapeM. PanHee pa3BuTue 1o Bo3pacry.

C mepBBIX JET JKU3HM Yy JIEBOYKM OTMedaiuch uacteie OP3,
MPOTEKAIOIIME C CUHIPOMOM OpoHXHabHON 00cTpykimu. C 7 et y peOeHka
B BECCHHEE BpeMs MOSIBUIICS pUHO-KOHBIOHKTUBAJIBHBIN CUHIpOM. B Bo3pacte
8 et ycrtaHoBieH auarHo3 bA. Ormeudanace OTpuIaTENIbHAs BO3PACTHAA
IuHaMuKa. B kadecTBe NPOTMBOBOCHAIUTENIBHOW TEpanuu MNalHEHTKA
noiyvyaga KypcamMu —aHTWICHKOTPUEHOBBIM Tmpenapar (MOHTENIYKACT),
KOMOWHAIIUA JITUTEILHO JeHCTBYrOIUX B - aroHuctoB (/IJIBA) w
UHTAISAIMOHHBIX  TTroKokopTukocTepousoB (MI'KC) B BbICOKHMX m03ax.
OnHako, HECMOTpPSL Ha TPOBOAUMYIO TEpANuUio, MPUCTYMNbl OpPOHXUATBLHOU
OOCTPYKIIMM CTAaHOBWJIMCh BCE€ Yalle. [purrepaMu SBISJIMCH aJlIePTeHbI
(mbuTbLIa  AepeBbeB), Hecneuuduueckue @akropsl (OP3, Pusnueckas
Harpy3ka). Ilpu  oOcinegoBaHMM  BBISIBIEH  BBICOKMU  IOKa3aTelb
ummyHornooynuHa (Ig) E, ompenenena ceHcuOunuzamusi K MBUIHIIEBBIM
(6epe3a) u OBITOBBIM (KJICIIN JOMAIIIHEH MbUIH) ajiiepreHam. B 9 net BnepBbie
OTMEYaJICsl aHTMOOTEK U MPUCTYN OPOHXUATHHOU OOCTPYKIIMH MOCIE IpremMa
HIIBII (anasnbruna).

C yueTroM OTCyTCTBHS KOHTPOJIsi cuMNTOMOB BA Ha ¢oHEe BBICOKUX 7103
JNIBA/UTKC pebenky B 10 jeT OblT MHUIMUPOBAH KypC OMOIOTHYECKOM
Tepanuu. Tepanus NpoBOAMIACH IpenapaToM oManuzymad B goze 300mr 1 pa3
B Mecsl B TeueHue 4 ner. Ha done Tepanuu ynanoch OCTUYb KOHTPOJIb
cuMnToMOB bA, 0/1HaKO, BhIpa)K€HHAS 3aJI0KEHHOCTh HOCA COXPaHSJIACh.

BnepBble npu3HaKU MOJIUIMO3HOTO PUHOCHUHYCHUTA OBLIM BBISIBIICHBI B
Bo3pacte 9 ser. HecmoTpss Ha mNpoBOAMMYIO Tepanuio (MOHTEIYKACT,
WHTpPAHA3aJIbHbIE TJIFOKOKOPTHUKOCTEPOUIbI) OTMEYaIach OTpHUIATEIbHAS
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BO3pAacTHasi JAWHAMHKA MOJMIO3HOTO pUHOCHUHYcuTa. B Bo3pacte 12 ner
HOCOBOE€ JIBIXaHUE NPAKTUYECKU OTCYTCTBOBaio, mo nanHbiM KT TIITH
OTMEUAJIOCh TOTAJIbHOE CHWKCHUE MHEBMATHU3AlMU BEPXHEUEIIOCTHBIX,
(pOHTANBHBIX MMa3yX MW KJIETOK pemerdaToro nadupuHTta. B cBsizm ¢
pPacCIpOCTPAHEHHOCTBIO  MOJIMIO3HOIO  MPOLECCAa, PE3KUM CHUKEHUEM
KaueCcTBa )KU3HU MaIMeHTa ObLJIO MPUHSATO pellieHne 00 ONepaTUBHOM JICYEHUU
noaumno3a Hoca. Pe0benky ObL10 mpoBeieHa MOTUIIKTOMMUS.

B Tedenue 2x MecsueB MOCIE MOJIUIPKTOMHUM MAlMEHTKa OTMeEvala
YIY4YIIEHUE HOCOBOTO JbIXaHWs, OJHAKO BIIOCIEACTBUM 3aTPyJHCHUE
HOCOBOT'O JbIXaHUs POTPECCUBHO HAPACTAJO0, U B TEYEHHUE 6 MECALIEB pa3Mep
MOJIMIIOB HOCA JOCTHT JOOTIEPAIMOHHOTO COCTOSTHUS.

B derpaie 2022 roma B CBS3M ¢ JOCTHKEHUEM KOHTPOJISI CHMITOMOB BA
Tepamnusi oMan3ymMaboM Obliia 3aBepIleHa.

Uepes 2 wMecdma mnocie MNPEeKpalleHUs TUKINYECKONW Teparnuu
omanuzyMaboMm y pedenka Ha ¢one jeuenus JIJ[BA/MI'KC Bo30OHOBUIUCH
NPUCTYIIBI OpOHXHAIBHON 00CTpyKIIMK OT 1 710 3X pa3 B Mecs.

C yuerom TsKenoro TeueHUss bBA, HEZOCTaTOYHOIO KOHTPOJS
cumntoMoB bBA Ha (oHE TMOCTOSHHOrO TmpueMa KOMOMHHUPOBAHHBIX
npenaparoB (JIBA/MI'’KC) B BbICOKHX 103aX, COMYTCTBYIOIIETO TSXKEJIOTO
TEUEHUS  TOJIMIO3HOTO  PUHOCHMHYCUTAa  ObUIO  MOPHUHSATO  pEUICHUE
WHULIMUPOBATH OMOJIOTUYECKYIO TEpanuo PEKOMOMHAHTHBIM
MOHOKJIOHAJIbHBIM aHTUTEJIOM K UHTEPJCHKUHY 5 — METOIN3yMaOoM.

Tepanus Obuta mHULIMKMpPOBaHa B aBrycte 2022 roga. Ha done tepanuu
npenaparoM MENojau3yMald B TeueHue 6 MecsAleB ObLI JOCTUTHYT MOJIHBIN
KOHTPOJIb cUMNTOMOB BA. OIHOBPEMEHHO YCTaHOBJIEHA MOJIOKHUTEIbHAS
JWHAMUKA T€UYECHUS MOJIMIO3HOTO0 PUHOCHUHYCHUTA: CYIIECTBEHHO YIYUIINIOChH
HOCOBOE€ [IBIXaHWE W TMOBBICWJIOCH KA4€CTBO KW3HU MAIMCHTKHU. J[aHHBIE
SHJIOCKOMHUYECKOTO OOCIEOBaHMS TaKXe MOATBEPKAAIOT BBIPAXKEHHYIO
MOJIOKUTENIbHYIO TMHAMUKY XPOHUYECKOTO MOJIUIIO3HOT0 pUHOCUHYCcUTA. Tak
B ceHTsa0pe 2022 roga oTMeyanach CyOTOTalbHasi OOTypalinsi HOCOBBIX XOJOB
CIpaBa, CJ€Ba IMOJUIBI PACIPOCTPAHSUINCH JO JHA TOJOCTH Hoca. B
JUHAMUKE, depe3 6 MecsIleB, MOJUIBl OTCYTCTBOBAIU B OOIIMX U CPEIHUX
HOCOBBIX XOJaX; B BEPXHHUX HOCOBBIX XOJaX BHU3YAJIM3UPOBAIUCH MEIJIKUE
TIOJIUIIBI.

Takum oOpazoM, BKIIIOUYEHHE B TEpaAlUI0 TEHHO - HHXXEHEPHOIO
npenapata Menojau3ymad y MalueHTKUu C TspKenoil BA u XpoHuueckum
MOJIMIO3HBIM PUHOCHUHYCUTOM CIIOCOOCTBOBAJIO JIOCTHUXKEHUIO KOHTPOJIS
CUMNTOMOB BA W ynydllleHHI0O B TEUEHHM XPOHUYECKOIO IOJHMIO3HOTO

PUHOCUHYCHUTA.
BuiBoabl. KomOuHupoBaHHass Tepanmusi BA W COMyTCTBYIOIIETO
MOJIUIIO3HOTO PUHOCHUHYCHUTA, BKJTIOYAIOIIAs METOJIN3yMao,
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MPOJEMOHCTPUPOBAIA BBICOKYIO 3(()EKTUBHOCTh B JOCTHIKEHUHU IOJIHOIO
KOHTPOJISI CHMIITOMOB ACTMBI M1 YMEHBIIECHUIO MOJUINO3HBIX U3MEHEHU.

OCOBEHHOCTH KIIMHUKO-JIABOPATOPHBIX
MPOSIBJIEHUY UH®EKIIMY MOYEBBIBOJAIIUX IYTEN Y
JETEMW PA3BHOI'O BO3PACTA
H.3. 3okupos'**, A.U. Cmupnosa', TM. ITonkosa', H.B.
Anekcangpuna’
L@I'BY « ®HKI] Jemeii u noopocmkoe @®MBA Poccuuy, 2 Mocksa,
Poccus;
? Kagheopa neouampuu u oemckoii xupypeuu PI'EY MEY UHO ®I'BY
T'HIL] ®MBL] um. A.U. bypuazana ®MbBA Poccuu, 2. Mockea, Poccus,
3 Kagheopa neouampuu @I'BY Axademus nocmouniommo2o
oopaszosanus OI'BY ©®HKI] ®MFA Poccuu, Mocksa, Poccus

AKTyaabHOCTh. WHpeknus woueBbBomsmux nyreit (MMII) B
HACTOSAIIEE BPEMsI OCTAETCSI OJJHOM M3 CaMbIX PaCpOCTPAaHEHHBIX UH(MEKIUN
B JICTCKOM BO3pacTe. YUHUTBIBas, YTO KJIMHUYECKas KapTUHA HH(EKIuu
MOYEBBIBOJIAIIUX MTyTEH JOCTATOYHO pa3HOOOpa3Ha, U HE BCETJa XapaKTepHa,
0cO00T0 BHUMAaHUS JOJDKHA 3aCITy)KHBATh TIIATEIbHAS OLICHKA KIIMHUYECKOM
KapTUHBI 3a00J€BaHUs, KOTOPas MOXKET CYIIECTBEHHO BApbUPOBATHCA Y ACTEH
pPa3IMYHBIX BO3PACTHBIX TPYyNI, W JlabopaTOpHAash AMArHOCTHKA, TaK Kak
HECBOEBPEMEHHAsI  MOCTAaHOBKA  JMAarHo3a  MOXET  NPUBOIUTH K
MPOTPECCUPYIOIIEMY TOBPEKICHUIO ToveK. [1].

Uccnenosanne, nposeaeHHoe Bo Dnannpuu (benbrus), B koTopom
PaCCUUTHIBAIIMCH MOKA3aTeNM 3a00JIeBaeMOCTH MH(PEKIIMEH MOUYEBBIBOASIIINX
MyTeu mokasbeiBaeT, uro B nepuoj ¢ 2000 mo 2020 roga oTMEYEH 3HAYUMBII
npupoct uyucina smu3onoB MMII B kaxaoW BO3pacTHOW rpymme, 3a
WCKJIFOYEHNEM MallbuuKoOB 2-4 neT. [1o pe3ynpraram oueHKH, camasi BbICOKas
3a00JIeBaeMOCTh OTMeUeHa y jaeBodek 2-4 jet (5,5, 95% AN 3,5-8,1/1000
YEeJI0BEKO-JIET) U ACTEH B Bo3pacTe 10 2 jeT (Manbuuku: 5,4, 95% JAN 3,1-8,8
u neBouku: 4,9, 95% JI1 2,7-8,8/1000 uenoeko-ner). [2]

[To paHHBIM pa3MUYHBIX HMCTOYHUKOB MOXKHO OTMETUTh, YTO
3aboneBaemocts MIMII B menmatpuu 3aBHCHUT OT I0JIa, Pachl, ITHUYECKOM
MPEAPACTIONIOKEHHOCTH U cTaTyca oOpe3aHus y manbuukoB. Tak, UMII Ha
MIEpBOM TOAY >KU3HH, Yalle BCTPEYAIOTCS y MaJbUMKOB, a Aajee, 1Mo Mepe
B3POCIICHHSI, IOKa3aTeln 3a00JIEBAEMOCTH Y MAJIBUMKOB CHIDKAIOTCSA, H
gactora UMII y neBoyek craHoBuTcs Bbilie B 2-4 paza (7,5%), yem y
MaJIbiuKoB (2,4%). [3]
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AHanu3 0TeUeCTBEHHON U 3apyOeKHOUM TUTEepaTyphl MO3BOJIWI TPUNTH
K BBIBOJy, YTO KJIMHWYECKas KapTUHA WHOEKIUH MOUYEBBIBOIALIUX IyTEH
JIOCTaTOYHO pa3HOOOpa3Ha M HE Bcerjga xapakrepHa. MMeHHO mno3Tomy
0co00T0 BHUMAaHUS JOJDKHA 3aCITy>KHBATh TIIATEIbHAS OLICHKA KIIMHUYECKOM
KapTUHBI 32a00JI€BaHMS, KOTOPAsi MOXKET CYIIECTBEHHO BapbUPOBATHCS Y ACTEH
Pa3IMYHBIX BO3PACTHBIX TPYIIIL.

Rebrick et all npoBoamau ucciaegoBanue, B KOTOPOM MPUHSIN y4acTHE
121 mamueHT B Bo3pacTe 10 3X JET C MOATBEPKACHHBIM OTCYTCTBUEM KaKHX-
100 aHOMAJM pa3BUTHUSI MOUEBO cucTeMbl. [10 pe3ynbraram BbISIBIECHO, YTO
B 96,7% cny4aeB OTMEYEHO TOBBIIICHHE TeMIlepaTypbl Tena, B 87,6%
WHTOKCUKAIIMOHHBIN cUHIpOM, Y 33,1% - auzypuueckue sBieHus, a 60JeBoOn
cuapom y 20,7% mnauueHToB. B TO XK€ BpeMs, B TpyNIe MAUUECHTOB C
BBISIBIICHHBIMU TIOPOKaMU Pa3BUTHSA, cocTosmei u3 31 peOeHka, MOBIIICHUE
TeMIEPATypbl OTMEYEHO y 61,5%, MHTOKCHKAMOHHBIA CHHAPOM y 76,2%,
oo y 16,1%, muszypudueckue spiaeHus y 12,9%. DOto moarBepkmacT
MPEANOJIOKEHNUE, UTO y JAeTel 0e3 aHOMalui pa3BUTHUS MOYEBOM CHUCTEMBI
KJIIMHUYECKasi KapTUHa HanboJiee sipkas. [4]

HexoTopbIMH KIIMHUIIUCTAMU JIOKA3aHO, UTO MAIIUEHTHI B BO3PACTE OT 2X
10 5 JeT MOTYT OTMeuYaTh Takue Hecrmenuduueckue >kamoObl Kak 00U B
’KUBOTE€ B COUCTAHUM C JINXOPAJKOW, U TaK KE OIMUCHIBATH JIU3YPUUECKHUE
SBJICHUS C MPOSIBICHUSAMM 0OIIer HHTOKCuKanuu. [5] Takum oOpazom,
YYUTBIBAs OTCYTCTBUE SBHBIX TATOTHOMOHUYHBIX IMPU3HAKOB MUeIoOHePpHTa,
KOrJja €IMHCTBEHHBIM CHMITOMOM MOKET OBITh TOJBKO JHUXOpajka (4To
HanboJsIee XapaKTEepHO IS JeTeH MepBOro roja KU3HM), 0CO00T0 BHUMaHUS
3aCJIy’KMBaET JUArHOCTUKA TAHHOTO 3a00JeBaHusl. [6]

eanb ucciegoBaHmMsi: OLECHUTh U CPABHUTH KIMHUKO-JIA0OpATOPHbIC
NposiBJICHUS HMHMEKIUK MOYEBBIBOIAIIUX TIyTed y JeTed B pas3HbIX
BO3PACTHBIX Ipymmax.

ITanmuenTnl M Meroabl. B ucciaemoBanne OBUIO BKIOYEHO 188
MaUEeHTOB ¢ MH(EKIMeH MOYEBBIBOAIMNX yTel B Bo3pacte oT 0 10 7 Jer.
Bcem 00JIbHBIM MPOBEAECHO MOJHOE HEPPOYPOJIOTHYECKOE 00CIIeIOBaHUE C
WCIIOJIb30BaHWEM KJIMHUYECKUX, JAO0OpaTOPHBIX M HHCTPYMEHTAIbHBIX
METOJIOB MCCIICIOBaHM: OOIINIA aHAIU3 KPOBH, OOIIMI aHAIN3 MOYH, TIOCEB
MOYU C ONPEACIICHHUEM UYyBCTBUTEIBHOCTHM K aHTHUOAKTEpUATIbLHBIM
npenapataM, ¥ 3 MoueBblIENUTENBHONU CUCTEMBI. K KpUTEPHUSAM TOCTaHOBKHU
JMarHo3a OTHOCWIJIMCH Jielkouutypus (6osiee 10 n1eHKOIMTOB B TOJIE 3pEHUS
unu O6osiee 25 B 1 MKJI MOYM) WM JIMarHOCTUYECKU 3HAUMMas OakTepuypus
(6omnee 100 000 xkononueoOpazyromux equnuil (KOE) B 1 Mi1 Mmoun u3 cpeanen
ctpyu unu 6osee 50 000 KOE B 1 M mpu 3abope MOYM METOJ0M
kateTepu3anun). [larmenTs! ObLIM pacnpenesieHbl Ha 3 BO3PACTHBIE TPYMIIBI.
B nepByto rpynny Bouuiu aetu 10 1 roga (n = 60), BO BTOpYIO TpyIIly JETH B

117



Bo3pacTte oT 1 rona 10 3x net (n = 84), B TPEThIO IPYIITY — MAIIUEHTHI OT 4X 70
7 net (n = 44). V3 KMTMHUYECKUX NPOSBICHUN OLIEHUBAIUCH: JINXOPAJKA BHIIIE
38°C, HTHTOKCUKAIIMOHHBIA CUHAPOM, 00J1€BOM CHHAPOM (OO0JIM B )KMBOTE WJIU
MOSICHUIIE); K J1a0OpaTOPHBIM IMPOSIBIICHUSIM OTHECEHBI - JIEHKOLUTYpHS,
OPOTEUHYPHS], TEMATYpHS.

Pe3yabTarthl. Y maueHToB 1ii rpynisl (1etu 10 1 rona) 1uxopaaouHbIi
cunapoMm otmevaincs B 90% (54 mamuenTta), mHTOKcHKanus y 81,6% (49
nanueHToB), OoneBoit cuHApoM y 30%(18 marueHToB); a MO JaHHBIM
7a00paTOPHBIX MPOSIBICHUN — JedkouuTypus 3aduxcupoBaHa B 100%
cinyuaeB, npoteunypus B 83,3% (50 naunuentoB), rematypust B 30% cioydaeB
(y 18 mauueHToB).

VY nmanuenToB 21 rpynmsl (et ot 1 T a0 3x neT) — nuxopaaka B 95,2%
cinydaeB (80 mauueHTOB), HTOKCHKauus B 77,3% (65 nmauueHToB), O0JI€BOM
cungpom B 54,7% (46 nanuentoB). B maboparopHbix npossieHusx, B 100 %
ciyudaeB 3adukcupoBaHa Jeukonutypusi, B 83,7% (70 mnamueHTOB) —
nporeunypus, B 47,6% (40 nauueHToB) — remMaTypusi.

B 3i#i rpynne (netu oT 4X 10 7 J€T) — IUXOPpa0YHbIN CUHAPOM OTMEUEH
y 88,6% (39 mnanueHTOB), MHTOKCHKAIIMOHHBIM CcHHApOM y 65.9% (29
MalyeHToB), 6omeBoit cuuapom y 77,2% (34 mamuenta). [lo mabopatopHbim
JNAaHHBIM — JiIeMkouuTypust omnpenensiace B 100% ciiyuaeB, npoTeuHypust B
47,7% (21 nauuent), remarypus B 54,5% (24 mamuenta).

3akiawdenue. Takum o0pa3oM, CpaBHUTEIBHBIA aHAIN3 KIIMHUYECKUX
U Ja0OpAaTOPHBIX MOPOSBICHUNW HHQPEKIUHA MOYEBBIBOJAIIUX IYTEH,
HaOII0JaeMbIX HAMU JETeH, Mmoka3aja cTaOMIbHO MOBBIIICHHBIE MOKA3aTeNln
JUXOPAJIOYHOTO W HWHTOKCHUKAIIMOHHOTO CHUHJIPOMOB, JICHKOLIMTYPUH W
MPOTEUHYPUHU HE3aBUCUMO OT BO3pacTa MallUEHTOB. TakXe, OTMEUEHO, UTO C
BO3PACTOM HAOJIOJAETCS TEHICHIIUS K HApaCTaHUIO FeMaTypuud U OO0JIEBOTO
a0JIOMHUHAJILHOTO CUHAPOMA.
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OTAAJIEHHBIE PE3YJIBTATHI IOBTOPHbBIX
OINEPATUBHBIX BMEIIATEJIBCTB ¥ JIETEH C
KPUIITOPXN3MOM
A.C. Panmakos >°., E.B. ®enoposa 2., M.T. ITerposa °., C.K.
Mensennunnesa 2, A.E. Konmuna ?
Y@IrBOY BO Poccuiickuii Yuusepcumem Meouyunwvr Munzopasa
Poccuu, Mockea, Poccus,
2@I'BY « DHKI] demeii u noopocmxoe ®MBA Poccuuy, Mocksa,
Poccus,
3 Kageopa neduampuu u demcxoii xupypauu MBY HHO ®I'BY I'HI]
OMDBL] um. A.U.bypuazana ®PMbA Poccuu, Mockea, Poccus

KpunTtopxusm — oJiHa U3 caMbIX PaCIpPOCTPAHEHHBIX YPOJOTHUYECKUX
MaTOJIOTUM B JETCKOM YpPOJIOTUYECKOM TpakTuke. Ilo coBpeMeHHBIM
CTaTUCTHUYECKMM JaHHBEIM 10 5% JoHOmIEHHBIX ® OkoJio 15-30%
HEJIOHOIIIEHHBIX JIETEH CTPaJalOT HEOMYIIEHHEM SIMYEK B MOIIOHKY.
CBoeBpeMeHHasi AMAarHOCTUKA U JICYEHUE KPUNTOPXU3MA y JIETEH MO3BOJISET
UCKIIIOUUTh THOENb TePMHHOTEHHOTO DJIHTENUs SWYKa W CHHU3UTh PHCK
BO3MOXXHOTO PHUCKA CHWXKEHHS (DEPTUIBHOCTH, MAJIUTHU3AIMU B TO3HEM
ITOJPOCTKOBOM IIEPHOJIE.

Heap ucciaenoBaHus: NPOAHAIM3UPOBATH OTAAJIICHHBIE PE3YJIbTATHI
JeTel, OMEpPUPOBAHHBIX [0 TIOBOAY pEIUIMBA KPUITOPXHU3MA, JHOO
BTOPUYHOTO KPUIITOPXU3MA, aCCOLMHUPOBAHHOTO C OMEPATHBHBIM JICUEHUEM
Ha CTPYKTypax IMaxoBOro KaHaa.

Marepuaibl 7| METOAbI: bruin IIPOAHAITU3UPOBAHBI
MOCJICONEPAIMOHHBIE PE3YJbTAaThl JI€T€, ONEPUPOBAHHBIX MO TOBOAY
peunauBa kpunropxuszma B rnepuo ¢ 2018 mo 2022 rox va 6a3ze ®HKII nereit
u nogpoctkoB OMBA P®. OOmee KOIMYECTBO MPOONEPUPOBAHHBIX
nanyeHToB cocraBmwio 74 pebenka (74 roHaasl). Bcem moBTOpHO
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OTNIEPUPOBAHHBIM JIETSIM MEPE] ONEPATUBHBIM BMEIIATEIHCTBOM BBITIOJIHSIOCH
VY3U opraHoB MOIIOHKHM C OmpeaelieHneM mokasarenei: OO0beMm siMyka Ha
CTOpPOHE peIuanuBa, OOBEM KOHTPJATEPATBLHOTO SUYKA, DSXOTCHHOCTh
MapEHXMMbI, HAJIMYUE KAIbIIMHATOB, CTPYKTYpa MPUIATKa STUYKA.

Ilepen omepaTHUBHBIM BMEMIATEIBLCTBOM BCEM JETSAM HCCIEA0BAIU
ropMoHainbHbIA poduis ¢ ouenkoit yposus JII', ®CI', Murudun b.

OrnieprpoBaHHbBIC MAIIUEHTHI ObLUIN PA3/ICJICHbl HA 3 TPYIIIIbIL:

I'pynna 1 — getu, onepupoBaHHBIE IEPBUYHO MO MTOBOIY KPUIITOPXU3MA,

['pynna 2 — AeTu ¢ BTOPUYHBIM KPUNTOPXU3MOM, ONIEPUPOBAHHBIE T10
MOBOJTy MHBIX MATOJIOTHUH.

JI1s1 KOHTPOJIsL pe3yJIbTaToB OblIa chOopMUpOBaHA TpyIma 3 - JAeTel ¢
OZHOCTOPOHHUM  KPUIITOPXU3MOM, TOCJIE€ E€IWHCTBEHHOW  YCIICIIHOU
onepanuu. Pazmep KOHTPOIBHOM TpyIIIIbl COCTaBWII 35 manueHToB (35 roHan)

Hanee uepes 6, 12, 24 u 36 mecs1eB TpoOBOAUIACH OLIEHKA COCTOSHUS
rOHaJ IO TEM K€ MapaMeTpaMm, C UCIOJb30BAHUEM TEX K€ METOJ0B
UCCIIeIOBAHUSI.

Pe3yabTartsl: [lepuon nHabmogenus coctaBui 36 mecsies. [1o utoram
MPOBEJICHHOTO aHaIn3a ObUIH MOJYYEHBI CICAYIOIINE PE3YIbTaThI:

CpenHuii CpoKk OT MOMEHTa TMPOBEACHUS IEPBOM omepanuu 10
BO3HUKHOBEHHUS pelUarBa cocTaBuia 164 qus.

CpenHuii  BO3pacT mepBHUYHOM omepamuu 3 roaa 4 mec.
CpenHuii BO3pacT MOBTOPHOIO OINEPATMBHOIO BMEIIATENbCTBA COCTAaBUI 4
roaa. [IpoIomKNATENBHOCTD TOBTOPHOU OIEpAIMU B CPEHEM cocTaBmiia 122
MUHYTBL. CpeaHuil 00beM IMTOBTOPHO ONEPUPOBAHHOTO IUYKa 10 AJaHHBIM Y 31
710 OTIEpaTUBHOTO BMEIIATEIbCTBA OBLJT MEHbIIIE 00beMa KOHTpaJaTePaIbHOTO
suyka Ha 23,5%, 3XOTr€HHOCTh ITIOBTOPHO OIECPUPOBAHHOIO SMYKA IEpe
OTIEPaTUBHBIM BMEIIATEILCTBOM ObLIa MOBBIINICHA HA CTOPOHE TMOPaKEHUS,
YTO MOKET OBbITh MPU3HAKOM UHTEPMUTHPYIOIIEH uilieMun oprana. [Ipu stom
B TpYIE TMOBTOPHO OINEPUPOBAHHBIX JIETEH CpeqHU 00BEM SIMYKa ObLI
CHWKEH Ha 9,5% OTHOCHUTENBHO MEPBUYHBIX onepanuil. Takxke 3a mepBblid roj
MPOM30IIIO PE3KOE HAPACTAHUE KOJTNYECTBA MUKPOKAIBIIUHATOB B CTPYKTYPE
MapeHXUMbI OpraHa. 3HaYMMBbIX Pa3IN4Uii B TOPMOHAIEHOM Mpoduiie He ObLIO
BBISIBIEHO, YTO MOXET OBITh CBSI3aHO C (DU3UOJIOTMYECKH CHUYKEHHBIM
TOPMOHAJIBHBIM (DOHOM TallMeHTOB Ha ¢oHe Bo3pacta. B rpymme 2
OTMEUYAJIUCh CXOJHBbIE TMOKa3aTelId CHIDKEHUS OO0BEMOB sSIMUYKA |
BO3HUKHOBEHUS MHKPOKAJIbIIMHATOB B TEYEHHUE IIEPBOrO Troja TOCIe
OTNIEPATUBHOIO JICUCHUS.

BbiBoabI: omepanu Ha NAXOBOM KaHajl€ MMEIOT Psj BaKHBIX
TEXHUYECKUX OCOOCHHOCTEH, BBHIMOJHEHUE KOTOPHIX MOTEHIIUATBHO CHUXKAET
PUCKHU PELUIMBUPOBAHUE 3a00JICBaHUS, a TAKXKE BTOPUYHBIX OCIIOXKHEHHM.
[loBTOpHass omnepauus BCEraa CONPSIKEHA C TOBBIIIEHHBIM  PHCKOM
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TpaBMaTU3alMU OPraHa, U Kak CJIEJACTBUE YBEJIMYEHUE PUCKOB AUCHYHKIUHU
opra"a. llo HammMm JaHHBIM pPENUINB KPUNTOPXM3Ma UM BO3HHKHOBEHHE
BTOPUYHOTO KPHUIITOPXHM3Ma BEJIET K CHIKCHUIO 00BheMa siuuKa B IMpejeax
20% OT BO3pAaCTHBIX 3HAYEHUW U MPHUBOAUT K YBEIUYECHHUIO KOJIUYECTBY
MUKPOKaJIbLIUHATOB MapEHXUMBI. TpeOytorcs JOTIOJIHUTENIbHBIE
MCCIIeIOBaHMS Ha OOJIBIITUX BEIOOPKAX C JUIUTEIHHBIM CPOKOM HAOJIIOACHUS C
LETbI0 BBISBICHUSL JIOMOJHUTENBHBIX (PAKTOPOB pHUCKA U CHOCOOOB HX
MHHUMM3AIUY [IPU OTIEPATUBHOM JICYEHUH HA CTPYKTYpax MaxoBOTO KaHaJa.

OLIEHKA BJIUSIHUS JTUHAMUWYECKUX U3MEHEHUN ITPU
Y31 C MUKIITUOHHO¥M MPOBOM, KAK TPOTHOCTUYECKOI'O
KPUTEPUSA IIMP YV JETEA PAHHET O BO3PACTA
A.E. Konmmna °, A.C. Panmaxos®?, E.B ®enoposa ', M.T. ITerposa’,
C.K. Mesennunnesa.”
Y@IrB5OY BO Poccutickuii Ynusepcumem Meouyunvr Munzopasa
Poccuu, Mockea, Poccus,
2@I'BY « DHKI] demeii u noopocmxoe @®MBA Poccuuy, Mocksa,
Poccus,
3 Kagheopa neouampuu u oemcxoii xupypeuu MBY UHO ®I'EY I'HI]
OMPBL] um. A.1.bypnazana ®MbBA Poccuu, Mockea, Poccus

Yacrora my3beIpHO-

MouetouHukoBoro pedmtokca (IIMP) y nereit cocrasnsier or 0,4 mo 1,8%
Cpeau BCEl MOMYJISALNM, Y JeTel ¢ MH(EKIMeH MOUYeBBIX MyTEeH J1O0CTUTaeT
31,1%.  Ily3sipHOo-moueToyHHKOBbIH  pedmokc  ([IMP)  saBnsercs
pETPOTpaHbIM 3a0pOCOM MOYH K3 MOYEBOTO My3bIps 0OPaTHO B MOYETOYHUK
u cobuparenpbHyl0 cucteMy. Pedurokc mnpeapacnonaraer K uH)EKIUU
MOYEBBIBOAIIMX MyTeW W dYacTo penuauBupyer. OOcneqoBaHue OOBIYHO
BKItouaeT Y3M moyek, MOYETOUHMKOB M MOYEBOIO MY3bIPS 0 U MOCIE
OTIOPOXKHEHHUS, a 3aTEM PEHTTEHOKOHTPACTHOE HCCJIEIOBAaHUE BO BPEMS aKTa
MOYEHUCITYCKaHUS — MUKITHOHHYIO ITUcToypeTrporpaduto (MIIVT).

B amOynaTopHOil mMpakTUKE CYHIECTBYET TEHJICHIIUS TPaKTOBKHU
W3MEHEHUN YalleYHO-JTOXaHOYHONW CHCTEMBI/MOYETOYHUKOB TIO0 JIaHHBIM
YIBTPA3BYKOBOI'O UCCJIEOBAHUS C MUKIIMEN KaK KOCBEHHBIN mTpru3Hak [IMP.

B cBs3u ¢ 3TUM 4YacTh MAlMEHTOB, Y KOTOPBIX MPUCYTCTBYIOT JIaHHbBIC
W3MEHEHUS, HAIPaBISIOTCS Ha OOCIENOBaHHME TMPHU OTCYTCTBUU JIPYTUX
MOKa3aHWM, KpOME U3MEHEHUH 10 JIaHHBIM YJILTPA3BYKOBOI'O HCCIIEIOBAHUS C
MHUKIIUEH.
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Btopast yacTp manueHToB, KOTOpas HE MMEET TaKUX U3MEHEHUW, He
PEAKO OocTaeTcs Mol aMOyJIaTOPHBIM HAOIIOICHUEM TPU HATHMYUU MTOKa3aHUN
K PEHTT€HOYPOJOTHUYECKOMY 00CIIeIOBAHMUIO.

Ieab TaHHOTO MCCJIEIOBAHUSA: ONIPEACIUTH BO3MOXKHO JIM TPAKTOBATh
U3MEHEHUE JIMHEHMHBIX Pa3MEPOB M0 JAHHBIM y3W C MHKIHEH Kak
MaTOrHOMOHUYHBIN NPU3HAK My3bIPHO-MOUYETOUYHUKOBOTO pe(hIItOKCa y IETEH.

Marepuaasl m Meroabl: Hamu npoananmusupoBanbl jaHHbie 107
MalMeHTOB,  KOTOpbIe  OOpaTWiIMCh  aMOyJIaTOPHO B KJIMHHUKO-
JTWAarHOCTUYECKUN ILIEHTPp C KajobamMu Ha wu3MeHeHus pasmepoB UJIC u
Mo4eTOuyHUKOB. Cpenn HHX ObUIM Kak JeTH, mnepeHecime (HeOpuibHYIO
MH(GEKIMI0O MOYEBBIBOJAIIUX TyTeW, Tak M JeTH 0e3 KIWHUYECKON
CUMITOMATUKH C U30JIMPOBAHHBIMU U3MEHEHUAMMU IO JaHHBIM Y 3.

Bcem marmenTam BITIOTHSAIOCH paHee Y3U ¢ MUKITMOHHOHN Mpo0oit 110
MECTY KUTeNbCTBA. Jlanee, 7eTH ¢ UBMEHEHUSAMHU JIMHEHHBIX Pa3MEPOB MOYEK
U MOYETOYHHUKOB IO JAaHHBIM MUKIIMOHHOW TpOObI, ObUIN BBIJEICHBI B 1
TPYIIITY.

JleTu, uMeNIMe CTaTUYECKOE PACIIUPEHHUE JIOXaHKHM M MOYETOYHMKA
0e3 M3MEHEHWH M0 JTaHHBIM MHMKIIMOHHOM MNpOObI, ObLIM BBIJICTICHH BO 2
TpYIIILY.

JlaHHBIM TanKMeHTaM ObUIO MPOBEJACHO PEHTTEHOYPOJOTHYECKOE
oOcne0BaHME - BHITMOJIHEHA MUKIIMOHHAS [IUCTOYPETpOoTrpadus.

[TonyyeHHble JaHHBIE MPOBEACHHON LUCTOrpaduu MpoaHAITU3UPOBAHBI
B 1 u 2 rpynre.

PesyabTaTbi: CpenHuii Bo3pact aereit 2 roga 6 mec (ot 7,5 mec a0 3
aeT 8 Mec).

Cpennuii nepeiHe3aHui pazmMepam JioxaHku - 15,5 (ot 8,5 10 20,5 Mmm)

Cpennue kojebaHus TEpPENHE3aJHET0 pa3Mepa JIOXaHKH IIpU
MUKIIMOHHOU T1ipobe — 5,43 mMm (oT 2,5 or 9 mm). Cpemgnuii pasmep
MOYETOYHUKA cocTaBuia 7,5 MM (0T 3 110 12 Mm)

Bcem persim BbITIONIHEHa MUKIMOHHAs IucTorpadus B pamMKax
MIPOBEJICHUS] PEHTTEHYPOJIOTUYECKOT0 00CIeTOBAHMUSI.

Yacrora BbisBieHus I[IMP B 1 rpynme wu 2 rpynme He
MPOJAEMOHCTPUPOBAJIA CTATUCTUYECKHU 3HAUUMBIX Pa3IAYUN.

KonuuecTtBo jnereil ¢ My3bIpHO-MOYETOYHUKOBBIM pediirokcom B 1
rpymme coctaBuio 33,6%, Bo 2 rpynme 31,74%.

IIpu »TOoM wyacrtora BbIsBIEHUS [IMP 3HaunmMo Koppemupyer ¢
nepeHeceHHoil pedbenkoM pedpunbHoit UMII B anamHe3e.

Cpenu aerelt, nepeHecinx GeOpIbHYI0 HHOEKIINIO MOYEBBIBOSAIINX
nyrteu, B rpynie 1 yacrora BeisiBieHus [IMP cocraBuna 62,2%. Bo 2 rpynne
57,5%.
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BriBoa: muHamuueckne n3MeHeHus: YJIC 1 MOUYETOUHUKOB 1O JaHHBIM
VY3U uccrienoBaHusi He MOTYT CIYKUTh MaTOTHOMOHHYHBIM KPUTEPUEM JJIS
CKpPUMHUHIA MYy3BIPHO-MOYETOYHHKOBOTO pedurokca y gnereii. Ilpm stom
Hanmnmune pactuperus YJIC w/mnm ModeTouHHKa y peOeHKa, TIEPEHECIIETo
beOpunbHyl0 HMH(QEKIHMI0 MOYEBBIBOIANIMX IYTEH, JaeT OCHOBAaHHUE
npeanosiarath y Takoro namuenta [IMP ¢ BepositHocThio Oosee 60%. Dta
BEPOSATHOCTh YBEIMYUBACTCS eciu 31u30/0B ¢GedpunbHoit MMII Obuio
Heckoabko. HactoTa BeigBieHus [IMP y nereit ¢ usmenenusimu B OAM, He
OTJIMYAETCs] OT TAaKOBOM, y JieTell B 0OIIeH momyiasuuu 0e3 M3MEHEHHUS B
o01IieM aHaIN3e MOYH.

be3ycnoBHO orpaHnYeHus JAaHHOTO MCCIEIOBAHUS 3aKJIKOYAIOTCS B €r0
OJTHOIIEHTPOBOCTH. BrIOOpka HE ObLIa «OCHeIyIieHa» U PaHIOMH3WPOBAHA.
OO0beM BBIOOPKM HE TO3BOJIAET MEPEHOCUTH PE3yJbTaThl JAHHBIX Ha BCIO
COBOKYITHOCTh TAIlMEHTOB, TOCTYMAIONIUX B JIETCKYI0 KIWHUKY. Jls
MOATBEPKJEHUS JIaHHBIX HEOOXOJMMO TMPOBEJCHUE MHOTOIIEHTPOBBIX
PaHIOMU3UPOBAHHBIX KJIMHUYECKUX UCCIICIOBAHUMN.

OILIEHKA KAYECTBA KA3HU JIETEN, TEPEHECIIIHNX
KOPOHABUPYCHYIO UH®EKIIHIO (COVID-19)
O.A.Myprazaepa ', O.B. 3aiinesa !, E.II. Ucaesa >°, C.B. 3aiiuesa ',
B.A. MyxopTbIX >
Y@Ir'BOY BO Poccuiickuii Yuusepcumem Meouyunvr Munzopasa
Poccuu, Mockea, Poccus,
2@I'BY « ®HKIL] oemeii u noopocmxos ®MEA Poccuuy, Mocksa,
Poccus;,

3 Kageopa neouampuu u demcxoii xupypauu 5Y MUHO ®I'BY I'HI]
OMBI] um. A.U.Bypnazana ®MBA Poccuu, Mockea, Poccus

AxtyanbHocTh. KoponaBupycHas wuHpeknus (COVID-19) crana
OJIHUM M3 HanOoJiee 3HaYMMbIX BBI30BOB, 3aTPOHYB BCE BO3PACTHBIE IPYIIIHI,
BKJIFOYAs JIeTeH U MOJPOCTKOB. XOTA y JAeTel 3a00JIeBaHNE YaCTO MPOTEKAET B
Jerkoil ¢opme, AOATOCPOYHBIE TMOCIEACTBUS, TAaKME KaK TMMOCTKOBHIHBIN
CUHJIPOM, OKAa3bIBalOT CYIIECTBEHHOE BIMUSHUE Ha HUX (QU3NUECKOe U
MICUXOAMOILIMOHAIBHOE COCTOSIHUE. [[OCTKOBUAHBIM CHUHAPOM, BKIIFOYAFOIIAMN
COCTOSIHUSL U CHUMIITOMBI, KOTOPBI€ Pa3BUBAIOTCS B TEUCHHE /WU TOCTE
MEPEHECEHHOT0 3a00JIeBaHusl, MPOAOJKAIOTCS Oosiee 12 Henenb, BOSHUKAIOT
BOJJHOOOpA3HO WJIM Ha MOCTOSIHHOW OCHOBE M HE MMEIOT MOJTBEPKIECHHOIO
aIbTEpPHATUBHOTO JMarHo3a. B kadyecTBe NPOSBICHUNA MNOCTKOBUIHOIO
CHHIpOMAa MOXHO pPAaCCMAaTPpUBaTh BETETATUBHBIE, MCUXO03IMOLINOHAIBHBIE
pacCTpONCTBA, a TAKXKE HAPYILICHUS CO CTOPOHBI CEPACYHO-COCYIAUCTOM,
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MUIIEBAPUTEIHLHON M HEKOTOPBIX APYTUX OPraHoB, U cucTeM. MHorooopasue
KJIMHAYECKUX TMPOSBICHUM TOCTKOBUJIHOTO CHUHApPOMA Yy JETEH MOXKET
OKa3bIBaTh CYIIECTBEHHOE BIMSHUE HA UX KaYECTBO JKU3HHU.

B wyactHOCTH, KayeCTBO JKM3HU, KAK MHTETPAIbHBIA ITOKA3aTElIb
3[I0pOBbS, MOXKET 3HAYUTEIBHO CHIDKAThCS H3-3a  COXPAHSIOIIMXCS
CUMIITOMOB, TaKMX KaK IIOBBIIIEHHAs yTOMJISIEMOCTh, KOTHUTHBHBIC
HapyIIeHHs, YMOIIMOHAIbHAS JTAOWIBHOCTh U COLMaNbHas Je3ananTainus. Ha
CErOJHSIIHUIN JIEHb OOJIBIMMHCTBO MCCIIETOBAHUM MOCBSAILECHO MTOCISICTBUSIM
nepeHeceHHoit COVID-19 y B3pocibiX, TOrga Kak JaHHbIE O BIHUSHUMA
MH(EKIMN Ha Ka9eCTBO KU3HM JICTEH OCTAIOTCS OTPaHUICHHBIMU.

Heanr wucciaenoBanus. M3yunTh KadyeCcTBO KWU3HU Yy JETEH IIOCIE
nepeHeceHHoi koponaBupycHor napekmun (COVID-19).

Marepuanbl 1 Metoabl. B paMkax ucciegoBaHusi ObUIO MPOBEIECHO
KOMIUIEKCHOE obOciienoBanue 35 gnereid B Bo3pacte oT 12 go 17 uner,
nepeHecmnx KopoHaBupycHyio uHpexuuio (COVID-19). Bece mnanueHTts
HaxXOAWINCh Ha amOymatropHoM obOcnenoBannu B OI'BY «DHKI] nereir u
noapoctkoB ®MBA Poccun». OOcnenoBaHue BKIOYAIO JBa OCHOBHBIX
ATara: KJIMHUYECKUU U TICUXO0JI0rndeckuil. Ha mepBoM 3Tane UCrojib30BAIUCH
OOIIEKIMHUYECKHUE METOABl: COOp aHaMHe3a, aHaJdu3 MEIUIMHCKOU
JIOKYMEHTAI1H, bu3uKaIbHOE o0clieToBaHMe u 1abopaTopHO-
WHCTPYMEHTAJIbHBIE HUCCJICIOBAaHUS, YTO TMO3BOJUIO OIEHUTh 0OIIee
COCTOSIHUE 3JI0POBbSI JIETEH, BBIIBUTh HAJIMUMUE MOCTKOBUIHBIX CUMIITOMOB U
ONpPENEIUTh CTENEHb WX BBIPAXEHHOCTH. J[JI OILIEHKM KayecTBa >KU3HHU
npumensiicss onpocHuk Quality of Life Enjoyment and Satisfaction
Questionnaire (Q-LES-Q). Bce nannasie 6611 00pab0oTaHbI ¢ UCIIOJIH30BAHUEM
COBPEMEHHBIX CTATUCTUYECKUX METOOB.

Pe3yabTaTthl ucciienoBanus. [I[poBeneHHoe uccie0BaHUE TTO3BOJIHIIO
BBISIBUTh 3HAUMMBbIE M3MEHEHHS B YPOBHE KAayeCTBa JKM3HU Y J€TEU Mocie
nepeHeceHHou kopoHaBupycHou nadpekuu (COVID-19). YcranoBiaeHo, 4To
JIOCTOBEPHOM pa3HUIBI B YPOBHE KAue€CTBA >KM3HM MEXIY MajJbUUKaMH M
JI€BOYKAMH HE HAOII0JAIOCh, YTO CBHJACTEIBLCTBYET O PABHOM BIIUSHHUHU
MEPEHECEHHOTO 3a00JIeBaHMs Ha 00€ TPYIIbl. AHAINW3 JUHAMUKU KadecTBa
KU3HU TOKa3aj, 4To y OodbIMHCTBA AeTeil (65%) mpou30I1uIio CHIKEHHUE C
BBICOKOTO JI0 HHM3KOTrO ypoBHSA. Y 25% mNaiueHTOB OTMEUEH NEepPeXoJ]l CO
CPEIHEro ypOBHS KauecTBa >KU3HM HAa HU3KUN ypoBeHb. Y 8% neren
HaO0JI10/1aJI0Ch TTOBBIIIICHUE YPOBHS KaueCTBa )KMU3HU C BBICOKOTO JI0 CPETHETO.
VY 2% nauueHToB ypOBEHb KauyecTBa *KM3HM ocTajics 0e3 n3MeHeHuid. Bce
BBISIBJICHHBIE U3MEHEHUS ObLIN CTaTUCTUUECKH 3HaUMMbIMHU (p<0.05).

BoiBoabl. Teuenue HoBoil kopoHaBupycHou uHpexkuuu (COVID-19)
OKa3bIBACT BIIMSIHUE HA KayeCTBO XWU3HM y Jaered. 65% nperei mocie
3a007€BaHNsl MMEIOT HHU3KWH YpOBEHb KadecTBa KW3HU IlomyueHHbIe
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pe3ynbTaThl MOJYEPKUBAOT HEOOXOAUMOCTh Pa3padOTKHM KOMIUIEKCHBIX
peaOUIUTAIIMOHHBIX IPOrpaMM, HallpaBJICHHBIX Ha BOCCTAHOBJICHHE KauecTBa
*u3HU Aeteit nmocie nepeHecenHoro COVID-19. Ocoboe BHUMaHME cleayeT
YVACINUTh  IICUXOJOTMYECKOM MOJJEPXKKE, a TaKKe MEpPOIPUATHUSAM,
CHOCOOCTBYIOIIUM YJIYUIIEHUIO (PU3NYECKOTO U SMOLIMOHATBHOIO COCTOSIHUS
MalMEHTOB

IPOABJIEHUS BTOPUYHOI'O I'NIIEPITIAPATUPEO3A HA
®OHE 'NIMOBUTAMMWHO3A D ¥ IOHBIX
BbBICOKOKBAJIM®OUIINUPOBAHHBIX CIIOPTCMEHOB
E.II. Ucaesa'*?, I1.JI. Oxopoxos '*, C.A. Cronsposa ', U.B.
3s10kun'"
Y @IBY « ®HKI] 0emeii u noopocmxos ®PMBEA», Mockea, Poccus;,
2@I'BOY BO «Poccuiickuii ynusepcumem meouyunviy Munsopasa
Poccuu, Mocksea, Poccus,
3 Kagheopa neouampuu u oemckoii xupypeuu @PI'EY MBY HHO ®I'BY
T'HI] ®MBI] um. A.A. Bypnazana ®MbA Poccuu, e. Mockea, Poccusi,
4. HayuonanvHolii MeOUYUHCKUL UCCNe008aMebCKULL YEHMD
sHookpuronocuu, Mockea, Poccust

AKTyajdbHOCTh: HenocraTouHass oOecreuyeHHOCTh BUTaMHHOM D
ABJISIETCA 3HAYUTENbHBIM (pakTopoM pucka cHukenuss MIIKT u Hapyuienuit
PEMOJICIMPOBAHUS KOCTHOM TKaHU Y CHIOPTCMEHOB BCeX crienuanu3anui [1,2].
JHedbunut Butamunaa D conpsiykeH ¢ BRICOKMMHU PUCKaMU Pa3BUTHS BTOPUYHOTO
runepnapatupeo3a (BITIT). BITIT sBusercs OJHUM U3 OCHOHBIX
MEXaHHU3MOB, TIOCPEICTBOM KOTOPOTo AehHUIIMT BUTaMUHA D MOXKET BHOCUTh
BKJIAJl B MMATOT€HE3 HU3KOIHEpPreThdeckux nepenomoB [3,4]. B Hacrosmiee
BpeMst B Poccuiickonn @enepauuu OTCYTCTBYIOT TOCTOBEPHBIE HAHHBIE O
coctossHur  (HochHOpHO-KAIBIIMEBOTO OOMEHa UM YPOBHIX  MapKepoB
MeTaboau3Ma KOCTHOM TKaHW Y BBICOKOKBaIU(DUIIMPOBAHHBIX FOHBIX
criopremenoB ¢ BI'TIT. Pacnipoctpanénnocts BITIT B geTcko-roHOImIECKOM
CIIOPTE 10 HACTOAILETO BPEMEHH TAKXKE HE U3y4YECHA.

Heab: Onenuth cocrosiHue (GochOopHO-KATBIUEBOTO OOMEHa U
3HAYECHUS MapKepOoB MeTaboar3ma KOCTHOM TKaHU y
BbICOKOKBanpuimpoBanHbix criopTcMeHoB ¢ BI'TIT, a Takke onpenenuTs ero
PacIpOCTPaHEHHOCTh Y BEICOKOKBAM(DUITUPOBAHHBIX IOHBIX CIIOPTCMEHOB.

ITauueHTbl W METOABI: B OJHOMOMEHTHOE, OJHOLEHTPOBOE
HCCIIEIOBAHHUE BKIIIOUEHO 527 FOHBIX CIIOPTCMEHOB B Bo3pacte oT 12 1o 18 ner,
3aHUMAKmMXcss 32 BUJAMHU CHOPTa, PA3JACICHHBIX HA [IBE TPYIIbl B
3aBucuMocTd OT Hasmuuss BITIT, nuarHoCcTHpOBaHHOrO IpPU MOBBIICHUH
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IITT> 9,28 nMoaw/m B coueTaHuu co cHWKeHueM ypoBHs 25(OH)D3. B
rpynmmy ¢ BITIT Bomo 16 mereit (11 geBoyek m 5 manbuukoB). ['pynmy
cpaBHeHUs ¢ HopMalibHbIM ypoBHeM IITI' cocraBunu 511 perein (254
Manpunka W 273 npeBouku). HMccienmyemble Tpynnbl HE pa3iidyalvuCh IO
Bo3pacty (p=0,678). B rpynne BI'TIT npeo6nagamm aesouku (p=0,02). Bcem
IOHBIM CIIOPTCMEHAM IPOBEJICHA OIIEHKA YPOBHEH 25-TUIpOKCUKaTbLH(EpoIia
(25(OH)D3), napatupeouanoro ropmona (IITT"), C-koHiieBoro tenonentuia
(B-Cross laps), obmieit menounoit gocdaraspl, 0bmiero kanbius, dochopa u
MarHusi CbIBOPOTKH KPOBHU.

Pesyabtarbli: BITIT y 10HBIX  BBICOKOKBATH(HUIIMPOBAHHBIX
CIIOPTCMEHOB BbIsiBIIsieTCA B 3% ciydaeB (y 16 IOHBIX CIOPTCMEHOB) U Hallle
BCTpeUaeTcsl y AEBOYEK MO cpaBHEHUIO ¢ Manbuukamu (p=0,034). PazButue
BITIT compoBokmaeTcss n3MEHeHUEM Toka3aTreseh (pochopHO-KAIBIIMEBOTO
oOMeHa, OJTHAKO CBS3aHO C MOBBIIICHUEM MapKepOB KOCTHOU pe30poIuu - f3-
CrossLaps (1,71 [1,17; 2,36] vs 1,34 [0,92; 1,99] ur/mn; p=0,042) u
aKTUBHOCTHU 00111e# menounoit ¢pocdaraszer (208,1 [147,0; 270,0] &
155,1 [103,4; 227,9] En/n; p=0,037).

3akuawdenune: [loTpeOHOCT, B MPOBEACHUU KPYMHBIX KIMHUYECKUX
UCCIICIOBAHUIN ISl ONPEACIICHUS ONTHUMAJbHBIX «IIOPOTOBBIX» YPOBHEU
25(OH)D3 y 1OHBIX CHOPTCMEHOB U pa3pabOTKU JICMCTBEHHBIX U
7 (PEKTUBHBIX CXEM JIeYEHHUS TUTTOBUTAMUHO3a D 1 mpoPMIIakTUKN pa3BUTHUS
BTOPUYHOTO THIEPNAPATUPEO3a B JIETCKO-FOHOIIECKOM CHOPTE BBICIIHUX
JTOCTHKEHUN HE00X0auMa U KpailHe BayKHA JJIs MOJJASPKAHUS ONTUMAIIbHOMN
CIIOPTUBHOM paboTOCIOCOOHOCTH, YMEHbIIICHUS YacCTOTBI
HU3KOAHEPIETUYECKUX IEPEJIOMOB, YJIYUIIIEHUS BOCCTAaHOBJICHUS TOCIIE
TpaBM U (PU3UYECKUX HATPY3O0K.

Cnucok qureparypbl
2. CromspoBa C.A, OxopokoB IL.JI, 3s6kun U.B, Ucaesa E.Il. Onenka
o0OecreueHHOCTH BUTaMUHOM D 1oHbIX cniopTcMeHoB. [leguatpus. XKypHan
uM. ['.H. Cnepanckoro 2023; 102 (5): 116-121. — DOI: 10.24110/0031-403X-
2023-102-5-116-121.
3.  Owens DJ, Fraser WD, Close GL. Vitamin D and the athlete: emerging
insights. Eur J Sport Sci. 2015;15(1):73-84. doi:
0.1080/17461391.2014.944223.
4. Yang G, Lee WYW, Hung ALH, et al. Association of serum 25(OH)Vit-
D levels with risk of pediatric fractures: a systematic review and meta-analysis.
Osteoporos Int. 2021 Jul;32(7):1287-1300. do1: 10.1007/s00198-020-05814-1.
5. Ginde AA, Wolfe P, Camargo CA, Schwartz RS. Defining vitamin D
status by secondary hyperparathyroidism in the U.S. population. J Endocrinol
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POJIb MATHUTHO-PE3OHAHCHOM YHTEPOI'PA®HUHU B
JUATHOCTHUKE BOJIE3HU KPOHA B IIPAKTHKE
HNEJUATPUYECKOI'O CTAIIMOHAPA
B.B. Xwxnukosna ', H.A. Mensexaesa 2, B.C. Xamunos ', D.1.
Amuesa', H.C. Ceposa’
Y@rBy “®HKI] oemeii u noopocmrxos PMEA Poccuu, 2. Mockea,
Poccus,
2@I'A0Y BO Ilepsviii MTMY um. U.M. Ceuenoea M3 PD
(Ceuenosckuii ynusepcumem,). 2. Mockea, Poccus

KawueBsbie ciaoBa: MP-sureporpadus, MPT ToHKOro KHIICYHHKA,
6omne3np Kpona

Heas ucciaenoBanus. OnpeneianuTh IUATHOCTUYECKUE BO3MOXKHOCTH
MarHUTHO-PE30HAHCHOM »SHTeporpaduyd B BBISBICHUM H JeTajlu3alluu
crienu(pUYECKUX U3MEHEHUM KUIIICUHUKA Y JACTEH XapaKTEpHBIX JJisg O0JIe3HU
KpoHa, ¢ nenpro ymydiieHus TUarHOCTUKUA U TOBBIMICHUS 3()(PEKTUBHOCTH
JIYEHUS JIaHHBIX 3a00JIeBaHUM y ETEHl.

Matepuajbl 1 MeToabl. 3a 2023-2024 rr. B ®HKI[ ®MBA Poccun
npoBeaeHo 153 MPD y nereii 7-17 net. Y 72 moaTBepKaeH 1UarHo3 OOJE3Hb
Kpona (54% — nepBuunsble uccienoanus). [Ipoieaypa BbIOIHSAIACH YTPOM
HATOILIAK TOCJE OYHUCTUTEIbHOM KIW3MBblL. lcronp3oBamuce nepopanbHbIN
KOHTPACTHbIA mIpenaparT (MaHHUTOJ) U BHYTPUBEHHOE KOHTPACTHUPOBAHUE
(ramonunuit). MccnepoBanue mnpoBoawinock Ha MP-tomorpade GE Signa
Creator 1,5 Tn B nonoxxenun nexa Ha xkuote. [IpoTtokon Bxmrouan T2 u T2
FS, a takoke DWI, LAVA u LAVA flex.

Pesyabrarsl. [1o nanaeiMm MPT, y 76 nereii BoIABIEHBI TATOJIOTNYECKUE
M3MCHEHUS KUIIIEYHWKA, XapakTepHbie A1t 6one3nu Kpona. [1o nanusim MP-
SHTEpOrpapuu yTONIIEHHE CTEHKU TOHKOW Kulku (50%), cykeHue mpocBeTa
(26%), cermenTapHoe koHTpactupoBanue (46%), numdoanenonatus (14%),
KHUIKOCTh B OpromHoN monoctu (20%), crmaxkeHHoCTh rayctpanuu (18%),
Mexkuieunsle  Quctynsl  (1%), abcueccet (1%). Hecneuunduueckue
W3MEHEHUs: JOJIMXOKOoJoH/gomuxocurmMa (46%), tpancepsontos (16%),
He3aBepIIEHHBIA NOBOPOT kuieuHuka (1%). Janusie MPT koppenuposanu ¢
JAHHBIMUA HYHJOCKOITMYECKOTO HUCCJEAOBaHUS B CiIydyasx TPaHCMYpPpPaIbHBIX
BOCITAJINTEIIbHBIX U3MEHEHU TEPMUHAIBHOTO OT/IEJIA ITOAB30IIHON U TOHKOU
kulku. B ciywasx pacnpoctpanéHHbix uzmeHeHuid MPT Obiia Oosnee
uHpopmaruBHoii.  MP-sHTeporpadusi  yamie — Mcmoiab3oBajach  Kak
JOTIOJTHUTEIIbHBINA METOJ JUArHOCTUKH MOCTIE MOATBEPkAcHUs quarHo3a B3K.
B HekoTOphIX cilyyasix oOHa CTaja TNEPBUYHBIM HCCIECOBAHUEM U3-32
HEOOXOJIMMOCTH CTPOYHOTO 00CIIEIOBAHUS.
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Oo6cy:xnenue. J[y1s1 AuarHOoCTUKM 3a00J€BaHUN TOHKOTO KHIIICYHMKA,
Takux Kak 0ose3nb KpoHa, HCTIONB3yIOTCS BUIEOCKOTUYECKHE METO/IbI, TAKHE
KaK MHTECTUHOCKONUS M KarcylbHas 3HA0ckonus. KancynbHas 3HI0CKONUS
MMEET IPOTHBOIOKA3aHUSI M MOXET ObITh 3ameHeHa MPT-aaTepOorpadueii.
Opnako B Poccum MPT-sHTeporpadusi 4yacto mpoBOAUTCS TOce oOIen
aHecte3uu y nereu 10 7-9 net. B Poccum oTCyTCTBYET CTaHIapTU3UPOBAHHAS
HOMEHKJIaTypa JJisi uHTepnpeTauuu pesyisraroB MPT-snteporpadun, yto
3aTpyaHSET HaKoTUIeHUe 3HaHu. [loaToMy ObUTH pa3paboTaHbl peKOMEHIAIUN
1o crangapTuzupoBanHoil HomeHkiarype st KT- u MPT-3uTeporpaduu npu
0071e3HU Kpomna. OTH  pEKOMEHIAlUH BKJIFOYAIOT OCHOBHBIE
BU3yaJIU3allMOHHbIE HAXOJKH, TAaKU€ KaK YTOJIICHUE CTEHKU KHUILIECYHUKA,
cBuly, GuoOpoxkupoBas mnponudepanus W APyrue, 4YTO TIOMOTAaeT B
COCTaBJICHUH TUIAHOB JICYCHUS ¥ HAOTIONCHMUS.

3akioueHne. MarHuTHO-pe30HAHCHAas dHTeporpadusi  SBISETCS
YyBCTBUTEJIBHBIM METOJIOM JJIsl BBISIBJICHHUSI U OLEHKH PACIpPOCTPAHEHHOCTHU
crienu(puIeCKUX U3MECHEHUHN KUIIEYHUKA, XapaKTepHBIX sl 0ose3nu KpoHa,
KaK y TEpPBUYHBIX MAIMEHTOB, TaK M Yy IMAIMEHTOB C MOATBEPKIEHHBIM
JIIMAarHO30M.

COBPEMEHHBIE METO/Ibl CAHAIIMM FPIOIITHOMN

MNOJOCTHU Y JETEM C IPUMEHEHUEM YJIbTPA3BYKOBOH

KABUTAIUN, JTIABEPO- U ®POTOTEPAIIUU (OB30P

JIUTEPATYPBI)
I.A. bapanos, FO.W. Tep3u, I1.B. Kopsamkusn, Y.A. Xamaea, M.JK.
Onb Xapays, A.A. Maraes
Kagheopwr oemcrou xupypeuu BIMY um. H.H. Bypoenko, 2. Bopoueoxc,
Poccus

AKTyaabHOCTh: CaHanus OpIOIIHOW MOJOCTH Y AETEH MpeACTaBIsET
c000i1 BaYKHYIO U CIIOKHYIO 33]1a4y B COBPEMEHHOM XUPYPTrUuueCKoil MpaKkTHKE.
CoBpeMEHHBIE METOJbI JICUEHHUS, TAKWE KaK YJIbTPa3BYKOBAas KaBUTAIWA,
nmazepHas u QoroTepanusi, OTKPHIBAIOT HOBBIE TOPU3OHTHI B 00JIacTU
MeIMaTPUIECKON XUPYPruu U peadbInTaIuu.

Heap muccaegoBaHusA: pPACCMOTPETh BO3MOXHOCTh IPUMEHEHUS
caHallUM OPIONTHOM TMOJOCTH C HCMOJb30BAHUEM YJbTPa3ByKa, Ja3epo- U
dboToAMHAMUYECKOU TEpaNuu B IETCKON XUPYPrudecKon MpaKkTHKE.

Marepuajgbl M MeTOABI: B XOJ€ MCCIEAOBAaHUS HaMu ObUIU
MpoaHaIU3UpPOBaHbl Marepuaibl 11 HayyHbIX TyOJMKAlMM, BBIIEAININX B
2006-2016 romax. Cpenum HuUX 6 cTarell OBUIM IOCBAIIEHBI BOMPOCAM
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MPUMEHEHHUS yIbTPa3ByKa JIJIsl CAHAIINH OPIONTHOM MOJIOCTH, 2 — TPUMEHEHUTO
nazepa u 3 — GOTOAMHAMUYECKOUN Teparuu.

Pe3yabTaThl Hccjeq0BaHusi: B uccieqoBaHUSX 10 MPUMEHEHHUIO
yIbTpa3ByKa y  HCCIEAyeMBIX  HaOmrojaincs  OBICTPBIA  perpecc
MHTOKCUKAIIMOHHOTO CUHAPOMA, MOAAaBJICHHE PocTa (JIOPHl M JUKBHUAALIMS
MUKPOOHOM 00CEMEHEHHOCTH OPIOILIHOM MOJOCTH, YMEHBIIAINCH KOJMYECTBO
OCJIOKHEHUU U JIETAIILHOCTbD.

B xonme wuccrnenoanus 3(pQexToB sazepa MPOBOAMIOCH OOIydYCHHE
MOpPTaIbHOW KPOBU U TPAHCKyTaHHOE OOJlydeHHe o00JIacTh TMedYeHH. Y
HCCIIEAyEeMbIX BO3pacTaii Koim4uecTBO T- u B-mumdornuTos, ¢arouutrapHas
aKTUBHOCTh HEUTPO(PHUIIOB, CHIKANACh HWHTOKCUKALMS, JIMKBUIUPOBAIACH
OakTepueMusi, 3HAUYUTEITHLHO CHHU3WIWCH KOJMYECTBO OCIOXHEHUH U
JICTAIbHOCTb.

[Ipu wuccnenoBanuu 3¢ @dekToB (POTOAMHAMUYECKONM Tepanuu Oblia
BBISIBJICHA BBICOKAsl CTEPHIIM3YIONIAsl CIOCOOHOCTD. BBICTpO To1aBmsicst pocTt
OakTepuanbHOW  GUIOPBI,  YJIyYIIWJIach  THCTOJIOTHMYECKass  KapTHUHA
MOPaXEHHBIX TKaHEW. DTO MO3BOJWIO YIYYIIHTh PE3yJbTAaThl U COKPATUTH
CPOKH JICUCHUSI.

BoiBoabl: JlanHbIE CHIOCOOBI JICUCHHS TPEACTABJISIOT 3HAYNTEIbHBIN
WHTEpEC IS JANbHEHIIer0 U3y4YeHUs, Pa3BUTUS U IMTUPOKOTO BHEIPECHUS BO
BpayeOHYIO TMPAKTUKy B CBSI3U C OTCYTCTBHEM OIIACHBIX HETaTUBHBIX
1000YHBIX 3P (HEKTOB OT MPUMEHEHUS M BO3MOYKHOCThIO TPUMEHEHHS Y JIeTel
J1000T0 BO3pacTa, YTO OCOOEHHO aKTyalIbHO B XUPYPTUH JIETCKOrO BO3pacTa.
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YPOBEHb TPEBOKHOCTH VY JETEM C TSKEJIBIM
TEYUEHUEM ATOIIMYECKUM JEPMATUTOM
O.A. Myprazaesa 2, O.B. 3aiiuesa !, E.II. Ucaesa >°, C.B. 3aiinesa ',
B.A. MyxopThIx >
Y®dIBOY BO Poccuiickuii Ynueepcumem Meouyunst Munzopasa
Poccuu, Mocksea, Poccus
2@IBY «®HKI] oemeti u noopocmrxos ®MbBA Poccuuy, Mocksa,
Poccus
3 Kageopa neouampuu u oemcxoii xupypauu MBY HHO ®I'BY I'HI]
OMDBL] um. A.U.bypuazana ®MbA Poccuu, Mockea, Poccus

AKTyaJbHOCTh. ATonuueckuil aepmatut (AJl) sBisieTCs OOHUM U3
HamOoJiee PacpOCTPAHEHHBIX XPOHUYECKUX BOCTIAIUTEIBHBIX 3200JIEBAHUI
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KOXM Yy JIeTel, XapaKTepU3YIOUIMMCS PpPELHUIUBUPYIOIIUM TEUYECHHUEM,
BBIPAXEHHBIM 3yI0M U 3HAYUTEIbHBIM CHUKEHUEM KaueCcTBa )KU3HU. TspKenoe
teueHue AJl conpoBok1aeTcs HE TOJBKO (PU3MUECKUMU CTPAaHUSIMH, HO U
OKa3bIBAET CYLIECTBEHHOE BIMSHHE HA IICUXOAMOIMOHAIIBHOE COCTOSIHHE
pebenka, GopMupysi MOBBIINIEHHBIH YPOBEHb TPEBOKHOCTH. B Hacrosiee
BpeMsi OOLIENpPU3HAH TOT (PaKT, YTO NCUXOJOTUYECKHE (PAKTOPHI SBISIOTCS
OJIHUM KOMIIOHEHTOM  IIaTOI€HETUYECKOr0 KOMIUIEKCA, HEPEeaKo
OnpeeAIOIUM TE€YEHUE AL Tepmun «TICUXOCOMAaTHKay,
MpeayCMaTPUBAIOIINI YCTAHOBIEHUE COOTHOUIEHUN MEXIY ICUXUYECKUMHU U
COMAaTHYE€CKUMHU PACCTPOMCTBAMHU, BIIEpBhIC ObT BBENEH B 1922 1. BEeHCKUM
ncuxoananutukoM F. Deutsch, monsitue «mcuxocomatudeckas MeTUIIMHAY,
BKJIFOYAIOIIEE COMATUYECKHUE 3a00JIEBaHMS, B MATOTE€HE3€ KOTOPHIX OJIHY W3
ONpEACNAIOMUX  poJied  UrpatoT  HEOJarompusiTHbIE  TCUXUYECKHUE
BO3JICUCTBUS, BBEIEHO B MEAMIIMHCKYIO TepMHUHOJOruo. OmHako
TPaBMUPYIOIIUE COOBITHS SIBJISIIOTCA JIMIIb OJAHOW U3 COCTaBJISIOIINX
naToreHe3a IMCUXOCOMAaTHYECKUX PACCTPOMCTB. 3HauMmas pojib B UX
(opMHpPOBaHUM TPUHAMICKUT JUYHOCTHBIM CBOMCTBaM. Beiaensercs psia
JUYHOCTHBIX  Opoduied, Npenpacrnoyiaraloliux K  BO3HUKHOBEHHIO
KOHKpPETHOTO  TICMXOCOMaTu4yeckoro 3aboseBaHus. (OCOOEHHO  BaKHO
OTMETUTb, YTO KaXJbIi (PakTop (IMCUXOJOTHUYECKUN U aJJIEPTHYECKU) B
OTJEBHOCTH MOXET BbI3BaTh 00OCTPEHUE, HO 4acTO HMMEHHO o0a (hakTopa
cocyuiecTByoT. M3BecTHO, YTO MJIMTEIBbHOE XPOHUYECKOE 3a00JieBaHHE
O0OyCJIOBJIMBAET 3aJCPKKY HMOIMOHAIBHOIO Pa3BUTHS, SMOLMOHAIBHYIO
HE3peJoCcTh. XpoHUYECKash (U3MYecKas U MCUXUYECKash acTeHUS TOPMO3UT
pa3BUTHE AaKTHUBHBIX (HOPM JESATENbHOCTU. ACTEHM3AIUsl CIIOCOOCTBYET
(GOpPMHPOBAHUIO TaKUX YEPT JUYHOCTU KaK 3aMKHYTOCTb, POOOCTb,
0OSI3IMBOCTh, HEYBEPEHHOCTh B ce€0€, CAEpPKaHHOCTh, HEIOBEPUYUBOCTD,
TPEBOKHOCTb, CEHCUTUBHOCTb, CKJIOHHOCTh K JIETKOMY BO3HHUKHOBEHHUIO
bpycTpanuu, npeo0Ia a0 OTpHULIATEIIbHBIX AMOIUI HaJ
MOJIOKUTENBHBIMU, HEBBICOKU I YPOBEHb WHTEJUIEKTYaJIbHOTO
(yHKIMOHUPOBAHUS B COYETAHUU C BBIPAKEHHOM HOPMATHBHOCTBIO H
YCTAaHOBKOM Ha JIOCTMKEHUE BBICOKMX pe3yibTaToB B  ycioBHsx
XPOHUYECKOTO  CTpPEcca, BBI3BAHHOTO  IMOCTOSIHHBIM  JTUCKOMGOPTOM,
COLIMAJIbHOM CTUIMaTH3alded W OTrpaHUYeHUSIMA B TMOBCEIHEBHOM >KHU3HH,
aetTu ¢ TsokenbIM AJl CTaHOBSITCS OCOOEHHO YSI3BUMBIMH K Pa3BUTHIO
TPEBOKHBIX paccTpoilcTB. HecMOTpst Ha 3TO, B3aMMOCBSI3b MEXKY TAKECTHIO
A/l ¥ ypoBHEM TPEBOKHOCTHU y JETEN U3YUEHA HEJOCTATOYHO. JIJIs yCIeHon
Tepanuu TakKuX OOJbHBIX HEO0O0XOJMMa OIICHKAa SMOIMOHAJIBHON cdepnl U
YPOBHSI TPEBOKHOCTU. V3yueHne TPEeBOKHOCTH BAXKHO, KAaK ISl PACKPBITHS
CYTH IaHHOTO SIBJICHUSI, TAK U /I IOHUMAaHUsI BO3PACTHBIX 3aKOHOMEPHOCTEN
Pa3BUTHSL AMOIMOHAIILHON Cc(epbl YEeNIOBEKa, CTAHOBJICHHUS SMOIMOHAIBHO-
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JUYHOCTHBIX OOpa3oBaHuil. IMEHHO TpEeBOKHOCTh, KaK OTMEYAlOT MHOTHE
HCCIIEOBATENA, JIEKAT B OCHOBE LEJIOr0 psfa ICUXOJIOTHYECKUX
3a00JIeBaHUM U TPyJHOCTEH AeTcTBA. Takum 00pa3oM, B pe3ybTaTe TAKEIOTO
teueHus: AJ[ y pebenka Qopmupyercs omnpeneraeHHbIM THI JHYHOCTH,
KOTOPBI B CBOIO OYEpEIb SBJISIETCS OJHUM U3 (PAKTOPOB, YCYTyOISIOLIUX
TeueHue 3abosieBaHus. Bce 3To W ompenenuiao I1eidb W 3a7adydl HaIIero
HCCIIEIOBAHUS.

Heab wucciaenoBanusi. V3ydnTh ypOBEHb TPEBOKHOCTH Y JIETEH C
aTOMUYECKUM JEPMATUTOM TSHKEJIOTO TCUCHUS.

Marepuaasl um Metroabl. Hamu Opimm oOcrmemoBannl 45 nereid B
BO3pacte oT 12 10 17 mer, HaXOAMBIITUXCS HA CTAIIMOHAPHOM 00CJIeIOBAaHUH B
anmnepronornyeckoMm otaenenun «OHKIL nerer m monpoctkoB @MBA
Poccum». Bece manueHThl MMeNnu NMOATBEPKACHHBIA auarHo3 A/l Tsokenoro
teueHusi. OOcIe0BaHNE BKIIOYAJIO JIBA OCHOBHBIX JTalla: KIWMHUYECKUU U
ncuxosiornueckui. Ha mepBoMm 3Tame HCMOIB30BATUCH OONICKIMHUYECKUE
METO/IbI: TIIATEIBHBIN COOp aHaMHE3a, aHAIN3 MEIUIIMHCKOM JIOKYMEHTAIIWH,
dbu3uKabHOE 00CIIeIOBaHUE U OIIEHKAa CTeNeHH TskecTu TedueHus AJl c
UCIOJb30BaHueM cTaHAapTu3npoBaHHbiX Mmikan (SCORAD). Jlnga oueHku
YPOBHSI TPEBOKHOCTU NPUMEHSIIUCH KIMHUKO-TICUXOJIOTHUYECKUE METOIUKH,
pazpabotannbie A.M. IlpuxoxaHn. JlaHHbIE METOAMKH BKJIFOYATIN OMPOCHUKHU
W TECThl, HAMNpPABJICHHbIE Ha BBISBJICHUE KaK SIBHOW, TaK M CKPBITOU
TpeBOXKHOCTU. Bce nmaHHbple ObuUM 00paboTaHBl C HCIOJIB30BAHUEM
COBPEMEHHBIX CTATUCTUYECKUX METOOB.

Pe3yabTaThl uccaenoBanus. B xone uccnenoBanus cpeau 45 nerei ¢
TsokenabiM TeueHrneM AJl B Bospacte oT 12 no 17 ner ObUIM BBISBICHBI
TEHJICPHBIC PA3JIMYMUs B PACIPEACIICHUU IO TOIY: JIEBOYKH COCTaBWIA 32
yenoBeka (71%), manpuuku — 13 (29%). JlaHHOE COOTHOIIIEHHE OKa3aJIoCh
craTucTuuecku 3HayuMbIM (p <0.05). AHa)IU3 ypOBHS TPEBOKHOCTH MOKa3all,
yTo y 72% Jnerer OTMEdalicsli BBICOKMUA YPOBEHb TPEBOXKHOCTH. CpeaHuit
YPOBEHb TPEBOKHOCTH ObLI 3apuikcupoBan y 18% manueHToB, a HU3KUA — Y
10%. Paznuuusa B pacnpefeneHuu YpOBHEH TPEBOKHOCTH Takke ObLIn
craTucTuuecku 3HauyuMbIMH (p <0.05), pu 3TOM JHOCTOBEPHBIX Pa3IUYUN B
YPOBHE TPEBOKHOCTH MEXK]Iy MATbUUKAMU U J€BOYKAMU BBISIBIIEHO HE OBLIO.

BoiBoabl. IlonyueHHble J1aHHBIE TOATBEPXKAAIOT HEOOXOIUMOCTH
KOMIUIEKCHOTO TMOJXO0Ja K JICYEHUIO JETel C TshKENbIM TeueHuem Al
BKJIIOYAIOIIETO HE TOJIBKO JE€PMATOJIOTMYECKYI0, HO M TCUXOJOTHYECKYIO
nomMoib. PaHHee BBISIBICHUE W KOPPEKLHS TPEBOXKHBIX COCTOSHUN MOTYT
CIIOCOOCTBOBATh YJIYUIICHUIO KayecTBa >KU3HU NAlUEHTOB, IOBBIIICHUIO
MIPUBEPKEHHOCTHU JICUCHUIO U MPEAOTBPAILLCHUIO Pa3BUTHS COMYTCTBYIOIIUX
MICUXWYECKUX pPaccTpoicTB. Pe3ynbTaThl ucCIeNOBaHUS MOJYEPKUBAIOT
BXKHOCTh JAJIBHEHIIEr0 U3YUYEHUS B3aUMOCBSI3H MEXIY TSKECThIO KOXKHBIX
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MPOSIBIICHUN M TICUXO3MOIMOHATBHBIM COCTOSIHUEM JIeTel NIl pa3paboTKu
6omnee 3(pHeKTUBHBIX CTpATErHil Tepanuu U peabuInTaIIUN.

O®OPMUPOBAHUE PEABUJIUTAIIMOHHOI'O IIVTAHA 1JIA
IHAIIMEHTOB HEBPOJIOI'MYECKOI'O ITIPO®NUJIA: ITOAXOA K
AETSAM C JETCKHUM HEPEBPAJIBHBIM IMAPAJINYOM
B.B. baunosa
DI'BY «Dedepanvhulii HAYUHO-KIUHUYECKUL YeHMDP Oemell U

noopocmkos @MBA Poccuuy, 2. Mockea, Poccus

B coBpemenHOM 00IIECTBE OOJBIIOC BHUMAHHE YICIICTCS MEIUKO-
COLIMAIbHOW  peaOuiuTalMu  JeTel,  CTPajalolluX  XPOHUYECKHUMHU
3a00yieBaHUsIMU, W JAeTel-uHBaIuAoB. [leTckuil nepeOpalbHbIA Hapainy
SBJIAETCS. OCHOBHOM MPUYMHOMN JETCKOM HEBPOJIOTMUYECKON MHBAIUIHOCTH B
mupe. Pacnpocrpanennocts LI B Poccun cocraBuser: 1,6—6,0 va 1000
noHonleHHbIX nerei; 9-24 ma 1000 HemoHONIIEHHBIX JEeTeH ¢ Maccoil Tena
1000-2500 r; 1840 na 1000 gereii ¢ maccoii Tena menee 1000 ¢

Herckuii nepedopanbubii napanuy (AIII) — »T0 rpynma cToMkux
HApYIIEHUM  JBMXKEHUS M TO3bI, BO3HUKAIOIIUX  BCJIEACTBUE
HENPOTPECCUPYIOLIETO IOBPEXKACHUS MO3ra B IIEPUOJ €r0 Pa3BUTHAL
HecmoTpss Ha CcTaOMJIBHOCTH TEPBUYHOTO TOPAKEHHS, KIWHUYECKHE
MPOSIBJICHUSI MOTYT M3MEHSThCS C BO3pPACTOM, 4YTO TpeOyeT THOKOCTH B
peadHIUTAIIMOHHOM TTOJIX0/IC

PeabunuraiinoHHBIN NpolecC HAUMHAETCSA ¢ MYJIbTUIUCIUIUIMHAPHOTO
o0OclieIoBaHMs,  BKJIIOYAIONIETO  HEBPOJIOTHYECKYI),  OPTOIEAUYECKYIO,
JIOTOTIEIUYECKYI0 U (DYHKIIMOHAJIBHYIO JHArHOCTHKY, a TaKXe OICHKY
MICUXUYECKOTO Pa3BUTHS, MO3HABATEIBHOW JEATEIBHOCTH U HYTPUTHUBHOTO
ctatryca peOenka. KOMIUIEKCHBIA  TMOJXOJ  MO3BOJIIET  YCTaHOBUTH
peATUCTUYHBIE [EIM  peadWIuTallui C  Y4YE€TOM  MHJUBHUYaJbHBIX
MoTpeOHOCTEN peOeHKa, ero BO3MOKHOCTEH M OTpaHUYCHUI.

JIOCTHXKUMBIH ~ YpOBEHb  JBWUTATEIbHBIX, (QYHKIMOHAIBHBIX U
KOMMYHUKATUBHBIX BO3MOYKHOCTEH OMPEAENIIeTCS MO KJIacCU(pUKAIMOHHBIM
cuctemam GMFCS, MACS/miniMACS u CFCS.

B Hacrosimee BpeMsi B MUpPOBOM MNPAKTUKE AKIEHT CMEIIAETCS Ha
OMOTICUXOCOLMAIBHYIO ~ MOJCIbh  peaOuiuTalMk, OCHOBAaHHYK  Ha
rncnonab3oBaHu MK®.

C wmenbr0 TPEACTaBUTh CUCTEMATU3UPOBAHHBIE O0030p OCHOBHBIX
MHCTPYMEHTOB, MCIIOJIB3yeMbIX crenuaiucram MJIPK  (HeBponoramu,
opToOIleJamu, BpayaMu OPM 51 KMHE3UOCIIeIIUaIUCTAMH ) IS
dbopMyIupoBaHUs PEaOUTUTAIMOHHOTO JAMAarHo3a, ObUT MpOaHAIU3UPOBAH
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0a3oBbIii HAOOp aAomeHOoB MK® nns npereit m moapoctkoB ¢ JIIIII u B
nmogoOpaHpl KiaacCH(PUKAMKU, IIKAJIbl, METOABl M ONPOCHUKH JUIS HX
KOJIMUECTBEHHOM OIICHKU.

NHcTpyMeHTHI OlleHKH CTPYKTYp U pyukuit mpu JLIT:
1) OneHka MbIIIIEYHOTO TOHYCA U CHACTUYHOCTH

o MoauduimpoBanHas mkaga IIBOpaa
o MopauduiupoBanHas mikana Tapabe
o [IIxana oueHku mbieyHoro runepronyca (HAT)

2) Omenka oObeMa AaKTUBHBIX W TIACCUBHBIX JIBUKEHUM B CyCTaBax
KOHEYHOCTEW- TOHUOMETPUS
3) OneHka MbIIIeYHOM CuJbl - mKaia MRC
4) Ouenka (QyHKIMH paBHOBECHS - MOJAM(PUIIMPOBAHHAS IEAUATPUYECKAS
1Ikasna paBHoBecus bepra

NHCTpyMEHTHI OLIEHKM aKTUBHOCTH U YYaCTHUS:

o [Mkana knmuHUYECKOro HabM0AeHHs X0AKO0bI (observation gait scale)

o [Ilxana wu3mepenui Ooabmiux MOTOpHBIX GyHKIUNA (GMFM -88,
GMFM-66)

o [xana ouenku QpyHkiuu nepeasuxenns (FMS)

o [Ikana oneHku BcriomorareiabHoi GpyHkuuu pyku (AHA-assisting hand
assesment)

o [IIkanma MOTOpHOTO pa3BUTHS MiaaeHIeB AnboepThl (AIMS)

° Tect aBurarensHol akTuBHOCTH MitajieHIeB (TIMP)

o [Mkana pyukmonansHon He3aBucuMocTu (FIM)

Ha ocHOBe moNy4YeHHBIX JaHHBIX pa3paldarbiBaeTcs Mporpamma
peadMIUTalMK, BKIOYAIOIIAS:
o Meronpl  usnueckodt peabuiutanuu - Je4eOHYr (UBKYIBTYPY,
MPUKIAJHYIO  KHHE3UOTEpaluio0,  HEUPOJMHAMHYECKHE  YIPAKHEHUS,
POOOTU3UPOBAHHYIO MEXAaHOTEPAIUIO

° OpToneauyeckyro TMOAIEPKKY — TPUMEHEHHE OpPTE30B, TYTOPOB,
CIEIMAJIBHBIX KPECeNI U XOAYHKOB

° DuU3noTEPAINUIO

° PaGory ¢ cembeii — oOydyeHHEe pOIMTEICH MeEToJaM IIOMOIIUA B
ITOBCETHEBHOM KU3HHU, KOPPEKIIMH JIBUTATCIFHON aKTHBHOCTH PEeOCHKA

° KOrHuTHBHYI0O M pEUYEeBYIO0 PEaOWIMTALUIO — 3aHATHS C JIOTOTEIOM,
HEMPOIICUXOJIOTOM

3akiouyenue. HAuBUAyanbHBIA IIJIaH MEIUIIMHCKOM peaOHIIMTaIlUH
nereit ¢ JIII gomkeH OCHOBBIBATHCS HAa OOBEKTUBHOM OIICGHKE HX
JIBUTATEIBHBIX W (YHKIIMOHAJIBHBIX  BO3MOXXHOCTeH.  IlpumeHenue
KJIaCCU(PUKAITMOHHBIX CHCTEM, IIKadl M OINPOCHUKOB TIO3BOJISIET CTaBUTh
PEATMCTUYHBIE LIEJIM U KOHTPOJIUPOBATh TUHAMUKY COCTOSHUSI.
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SHAOCKOIMNYECKHUN MOJIXO/ K YIAJEHUIO
XOJECTATOMBI CPEJHEI'O YXA V IETEN
N.B. 316xuH 2., ".A. ITones ~, A.M. MaromeoBa '
'@I'BY ®HKI] oemeu u noopocmxkoe ®MbA Poccuu,
2@I'FY PMAHIIO;
3 AO «HUnvunckas bonvHuyay,;

BBenenue: Xponuueckuil rHOMHBIM cpeanuit otut (XI'CO) B
OOJIBIIIMHCTBE CIIy4aeB COMPOBOXKIACTCS XOJIECTEATOMOM — AMUTENUATbHBIM
cyOcTpaToM ¢ TeHJeHIIUEH K maccuBHOMY A y3HOMY pocTy. XoaecTeaToma
aCCOLMMPOBAHA C BBICOKUM PUCKOM JECTPYKLIHUH KOCTHBIX CTPYKTYP CPEIHETO
yXa, LEeNU CIyXOBBIX KOCTOYEK, KaHAJIA JIMUEBOTO HEPBA, UYTO MPUBOJUT K
CTOMKOMY CHUKEHUIO CIIyXa, BIUIOTH J0 IOJIHOM IITyXOThI, © MOKET PUBECTH
K mape3y JMIIEBOr0 HEPBA.

XonecrearToMy MOXHO YAAIATh TOJBKO XHpyprudeckn; OCHOBHBIM
kputepueM 3(PGHEKTUBHOCTH TIPU ITOM SIBJISIETCS OTCYTCTBUE PE3UIyaTbHOMN
X0JIECTEATOMBI U JTAIbHEUIIINX PEIIUAUBOB. Y YUThIBast OCOOCHHOCTH CTPOCHUS
CpPEIHEro yxa, JOOUThCA MOJHOIIEHHOTO 0030pa M HMHTPAONEPALMOHHOTO
KOHTPOJISI 332 OCTaBIIMMHUCS Y4YaCTKaMH XOJIECTEAaTOMBbI  JOCTAaTOYHO
3aTpyIHUTENbHO. [ICronp30BaHME HHIIOCKONMAYECKOW ONTHUKH MO3BOJISIET
OCMOTpPETh BCE OT/ACIbl OapabaHHOW TMOJIOCTH, W TPH OTOM H30EKaATh
JOTIOJIHUTENIBHOTO yIAJIEHUS] KOCTHOW TKaHHU.

[TonHOCTBIO JHJIOCKOITAYECKUN MOJXO0J MOJIPa3yMEBAET
MaJIOMHBA3UBHBIN TPaHCKaHAIbHBIN IOCTYI, OTCYTCTBHE 3ayIIIHOTO pa3pesa, u
BO3MOXKHOCTh OCMOTPETh 0apabaHHY0 MOJIOCTh MO/ pa3HBIMU YTJIaMU 3PEHUS.

MatepuaJjibl 1 MeTOAbI: 29 nmanueHToB B Bo3pacte oT 4 mo 17 ner ¢
X0JIECTEaTOMOM, OrpaHUYCHHOW OapaOaHHOW  TOJIOCTBIO, TEpPEeHEeCr
AHJIOCKONMYECKYI0 canupyromyto onepannto B @HKI] gereit u nmoapocTkon
OMbBA. Bcem nanueHTaM B paMKax MOpeAONEPallMOHHOM IOATOTOBKH
npoBoamnoch MCKT BHCOYHBIX KOCTEH, HeldXoriaHapHas audQ@y3Ho-
B3BemeHHass MPT DWI BUCOUYHBIX KOCTEHM, a TAKXKE€ TOHAJIbHAs ITOPOrOBas
ayauOMETpHS JETAM crapiie 6 JeT, UrpoBasi ayIuoMeTpus IeTsaM oT 4 110 6
neT. XpSIIeBOM KO3EJTKOBBIM TPaHCIUIAHTAT OBLT KCIOJB30BaH y BCEX
nanueHToB (29), y 5 mainueHToB JOMOJHUTEIBHO ObUT UCIIOBb30BaH yYaCTOK
BUCOuHOM (aciuu. Bce omepanum TPOBOAMINCH B YCIOBUSX OOIIEH
aHECTE3MH, C TTOMOILbIO PUrHAHOIO 3H0ckona 0°, 4 MmM. Y aerel muaaue 5
JIeT mpuMeHsuIca 3Ha0ckomn 2.7 mMm. Yepes 3 u 6 mecsleB nocie onepanuu
MMPOBOJIWIIMCH TUIAHOBBIE OCMOTPBI C OTO3HJIOCKONHUEH, depe3 12 mecsues
IOCJIe OTNIepaliy MPOBOAUINCH KOHTPOJIbHBIE UCCe0BaHus B 00beMe MPT u
MCKT Bucounsix kocte. Y 14 MmanueHTOB HWHTPAONEPALMOHHO ObUIN
YaCTUYHO WJIM TOTAJIbHO YAAJEHBl CIyXOBbIE KOCTOYKM B CBSI3U C MX
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KapuO3HOM JECTPYKIMEHW WM JIM3UCOM, BBI3BAaHHBIM XOJIECTEATOMOM.
ITocKOJIbKY B 3THUX CIIy4asX CIyXOYJyYIIArOLIWiA 3TaIl onepanuu (yCTaHOBKa
pOTE3a CIIYXOBBIX KOCTOUYEK) MPOBOJUTCS OTCPOUCHO, PE3yJIbTaThl OIEHKHU
CJIyXa HE BKJIFOUEHBI B UCCJIEIOBAHUE.

PesyabTatsl: 1o pe3ynbraram 0TOSHIOCKONHNH Yyepe3 6 MECSIEB MOCTE
ornepaluu y 28 maiydeHToB oTMedaiach BacKyJIsipu3alius HEOTUMIIaHAIbHOU
MeMOpaHbl, Y OJHOTO MalMeHTa — penepdopaius ¢ Npu3HAKaMu perugnuBa
XI'CO. ITo naHHBIM KOHTPOJIBHBIX UCCIIEA0OBaHUN Yepe3 12 MecsiieB B 00beMe
MCKT u MPT BUCOYHBIX KOCTEH M UX crielupuyueckoit 00paboTKH METOI0M
CIUSIHUSI TNPHU3HAKKW peuuauBa (MOSIBJICHUS TKAHEW XOJIECTEaTOMBI B
OapabaHHOU MOJIOCTH) OOHAPYKEHBI JTOMOJHUTEIBHO Y JBOUX IAIlUEHTOB.
Takum o6pa3zoM, y 26 NalMEeHTOB, IEPEHECIINX MOJHOCThIO 3HI0CKOTMTUYECKOE
yAaJeHUE XO0JIECTEATOMbBI, HE OTMEUYAJIOCh MPU3HAKOB PELHINBA YEPE3 TOJI C
MOMEHTA OTepaIlnH.

3akiovenue: [[0THOCTBIO SHIOCKONMUYECKUM MOAXOA K YJIaJICHUIO
X0JIECTEaTOMbl y Je€Tel JEMOHCTPUPYET JOCTaTOUYHYI0 A(HPEKTHUBHOCTS.
Cpend OCHOBHBIX IPEUMYIIECTB MOXKHO BBIJICIUTh OTCYTCTBHE 3ayITHOTO
paspesa, yaaieHus OOJbIIOTO KOJIMYECTBA KOCTHOM TKaHU, BO3MOXHOCTb
BU3YaJIbHOTO KOHTPOJIA B CHHYycax OapaOaHHOW MOJIOCTH, OCMOTP KOTOPBIX
KpaifHe 3aTpyAHUTEICH IPU UCIIOJIb30BAHUN MUKPOCKOTMYECKOIO MOJIX0/1a, a
TaK>XK€ BO3MOXHOCTb COXPAHHUTh CIIyXOBbIE KOCTOUYKH B HEKOTOPBIX CIydasiX,
IPU YCIOBUU HUX LEJIOCTHOCTH, BO3MOYKHOCTD YJIaJIUTh TKAHHU XOJIECTEATOMBI,
HE MOBPEJIUB CIIYXOBYIO LIETh.

IPOEKTUBHOCTD U BE3OITACHOCTDB ND - YAG
JA3EPHOU KOAT'YJSILIMU B JIEHEHUU BEHO3HOM
MAJIb®OPMAIIMU MTOJIOBOI'O YJIEHA Y JETEHA U
HOAPOCTKOB
O.C. beruxosa 2, A.H. Pomynkuna >, C.M. Baraes 3, 1. B.
3a6kun'*, O.B. lllep6akosa !,
@Iy ®HKI] /lemeti u noopocmrxoe @PMBA Poccuu, Mockea;
2@rA0Y BO PHUMY um. H.U. Ilupocosa M3 P®D,; Mocksa
3 Kageopa neduampuu u demcxoii xupypauu @I'EY MBY UHO ®I'BY
T'HL] ®MFBI] um. A.U. bypnazana ®MBA Poccuu;
* Kagpeopa neouampuu @I'BY Axademus nocmouniommo2o
oopazosanus PI'BY OHKI] ®MFA Poccuu, Mockea

BBenenne. BeHo3nass manbhopMmanuss — 3TO BPOXKICHHBIA TMOPOK
Pa3BUTHUSI COCYJIOB BEHO3HOI'O pycja, BCTpEYarolleecss B COOTHOIIEHUU 1-2
ciydasd Ha 10000 nHacenenus. Ilatomorudeckue cocylibl MOTYT Pa3iWYHBIN
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JMaMEeTp, PaCIPOCTPAHEHHOCTh M JIOKAJIN30BAThCS HA JIOOOM y4YacTKe Tela.
Benoznas manb(opmaliys mojioBOro ujieHa - KpaitHe peaKas JIOKaIu3aius Ij1s
JaHHOTO 3a0o0sieBaHus. B MUPOBOI TUTEpaTYype ONMUCAHBI €AMHUYHBIC CITy4Yau
JICYECHHSI BEHO3HOU AUCIUIA3UHU MOJIOBOTO YJIEHA Y JETEH.

Kimmanyeckas kapTrHa 3aBUCUT OT TUAMETPA NOPAKEHHBIX COCY/IOB, HX
KOJIMYECTBA, PACIPOCTPAHEHHOCTH, A TAaKX€ HAJIUYMUS  BO3MOMKHBIX
OCJIO)KHEHHMI (BOCHAJICHUE COCYJUCTOM CTEHKH, OOpa3oBaHHE TPOMOOB U
TpoMO0IMOOIHS, TpO(pHUEeCKrEe HApYLIECHU).

3aboneBaHue AMATHOCTUPYETCS KakK MPU POXKJICHUHM, TaKk U B Oojee
MO3IHEM Bo3pacTe. XapakTepU3yeTcsi MEMJICHHBIM MPOrPECCUPYIOIUM
TEUYEHHEM, C  YyBEIMYEHUEM  pa3MEpPOB U  pPACIPOCTPAHEHHOCTH
MaTOJOTHUYECKOTO oyara. B HEKOTOpBIX cily4yasx MAaTOJOTMYECKU ouar ¢
T€YEHUEM BPEMEHH HE U3MEHSETCS.

Marepuana u meroabl. JIjisi mpoBeeHUs] JAHHOTO BUJIA JICUEHUS ObLI
ucnones3oBal annapat AEROLASE, renepupyronmii 1nuHy BoaHbl 1064 HM,
JUTUTEIIbHOCTRIO UMITYJIbca 650 MUKPOCEKYH/I, 3alIaTEHTOBAHHAS TEXHOJIOTHS
Aerolase, USA «MicroPulse 650 Mkc»

Mertonuka BO3AEHUCTBUA: HAa CYXYH OXJAXJAaeMYKH MNOBEPXHOCTh B
MPOEKINU MATOJOTHYECKOr0 BEHO3HOTO OuYara HAaHOCAT CEPUI0 UMITYJIbCOB,
CIEAYIOUIMX JAPYT 3a JPYyromM, 30Ha 3a 30HOH, 0e3 HanoxkeHus. [1moTHOCTH
sueprur — 71 JIx/cm? (pexum 5), yacToTa cruenoBanus UMImynscos 1,5 I'n. B
CHayaJla MPOU3BOJMIACE 00pabOTKa LEHTPAIbHON YacTH MATOJIOTMYECKOTO
y4acTka, 3aTeM nepudepun.

PesyabTarel. Yepes | Mecdr 1moclie ja3epHOM TpaHCACPMAIbHOU
KOAaryJisiiiiy MaTOJOTUYECKUX BEHO3HBIX COCYJIOB OBbLI MPOBEJACH OCMOTP U
WHCTPYMEHTAJIbHOE OOCJEe0BaHUE [IJIsi OIEHKU pe3yjibTaTa JCUYCHUS.
[TaTomornuecknii y4acTOK MPaKTUYECKHU HE OMPEICIIACTCS, TPAHUIIBI PA3MBIThHI
C €1Ba ONMPEICIAOIINMCI €IUHUYHBIM MMaTOJIOTUYECKUM BEHO3HBIM COCYJA0M
mo 1 mm B aumamerpe. llonoxurenbHas IMHAMUKa TOJTBEPKICHA MpHU
noBTopHOM Y3U ucciaenoranuu. [1og00HBIM c1ocOOOM OBLIO BBITIOTHEHBI 2
omnepaluu y AeTel ¢ BEeHO3HOU Mallb(hopMaIuy moja0Boro uieHa. OTaanieHHbIe
pe3ynbTaThl OlleHeHbl uepe3 1,5 u 3 roma. B oboux ciydasx ObLT MOTy4YeH
Xopomui (PyHKITMOHATILHBIA U KOCMETUYECKUH PEe3yIbTar.

3akmouenne. [IpuMmeHeHne J1la3epHOM KOAryJsiMM MMATOJOTHYECKHUX
BEHO3HBIX COCYJIOB HapyXHOW Jokanu3anuu siisierca 3G(EKTUBHBIM H
0€30IacHbIM METOJIOM JICYEHHS] BEHO3HOM [UCIUIa3uU TOJOBKH I1OJOBOTO
YJIeHa y JIeTel 1r000ro Bo3pacra.
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OOOEKTUBHOCTbDb KIIACCHNYECKHUX ITOAXO/10B B
TEPAIINU NIOBEPXHOCTHBIX TEMAHTUOM Y JETEMN:
AHAJIN3 PE3YJIBbTATOB Y BO3PACTHBIX OCOBEHHOCTEM
MHBOJIIOIINHA
B.A. IIteiuun, U.A. Auapees, JI.A. bapanos, Y.A. XamaeBa, M. X.
Ounb Xapays, A.A. Maijaes
Kadgheopa oemcrkoti xupypeuu BI'MY um. H.H. Bypoenxo, 2. Boporeox,
Poccus

AKTYyaJIbHOCTb: ['eMaHTMOMBI OCTAOTCS OJHOW M3 HanOOoJiee YacThIX
COCYJIUCTBhIX aHOMAJIUM B MEAUATPUUYECKON NTpakTuke. HecmoTps Ha pa3BuTHe
MHHOBAI[MOHHBIX METOJI0B Teparuu, TPaJULIUOHHbIE MOAXO/IbI
(KpHOJeCTpYKLMS, XUPYPTUYECKOE JIECUEHUE) COXPAHSIIOT CBOK 3HAYMMOCTH
Omaronmapsi BbICOKOM 3(h@(eKkTUBHOCTM U  JOCTYNMHOCTH. OJHAKO UX
INpUMEHEHne TpeOyeT YydeTa BO3PACTHBIX OCOOEHHOCTEN HWHBOJIOLUU
reMaHrMoM, OLEHKH J(QPEKTUBHOCTU PEUUJIMBOB, UTO OMNpEAeNseT
HEO0OXOAMMOCTb JIaJIbHEHIIEr0 U3YUYEHUsI U ONTUMU3ALIMH JTAaHHBIX METOJIOB.

Hear wuccaenoBanmsi: OUEHUTH KIMHUYECKYIO 3(PPEKTUBHOCTD
MOJIXOJIOB KJIACCUYECKON XUPYpPruuM IOBEPXHOCTHBIX HOBOOOPa30BaHMIA
(KpUOAECTPYKIMU U XUPYPrUUECKOT0 BMEIIATEILCTBA) Y IC€TEH C THTUYHBIMU
r€MaHTMOMaMH MTOKPOBHBIX TKAHEMW, a TAK)K€ MPOAHAIU3UPOBATH BO3PACTHbBIE
3aKOHOMEPHOCTH WHBOJIOLMU JAHHBIX 00pa30BaHUM.

MarepuaJibl 1 MeTOAbI: PETpOCIIEKTUBHO TPOAHATN3UPOBAHBI TAHHBIE
448 nauueHnTtoB (Bo3pact: 3 Mec. — 17 JeT) ¢ reMaHrHOMaMu MSITKUX TKaHEW,
IIPOJICYEHHBIX B KIMHUKE aeTckon xupypruu BI'MY wmm. H.H. bypaenko
(2019-2022 rr.). Koropra pasneneHa Ha JBe Trpynmbl: 1) MalUeHTH C
KanWUIIPHBIMU reManruomamu (n=281), nosiyuasiive KpUOJAECTPYKIIUIO; 2)
MalMEeHThl CO CMENIaHHBIMU, KaBEPHO3HBIMU (n=151) U U3BA3ZBUBIIUMUCS
(n=16) reMmaHrHOMaMH, MOJIBEPTIINECS XUPYPTUUECKON PE3CKIUU.

D¢ hHeKTUBHOCTH BMENIATEJIbCTB OIIEHUBAJIACH Ha 30-¢
(kpuoaectpykuusa) u 40-e (xupyprudeckoe jedyeHue) cyTku. Kpurepuu
HeA((PEKTUBHOCTU BKIIIOYAIHM PELMIUBBI, MOCICONEPAIMOHHBIE NEPEKTH U
HECOCTOSITENIbHOCTh PpaHEBOro Impouecca. [IpoBeneH aHanu3 WHBOJIIOLUUA
TEMAHTMOM B BO3PAcCTHBIX rpynmnax: Ao 2 JeT, 2—5 ner, 6—7 jer u crapue 7
JIET.

Pe3yabTaThl Hccjie0BaHMsA: B rpymne kKpuoaecTpykuuu (n=281) y 3
namueHToB (1,06%) orMedeHo ¢GopMHUpOBaHHE IOAKOKHOTO KOMIIOHEHTA
FEMAHTMOMBI, 4YTO  MOTPEOOBAJIO  XHUPYPIHUYECKOTO  BMENIATEIhCTBA.
DddexTuBHOCT, MeTOAa cocTaBmiia 98,94%, ¢ oOpa3zoBaHueM OeecoBaThIX
Y4acTKOB KOXHM B 30HE Bo3uaeuctBus uepe3 30 cyrok. B rpymnme
xupypruueckoro nedenuss (n=167) mocturnyra 100% »sddexTuBHOCTD, C
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dbopmupoBaHUEeM JIMHEHHOTrO OenecoBaroro pyobua uepe3 40 cyTok mocie
oneparuu.

Pacnpenenenre reMaHruoM IO BO3PACTHBIM TPYIIaM IOKa3ajlo, 4TO
8,18% xanmuiisipHbiX U 25,15% KaBEpHO3HBIX M CMEIIAHHBIX T'€MaHTMOM
(BKJIFOUYAs] U3bSI3BUBIIMECS) HE MOJABEPIIMCh MHBOJIIOINM Y HAalUEHTOB 6—17
ner. Ilpu stom 3,57% BcexX THUIIOB TE€MAHTMOM IPOJEMOHCTPUPOBAIIH
CKJIOHHOCTb K U3bSI3BJICHUIO.

BbiBoabl: AHaiW3 BO3PACTHOM JAMHAMUKK WHBOJIIOIMKA TE€MaHTHOM
BbIsIBWII, 4TO &,18% kanmmmisipHbIX U 25,15% KaBEepHO3HBIX M CMEIIAHHBIX
T€MaHTMOM HE MMOJIBEPral0TCsl CIIOHTAHHOW pErpeccuy y MalueHToOB cTapiie 6
JeT. DTO CTaBUT MOJ COMHEHHE YHHBEPCAIbHOCTH TEOPUM 005S3aTEeIbHON
WHBOJIIOIUMA M YKa3bIBaeT Ha HEOOXOIMMOCTh WHIWBHAYAIHHOTO MOAXO0Aa K
BBIOOPY TAKTUKH JICUCHUSI.

[TonydeHHble JaHHBIE CBUIETEIBCTBYIOT, YTO COBPEMEHHBIE METOJbI
(OeTa-anpeHOOI0KATOPHI, Ja3epHasl TEepanus, dHIOBACKYJISIpPHAS OKKJIIO3US)
11eJeco00pa3HO MPUMEHATh MPH CIOXKHBIX CIydasiX: TeMaHTHOMaX OOJIbIINX
pa3MepoB, C TIIYOOKMM KOMIOHEHTOM WM KPUTHYECKOW JIOKaJIU3aluei.
Onnako AJisi OOJIBIIMHCTBA TUMUYHBIX T€MAHTMOM TPAJUIIUOHHBIE METOJbI
OCTalOTCS 30JI0THIM CTAaHIAPTOM Oarojapsi X JAOCTYIMHOCTH, MUHUMAaJIbHOU
WHBA3UBHOCTHU U BBICOKOU 3(P(HEKTUBHOCTH.
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