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KOMrmeKCHaH aBTOMATU3ALUA PAGOTHI MEJUIUH-
CKHUX OPTAaHMU3AIUU HAa OCHOBE 3(p(PEeKTUBHBIX HH(pOpMa-
LIMOHHBIX T€XHOJIOTUH — OJHA U3 IPHOPUTETHBIX 3aJa4
3 paBOoOXpaHeHUsd. BHeapeHre aBTOMATH3MPOBAHHBIX
CHCTEM CBOJUT K MUHHMMYMY YHCJO PYTHHHBIX MAHMUIIY-
JANUN ¢ GyMaKHBIMU (POPMaMHU JJOKYMEHTALIHU U BBICBO-
60X JaeT BpeMs MEJUIMHCKOro rnepcoHata aisg d¢pgex-
THUBHOT'O B3aUMOJCICTBUSA C HAIlIeHTAMU.

A.A. MALAEV, E.S. SAVENKO, T.A. MARKINA

Cpenn BHEAPSEMBIX MH(MOPMAIMOHHBIX TEXHOJO-
Uil B 3/[paBOOXPAHCHUH 3JIECKTPOHHBIEC MEIUIIMHCKUE
KapThl HamboJiee 3HAYNMBI. DJECKTPOHHAS UCTOPUS
60JIE3HN — OCHOBA aBTOMATU3NMPOBAHHOM CHCTEMBI
VIIpABJIEHUS CTAIIOHAPOM — B TIOJHOI Mepe yIOBJIECTBO-
psAeT TPeOGOBAHUAM HAJ[EKHOCTH, TIOJHOTHI W BBICOKOH
CKOPOCTU WH(MOPMAIMOHHBIX BHYTPHUOOJBHUUHBIX
CBSI3€eM.

Electronic Case Record Form developed by the team of the children's hospital,
as one of the main automation aspects in the public health system

State health budgetary institution of Amur region «Amur Regional Children's Clinical Hospital» since 2004 has been
developed and introduced software products related to informational support in medicine. Electronic Case Record Form is the
basis of automated control system of the hospital. Introduction of electronic case record form — multimodal application (cus-
tomer — application server — data base server) allowed to computerize the operations in all clinical and paraclinical hospital

services thus creating common information space.

Key words: electronic Case Record Form, document workflow, data communications.
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OpraHnsauusa 3A4paBoOXPaHEHUS

TocymapcTBeHHOE GIOMKETHOE YUPEKACHHUE 3PaBO-
oxXpaHeHusA AMypCKOU 06jacTu «AMypckas obGgacTHast
nperckast kmHuueckas 6oipauia» (IbBY3 AO «<AOIKB»)
- MHOronpoguiIbHOE yUYpexaeHue, BKIovaomee 17
CTAIMOHAPHBIX OTACJICHUN, MAPAKIMHIICCKUIE OTAEIE-
HUS, OTJEJ IVIATHBIX YCJIYT aAIMIHUCTPATHBHOTO ITOAPA3-
Jesnenus. borpHUIA paccunTana Ha 585 koek, obmas ee
wiomaab — 27208 m2. 3akaHuuBaeTcs CTPOUTEILCTBO HO-
BOT'O XUPYPrHYECcKOro Kopimyca Ha 250 Koek.

B pamxax mporpammsl «MopepHH3anUs 37ApaBOOX-
panenusa Amypckoit obmactu Ha 2011-2012 roxer» B
AOJKD nocrabiena 161 repmMubanbHasi CTaHIUA, YTO
ITO3BOJINJIO C YYETOM MMEIONIETOCs COGCTBEHHOTO TapKa
KOMIIbIOTepHON Texuuku (177 exununi) nosectu ypo-
BCHb OCHAIICHHOCTH aBTOMAaTHU3MPOBAHHBIMU PabovH-
MH MecTaMH BpadeGHoro nepcoHana 1o 100%, cpexuero
MeJUIIHCKOro nepcoHana — g0 80%. [lis HoBoro xu-
PYPIUYECKOro KOPIyca 3aKYILUICHO XOIOJIHUTENbHO 147
€IVHUI] KOMIIBIOTEPHOI TEXHHUKU. YPOBECHb OCHAIICH-
HOCTHU KOMITBIOTEPHOI TEXHUKOM MEJUIIMHCKOTO MIEepCo-
gaina AOJKDB cocrasaser 100%.

C 2004 roza KOJUIEKTUB OTHENa MH(MOPMATU3AIUI
COBMECTHO C IPEJICTABISIONMI TEXHUYECKOE 3aJaHIC
IVIABHBIM BPAYOM U €T'0 3AMECTUTE/ISIMU 3aHUMAETCS Pas-
Pa6OTKOI IPOTPAMMHBIX IIPOJYKTOB, CBSI3AHHBIX C HH-
¢opmaruzanueit B MEIUIHE.

HemanoBaxxHsIil (hakTOp — 06ydeHHEe BPpadeOHOTO 1
CpPEIHETO MEJUNITHCKOTO IIEPCOHANIA pAabOTE C MEAUIIMH-
CKUMU UH(OPMANMOHHBIMH cucTeMamMu. OG6ydyeHne
MPOBOAMUIM COTPYAHUKHU OT/JEIa WH(GOPMATHU3AINN HA
CHENUAIBHBIX Kypcax. CpeaHuil MeIUIMHCKUN Iepco-
HaJ IEPBBIM HAYaJl HCIIOJIh30BATh MH(MOPMAIOHHBIC
cuctrembl B AOJKD. ITociejoBaTebHO ObLIM BHE[PEHDI
MOJYJIN: KOMIIJIEKC II€PCOHU(DUIMPOBAHHOIO yY€Ta Me-
JUKAMEHTOB, KOHTPOJIb MEJUIMHCKOTO OO0OPYIOBaHNUs,
rpadUK OTIYCKOB COTPYAHHUKOB. 3aKYIUICHO CEPBEPHOE
060pyIOBaHHUE JUISI XPAHECHUS U 0OpAGOTKHU AAHHBIX, OC-
HAIl[CHbI KOMIBIOTEPHOI TEXHHUKOH pabodne MecTa

CTapIIUX U IOCTOBBIX MEJUIIMHCKUX CECTEP, MOCTPOEHA
JIOKAJIbHO-BBIYMCIUTENbHAA ceTh. IlocTenenno pocia
06€CIeYeHHOCTh COTPYJHUKOB KOMIILIOTEPHOM TEXHMU-
KO, ITPOJOJIKAINUCh pa3paboTKa U BHEJPEHUE IIPOTPaM-
MHBIX IIPOJYKTOB.

CxeMa eaMHOTO MH(POPMALMOHHOTO IPOCTPAHCTBA
B AOJKD npexacrasiena Ha pucynke 1. Ha ceropusm-
HUI JIeHDb «DJIEKTPOHHAs UCTOPHsA 60Je3HN>», pa3pado-
tagHaa konekTusoM AO/JIKDB, - aTo MHOroMojyIbHOE
npunoxenue (28 cepBepHbIX, 33 KINEHTCKUX MOAYJIA),
IIOCTPOEHHOE Ha TPEXYPOBHEBOU apXHTEKType (KIu-
€HT-CepBEP INIPUJIOKEHUM-cepBep ©6a3bl JaHHBIX).
KosmuecTBo ogHOBpEeMEHHO paGoTalOUIEro IepCcoHaua
B IMMKOBbIE yackl — 150 yesnosexk.

OcHOBHOE BHUMaHUE y€JI€HO KOHPUTYPUPYEMOCTH
HNPUIOKEHUS, BO3SMOKHOCTH €TI0 UCIOJIb30BAHUSA B JAPY-
I'UX YCJIOBUSAX, JPYrUX CTAIIOHAPaX — C IIOMOIIbLIO HACT-
POMKH KaK IOJHOMOYUM MOIb30BATEIsA, JOCTYIIHBIX €MY
MOJyJel U MOAPA3AEACHUM, TaK U NEePEUHd MEIUITUHC-
KOM JOKYMEHTAIHU, €€ IEeYaTHBIX U 3KPaHHBIX (OpM C
IIOMOIIBLIO BCTPOEHHOT'O KOHCTPYKTOpa. MoaynbHag ap-
XUTEKTYPa IIO3BOJISIET OBICTPO U JIETKO JNOOABJIATL HO-
BbIi (pyHkumonan. Ha pucynxe 2 npeacraBieH MOHUTOPD
cepBepa NPUJIOKEHUH CO CIHUCKOM ITOJKJIIOYEHHBIX
KJINEHTOB.

Awmb6ynaTopnyio nomorb B AOJIKD oka3siBaior B OT-
JieJie IUIATHBIX ycayr. Pacnucanue npuema Bpadeil, npu-
BBIYHOE JIJIS IOJTUKJIMHUK, OTCYTCTBYET B CUITY CIienudu-
Kk paboTel. Moaynnb «llraTHble ycayru» ITOJTHOCTBLIO
HACTPaUBAEMBbIH, YCIYId HPUBA3BIBAIOTCA K CYIIHOCTAM
KOHCYJIbTAllU CIIENUaINCTOB, NapaKJIUHUYECKUM HC-
CJIEJOBAHUAM JIJIi aBTOMATUYECKOTO CO3/IaHMS 32Ka30B
no omrate ycayr. IlogaepxuBaerca MTPUX-KOAUPOBa-
HUE YCJIYT, paCIpOCTPaHEHHbIE (PUCKaTbHbIE PETUCTPA-
TOpBI. Bejgercs ydeT kak o6pamieHuid, Tak ¥ IOCEIEHUIH.
IMopnepxuBaercs 3amuchb Ha IPUEM Ha caiTe:
hitp:/ /www.aodkb.ru B pexume callback. IlnaTubie na-
LIUEHTBI MOTYT OLITh HAITPABJIEHbI HA TOCIIUTAIU3AIUIO C
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OpraHusaunsa 3apaBooxpaHeHus

y4ETOM HCCIEAOBAHUM, BBIIIOJHEHHBIX aMOyJIaTOPHO, B
pamkax obpamenus. Ha pucynxe 3 — mpumep TanoHna mno-
CeleHMs MaIFeHTA.

ITpu 11aHOBO¥ rOCHUTAIU3AIMHY ITAIUEHTA JCHCTBY-
et yHkrus «I1aH roCIuTaIu3aIi», B COOTBETCTBUM
¢ KOTOpOii npu GOPMUPOBAHUY CIHCKA ITOCTYHAIONINX
HAIMICHTOB JJAHHbIE GOJIBHOTO ABTOMATHYECKU 3aHOCST-
csl B MEAUIMHCKYIO KapTy CTAIMOHAPHOrO GOJBHOTO.
JUIst TTaHOBBIX GOJIBHBIX MOTYT GBITH 3aIJIAHUPOBAHBI
omeparyu, B Caydae HeOOXOAUMOCTU — BHECEHBI JOKY-
MEHTBI ocMoTpa (Ha puc. 4 — «Ilran rocuranmnsanum»).

O¢opmIeHrEM AIEHTOB B CTAI[MOHAP 3aHUMAIOT-
csl IpUeMHO-MarHocTrdeckue otaenenus Nel (xupyp-
rudecknii npopunas) u Ne2 (TepameBTHUYECKHII Ipo-
¢prs). IlepcoHas IPUEMHOTO OTACICHUSI BHOCHUT JaH-
HBIC MAIUEHTA, HEOOXOAUMBIE IIPHU HOCTYIUICHUH (COIH-
QJIBHBIN CTATYC, KEM HAIIPaBJIEH U Jp.), Bpad 3alOIHICT
JOKYMEHT IEPBUYHOrO OCMOTPA, AEIAET HEOOXOJUMbIC
HA3HAYCHUS, KOTOPbIE 3aTEM UCIIOIHSICT CPEJIHII Meau-
IUHCKHI IePCOHAL.

Jl1st GRICTPOro MOMCKA MAIMEHTA HOAACPKUBACTCS
JBYMEPHBII IITPUX-KOJ, KOTOPBII ncnob3yeTcs Ha Ean-
HOM Iojiuce 0653aTeTbHOT0 MEJIUIIMHCKOIO CTPaxoBa-
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mua. Ha pucynxe 5 — npumep sKkpaHHOH (opMbI
odopMIeHN TOCIUTANIN3AIUY NAIUEHTa; HA pucynxe 6
— OpUMEP MeYaTHOU (POPMBI 3AIIOTHEHHOTO JOKYMEHTA
ocMOTpa AexypHBIM BpadoMm. Ilocie ocmorpa u ob6ce-
JIOBaHUA B IPUEMHOM OT/AEJIEHUU NAIEeHTA HAIIPABJIs-
IOT B COOTBETCTBYIOLIEE MPOGPUILHOE OTAEIEHUE.
Jlewammii Bpad B OTAEJIEHUH CO3J]a€T HEOOXOAUMBIE
JIOKYMEHTDI, HAIPABJE€HUS HA MCCJIEJOBAHUSA, KOHCYJIb-
TalUM, MEJUKAaMEHTO3Hble Ha3HAUYECHUA. DTU Ha3HaUe-
HUSA B PEaJbHOM BPEMEHU OTOOPaKalOTCs Ha pabodeM
MECTE MEeZCECTPBI; OHU MOTYT ObITh OTCOPTHPOBAHELI 11O
Ha3BaHUIO, (aMUJIMU IAIUEHTA, 4 TAKKe OTOUILTPOBA-
HBI [10 THIIAaM Ha3HAYEHMH, BUJaM OMOJIOIMYeCKUX KUJL-
xocteit u T.4. IIpu BpInOIHEHUN Ha3HAYEHUN aBTOMATH-
YECKU CO3JAETCSA 3aABKA B MAPAKIMHUYECKOE Iopas/e-
JeHue 6o 3asgBKAa Ha KOHCY/JIBTAIUIO K Bpady JApyrou
cnenuaabHOCTH. 1o BRIMOIHEHUM UCCIENOBAHUSA Bpay
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OpraHnsauusa 3A4paBoOXPaHEHUS

IIOJIyYaeT yBEAOMJIEHHE 00 3TOM M MOMKET IIOCMOTPETD
ero pesyibTatr. Ha pucynie 7 — npumep JmcTa UCIosiHe-
HUSA JJIS MEJUIIUHCKOM ceCcTpbhl, Ha pucynke 8 — npumep
JOKYMEHTA IIEPBUYHOIO OCMOTpa (JUI Ka)kJIOro Bpada
60 OTAEJIEHUs BO3MOXKHA HACTPONKA COGCTBEHHOIO
BUJIA JIOKYMEHTA).

Mogynb «Ipapux gexypcTs» MO3BOJIAET YIPABIATDH
IIOJIb30BATEIAMHU U UX ITOJTHOMOUYUAMU JUHAMUYECKH, B
3aBHCHUMOCTH OT OIIpeJieIeHHbIX yciaosuit. Hanpuwmep,
Ha IEPUOJ| JEKYypCTBa Bpauy OTAEJIEHUS CTAHOBATCSH
JOCTYIHBIMU JAaHHBbIE MAIIEHTOB BCEX OTAEJIEHUN CTa-
IMOHAPA, 4TO IO3BOJAET JieJaTh HAa3HAUYEHMS, CO3J]a-
BaTh JOKYMEHTBI B MCTOPUM 6OJIE3HU, OIIEHUBATH IPO-
BOJMMbIE UCCIEJJOBAHMS, KOPPEKTUPOBATD JIEUEHHE.

Beznerca nepconnpunupoBaHHbIi yueT MeIUKAMEH-
TOB. JI[BUJK€HNE MEIUKAMEHTOB PEATU30BAHO JOKYMEH-
tamu «IlocTymieHne MeauMKaMEHTOB» — IOCTYIUIEHHE
ToBapa Ha anteuHbiit ckaax AOJKD; «Ilepememenne
MEJUKAaMEHTOB» — II€PEMEIICHIE MEUKAMEHTOB OT aIl-
TEYHOTO CKJIaJa K CTapuIeil MejcecTpe 60 OT cTapiuei
MEeJICECTPBI K NTOCTOBOM; «OTHOIIEHNE Ha GOJBLHOTO» —
3aIpocC Ha CKJIaJ A1 BbIJA41 HEOOXOJMMbIX MeIUKaMeH-
ToB; «CIcaHue Ha MaleHTa» — OTHYCK HEOOXOMMbIX
MeJuKaMeHTOB Ha GoypHOro. Ilo oxoHYaHum sedeHus
MOJKET OBITh ITOCTPOEH OTYET O IOJYYEHHBIX MalfueH-
ToM MejaukaMmeHTax. CymecTByeT MHTETpanus C IpPOr-
pammoii «1C: Byxrarrepus». [Ipumep oTdyera — Ha puc. 9.

Yuer auer BeJeTcCs OTAEAbHBIM OJOKOM Ha 6Gase
nporpammel «1C: Ipexnpustue 7.7 luernuranue».

K MoOMeHTy BBIINCKH IaInueHTa cO6op BCceX HEOOXO-
JUMBIX CBE€JICHUN B BBIMUCHOU 3IIUKPU3 IPOUCXOAUT aB-
TOMATUYECKU: JAHHBIE aHAMHE32, JKaJIOObI, COCTOSTHUE
IIpU HOCTYIUIEHUH, PE3YJbTaThl IPOBEJEHHDIX UCCIEN0-
BaHUI IEPEHOCATCS U3 COOTBETCTBYIOIUX BPayeOHbIX
nokymenTos. Ha pucynxe 10 — BHemHMI BHJ OKHA
BBIIIMCHOTO BIIUKPU3a, Ha pucynke Il — BpIIEpKKa U3 Te-
yaTHOU (popMbl. BHemHuii Bug u nevatHas popma moJr-
HOCTBIO KOH(PUTYpUPYEMBL.

IMapaxmuanueckue nogpasjgenenns AOJKD: xmnn-
KO-IMarHoCTU4eckas JabopaTopus, GaKTepUOJIOrudec-
Kag jgabopaTropus, OTAEJICHHE Jy4eBOH JUarHOCTHKU
(Y3U-xabuHeT, peHTreH-KaGUHET, KAOMHET KOMIIBIOTEP-
HOIl ToMorpaduu), OTAeJIeHNE SHIOCKONNH, (pu3noTe-
paneBTUYECKOE OTHENECHUE, OTAeAeHUE (PYHKIUOHAID-
HOM JMATHOCTUKU.

B xauectse JlabopaTopHOoii HHMOPMAMOHHOH CHC-
tembl (JIMC) mcnosb3yeTcs BHEIIHUIA MPOrpPaMMHBIHN
npoaykr «Altey Laboratory», cymecTByeT IIOTHAsA €TI0 UH-
Terpanus ¢ «JeKTPOHHOI ncTopueil 6o1e3nn». CBA3b
B PEAJILHOM BPEMEHHU IO3BOJAET CO3JaBaTh 3aKa3bl B
JINC u3 «JIeKTPOHHOU MCTOpUH GOJIE3HU» W aABTOMA-
TUYECKU HoaydaTh AanHble u3 JIMC o6 uccienobanusx.
IMopaep:Kka MTPUX-KOAUPOBAHUS U HA YPOBHE 3JIEKT-
poHHOI1 ncropun, u Ha yposHe JIMC nosposuseT He Tpa-
TUTb BpeMs Ha INOUCK MALIMEHTA, BCE JAHHbIE CIYUTLIBA-

I0TCA JTaGOPAaHTOM C MOMOIIBIO CKAaHEpa ITPUX-KOAOB
C KOHTeHHepa GHOJIOTHYECKOTO MaTepUaIa.

Jlpyrue mapaxkinHU4YeCcKHe IOAPA3EICHU aBTOMa-
TU3UPOBAHbI B PaMKaX MOJyJeHd «DJIEKTPOHHON HCTO-
puM 60JIE3HU»; U KAKAOTO M3 TAKUX IOJAPa3JeICHUI
HCIIOJIB3YEeTCSI COGCTBEHHBIA MOJYJb; IOJHOCTBIO IOJ:-
JIEpKUBAETCA MITPUX-KOJUPOBAHUE, KOTOPOE NPUBA3A-
HOo K 3akagzy. Ilopnepxuparorca npotokonsr DICOM,
DICOM-WorkList ana moxyneit Y3U u pajguonsorun
(ToMorpacduss U peHTreH), COOCTBEHHBIC TEXHOJOTUU
NIPUKPEIUIEHNUS] BHEIIHETO KOHTEHTA. Bce BbINIOIHEH-
Hbl€ UCCJIESOBAHUS JOCTYIHBI JUIs IPOCMOTpA Jledalie-
MY Bpa4y; MOXKET OBITh TOCTPOEHA JUHAMUIECKAS KapTa
HCCJAEOBAHUM HalleHTa. YUYUTBIBAIOTCS KYpChbl Jieue-
HUA (19  (QU3NOTEPANIEBTUYECKOTO OTACJICHUS).
Ha pucynxe 12 — npumep HnaHeaum HCCAESOBAHUN U
BHEIIHUI BUJI ITAHEJIU BCE UCTOPHUU OOJIE3HU IS JIeUa-
mero Bpada. Ha pucynxe 13 — puHamMmyeckas kapTa
HCCJIESOBAaHUM IAIMEHTAa, IIOCTPOEHHAs 110 ITapaMeTpy
«1o BBIGOPY». Ha pucynxe 14 npencrasieH npumep
IIPOCMOTPA TOMOTPAMMBbI Ha paboYeM MeCTe Bpada KJIH-
HUYECKOIr'O OTAEJICHUS.
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Ha pucynxe 15 - npumep arperupoBaHHOTO CIIHCKA
NAIMEHTOB, HAXOAAIIUXCA HA JIEYEHUM B (PU3NOTEpPa-
HNEeBTUYECKOM OT/EJIECHUN.

Jis mapakIMHUYECKUX NOAPA3JAEICHUN MOXKET
OBITH IIOCTPOEH OTYET IO BBHIIIOJHEHHBIM MCCJIE[OBAHM-
AM 32 JII0OO0I1 IpoMexyToK BpemeHu. IIpumep Taxoro or-
4yeTa — Ha pucynxe 16.

Pazpaboran Moaynb «JKCIEpTH3a BPEMEHHON HETPY-
JIO-CIIOCOOHOCTH >, TO3BOJAIOMMUI BpadaM CO3/JaBaTh
AHKETY JIg [EHTPAIM30BAHHOrO 0OPMIEHUS JTUCTKOB
HeTpyrocnocobHoctu (JIH), onenkn o60cHOBaHHOCTH
VX BBIJJAYU B KJIMHUKO-3KCIIEPTHOM OTAEJIE C IOCIEAYIO-
muM ¢popmuposanueM mabiaona JIH u ero pacnedaTkoit
Ha COOTBeTCTByIOImEeM Onanke. Ha pucynxe 17— npumep
roToBOTO 6y1aHKa «JINCTOK HETPYAOCTIOCOGHOCTH».

Baxxnasa QyHKIMA NpesCcTaBIeHHON «JJIEeKTPOHHON
UCTOpUM GOJIE3HN» — BO3MOXHOCTb KOHCTPYHPOBAHMS
OTYETOB NPAKTUYECKH JI0OO0M C10KkHOCTH. [OTOBBII OT-
4YEeT MOXKHO BBITPY3UTB B (popMaT pdf1nb0 B TAGIUIHBIIN
penaxkTop Openoffice Calc. 9TO MO3BOJILAET aHATU3UPO-
BaTh CTATUCTUYECKHE IIOKA3aTeau PabOThl KaK OTHE/Ib-
HOTO COTPYAHUKA, TAK ¥ CTALIMOHAPA B I[€JIOM 6€3 3HAYH-
TEJbHbIX BPEMEHHBIX 3aTPAaT M CBOJUT K MUHUMYyMY
BEPOSTHOCTH OMUOKU. OJHU U Te XKe IaGIOHbI OTYETOB
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MOKHO Ha3HAuyaTb Pa3HbIM II0Jb30BATEJIAM, HACTPaU-
BaTh NeYaTHbIE POPMBI, 2 TAKKE MPOBOAUTD AHAIU3 Jie-
ATETbHOCTH 3a PA3JIUYHbIE BDEMEHHbIE HHTEPBAJIBI.

Ha pucynxe 18 npencrasieH roToBblil otueT «/IBU-
JK€HHME MAI[IEHTOB» C Paclu@poBKON MO MojJpaszfee-
HHUSM U HpoduIaAM MoJpasjeieHuil; Ha pucynke 19 —
KOHCTPYKTOP CIEIUaJIbHOIO EYaTHOTO IMabI0HA 3TOTO
JUIS OTYETA.

BbIBO/1bl

Buenpenne «JEeKTPOHHOU HCTOPUM OOJIE3HU»
IIO3BOJIMJIO ABTOMATHU3UPOBATh PaboTy BCEX KIMHHYEC-
KUX M HapakJIMHUYECKUX CJIyKO cTalMoHapa, CO37aB
TEM CaMbIM €JJUHOE UH(POPMAIIMOHHOE MPOCTPAHCTBO.

MHOroacneKkTHbIE OTYETHI TO3BOJISAIOT PYKOBOACTBY
60JbHULIBI CBOEBPEMEHHO KOHTPOJIUPOBATL CUTYAIUIO
B CTaIlMOHApe, BHOCUTb KOPPEKTUBDI, OIIEHUBATb CTe-
IE€Hb JIMYHOTO yYacCTHUs KaKJJOTO COTPYAHUKA B OPraHU-
3aITUM METUIIMHCKOMN ITOMOIIHU.

Hcriob30BaHne 3JIEKTPOHHOIO JOKYMEHTOOOOPOTA
3HAYUTEIHHO COKPATUIIO BPEMS 3ATI0JHEHUS MEAUITUHC-
KO fokymeHTauu. IToapunach BO3MOKHOCTD AaHATU3U-
poBaTh CTATUCTHUYECKUE ITOKA3aTeIM pPaboThl KaK OT-
JIeJILHOTO COTPYJHHUKA, TaK U CTAIFIOHApa B LI€JIOM 6e3
3HAUYMTEIbHBIX BpDEMEHHBIX 3aTpaT. HacTpausaemble me-
XaHU3MbI KOHTPOJIA 32 BeJCHUEM JOKYMEHTAITUN IT03BO~
JIIIOT CHU3UTD BEPOATHOCTD OINGOK.
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YHUBEPCUTET

A.C. Cumaxoackuii', npotonepei A. TKa4yeHKo,
W.A. Tumosa? J1.B. Ipman®

"Mepsblin CaHKT-MeTepOyprckKuit rocynapcTBEHHbIA MEAULNHCKUA YHUBEPCUTET
2CaHkT-letepbyprekuit TAY3 «Xocnuc (BeTckui)»
$CaHKT-MeTepbyprckuit rocyfapCTBeHHbIN NegnaTpuYecKuin MeanLMHCKUi

HekoTopble UTOrM AEATENbHOCTH
yupexaeHus Xo0CNUCHOro Tuna
Ona geTeu

[MTamnarusHas nmoMomsb JA€TAM C OHKOJIOTUYECCKMMHU W JPYIUMM yI‘pO}KaIOH_[I/IMI/I
SKU3HM 3260JIEBAHUAMU M COCTOSHHMSIMH JOJDKHA OBITH 06A3aTEJBHOM COCTABHOM
YaCTBIO IEeJUATPUUECKON CIyKObI cTpaHbL. O6CYyXKTAeTCS PAf, OPTAaHU3ALUOHHBIX
BOIIPOCOB 3TOH CIIYKODI.

KnioueBbie cnoBa: demu, 0emcKas OHKOA02US, NAAALUAMUEHAL NOMOULDL, OP2AHUSAUUSL.
Konrakraas uadopmamus: Cumaxodcxuti Anamosuii Cemenosun, 0-p meo. nayx, npog.
E-mail:simanat@inbox.ru

© Komnexrus aBropos, 2014

B 1996 romy TepMuH «IaIMATUBHAS ITOMOIIb»
(palliative care) 6b11 BKMIOUEH B Index Medicus B 1omosr-
HEHUE K MMEIOIUMCSH ONpPEAEICHHUAM «TePMUHAIbHASL
nomotb» (1968) u «xocmuc» (1980). JlestenbHOCTD
BCEX XOCIIHCOB CTPOUTCS Ha IPUHIINIIAX, IO PKUBaE-
mbix BO3:

D obecrieueHME ObIErYeHNS G0N U IPYTUX TEP-
3a2101UX OOJBHOTO CUMIITOMOB;

D yrBepiJeHHE KU3HU U IPUHATHE CMEPTHU KaK
HOPMAIbHBIX IIPOLIECCOB;

D mpusHaHUE pelleHUs He TOPOIUTb U HE 3a-
MEJISTh CMEPTh;

D obObeaMHEHNE IICUXOJIOTMYECKUX U TyXOBHBIX
aCTIeKTOB yXo/a 3a 60JIbHBIM;

D obGecmedyeHne TAKOH CHCTEMBI MOJIJACPIKKU,
KOTOpasi IoMoraeT GOJbHBIM JKUTb aKTUBHOI
SKM3HBIO JI0 KOHIIA;

D cucrema IOAREPKKH, IIOMOTAIOIAS CEMbSIM
CIIPABUTBCA C TPYJHOCTIMU BO BpeMs G0JIe3HH
POJCTBEHHHKA, A TAKXKE €r0 CMEPTH.

A.S. SIMAKHODSKY, A.T. KACHENKO, I.A. GHIMOVA, L.V. ERMAN

D rorosBHOCTHL YAydIaTb Ka9CCTBO JKU3HU ITACHTA

U II0JIOKUTEIBHO BIUATh HA TeUueHre OOJIe3H;
D kax MOxHO Gosiee PaHHSS ITOMOINb IO XOAY
PpasBUTHUA 6OJIE3HU HAPsLY C pasHbIMU (popMa-
MH OCHOBHOTO JICUECHHS (XUMHUO-, JTydeBast Te-
parmus), 3aja4a KOTOPBIX — IPOJUICHHUE KU3HU.
CormacHO NpuUBEJEHHBIM NPUHLOMIAM, BaXKHEUIIas
JaCTh HA/UIMATUBHOH ITOMOIIY — KOMILIEKCHASI peabIn-
TanusA: (u3nUecKas, IICUXOJIOTrHdYecKas, COlMalbHasd,
3HAYUMOCTb 1 00bE€M KOTOPOH CYIECTBEHHO PA3HATCS B
3aBUCHMOCTH OT E€pUOJa 3a00I€BaHUS, €TO TEYEHUS U
BIUIa OCHOBHOTIO JIEUEHUS.
B ®enepanbnom 3axkone Poccuiickoii Pexpeparun
Ne 323-03, npunstom 21.11.2011 r., «O6 ocHOBax oxpa-
HBl 3J0pOBbsA TpaxzaaH B Pocculickoii Peneparum»
BIIEPBbIE B HCTOPUU OTEYECTBEHHOIO 3APaBOOXpAHE-
HUS JAHO OIpejeseHNe NAUIMATUBHON MeIUIIMHCKOU
oMo (cmamovsa 36). IlamuaruBHass MeAUIIMHCKAS
IIOMOIIb B COOTBETCTBUHM C 3AKOHOM BII€PBbBIE IPU3HAHA
OJHUM M3 BUJOB MEJIUIIMHCKOU IOMOIIM, OKa3bIBaEMOM

Some results of the functioning of the children's hospice-type institution

Palliative care to the children with cancers and other life-threatening diseases and conditions should be a mandatory compo-
nent of the national pediatric service. A number of organizational issues related to this service are discussed.
Key words: children, pediatric oncology, palliative care, organization.
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HaceseHuIo (cmamova 32). 3aKOH IpeAyCMaTPUBAET, YTO
MAJUIMATUBHAS ITOMOIIb «...0Ka3bIBAE€TCSA MEIUIIMHCKU-
MU paGOTHUKAMU, IMPOUICJIINMU OOydeHUE IO OKasa-
HUIO TAaKOU ITOMoIn» (cmamva 36), a TAKKe OTMEUYAET-
s, 9TO «ITLUIMATUBHAS IIOMOIIb B MEAUIIMTHCKUX YIPEXK-
JCHUSX OKA3bIBAETCS B PAMKaX IIPOTPaMMBI TOCYAApP-
CTBECHHBIX TAPAHTHI 6ECIUIATHOTO OKA3aHUS MPAKAAHAM
MEJUIUHCKON OMOINH...» (cmamvs 80). B cmamve 83
OTJEIBHO FOBOPUTCS O (PMHAHCOBOM OOECIICUCHHUH OKa-
3aHUA IPaKIAHAM MALUIMATUBHOMN MEJIUIIMHCKOH ITOMO-
my. C IPpUHATHEM 3TOTO 3aKOHA IMOSIBUJINCH HOBBIE BO3-
MOKHOCTHU JUISl PA3BUTHUSA MMA/UIMATUBHON ITOMOINY KaK
B3POCJIBIM, TaK U JACTSIM.

B npoexre npukaza M3 P® or 15.02.2012 r. «O6 yr-
BEPKACHUU MOPSAJKA OKA3aHWS NaTMATUBHOM MeIu-
IIUHCKOU oMoy aetsam» (www.rosminzdrav.ru) [1] or-
CYTCTBYET HOHATHE «XOcmuc». [TammaTusHyio Mmeaumy-
HCKYIO IIOMOIIb JETSIM IPEIJIAraeTcs OKa3bIBaTh B CIIE-
NUAIN3MPOBAHHBIX KAOMHETAX, JHEBHBIX CTAIlOHAPAX,
OTJEICHUAX U IEHTPAX NATMATUBHOU IOMOINU. JTOT
IIPOEKT NpPUKa3a BBI3BAT OypHYyIo auckyccuio. Ciexyer
OTMETUTD, YTO C siHBaps 1o nioHb 2013 roja B dpenepann-
HBIX OKpYyrax Hallleli CTpaHbl MPOILIN BCEPOCCUICKUE
koH(epeHIMN Ha TeMy «[lajumaruBHas MexUIIMHCKAs
nomonis B Poccun», rie 66U pacCMOTPEHBI JKUBOTPE-
MIENIyIe BOIPOCH OPTaHU3AIUN, METOLOJOTUN U TOJ-
TOTOBKH Ka/IpOB.

OCoBEHHOCTY NAJUIMATUBHON MMOMOINM JETAM JIUK-
TYIOT HEOOXOANMOCTD CO3JaHUsl YUPEKACHUI VI neTei
OTJENIBHO OT B3POCJBIX, YTO HEOOXOAUMO IPHUHUMATh
BO BHUMAaHHE IPH IUIAHUPOBAHHUH CJYKOBI IIECANATPU-
YeCKOU MAUINATUBHOI momoIny. B psje ny6imkaruii mo
JaHHOH TeMe 3TH OCOGEHHOCTU OIpEeAeIeHBI [2].

1. AGCOJIIOTHO pasHbIe CTPYKTYPHI IPUYIH ACTCKOM
CMEPTHOCTHU U CMEPTHOCTHU B3POCJIOTO HACEJICHHUS, 1T03-
TOMY IPHUHIUIBI TALTAATUBHOM ITOMOIIY B3POCIOMY Ha-
CEJICHUIO HEYMECTHBI NIPUMEHHUTEIBHO K AeTsaM. Paspa-
60TKa CTaHAAPTOB MEAUATPUICCKON MAJUIMATHBHOM ITO-
MOIIY B HACTOSIIEE BPEMs aKTyaIbHA BO BCEM MHpE.

2. MHorue JeTckue 3a00JICBaHMS — pejKue, Mpo-
JOJLKUTEIBHOCTD 60JIE3HU 3HAYUTEIBHO BAPBUPYET — OT
HECKOJIBKUX JHEN O HECKOJbKUX JeT. PebeHok MoxeT
JOKUTH JIO PAHHETO B3POCJOTO BO3PACTA, YTO MOTPEOGY-
€T OKa3aHMUS €My NaTMATUBHOM IIOMOIIM B TEYCHHUE
MHOTUX JIeT. /leTsM ¢ 3a601eBaHUAMHY, TPUBOASIIUMH K
MPEKACBPEMEHHON CMEPTH, HEOOXOAMMBI YCJIYTH MHO-
ronpo@IIbHbIX W MYJIBTUIUCIUIUIMHAPHBIX CJIYXKO
B T€UCHHUE JUINTEJBHOTO IIEPUOJA BPEMEHH.

3. JleT NOCTOSIHHO PAa3BUBAIOTCH — (PU3UIECKH,
SMOITMOHAIBHO, YMCTBEHHO, IIO3TOMY YJOBJIECTBOPECHHUE
X MEIUIIMHCKUAX M COIUATBHBIX ITOTPEGHOCTEH, KaK U
IICUXOJIOTUYECKAs MOJANCPKKA B BOIPOCE ITOHMMAHUS
60JIC3HN U CMEPTH, — KpaifHe cJokHAs 3axada. OdeHb
BAKHO IPEAOCTABUTH OOJBHBIM JACTSIM BO3MOXXHOCTH
MOJIy4aTh OGPA30BAHUS — 3TO UX IOPUIUYIECKOE IIPaBoO.

4. JloxazaHo, 9TO IE€THU B KOHIIE KU3HH IOTYy4AIOT
6oJiee arpecCUBHOE JIEUEHUE 10 CPABHEHUIO C GOJIBHBI-
MU B3POCJIBIMH, 3TO MOXET HOTpe6oBaTh crerudu-
YeCKOro IoJAXoJa K KYIUPOBAHUIO 00JIU U JAPYTUX
CUMIITOMOB Ha IPOTSIXKE€HUH BCETO NEPUOJA JCUEHUs.

5. /JleTu BOCIIpUHHIMAIOT CMEPTh COBCEM HE TaK, KaK
B3POCJIbIE, — 3TO BAKHO YUUTBIBATH IIPU Pa3roBOpeE C pe-
GEHKOM O CMEPTHU M YMUPAHUH; MHOTOE 3aBHCHUT OT €rO
CIIOCOOHOCTH BOCIIPUHATD 3Ty MH(popManuio. BaxxHas oT-
JIMYUTEIbHAsS OCOOEHHOCTh CHUMIITOMATHYECKOTO Jieue-
HUS JIeTel — CJIOKHOCTD OI€HKH BBIPAKEHHOCTU CUMIITO-
MOB (B YaCTHOCTH, GOJIH), ITOCKOJIBKY JETH HE BCEraa
MOTYT BBIPA3UTh CBOU OLIYIMIEHUS U IE€PEKUBAHUS.

6. KpaiiHe BBICOKOE IICHXOJIOTHMYECKOE HaIIpsiKe-
HUe [IEPCOHAJA, SMOIIMOHAIBHOE BbITOpaHUe, 06yCIOB-
JIEHHOE CMEPTBIO JeTeH, 32 KOTOPBIMU OHU YXKUBAIOT.

Bce 3T 0cO6EHHOCTY ONIPEJEIAIOT CAMOCTOSITEIb-
HO€ pa3BUTHE NAUVIMATUBHOHU IOMOINM JETSM, OHA
(popMupyeTca B OT/€NbHYIO MEIUITUHCKYIO CIIEI[AAb-
HOCTD, TPEOYET CIIEUIbHON IIOJrOTOBKY Bpaye, Me-
JUIIMHCKUX CECTEP U IICUXOJIOI'OB, CIEIUATNCTOB IO
COIIMAJIIBHOI paboTe U IEeJaroros s paboTsl € 3TOM
0Cc0060Ii rpynmoi 60jgbHBIX. B HEKOTOPBIX cTpaHax Cy-
IIECTBYIOT CEPTU(PUKAIIMOHHBIE KYPChI 10 MALIMATUB-
HOIl MeaunuHe, HanpuMep, B Berukoopuranuu, CITA
1 ABCTpainu, a B IPOrpaMMy OOy4EHHUs CTYAEHTOB-
MEJUKOB BXOAUT pas/iesl «aUIMaTUBHAS IIOMOIIb»>.

K coxanenuro, mozau, npuxojs paboTaTh B OTAEIE-
HUS MULTMATUBHOU IOMOITY U XOCIIHCHI KaK JUISI B3pOC-
JIBIX, TaK U JUISL I€TeH, He BCEraa UMEIOT COOTBETCTBYIO-
HIyIO IIOJrOTOBKY: HE 3HAIOT, KAK IIPABUJILHO KyIIUPOBATD
CHMIITOMBI, KaK pa3roBapuBaTh C POAUTEISIMH OOJIbHBIX
U UX POACTBEHHUKAMH, KaK KOHTPOJHUPOBATb CBOU dMO-
IHMU, KaKUM JOJDKHO OBITh MHPOIOHHMMaHHE, KOTAQ
IPUCTYHAelb K MEIUIIMHCKOU AEeSATENIbHOCTU «MEXIy
SKU3HBIO M CMEPTBIO». XOCIUC — 3TO HE IPOCTO CIEIU-
AJILHO O0OPYAOBAaHHOE OT/EJI€HNE, YIOTHBIE ITaJIaThl, 3TO
IOATOTOBJEHHBIE JIIOAH, cenupudecKas OpraHu3aIus
paboThI — MEIUIIMHCKOM U ICUXOCONMATbHON ITOMOIIH.
OmnpIT OpraHM3anuy OTAEJE€HUI Na/UIMATUBHON IOMO-
M ¥ XOCIIHCOB ye HapaGoTaH, HAJZO OTKPBITH CBOE
cepa1ie U BOCIIPUHATD 3TOT ONbIT. ToJbKo Torga xocnuc
OyZleT He JOMOM CMEPTH, a CTaHET AOMOM 6e3 6o,
JIOMOM JKU3HH IO KOHIIA.

Ecin 3npaBooxpaHeHne€ HAYMHAETCSA C IEPBUYHON
ME€JMKO-CAHUTAPHON IIOMOIIM, TO OKOHYAaTEeJIbHas €ro
3a/jauya — Ma/UIMaTUBHAS MeIUIIMHCKAasl moMmolnb. Meau-
LMHCKUAH YXOJ — 3TO KOMILJIEKCHAsl CUCTEMA IO PKKU
MAaIUEeHTOB, UX CEMeH, TPYII HACEJIECHHs U O0IIecTBa B
I[eJIOM, BKJIIOYas MEAUIMHCKUMI, IICUXOJOTHMYECKUU U
COITUAIBbHBIIA KOMIOOHEHTBI. PasjnyaloT o0Iuil Meau-
OUHCKUH yXoJ (MJyaamiasi MeACecTpa), CHEeIUAIbHBIIN
MEJUITMHCKUI yXOJA (CeCTPUHCKHIT), BOCCTAHOBUTEJb-
HBII WM PeaGMINTAIMOHHBIN YXOJ M NaJUITMATHUBHBIN
yX0Ji KaK 9aCcTh MALTMATUBHONW MEAMIMHCKON IOMOIIY.
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B MeaniuHCKOM yxojie, KaK NPABUJIO, HYKIAIOTCA HEU3-
JICYUMBIC YUIN TPYLHOU3JICIHUMBIC GOJBHBIC IIOCJIE WH-
CyJIbTa, MHQPAPKTA, TKEIOTO 3a60ICBAHUSA OPTAHOB JbI-
XaHUS U Jpyrue, HyXAAoUMecs B IOBCEJHEBHOM MeIU-
LIMHCKOM HaOJIIOACHUHN W IOAJCPKUBAIOIICH TEPAIIUH.
B nociexnee BpeMs JUIsi oIEpaTUBHOIO CJIEKEHUS 3a Ta-
KUMU HaIlieHTaMU IPUMEHSIOTCS ClIeluaIbHbIe JaTdu-
KM ¥ aHAJIN3aTOPBI, ITO3BOJISIONINE BECTU HAGIIONCHUE
JUCTAHIIOHHO, YTO ITIOMOTAaET 60JIee KAYEeCTBEHHO OCY-
IIECTBJIATH YXOJ|, MOAGUPATh AACKBATHYIO TEPANHIO U
YBEJIMYMBATDH HArPy3Ky Ha OAHY MejcecTpy. B pasBuThix
CTPaHaX Ha OCHOBE MEJUIIMHCKOI'O YXO/la OPraHN30BaHa
TaK Ha3blBa€Mas MHTEIPHUPOBAHHAA IIOMOIIb, OObE/N-
HUBINAS YCHUIAS MEIUIMHCKUX U COI[MAIBHBIX CIyXKO0 B
yXOJI€ 32 TSKEJIOOO0IBHBIMU U TPECTAPEIIBIMU, UTO IIO CY-
TH O3HAYAET MEJIMKO-COIUAIBHYIO IIOMOIb, KOTOPAst ak-
TUBHO pa3BuBaeTcsa B EBpone npu noagepxke BO3.

HMHaTerpupoBaHHas IOMOIb TPAKTYETCS CETOAHS He
TOJBKO KaK IPaKTHKa, HO U KaK HaydHas AUCIUAIUIMHA.
C 2000 roma peryasapHO BBIXOAUT MEXKYHAPOAHDBIHI Kyp-
Hau «International Journal of Integrated Care», opranu-
3YIOTCSI MEXKJIYHAPO/IHbIE CUMIIO3UYMbI 1 KOH(epeHITNH.
Ouepennas xoHpepennus «HMHTerpuposaHHas I10-
MOIIlb Ha IIPaKTUKe» cocTosiaachk 13 anpensa 2013 roxa B
bepiune. K coxkanenmio, B Poccun taxoit mojgxos He no-
JIY9IJI CBOETO Pa3BUTHUSA, a oObesuHeHrne Munsapasa ¢
COIIMAIBHBIMU CJTY’K6aMH (B OTIIMYME OT APYTUX CTPaH)
OKa3a10Ch HEA(PPEKTUBHBIM [3].

B Poccun, nmo onenke MwuH3apaBconpasBUTHA,
B MMaJUIMATUBHON IOMOINM HYKJAIOTCA 6 TBIC. JeTei.
B 2010 roxy mpeacTaBUTENI MUHUCTEPCTBA 3asIBIUIH,
YTO HAMEPEHDI CO3/[aBaTh CUCTEMY IMa/UIMATUBHOM 110~
momu geTaMm B Poccun. B 2012 roay naanuposanoch
OTKpbITHE JleTcKuX xocnucos B Kazanu, B PocTose n
Exarepun6ypre. Ilo 3assienuio MuH3gpascorpassu-
s, B 2011-2012 roxax noKHBI OBLIN OBITH OPTaHU-
30BaHbI AETCKIE XOCIUCH B 74 pernoHax CTPaHbl, To-
TOBUTCSI HOPMATUBHAS 6232 I pa3BUTUS MAJUIMATHB-
HOU HOMOIIU JETSIM.

B 2003 roxy B Canxr-IleTep6ypre 6pL10 OpraHu30Ba-
HO HETOCYAapCTBEHHOE MEJUIIMHCKOE YUYpeKJeHue
«JleTCKuil XOCHUC» I0J| PYKOBOJCTBOM IIpOTOUEpEs
Anexcangpa Tkauenko. JleaTeqpHOCTD XOCIUca Kak GJa-
TFOTBOPUTEIHHOM OPraHU3alNM 3AKII0YATaCh B OKa3aHUU
HE TOJIbKO COIUATBHO-TICUXOJOTUYECKO, HO U CIleljra-
JIN3APOBAHHOU MEIUIIMHCKOMN IIOMOIIM JETAM Ha Jomy. B
2010 roxy orkpbuicsa nepsbiii B Poccuiickoii ®@eneparun
JeTckuii xocruc-cranyonap B Caukr-Ilerepoypre.

Cankt-TleTepOyprckuii 1€TCKUI XOCIINIC — YUpexkKae-
HUE IeJUaTPUIECKON Na/UIMAaTUBHOM IIOMOIIM JUIS JeTel
U TIOJJPOCTKOB B BO3pacTe 1o 18 jieT, cTpajaiomux Henssie-
YUMBIMU 3a00JIEBAHUAMM B TEPMUHAIBHOM CTA[UU C KO-
POTKUM IPOTHO30M JKU3HU, a TAKXKe JUIS JeTel U oo~
CTKOB, CTPaJalolUX HOTEHIIMAJIbHO CMEPTEJbHBIMU
3a00JICBAaHUSMY, YbE BBI3ZOPOBJICHUE BO3MOXKHO, HO

MaJIOBEPOSATHO, U Y€l >)KU3HCHHBII TPOTHO3 MOXKET COC-
TaBJIATH MHOTHE TOJbI.

CII6 I'AY3 «Xocnuc (JeTckuit)» 6bLT OTKPHIT 1 MIOHS
2010 roza nocie 7-1eTHER TOATOTOBUTENBHOM paGOTH B
YCIOBHSIX METaloJnca. DTAbl 3TON HEJIETKOH paboThbl
IPEACTABJICHBI HAMY B IyOJUKAIMH B >KypHase «Bompo-
CBI COBpPEMEHHOI nexuatpumn» [4]. B xocnuce 18 cranu-
OHApPHBIX KO€K, 10 Koek JHEBHOTrO MpeGhIBAaHMUS, IMECT-
s BBIE3HAA CITyk06a (ABe GPHUTajbl, BKJIIOYAIONIE BOIM-
TEJIsA, Bpada-lleinaTpa, HEBPOJIOra, MEIUIIMHCKYIO CECT-
pYy). JdeTckuii Xocnyc mogydn JJUIEH3UN Ha Bce Heo6Xo-
JUMBbIE BUJBI JE€ATEILHOCTH, B TOM YHCJIE UCIIOJb30BaHUE
HApKOTHYECKUX 006e360ymBaomux npemnaparos. I[lo we-
IIOJIHBIM JIJAHHBIM, Ha CETOAHAIIHMI neHb B Cankr-IleTep-
6ypre B HALTMATUBHOU IIOMOINH HykaaloTcs 300 manvies-
toB 1 70 — B JleHHHrpanckoil obiactu (ee IWIOLALb —
85,9 ThIC. KB. KM).

B mrare Xocnuca — 85 eAMHUIL, B TOM YHCJIE BpAYU-
IeUATPbl, HEBPOJIOTH, OHKOJOIHU, ICUXOTEPAIEBT,
Bpau JIOK, aHecTe3nosor, MEAUIIMHCKHIE CECTPHI, IICH-
XOJIOTH, IIeAArOru, BocnuTaTean. MeIuimHCKUA GJI0K
BKJIIOYAET MHajaThl, JUarHocrudeckuit kadbuner (Y3,
93I, 9KI'), mponenypHyio, nepessasounyio, JIOK,
6acceiin, CITA-xancyry.

ITpoxomkaoTCsa AMCKYCCUU O POJIM U MECTE IaJlIU-
aTUBHOI IIOMOINU B 00IIEM OObeMe JIEUEHN MAl[EHTA.
PaspaGoransl JBe NPUHIUIIHATBLHO PAa3HBIC MOJCIIU.
B nepBoif MopenH MTHATHBHAS ITOMOIIb ITOAKIIOYA-
eTcs, KOT/Ia aKTUBHOE JICYCHHUE NIPU3HACTCS Headek-
THUBHBIM. Bo BTOpOI1 MOJeTH Ma/UIMATUBHYIO IIOMOIIb
OKa3bIBAIOT GOJBHOMY IO MEpE HEOOXOJUMOCTH C Ca-
MOTO Hayaja, HO JOJA M 3HAUYCHUE €€ BO3PACTAIOT C
YXYALICHUEM COCTOSTHUS 60JIbHOT0. MBI CKIIOHHBI OBITH
CTOPOHHUKAMU BTOPOIT MOJIEJIN, KOTAA 3JE€MCHTHI IaJ-
JINATUBHON MOJANEPKKH HUCIIOJB3YIOT C CAMOTO HaJasa
JeyeHus: 3a00JeBaAHNS.

Jpyroit CylmecTBEHHBIM acIEKT MAIIAATABHOU HO-
MOII — BOIIPOC O MecTe ee okasaHus. Heo6xoxmmo
JIeHICTBOBATh 110 NMPUHIUIY PANMOHAIN3MA, B 3aBUCH-
MOCTH OT OG'be€Ma IOMOINY, KOTOPBIH ITPEAIIOIAraeTCs
OKa3bIBATh JACTAM B KAXKIAOM KOHKPETHOM CyO'BEKTE
Deneparun. XOCHUCHBIE OTACICHUS JUIA ACTEH MOTyT
OBITh PA3BEPHYTHI B JAETCKUX CTAaIl[MOHAapaxX HJIH BO
B3POCJIBIX XOCIHCAX. BMecTe ¢ TeM ycjaoBus Meramnosu-
ca, 0COGEHHOCTH IICUXOJIOTUU peGeHKa, ero poJuTeei
VI MHOTOUYHCJIECHHBIX POACTBCHHUKOB, IIE€PEX KOTOPBIMU
CTOUT BOIIPOC YXO/a U3 XXU3HHU peGeHKa, TPEOYIOT co3/a-
HUSL CHENHUAIBHOTO YYPEXKJICHHSA, OOECIECUUBAIONIETO
KOMIUICKCHYIO ITOJIICPKKY PEOCHKY U €T0 OKPYKEHUIO.

IIpaBMIBbHOCTh TaKOM KOHIICIIIUM ITOJTBEPKAACT
COCTaB MAIMEHTOB, IOJb3YIOMNXCS XOCIHCHBIMU YCIIy-
ramu. Bospacraromas 1oy geTeit ¢ HEOHKOJOTHIECKU-
MH 3260JICBAHMSMU, OOPATHBIINXCS 32 KOHCYJbTAaIMeH
B MMAUIMATHUBHYIO CIY:K0Y, CBSI3aHA C OOINEH CTPYKTYpOIt
JETCKOI CMEpPTHOCTH. /IJaHHBIE O pacIpe/ieICHIN MaIy-
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Tabnuya 1

PacnpepeneHue nayMeHToB N0 BO3pacTy W HO30NOrM4Yeckum cgopmam
B CaHkT-MeTepbyprckom KpyrnocyTo4yHom crtauyuoHape «Xocnuc (aetckui)» B 2012 r.

Knacc MKB-10

o 1 ropa; 1-3 ropa

«C» 3nokayecTBeHHble HOBOOOGpa3oBaHua ! 2 4 16 6 28 12,6
«D84» ipyrue ummyHopetuuntbl (Hepocapkompo3) 2 2 0,9
«E» BONE3HW 3HAOKPHHHON CHCTEMbI, PACCTPOACTBA : 4 1 6 1 12 5.4
NUTaHNA U HapylweHns o6MeHa BewecTs : ’
«G» BONe3HN HEPBHOW CUCTEMDI 15 26 57 7 105 47,3
«l» bonesHn cuctembl KpoBOOGpaLLeHNs 1 1 0,5
«J» BOJNIE3HU OPraHoB AblXaHUA 1 1 0,5
«T» TpaBMbl, 0TPABNEHUA U HEKOTOPbIE ApYrue

nocneAcTBUA BO3AEHCTBUA BHEWHNX NPUYMH 2 10 : 4 16 1.2
«Q» BpoxpaeHHble aHOManuu (NOPOKU Pa3BUTUSA),

petopmMaLum U XpOMOCOMHbIE HapyleHus 3 16 13 19 9 36 25.2

€HTOB KpymIocyTouHoro cranuonapa — Caukt-Ilerep-
6ypPrcKoro rocylapCTBEHHOI'O aBTOHOMHOTO YUPEXKICHHUS
31paBooxpaHeHust «Xocnuc (xerckuit)» B 2012 roxy —
NIpE/CTABJICHBI B mabiuye 1.

HMeromuiicss ONBIT OPraHU3AIUN CUCTEMBI ITaJUIHA-
THBHOI ITOMOIIY JAETSM U XOCIIHCA JUKTYET MPUHITUIIN-
QTBHBIH IOJXO/ — OPUEHTAINIO HA XapaKTep CTPATAHHUS,
a He Ha auar"Ho3. MiMeeT 3HaYeHUE U TO, YTO PEOGEHOK,
MOJTyYaomui MaUTMATUBHYIO MTOMOIIb, MOXET OKa3bl-
BaTh BJIMSHUE HA )XKU3Hb MHOTHUX JIIOAEN.

B nmepuaTpuyeckoil NaJIMaTUBHOU IOMOIIM HEMa-
JIOBLKHBI TaKXKe CJEAyIOIIUe aCIEKThl: COXpaHEHHUE
aJIEKBATHOTO PEIPOAYKTUBHOIO IOBEACHUS POJUTEIEH,
3a60Ta O CHMOJMHraX, NPOMIIAKTUPOBAHUE CHUHPOMA
3aMeNalonero peoeHkKa.

BuiespHan cnyx6a. B 2011 roxy 6buro caenano 4377
Boie3gioB. Ha 2012 rogx 3ammanuposano 3800 Bbies3nos,
crenano 3799. Ocmotpens! nepsuyHo 106 marueHTOB.
ITox nadomonenuem Ha 31.12.2012 roza naxoguiauch 523
manuenTa, 178 — Haubosee TsKEbIE.

CrpykTypa 326071€Ba€MOCTU MAITIEHTOB, HAXO/ASAIINX-
cs1 110/, HAOJIIOJICHUEM BBIE3THOM CIIYKOBL: OHKO3200IeBa-
Hust — 15%, Hacaencrsennsle 3abosesanus — 30%, opra-
HMYECKOEe IMOpPakeHue rojosHoro mosra, JIIIT - 45%,
BpOK/eHHbIE TOpoKU passuTus — 5%, XITH - 5%.

Mogenb NaIMATUBHON HNOMOIU OKa3bIBAET BJIMS-
HUe Ha ee o6beM U Xapakrep. Tak, Ipu cTanMoHapHOM
BapHaHTE IOMOIIb BKJIIOYAET: 06€300IMBaAHUE, ITPUMe-
HEHHE T'€MOKOMIIOHEHTOB, JETOKCHUKAIUIO, KOHTPOJb
MH(EKIUN, ICUXOKOPPEKIHIO, MHCTPYMEHTAJIbHBIE U
XUpypruyeckre BMemareabcTsa. Ilomoms Ha foMy — 3TO
JINIIb BAPUAHT 06€360/IMBaHUS M KOHTPOJIb MH(EKIUN
HE B IIOJTHOM OObeME.

OUH 13 CaMbIX BaKHBIX ACIIEKTOB NAJIMATUBHOMN 1
XOCIIMICHO¥M TOMOIIM — IaCTBIPCKOE JyIIENOICUYCHHE.

Bonpocs! cMbIcia CTpajjaHuil ¥ TPOJOKEHUS KUHU
II0CJIE CMEPTU CTAHOBATCHA HauboJlee 3HAUUMBIMU B IIe-
puoz 6osne3nn pedenka. CBAMEHHUK U IICUXOJIOT JOJIK-
HBI IIOMOYb JAETAM U UX POAUTENAM OCMBICIUTD U IPU-
HATH IPOMCXOJANINE COOLITHSA, IIOMOYb CEMbE ITOJIHO-
IIEHHO IPOKUBATH KAXKJBIA JIeHb, HAIOJH:AA €ro 3abo-
TON U BHUMAHUEM JPYT K JPYTY.

OmnpIT pa6oTsl jgerckoro xocmuca B Cankr-Iletep-
Gypre CBUJIETEIbCTBYET O MAaKCUMaJIbHBIX IPEUMYIECT-
Bax JaHHOU Mojennd. CMbICI U KOHIENIUIO Ma/UINATUB-
HOII IIOMOIIM HauGoJIee APKO PACKPLUI IeJINTEb AfaMC
(1998): «Ecau BbI teunTe 6OJIE3HD — TO BbI WIHN [100E-
TeJIb, WIN IMOOEXAEeHHDIH. Ecu Bbl leunTe nanueHTa —
BBI ITOOEK/Ia€TE HE3ABUCUMO OT UCXO/a».

K gncory 6mmkaiiimyx 3aad, CTOSAIUX Iepes] e uaT-
PHUYECKOH MAUITMATUBHON CIy>X601 HAIIEro ropoja, Mbl
OTHOCHM: CO3/JJAaHME U BHEJPEHUE PETUCTPA NaJIHATUB-
HOIl ITOMOIIU JETSM, MOPSAKA IepeBoja peGeHKa oz
NaJ/IMaTUBHOE HAOJIIO/NEHUE, ITOArOTOBKY KaJpoB B pe-
T'HOHeE, JaJbHelllee pasBUTHE BOJOHTEPCTBA U GJIaroT-
BOPUTENBHOCTHU.
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3K30CT03H35{ XOHAPOJVCILIA3USA CJIOKHOU aHATO-
MUYECKOH JIOKAINU3AIUH IIPOSABIAETCS Pa3BUTHEM KOCT-
HO-XPSIIEBBIX 5K30CTO30B C BO3AEHCTBHEM Ha MeTadu-
3apHBIE CTPYKTYPBhI OCHOBHON KOCTH (¥, BOBMOXKHO, Psi-
JIOM JICKAIEH ), BEAYIMX K aHATOMIYECKUM, (PYHKITHO-
HAJIBHBIM 1 KOCMETHUYCCKUM HapyH_IeHI/IHM, CAAaBJICHUIO 1
CMEIIIECHUIO MaFI/ICTpaJII)HI)IX COCYI[OB BILIOTH O paBBI/I'
THUA aHeBpI/IBM, CAAaBJICHUIO HepBHbIX CTBOJIOB C pa3BI/I'
THUEM HCBpOJIOFI/I‘IeCKI/IX HapyHICHI/Iﬁ (CHI/I}KCHI/IC
YYBCTBUTEJIBHOCTH, TApe3bl, Tpoduueckne Hapymie-
HIsT). ATO MOXKET MOTPE6OBATD CIOXKHBIX, MHOT/IA MHO-
TO3TAIIHbIX, JJINUTECJIbHbBIX OHepaTI/IBHbIX BMEIIATECJIbCTB.

ITo maHHBIM OTEYECTBEHHON M 3apyOeKHOU JInUTEpPa-
TYPBI, 3K30CTO3HASA XOHAPOJMCIUIA3US COCTABISACT IO
41% Bcex IEPBUYHBIX ONYXOJEH U OIMYXOJENOXOOHBIX
JVICTUIA3UH CKeJIeTa y IeTEH; IPH OTCYTCTBUU OTIE€PaTHB-
HOTO JICYEHUS B JETCKOM BO3PACTE BO3MOKHA MAJTUTHU-
3anus B XOHApOcapkoMy — ot b 1o 14% ciayqaes [1-5].
MHO}KCCTBCHHI)IC KOCTHO'XpﬂHICBI)IC 9K30CTO3bI MOI‘YT
ITOpaXaTh JIOOYIO KOCTh; Yallle HAOII0AaI0TCSI METapU3bI
JUIMHHBIX TPYOUYATBIX KOCTEH. B cirygasx ynopHoro tede-
HUA 1N HpOI‘peCCI/IpOBaHI/Iﬂ 3216OJI€B3HI/IH N3MECHCHUA B
30HE MeTau3a COyKaT OTIPABHOI TOYKOHU B MEXAHM3-
Me paSBI/ITI/IH B3ANMOCBSA3aHHBIX AHATOMHNUYECCKUX U
q)yHKI_II/IOHaJIbHI)IX HapyHICHI/Iﬁ — N3HAYAJIbHO HaA ypOBHC
IIOBPEXAECHHOTO CErMEHTAa KOHEYHOCTH, a 3aTeM U B

V.V. FOKHTIN, E.P. KUZNECHIKHIN, A.S. KUZIN, L.A. MAKHROV

GJIM3IEKAIUX CTPYKTYpax. Tak, Jokanmmsarus sK30CTo-
30B B NIPOKCHUMAJIBHBIX MeTa(pU3aX IUICUEBBIX KOCTEH
MIPUBOJUT K HAPYIMIEHUIO TPO(PUKHI U HEBPOJIOTUIECKUM
HApYIIECHUSM BCJEACTBHE BO3ACHCTBUSA Ha GJIM3KO pac-
ITOJIOKEHHBIN COCYANCTO-HEPBHBIN ny4ok. IIpu pacmo-
JIO)KEHUU B OOGJIACTH JUCTAJIBHOTO MeTadu3a JydeBOU
TN JIOKTE€BOM KOCTH 3K30CTO3 IOMUMO HAPYIIEHUS ITpa-
BUJIBHOTO pa3BuThs Bo3biBaeT B 39-80% ciydaes orcra-
BAaHHE B POCTE BBINICYKA3aHHBIX KOCTEH ¢ opMHpOBa-
HHEM JIy9eBOH MU JIOKTEeBOU KocopykocTu [6-8]. Ilpnu
JIOKAJIU3AIUI B JUCTAIBHBIX MeTapu3ax O6eIpeHHBIX
KOCTEH POCT 3K30CT032 MPUBOJIUT K BO3HUKHOBEHUIO
BAJIBTYCHOM WM BAapyCHOH aedopMaIii HIDKHUX KO-
neunocreil B 33% ciydaes. Eciu ske sx30cTo3amu nopa-
KAETCS AUCTAIBHBINA MeTadus 60Ibme6epIioBoil 1 Ma-
JIO6EPIIOBOH KOCTEH, TO MOMUMO HEHPOTPODPUIECKUX
HApYIIEHWH 13-3a GIN30CTH PACIIOTIOXKEHUS COCYAUCTO-
HEPBHOTO NyJKa BO3HUKAET JiepopManust B 06JaCTH TO-
JeHocTomnHoro cycrasa. ITo Mepe pocrta 3K30cTO32 MPO-
HICXOJUT HapyImIeHHE COOTHOIIEHUS KOCTEH, obpasylo-
X BUJIKY T'OJIEHOCTOITHOTO CyCTaBa, YTO HAGIIOJaeTCs
B 54% ciayuaes [9]. Creayer ynmoMsHyTb 1 00 3K30CTO-
3aX, TOPAKAIOIMNX IMO3BOHKU 1 pebpa: HIOMUMO HEHpOT-
poduueckux Hapyienuii B 22,6% ciaydaeB Takue 3K30C-
TO3BI BBI3BIBAIOT CJIOXKHBIC (PYHKIMOHAIBHBIC HapyIIe-
HUA, HEPEJKO IPUBOAAIME K CTONKON MHBAIUAN3ALII

Treatment results of the children with exostotic chondrodysplasia of complex

anatomic localization

The article discusses the treatment results of the children with exostotic chondrodisplasia, and diagnostic and surgical

problems related to this disease.

Key words: exostotic chondrodisplasia, complications, surgery, children.
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B panHeM Bo3pacte [10]. PocT 3k30cTO30B IpUBOAMT
TAKKe K OOPA3OBAHMIO CIM3UCTBIX CYMOK, Pa3BUTHIO
apTpo3oB (14% caydaeB), COCYAUCTBIM HAPYIICHHUSIM
(12%) 1 06pasoBaHuIO rUIEPTPOPUIECKUX PYOIIOB I1OC-
Je ux yrazenus [11, 12].

MATEPWAJIbI N METObI UICCNEQIOBAHUSA

B otnenenun Tpasmarosoruu u oproneauun PIIKDb
¢ 1990 o 2010 rox HaxoxMIUCh HA JiedeHuH 147 nereit
C 3K30CTO3HON XOHJPOAMCIUIA3UEN CIOKHOU aHATOMU-
uyeckoi yokanusanuu. Mccaenosanue npoBogUInd Cpe-
J11 GOJIBHBIX C 3K30CTO3HOM XOHIPOAUCIIIA3UCH, HAIU-
uneM gedopmaliuii 1 HapymeHueM QyHKITUNA B BEPXHUX
U HIDKHUX KOHEYHOCTAX. [laruenToB pasjenin Ha JBe
rpynmnsl: B nepeot — 63 pebenka (24 nesouku u 39 mann-
YUKOB) C MOPaKEHHEM KOCTEH NPEJIUIeUbs. U T'OJCHMU:
B Bo3pacTe oT 1 roxa no 3 set - 9 nereif; or 4 fo0 7 net -
13; or 8 no 12 ner - 18; crapme 12 ser — 23 pebeHka;
BO s¢mopou epynne — 77 nereit (26 xesouex n 51 maib-
YUK) C MOPAXEHUEM ILICYEBBIX M GEAPCHHBIX KOCTEH:
ot 1 roga o 3 ner — 12 nereis; or 4 o 7 netr - 19; ot 8 1o
12 ner - 21; crapme 12 net — 25 pereit.

Cpeait GOJIBHBIX € MOPAXKEHUEM IUIOCKUX KOCTEH
Habmozanoch 7 gereit (3 1eBOYKM U 4 MaIbuMKa): B BO3-
pacte ot 4 xo 7 et - gBoe, ot 8 go 12 et - 5 mereii.
Y 3 neTteil 6BUIN MMOPAXKEHBI H3K30CTO3aMH KOCTHU Ta3a, Y
JBOUX — KOCTH JIOIIATKU, Y ABOUX — pebpa.

Y 76% nereii crapiueil BO3pacTHON IPYIIIBL IIOCTYII-
JIeHUE GBLIO IIEPBUYHBIM U ITO3JHUM B CBSI3U C ITO3JHEH
06paaeMoCThIO K BpayaM M JAMArHOCTHUKOU IO MECTY
JKATEJIbCTBA, a Yallle — ¢ BBLKUAATENbHON TaKTUKON IIpU
JledeHnu 3a00JIEBAHUSA U HEJOCTATOYHOM OCBENOMJIEH-
HOCTBIO Bpaueil 0 ero BO3MOKHOM T€UEHUU U OCJIOKHE-
HMSX, KOTOPbIE BO3HUKAIOT B IIPOIECCE POCTA 3K30CTO-
30B. B pesyibrare B oTAeseHHE IMOCTYHNAIH GOJIBHBIC C
pa3IuYHOro BUjAA AeopMaIusaMu CETMEHTOB BEPXHUX
U HIDKHUX KOHEYHOCTEH, BBIPAKEHHBIMH KOCMETUYCC-
KUMU Aie(peKTaMU U (PYHKITMOHAJIBHBIMUA HAPYHIEHUSAMMU.

PE3YNbTATbI NCCNEAOBAHNA N UX OBCYXAEHUE

ITopa)keHne 3K30CTO3AMU NPOK CUMAALHBLY 0MOCA08
naevesolt Kocmu orMedeHo B 23,8% Hammx HabIOAE-
Huii. Ilpu noxkanu3anuy 5K30C€T03a B AUCTAILHOM MeTa-
¢use ayuesoii kocTH (y 6 nereii crapme 12 reT) oTMede-
HO ¢opMmpoBaHue gedopmaruu 1o turny MazgeayHra
(mpuoGpeTeHHas JydeBas KOCOPYKocTh). IIpro6peren-
HYIO JIOKTEBYIO KOCOPYKOCTD MJIM aHTHUMAJIeIyHI OBYIO Jie-
¢opmanmio npeanaeubs Haomogamm y 10 nereir. Y nereii
B BO3pacTe J0 8 JIET C JOKaJIU3auei 9K30CTO30B B JIUC-
TaJIbHBIX MeTa(pu3ax KOCTEH NpeaIiedbs Mbl HaOI01a-
JIU IPEIIIOChUIKY Hadata (hOpMUPOBAHUS Jie(DOPMAIIHH.

PasBuTHe 5K30CTO30B GBUIO BBISIBJICHO Y HUX B BO3PACTE
4-6 sner. B obnacmu nuocHeid Konewnocmu: B IPOKCH-
MaJIBHOM OTJeJIe O€JPEHHON KOCTU IMPEUMYIIECTBEHHO
[OPAKAIOTCS LIeiiKa U MexXBepTeabHast 06aacth (8,16%
Ha6oeHuit). Jlokasimzanust 3K30CTO30B B JUCTAIbHBIX
oT/esIax 6eJPEHHBIX KOCTEH — HanboJIee YacThIi BUJ JIO-
kamuzanmnu (100% Bcex mabaonenuii). Pocr nmaronoru-
YECKUX 06Pa30BAHMIT JUATHOCTUPYETCSA B BO3pACTeE OT 3
J0 18 sreT. AK30CTO3BI, MOPAKAIONIUE AUCTATHBHBIC META-
(pu3bI GePEHHBIX KOCTEH, UMEIOT PA3IMYHYIO (popMy U
OTJIMYAIOTCS 11O Xapakrepy pocTa. ITo Mmepe pocra sk30c-
TO3bI B 3aBUCUMOCTHU OT JOKAJIU3AIUU 10 MEIUAILHOMI
WU JIATEPAIBHOI IMOBEPXHOCTH AMCTAIBHOTO MeTadu-
3a MOTYT BBI3BIBATh OTCTABAHUE B POCTE GEAPEHHOM KOC-
TH, BHEIIHE IPOSBJAACh BAPU3AIUCH FUIM BATbIUA3aIlH-
eli kosleHHoro cycrasa. Hanbosiee panHue BapycHsle je-
(popmanm oTMeueHBI y GOJBHBIX B Bo3pacre 4 JIET;
BAJIBIycHas JedopManus KOJICHHOTO CycTaBa HabJioxa-
JIach y AeTel B Bo3pacTe oT 6 JIeT u cTapure.

B o6xactu roneHu, B MeTadusax GOIBIIEOEPIIOBBIX
KOCTEH pa3BUTHE 5K30CTO30B YaIlle BCTPEYACTCS B IPOK-
cumanbHbIX oTaesnax (100% caygaes). Baasrycuas gedop-
MarHsi KOJIEHHOTO CyCTaBa COCTABIIsIeT 10 76,3 % Habione-
Huii. [lopaskeHne »K30CTO3aMU ANCTAIBHBIX OTHEJIOB
60JIbIIE6EPIIOBOIT 1 MAJIOGEPIIOBOI KOCTEH HAGJIION AN
HECKOJIbKO peske — 10 8,16% HabmoxeHuit. DK30CTO3bI B
OCHOBHOM PAaCHOJIATIHChH 110 IEPEIHEH I 3aHEME/IH-
QIBHOI ITOBEPXHOCTU OOJIBIION FUIM MO GepIioBOIt
KocTH. PocT nx conpsikeH ¢ nepruogamMu HanboJee NHTEH-
CHBHOTO pOCTa peGeHKa, HO BU3YATBHO OHU CTAHOBATCS
3aMETHBIMH, KOT/IA JOCTUTAIOT OOJIBIINX Pa3MEPOB U BbI-
3BIBAIOT JIe(POPMAIMIO FUIM KOCMETHYECKUI Je(EKT.
Ha kocTsx Taza KOCTHO-XPSIIEBbIE 3K30CTO3bI BBISBIISUIN B
1,5% cayaaes; daiie OHH GbUIN JIOKATU30BAHBI B 00IACTH
rpeGHEl U KPbUILEB IOAB3JONIHBIX KOCTEH, peke — Ha
JIOHHBIX KOCTAX. [TopakeHNs 5K30CTO3aMU CENATHITHBIX
KOCTEH 1 06JIaCTH KPECTIia 32 BpeMsl HAOJIOACHUS U ITPU
PETPOCIIEKTUBHOM aHAIN3€E He BbIsABICHBI. Kak npasuio,
IIOpOXEHUE HMEET OJHOCTOPOHHMI Xapakrep. Pocr
5K30CTO30B OTMEYCH Y JeTei B Bo3pacte oT 5 no 15 ier.
Jlokaym3arus 3K30CTO30B Ha pe6pax OTMEYEHA Y 2 6OJIb-
HbIX (1 Maspunk 1 1 1eBoOUYKa), BO3PACT KOTOPBIX COCTAB-
a1 5 u 12 sner. Kimmaudecku Takue 3K30CTO3bI IPOSBIIS-
10TCA B Bo3pacTe 5-6 JieT.

Bce 6oipHBIE € 3K30CTO3HOI XOHJPOJUCILIA3UEH,
"axousinuecs Ha jeueHuu B P/IKDB ¢ 1990 o 2010 ropx,
pacIpeneseHbl B 3aBUCIMOCTU OT TOIUKH IOPaKCHUS,
Bo3pacTta U nosa (maba.). OCHOBHYIO TPYIITy GOTBHBIX C
5K30CTO3HOI XOHAPOAMCILIA3NCH COCTABJIAIOT JETU B
Bospacte oT 8 o 12 xer (30,6%) u crapme 12 ser
(33%). Camast HEMHOTOYHC/ICHHAS TPYIIA — IETH KO 7
aet (22,4%). Takum o6pasom, manudecrarus 3a601eBa-
HUS ¥ HAYQIO KIMHUYECKUX IPOSBJICHUI POCTa 3K30C-
TO30B yYalle HabIoaaoTcs y gereil crapie 6 ser. I[Tourn
TaKoE K€ KOJIMYECTBO JIeTel ObUIO B CTapIIeii BO3PaCT-
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HoIi rpynme (crapuie 12 jrer), 6OJBIINHCTBO U3 HUX I10C-
TYIaJIO CO CTOMKMMM HapylmeHUuAMHU QyHKIUH u gedop-
MalUAMU KOHEYHOCTEM.

IIpu onepaTuBHOM Jie4eHUN GOJIbHBIX MbI IPUAEP-
SKUBAIUCH CJIEAYIOIUX IPUHITUIIOB.

1. JleTsiM ¢ pacrioso;KeHHEeM KOCTHO-XPAIIEBBIX K-
30CTO30B B CJIOXKHBIX AHATOMHYECKUX 00JIACTAX IIPOBO-
JUIM TPO(UIAKTUIECKOE onlepaTUBHOE euenne. One-
paius BeIGOpa B JAHHOM CJIydae — KpaeBas pe3eKIus dK-
30CTO3a B KJACCUUE€CKOM BapUAHTE UCIOJHEHUS OIepa-
TUBHOTO BMEIIATEIbCTBA.

2. JleTsiM CO CPERHETSHKEIBIMU CTEICHAMU Jedop-
Malui — JiyueBasd U JIOKTeBassi KOCOPYKOCTb 2-3-i1 crene-
HU, BaJblyCHAasi WJIN BapycHas JAedopManus ATUHHDLIX
TPyOUYaTBIX KOCTEH, HE MpeBbImaomas 15°, — BbITOTHS-
JI1 PEKOHCTPYKTUBHbIE OIIEPATHUBHbIEC BMEIIATEIbCTBA,
KOTOpBbIE HE TOJbKO BOCCTAHABJIMBAIN HOPMAJIbHOE B3a-
AMOPACIOJ0KEHNE KOCTEH, HO U YCTPAHAIU IVIABHYIO
HNPUYUHY JedopMaluy — POCT 3K30CcTo3a. Bujabl onepa-
LU anmapaTHblE KOPPEKIUU KOCTEN MpeJIieyubs, Mo-
JIyJIyHHbI€ HaJMBIIIEJIKOBblE KOPPUTHPYIOUHE OCTEOTO-
MU KOCTell 6eJipa ¥ TOJIEHU, KIMHOBUIHbIE MHOTOILIOC-
KOCTHbI€ OCTEOTOMHUU C IPUMEHEHNEM SKCTPa- U MHTpPa-
MEAYLISAPHOIO METALIOOCTEOCUHTE3A IIPU PACIIOIOKE-
HUM 9K30CTO30B HA KOCTSAX HUKHUX KOHEYHOCTEM.

3. Jlerssm ¢ TspKesnpiMu (pOpPMaMU IPHOOPETEHHBIX
JedopManuii BLITOJHAIN PEKOHCTPYKTUBHBIE U PEKOH-
CTPYKTUBHO-TLUIACTUYECKUE BUJbI ONEPATUBHBLIX BMEITa-
TeapcTB. Takue onepanuu IPOBOJUIN GOJbHBIM C IPU-
0OpETEHHOI! JIy4eBOI U JIOKTEBOI KOCOPYKOCTBIO 3—4-i
CTEINEeHU, BAIBI'YCHOU U BapyCHOM AedopMariueil JyimH-
HBIX TPyO4YaThIX KOCTeH, npepbimanonieii 15°. Hexoro-
pble BUJAbI ONEPATUBHBIX BMEIMIATENbCTB JOMOTHAIN
KOCTHOM ayTO- WU Te€TEPOILIACTUKOM, COUETAIN C APY-

I'MU OII€PATUBHBIMU BMENIATEIbCTBAMH — HEBPOIU30M
I PEKOHCTPYKTUBHBIMUA BMEIIATEIbCTBAME Ha COCYaxX.

Jlg OLleHKM pe3yJbTaTOB JIEUYEHUS JEeTeH C 3K30-
CTO3HOM XOHAPOJAUCIUIA3UEN CIOKHOU aHATOMUYECKOU
JIOKQJIN3AUY HPUMEHSIIN CUCTEMY, YIUTBIBAIONIYIO KJIN-
HUKO-(YHKIIMOHAIbHbIE IIPU3HAKU: HCIIONb30BaHUE J[O-
IIOJIHUTEJIBHBIX CPEJCTB OIOPBI IIPH XOALOE; paccTos-
HUE, KOTOPOE CIIOCOOEH NPOHTU OOJILHOI; orpaHmde-
HUE JBIDKEHUH B CyCTaBaX CEMEHTOB KOHEYHOCTEH, Ha
KOTOPBIX IPOU3BOAUIN YAAJIEHHE 3K30CTO30B; HAINIHE
60JIEBOTO CHHPOMA.

C 1espio aHaIM3a PE3YJILTATOB OIIEPATUBHBIX METO-
JIOB JleyeHus Bce OOJbHbIE OBLIM pasJe/leHbl Ha JBe
rpynmnsl. IlanuenTtam nepsoi epynnot (89 mereit B Bo3-
pacte zo 12 jeT) BBIIOJHAIN NPOMIIAKTIYECKUE Olle-
paTUBHbIE BMEUIATEALCTBA. Bo emopyro zpynny Bouuin
GOJIbHBIE C TO3JHEN AUarHocTukoil (48 uenosek ot 12
JIET U CTaplie), KOTOPBIM BBITOJIHAIN PEKOHCTPYKTUB-
HbIe W PEKOHCTPYKTHUBHO-TUIACTMYECKHUE OIEPAIUU.
B ornanennom nepuose (gepes 4 roja IOCIe BBHIIUCKH)
y GOJIbHBIX, IPOOIIEPUPOBAHHLIX HA PAHHMX dTAIlax, HET
HapPYyIIEHUI B OITOPHO-IBUTATEILHOM aIlllapaTe, OHU Be-
JyT ITOJTHOLICHHBIH 06pa3 xKu3Hu. B rpymnme gereit ot 12
jet u crapiie (48 yenosek) y 25% GOJBHBIX € HO3JHEH
JUArHOCTHKOH OTMEYEeHDLI BTOPUYHBLIE OCJIOKHEHU:
apTpo3bl —y 12 (35%), HapyneHus MOXO/KHU B BUJE XPO-
MOThI -y b (40%), orpaHuYeHNs ABUXKCHUI B JIOKTEBBIX
U JIY4€3aIIICTHBIX cycTaBax —y 3 (25%) nereit.

PesyspraTe! ledeHns AeTeil B IIEPBOIi Ipymie Hau60-
see GraronpusTHsl: y 70% 13 HUX OTCYTCTBYIOT JKaIOOBI
Ha HapyLIEHUE ITOXOJAKU, OrpaHHYEHHE JBIDKEHUH B Cyc-
TaBax; OJHAKO Y YaCTU GOJIBHBIX BCE K€ Pa3BIUIMCH APTPO-
3bI, OHU BBIHYKJEHBI MCIIOIL30BATL OIOPY IPU XOAbOE.
BouseBoii cunapom coxpansiercst y 7% GOIbHBIX, HapyIIe-

Ta6bnuuya 1

PacnpepeneHue fetend no BoO3pacTy, NONY U NOKAaNU3auunm NOPaXeHUNW 3K30CTO3HOW XoHapoaucnnasmen

BepxHss KOHEYHOCTb 5 9 12 14 3 6 6 6 61
Nonatka 1 1 1 2
MneyeBas KoCcTb 3 5 7 8 2 4 3 3 35
KocTu npepnneyns 2 3 5 6 1 2 2 3 25
HuXHAA KOHEYHOCTb 8 11 14 18 5 7 8 10 81
beapeHHas KocTb : 4 6 7 9 3 4 4 5 42
Jlokanu3auus B BEPXHEN TPETH 2 3 4 1 1 1 12
Jlokanu3auus B HUXKHEH TpeTu 4 4 4 5 3 3 3 4 30
Tonensp : 4 5 7 9 3 4 5 39
Jlokanu3auus B BEpPXHEWH TPeTH : 3 3 5 6 2 3 3 217
Jlokanu3aumus B HUKHER TpeTn : 1 2 2 3 1 1 2 12
Jlokanu3aums Ha KocTAX Ta3a 1 1 1 3
Jlokanu3sauus Ha pé6pax 1 1 2
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Hue HoXoAKku —y 5%, apTpo3bl KPYyIHBIX cycTaBoB —y 13%,
OTrpaHHUYeHUE JBIDKEHHI B KPYIIHBIX cycTaBax —y 15%.

Y 25% 60bHBIX BTOPOU I'PYIIIBI — C IO3AHEH Juar-
HOCTHKOH — UMEIOTCS BTOPUYIHBIC OCJIOKHECHHUS: apTPO-
3bl -y 23%, HapymeHus noxoaku —y 30%, orpaHnyeHUs
ABIDKCHMI B KPYIHBIX cycTaBax —y 25%, GojeBoi cuHJ-
poM BeIpaxkeH y 22% GONbHBIX.

IIpu aHanm3e GUIKAWIINX M OTAAICHHBIX PE3yJIbTa-
TOB XHPYPrUYECKOTO JICUEHUs GOTBHBIX C KOCTHO-XPSIIIE-
BBIMU 3K30CTO3aMM CJOKHON aHATOMUYECKOM JTOKAIM3a-
[MU BBISIBJICHA CJIeJyIoIas 3akoHOMepHOCTb: B 90,2%
ciIydaeB 60JIbHBIC, KOTOPBIM IIPOBOJIIN YAAICHHE 3K30C-
TO30B Ha PAaHHUX dTalax JUarHOCTUKH — B BO3pacCTe IO
8-12 ner (89 mereii), HE HYKAAIUCH B JOIOTHUTEIBHBIX
XUPYPrUYECKUX BMEIIATEIbCTBAX (BBIIOTHEHUU KOpPpU-
THPYIOIUX OCTEOTOMME, HATOXCHUH KOMIIPECCHOHHO-
JVICTPAKIIOHHBIX AIIIAPATOB), YTO ITO3BOJIIIIO JOOUTHCS
XOPOMUX KIMHUYECKUX U KOCMETHYECKUX PE3YJIBTaTOB
JedeHust. B 65% ciyuaeB GoJbHBIM C O3AHEN oGparrae-
MOCTBIO U 3aITO3/aJI0M JUATHOCTUKOMN JAHHOTO 3a00J1€Ba-
HUS TOTPE6GOBAIOCH JTUTEIBHOE MHOTO3TAITHOE XHUPYp-
rudeckoe jedenue, npu stoM B 20% ciyuaeB Habmoxa-
JINCh Pa3IMYHOTO POJA OCJIOXHEHHS, IOTPEOOBABIINE
JOTIOJTHUTEJIbHBIX METOJIOB OICPATHBHBIX BMEINA-
TEJIBCTB: KOPPUTHPYIOIIHUX OCTEOTOMMI, KOCTHOH ayTo-
U TETEPOIUIACTHKH, ANIApPAaTHOW TEXHUKU YCTPaHCHHS
YKOPOUYEHUI KOHEYHOCTEHN 1 KOPPEKITUU JeOopMaIinii.

AHaM3 CTAaTUCTUYECKUX JAHHBIX OOJIBHBIX O0enxX
TPYIII ITOKA3aJ, YTO Hanbosiee GIAronpUsITHBIE PE3YJIb-
TaThI GBLIN Y AETEH C SK30CTO3HOU XOHAPOAMCILIA3HNEH
CJIOXKHOM aHATOMHYIECKON JIOKaIN3AIUN, KOTOPBIM CBO-
€BPEMEHHO IPOBEJIU MPOQIIAKTUYECCKUE OIEePaTUB-
HBIC BMEIIATEIbCTBA. B 3TOIT rpynmne 60JIbHBIX OTMEYe-
HO HaNMCHBIIEE MPOIEHTHOE COOTHONICHUE OCJIOXKHE-
HUI B ONOPHO-IBUTATEJIBHOM aIIapaTe Kak B PaHHEM,
TaK U B OTJWICHHOM ITOCJEONEPANOHHOM II€PUOJE.
YeM 11033x€ 06paIATICh ACTH C TO3JHEN JUATHOCTUKOM
3abosIeBaHUs, YeM 6oJIee BhIPaKEeHA ObLIa IPHOOpETEH-
Hasg gedopMarys B CETMEHTAX KOHEYHOCTEH, BBI3BaH-
Hasi POCTOM KOCTHO-XPSIIEBBIX 3K30CTO30B, TEM BBIIIC
6GBLI IIPOIICHT HEOJATONPUATHBIX HCXOJOB B OTAAJICH-
HOM IIOCJICONICPAIIMOHHOM IIEPUOJie, HECMOTPSI HA MHO-
TO3TAIHOCTD U CJIOKHOCTh OIIEPATUBHOTO JICYCHUS.

BbIBO/Ibl

Ha ocnHoBanuu aHaqM3a CTaTUCTUYECKUX JAHHBIX
JBYX I'PYIII GOJILHBIX U PE3YJILTATOB IIPOBEAEHHOrO Ollepa-
TUBHOTO JIEYEHMS YCTAHOBJIEHO (DOPMUPOBAHUE CJIOK-
HBIX, HEOOPATHMBIX, IIPOTPECCUPYIOIUX BUIOB Aedopma-
U CETMEHTOB KOHEUHOCTEH y JeTell U MOAPOCTKOB C
5K30CTO3HOU XOHJPOJUCILUIA3UEH CIOKHBIX aHATOMHUYEC-
KMX JIOKQIM3AIUH, 9TO MO3BOJIMIO ONPEJENUTH TAKTUKY
Xupypruyeckoro jedenus. Ilpeaioxkensl u npoBepeHbl

Ha TIPaKTUKe CJIeylolye MPUHIUIILL BbIABICHUE (yCTa-
HOBJIEHHE JIIarHO3a) KOCTHO-XPSAILIEBOTO 3K30CTO32a, OCO-
GEHHO CJIOKHOM aHATOMUYECKOM JIOKAIM3AIH, YKa3bIBa-
€T Ha HEOOXOJUMOCTH HEOTJIOKHOTO OIIEPATUBHOTO BMe-
MATENbCTBA — YJAIEHUs KOCTHOXPSAIIEBOTO 3K30CTO3a.
ATO mpeaynpexIaeT 00pa3oBaHUE U IIPOrPEeCCUPOBaHIE
JedopMaluii CerMEHTOB KOHEUYHOCTEH, MCKIIOYAET BO3-
HUKHOBEHUE HapYUIEHUs PErMOHAPHOrO KpPOBOOGpaIIe-
HUA U HEUPOTPOPUUECKUX PACCTPOUCTB, A TAKKE IO3BO-
JISIET YAYYIIUTDb PE3yALTaThl JI€UEHUs, CHUMAET UHBAIN/-
HOCTbB C 3TOI KaT€ropuy GOJILHBIX, 06ECIIEYNBAET MM OII-
THUMaJIbHBIE YCJIOBUSA /ISl COLMAIbHOM aJarITaIiu.
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WHaeKc XeCcTKOCTU apTepuanbHOU
CTEHKU B TPAKTOBKe pe3ynbTaToB
CYTOYHOIro MOHMTOPUPOBAHUA
apTepuanbHOro faBieHuUA

O6caenoBanbl 172 pebenka. MayueHbl cBA3M MeX/ly 3HAUEHUSIMU APTEPUATBHOTO
UHJEKCA KeCTKOCTH (AASI), TpyruMu mokasaTeassMu CyTOYHOI'O MOHUTOPUPOBAHMS
aprepuanbHoro gasieHus (CMAJL) u KIMHUKO-TaGOPATOPHBIMU XapPAKTEPUCTUKA-
MU HAIUEHTOB. BbisBieHO, uTo AASI He 3aBUCUT OT BO3PACTa, 10JIa U POCTA; IOJIO-
KUTEIBHO KOPPEJUPYET CO CPEAHECYTOYHBIM Iy/IbCOBBIM APTEPUAILHBIM JIABJI€HUEM
(TTAl) 1 OTpHUIATETBHO — CO CTENEHBIO HOUHOTO CHIDKEHHS AuacToamdeckoro AJl.
CormacoBaHHOCTD yXyaumieHus Tpex xapakrepuctuk CMA/L - cTrenneHl HOYHOIO CHU-
sxenust AJ[, AAST u TTAJ] - TIOATBEPKAAETCSA CTATUCTUYECKA 3HAYNMbIMH ITOJIOKUATENb-
Hou koppessanueit AASI u ITA/I n orpunarenpHoit koppessanueil AASI co creneHbo
HOYHOTO CHIDKEHUS CpeHecyTouHOoro A/l, 4To yka3bIBaeT Ha IEPCIEKTUBHOCTD OIEH-
KM 3THX TPEX XapaKTePUCTUK IIpu MHTeprperanuu pesynbraroB CMA/l ¢ nensio
OIIEHKM PUCKA PAa3BUTHs HAPYIIEHUN y ieTell ¢ nperuneprensueil u Al

KmoueBbie croBa: apmepuarsvnoiiic undexc ocecmxocmu, Oemu, opeannwvie
nopascenus, paxmop pucka.
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ApTepI/Ia)IbHaH runeprensus (Al') paccmarpuBa- | omnpegensemsblil amGynaTopHo. [lonck ZOCTyIHBIX CIIOCo-
eTcst Kak (PaKTOP PUCKA BO3MOXKHOTO HOPAXKEHHUA BHYT- - OOB pacyeTa 3TOTO IOKa3aTeJls MPUBEJI IPYIIY HUCCIeR0-
peHHUX opra”os. OnuH u3 Hanboree MHPOPMATHBHBIX - mareneii [1, 2] k BBIBOJIY O BO3MOKHOCTHU orieHKU AASI o
ITOKa3aTesIei HeGIaronoaydns — apmepuarbuviic UHoexc JIAHHBIM CyTOYHOT'O MOHHTOPHPOBAHUS APTEPUATLHOTO
acecmuocmu (AASI — Ambulatory Arterial Stiffnes Index), : nasnerma (CMAJL). O6GbIYHO OH paccMaTPHUBAETCS IPU-

V.M. DELYAGIN, A. URAZBAGAMBETOQV, A.V. KOROLEV, V.V. KILIKOVSKY, S.P. OLIMPIEVA
Arterial wall stiffness index in interpretation of the results of ambulatory blood
pressure monitoring

172 children were examined. The relationships between ambulatory arterial stiffness index (AASI), other parameters of ambu-
latory blood pressure monitoring (ABPM) and clinical laboratory characteristics of the patients. The study showed no age-, sex-
or height-dependence of AASI, with positive correlation with average daily pulse blood pressure (PBP) and negative correla-
tion with the degree of nocturnal decrease of diastolic BP. Consistent impairment of three ABPM characteristics — degree of
nocturnal BP decrease, AASI and PBP is supported by statistically significant positive correlation between AASI and PBP and
negative correlation between AASI and degree of nocturnal decrease of average daily BP, thus suggesting potential value of
these three characteristics for interpretation of ABPM findings for the purpose of risk evaluation in the children with
prehypertension and AH.

Key words: ambulatory arterial stiffness index, children, organ damage, risk factor.
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MEHHTEJIBHO K B3POC/IBIM U II0 OTHOIIEHHIO K CEPEYHO-
cocypucroit cucrteme (CCC) [3, 4]. B nmegmarpuyeckoii
JITEepaType Takue pabGoThl €IIHITYHEL

Lienb ucenenosanus: ycranosuts cBa3b AASI ¢ gpyru-
mu mapamerpamu CMAJL 1 n3MEHEHHSAMH BHYTPEHHUX
opraHoB y geteit ¢ AI' u nperunepreH3uei.

MATEPWAJIbI N METObI UICCNEQIOBAHUSA

O6cnenoBanbl 172 pebenka B Bo3pacre ot 8 o 16
JIET, KOTOpbIE OBLIM pa3feNeHbl Ha 3 TPYIIBL JETH C
HopmasbHBIM A/l (58 wernoBek), ¢ mperunepreHsueit
(28) m c AT (86). Paznesnenue Ha Tpynnsl IPOBOJUIH B
COOTBETCTBUHU CO 3HAYEHHUSAMH CPEJHECYTOYHOTIO CHCTO-
JIMYECKOTO U AuacToamdeckoro AJl, ucrosnn3ys rnepueH-
TUJIbHBIE TaOJUILI POCTa U AaBieHus. HopMoii cauranm
3HAYEHUS CPEJHECYTOYHOI'O CUCTOTMYECKOTO U JHACTO-
audeckoro AJl, coorsercTBylomue 89 mepueHTUIIO U
HIKe; nperuneprensued — or 90 go 94 neprenTus;
AT’ - 6onee 95 nepuenTuns. Eciu 3HaueHus cpexxecy-
TOYHOT'O CHCTOJINYECKOTO U guactoamdeckoro A/l coor-
BETCTBOBAJIN PA3HBIM I'PYIIIAM, TO IalMEHTa OTHOCKIN
K TPYIIIle, COOTBETCTBYIOIEl HAaOOIbIIEMy U3 BapUaH-
TOB (HampuMep, ecu 1o cucronndeckomy A/l maruenT
OTHOCUTCSA K I'PyIIe NPEruepTeH3nu, a 0 AUacTOIu-
YECKOMY — K TUIEPTEH3HH, TO €T0 BKJIOYaJU B I'PYIIy
runeprensun). CMA/L nposomrun ammaparamu BPLab
(moxenb MuCII1-2).

AASI paccunThIBaeTCA C IIOMOWIBIO JMHEHHOTO per-
PEeCCHOHHOrO ypaBHeHM (al), onuchIBaOIIEro 3aBUCH-
MOCTb My CHUCTOJUYECKHM U AuacToamdeckum AJ]
HAIMEHTA 110 pedyibraTaM 70-85 usMepeHuit 3a CyTKH U
omnpejesgeTcs TAHT€HCOM yIVIa HAKJIOHA ITOJYYE€HHOM
auHun perpeccun (slope): JA=al*CAl+a2 (Tto ecTb
slope=al); AASI = (1-al). Ha pucynxe npusezneHs! rpa-
UK 1 ypaBHEHUE JUHEHHOHU perpeccuu, MoJydeHHON
IO JJAaHHBIM nayuenma M., y KOTOPOTO IO pe3yIbTaTaM
CMA/Jl cpeanecyrounoe A/l ObLIO HOPMAJIbHBIM:
y=0,77%x - 27,4. AASI=1-0,77=0,23.

CraTuCTHYeCKyIo 06pabOTKy pe3yIbTaTOB IIPOBOLY-
JU ¢ noMmompbio nporpamm Statistica 7.0 m Microsoft
Excel. B 3aBuCMOCTH OT XapaKTepa pacrpeaeIeHus Be-
JIMYUH HCIOJIb30BAIA INAapaMETPUYECKUI (-KpUTEpUA
CrploieHTa WM TOYHBIA Kputepuii Gumepa.

PE3YNbTATbI NCCNE[OBAHNA

Ha nepBoM sTare onpeaessii CBsI3b MEXKY 3HAUe-
HusMu AASI, BEIYUCIEHHBIMY JUISI PA3HBIX IEPHOJOB CY-
TOK, 1 gpyrumu rnapamerpamu CMA/JL (maba. I1). Otme-
YEeHBI CICAYIONNE 3aBUCUMOCTH!

D OTCyTCTBYET JOCTOBEPHASI KOPPEJISIUS 3HAUE-
Huit AASI, u3MepeHHOTo B pa3HbIE IIEPUOJBI CYTOK, C I10-

JIOM, BO3PACTOM U POCTOM;

D AASI mosJOXHUTEIPHO KOPPEJIUPYET C MACCOM
teaa 1 UMT, 4To KOCBEHHO CBUJIETEIBCTBYET OO YBEIIH-
YEHUU JKECTKOCTU COCYJUCTOU CTEHKH, COIPOBOKJAIO-
IIEM YBEJUYEHUE MACChI TEJIA;

D AASI orpunarensHo xoppenaupyer co CMAJ-
xapakrepuctukamMu A/l (CyTKH, IeHb U HOYB): apTepH-
JIbHBIM JiaBieHueM auacroandeckum (JIA]), nngexcom
BpeMenH auactonmdeckuM (MB), naaexcom namepenmit
auacronnueckum (M), mHaekcoM ruromanu JuacToIu-
gecknM (MIT) 1 HOpMUPOBAHHBIM MHIEKCOM ILIONIATU
quacronmmueckum (HUIT);

D AASI ngHEBHOI OTPULIATEIBHO KOPPETUPYET
¢ BapuabeapbHOCTBIO AHEBHOTO A/l NMacTONIHMYecKOro
(Al-Bap.);

D AASI mOJOXUTEJIBHO KOPPEJIUPYET CO CKO-
pocTtsio yrperHero nogbema Al (CYII);

D AASI oIOKUTEIBHO KOPPEIUPYET CO CPEIHE-
CYTOYHBIM ITy1bCOBBIM A/Jl;

D AASI cyToUHBII OTPHUIATEIBHO KOPPETUPYET C
CYyTOYHBIM HHJEKCOM (dipping) muactommdeckum (CH);

D AASI HOYHOI CHIKAETCS IPU YBEIHICHUH
cyrousoro u guesHoro YCC.

BrisiBieHHOE B HAlleM MCCJIEJOBAHUU OTCYTCTBHUE
JJocToBEpHOI Koppensuun 3HaueHuil AASI, usmepen-
HOTO y JIeT€ll B pasHble IIEPUOJBI CYTOK, C IIOJIOM, BO3-
PacTOM M POCTOM YIPOINAET UCIOJb30BAHUE 3TOTO HH-
JIeKCa KaK XapaKTePUCTUKH K€CTKOCTU COCYJIOB, TO €CTh
He TpeOyeTCs CO3JJaHME OIPOMHBIX IE€PIEHTUIbHBIX
TAGJINIL IO TIOJIY, BO3PACTY M POCTY (KaK 3TO MNPUXOTUTCS
nenarb st AJl) pist orenku BesmauHbr AASI.

Ha ciienyromem aTane Mbl OIpeAEIIA 3aBUCUMOCTD
Mexay 3HaueHusAMH AASI, orpakaiomero cocTosHue
CTEHOK apTepUil (3KECTKOCTD), ¥ IOKA3aTEIAMU Jabopa-
TOPHBIX ¥ MHCTPYMEHTAJIbHBIX MCCIEJOBAHUI KaK IPsi-
MBIX WJIM OIIOCPEOBAHHBIX IOKa3aTesIell OpraHHbIX U3-
MeHeHuit (maba. 2).

Puc. ITpumep svivuucaenue AASI y nayuenma co cpednum AJ
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Tab6nuuya 1
Koadhduumentol koppenauun AASI, n3mMepeHHOro B pa3Hble nepuobl CYyToK, ¢ nokasatenamu CMAJl
flokasatens nunnll\:lAeSIc’yTKu (oAségtlf-gg.HobtJ) (o‘:]‘.\gtll’-gg.qobo)
Bospact -0,04 -0,06 -0,04
Poct 0,03 0,09 012
Macca Tena 0,22 0,24* 0,13
Wupekc maccel Tena 0,32* 0,32* 0,25*
Al cpefiH. 3a CYTKW guacTon. -0,26* -0,27* -0,40*
Al cpenH. 3a feHb guacTon. -0,3* -0,28* -0,41*
Al cpefiH. 3a HOYb AMACTON. -0,09 -0,22* -0,37*
B 3a cyTku guacrt. -0,21* -0,27* -0,38*
B 3a pneHb pnacr. -0,22* -0,25* -0,36*
WB 3a HOYb AMacT. -0,18 -0,27* -0,38*
Wupekc uamepenuin (MN) cytkm guacrton. -0,22* -0,27* -0,38*
W pgexb guacton. -0,22* -0,26* -0,36™
WU Hoyb guacTon. -0,17 -0,27* -0,37*
Wupekc nnowapnu (UM) cyTku guacton. -0,27* -0,31* -0,36*
WM pexb pnacton. -0,27* -0,29* -0,34
MM Houb Awacton. -0,25* -0,32* 0,36*
HopmupoBaHHublii UM cyTku guacron. -0,24* -0,27* -0,36*
HUM pexb pnacton. -0,22* -0,24* -0,34
HUN Howb AuacTon. -0,25% 0,31 -0,35%
CYN cucton. 0,14 0,21* 0,17
BapuabenbHoctb ALl AeHb AnacTon. -0,09 -0,24* -0,06
YCC cpepHee 3a CYyTKM -0,17 -0,16 -0,23*
YCC cpepHee 3a fieHb -0,15 -0,14 -0,21*
CpenHee nynbcosoe Al 0,39* 0,36 0,27
CyTO4HbIA MHAEKC ANacToN. -0,28* -0,01 0,06

KoaghgpnumeHTsl, 0TMEYEHHbIE CUMBOJIOM *, CTATUCTUYECKN 3HA4MMbI (p<0,05).

UB — nHpeKc BpemeHn: NpoLeHT BPEMEHN, B Te4eHNe KOTOPOro A/l npeseiwaer Hopmy B OTAE/bHbIE BDEMEHHbIE NHTEPBANbI (AHEM — Bbiwe 95 nepueHTnaa; Ho4bto — Ha 10% MeHbwe HopmansHoro ALl
B [JHeBHOe Bpems). W — nHpexc namep i: IPOYEHT n3mep i, IpY KOTOPbLIX 3HA4YeHNA ALl npeBbILaT HOPMY. YkasdaHHble NoKa3aTenn nHEHOPMAaTUBHbI Npu cpefHux seanyuHax AL. lpn Bbicokom
Al atn nokasarenu, npnbnnxasce k 100%, TepAT MHOPMATUBHOCTL. B Taknx ciy4yasx paccyntsiBatoT unaexkc naowaan (Uf1) — nokasarens «nnowagn nog kpuon» (nnowags eurypsl,
OrpaHn4eHHas KpuBoi noBbiWeHHoro ALl n BepxHei rpannyei HopmansHoro AL]). HopmuposanHsii nigekc nnowaau (HUM) gna CAQ n JAL — oTHoweHne nHaeKca naowaan (naowasb mMexay kpusoi
cyTo4Horo npoguna ALl n yposHem noporoseix 3Havenunii ALl, Tex xe, 4o u Ans UB) ko BpeMern aHann3a 3a cyTku u OTAENbHO ANS JHEBHbIX M HOYHbIX 4aC0B. CKOPOCTb yTpeHHero mogvema (CYI)
ALl oueHnBaeTCA M0 COOTHOLEHNIO BENNYUHbI M BPEMEHN YTPEHHEro nogbema AJl. YCC — yacTora cepAeqHbIX COKPaLYeHuil.
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Tabnuya 2

KoaththMuMeHTbl KOPPENnALMM RaHHbIX Na6OPAaTOPHBLIX U MHCTPYMEHTaNbHbIX UCCNEROBAHUN
cO 3HaYeHusMu AASI, H3MEPEHHOr0 B pa3Hble NEPUOAbI CYTOK

Wccneposanue nunutlAeSIc,yTKu (UABI?[?(IJ’-(’JIS.H(]!’U) (UAUI.\[?(IJ’-SS?UBO)
Y3W noyek: ToNWMHA NApEHXUMbI 0,28* 0,24 0,24
IXOKT: TonwuHa 3apHei CTEHKM NEBOro Xenyno4ka 0,33* 0,23 0,35*
KpeaTHHWH moum, mr/cyT 0,08 0,16 0,01
KatexonamuHbl MOYH, agpeHannu 0,98* 0,97* 0,34

KoaghgpnumeHTsl, 0TMEYEHHbIE CUMBOTIOM *, CTATUCTUYECKN 3HAYUMbI (p<0,05).

Ta6nuya 3

CpaBHeHue 3HaYeHUNW AASI, BbIYUCNEHHOr0 B Pa3Hbie NepuUoOabl CYTOK, Y NAaLUUEHTOB
C pa3HbiMu nokasatenamun Al

Fpynna 1 : Fpynna 2 : Tpynna 2
lNokasaTtenb 3 (Hopma), \ (nperunepTen3us),: (AI),
: n=58 n=28 n=86
AASI cyTo4HbIii 0,244 0,302 0,278 p=0,2 p=0,4 © p=06
AASI fHeBHOi 0,312 0,348 0,306 p=0,5 p=0,9 © p=05
AASI HouHOil 0,378 0,395 0,292 p=0,8 p=0,2 C =02
Ta6bnuya 4

CpaBHeHue gByXx rpynn getei ¢ 3HayeHmem AASI meHbwe u 6onbwe 0,3

MoM3HaK : Fpynna 1 Fpynna 2

pusna . AASI<0,3 (n=71) | AASI>0,3 (n=101)
CyTOUHbIA MHAEKC CUCTONNYECKUIA (AMNNUHT) 13,33+0,68 10,41+0,83 p=0,008
CyTOYHbIA MHABKC ANACTONMYECKMIA (AUNNKHT) 20,00£1,12 13,49+1,26 p=0,0003
CteneHb HOYHOro cHuxenua YCC 22,40+1,19 18,21+1,43 p=0,02
MynbcoBoe naBnenme 48,56+1,08 54,20+1,70 p=0,004
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OTMEUEHBI CJIEAYIOUE 3ABUCUMOCTH:

D AASI moJOXUTETBPHO KOPPEJIUPYET C TOJIIU-
HOU MapeHXUMBI ITOYEK, YTO, 110 HallleMy MHEHHIO, OTpa-
’KaeT KOHTHUHIEHT OOCJEJOBAHHBIX (He(pPUTBI) IpH
YIOBJICTBOPHUTEIBHON (PYHKIIUH ITOYCK;

D AASI NOJIOXUTEIBHO KOPPEJIUPYET C MPHU3HA-
KaMU FHIepPTpOo(UU MHOKAPAA;

D AASI NOJOXKUTEIBHO KOPPEIUPYET C KOJMUe-
CTBOM aJIpCHAJINHA B MOYE.

Ha crenyomem sTare MbI MCCIEIOBATH 3HAYCHUS
AASI, BEIYUCICHHOTO B Pa3HbIC IIEPUOJBI CYTOK, B TPYII-
I1aX MaIFEeHTOB C pa3HbIM ypoBHeM A/l (maba. 3): netn
c HopmaiapHbIM A/l (58 desoBek), ¢ nmperunepreHsueit
(28) u c ATI' (86). OTmeueHa TEHAECHIUS K ITOBBIIIEHUIO
sHaueHusa AASI B rpynmax gereil ¢ HauMHalIOIIEHcsa U
ccpopmuposaseiicsa Al

YcTaHOBJIEHHAs] 3aKOHOMEPHOCTH CTATHCTUYECKU
He 3HaYMMa, HO JaeT OCHOBAHUE COITIACUThLCS C UCCIENO-
Baresasamu [1, 2, 5], orMeTUBIIMMU, YTO y MALIEHTOB C
AT’ u nperuneprensueii cyrounbiit AASI 6osbmre, yeM y
MaIUEHTOB C HOPMAJIbHBIM A/l

Jlanee mbl onleHuBaan CcBsA3b 3HaueHU AASI ¢ or-
JeIbpHbIMU Xapakrepuctukamu CMA/L, a Taxke ¢ HaIH-
YUEM IATOJOTUU PA3JTHMYHBIX OPTAaHOB M CHCTEM Opra-
HH3Ma, CBA3aHHBIX ¢ HapymeHusymu CCC (cepare, moy-
KM, HapyHICHUS JIAIHAHOIO OOMEHA, CHMIATHYECKOI
cucTeMblI U ap.). ITanueHTs!, BKIIOUYEHHBIE B MCCIEOBa-
HHe, GbUIN pa3/ieICHbI Ha J[BE TPYIIIBI B COOTBETCTBUU
co 3HaueHneM AASI. B kauecTBe MOPOroBOro GLUIO MpHU-
HaTo 3HadeHue AASI=0,3, koTopoe, 110 JJaHHBIM JIUTEPA-
TypsI [5], ABIAETCA MOPOTOBBIM MEKAY HOPMAJIbHBIM U
noBbimeHHbIM A/l y ieTeii. Pe3yibraThl cpaBHEHUS ABYX
rpymn jereii ¢ AASI<0,3 (1-2 epynna) m AASI>0,3
(2-1 epynna) npusesieHbI B mabiuye 4.

OTMEUEHBI CJIEAYIOIIE 3aKOHOMEPHOCTH:

D y marmueHTOB 2-i1 TPYIIBI CUCTOJTHUYECKUI
CYTOYHBII MHIEKC JOCTOBEPHO HIDKE, YEM Y ITAIIFICHTOB
1-i1 rpymmsr (10,41£0,83 u 13,33+0,68; p=0,008), Tax ke
KaK U IUACTOIMYECKUI CyTouHbIi nHaekc (13,49+1,26 u
20,00+1,12; p=0,0003);

D y marmenToB 1-i1 Tpynmel 3HAYEHHE HOYHOTO
camxenns YCC Gourblie, 9eM y MANMEHTOB 2-i TPYIIIBI
(22,40£1,19 u 18,21+£1,43; p=0.02);

D ymarmeHToB 2-# rpynmsl nyascosoe AJl jocto-
BEPHO BBIIIE, YEM Y NALMEHTOB 1-ii rpynmsl (54,2+1,7 n
48,56x1,08; p=0,004).

Bo MHOrHX paboTrax mcciaefoBaTeIIMUu OOHAPYKEHA
OTpHULIATEIbHASA CBSI3b MEKAY AASI 11 cTeneHbI0 HOYHOTO
camxenus AJl (CHC), nmpudeM Kak y B3pOCIBIX, Tak
ny gereii. Tax, y qunnepos AASI Hmxe, yeM y HOH-IUII-
IIEPOB, TO €CTh MIy6MHA HOuHOro najgeHus A/l orpura-
TEJBHO KOPPEJUPYET C BEIUYIHHOIN cyrounoro AASI
[5, 6].

B HameMm mccieoBaHUU IPU CPABHEHUU TPYIII I1a-
nueHTosB ¢ AASI<0,3 u AASI>0,3 o6Hapy:keHa mOCTO-

BEpHAs OTPHUIATEIbHASA 3aBUCHMOCTh HOYHOTO CHIDKE-
Hust YCC ot yposHsa AASI.

Jlanuple Hamumx ucciaegoBaHuil (cm. maoba. 1) meMoH-
crpupyoT, uto myirbcoBoe AJl (ITAJl), paccmarpusae-
Moe B JuTeparype [5] Kak MpU3HAK MOBBIIIECHHOMN XKeCT-
KOCTU CTCHOK a0PTHI M (PAKTOp PHICKA HAPYUICHUI cep-
JI€IHO-COCYIUCTON CHUCTEMBI, ITOJOXUTEIBHO KOpPpEeIn-
pyeT ¢ BesmunHOW AASI: mpu cpaBHEHHM NaIIEHTOB
JByx rpym — ¢ AASI<0,3 u AASI>0,3 - nokazaHo, 4To B
rpymne ¢ AASIZ0,3 yposenn ITAJ] rocToBepHO BbINIE,
ugeM B rpymre ¢ AASI<0,3 (p=0,004).

OBCY)XXEHWUE PE3YJIbTATOB UCCNEJOBAHUA

VYcranosieHHas HAMU OJIOKUTETbBHAS 3aBUCUMOCTD
sHayeHus AASI (oTpakarommero ;kecTKOCTb CTCHOK apTe-
pHil) OT MacChl TeJIa MOATBEPKAACTCS PAJOM HCCIE0BA-
HUI, TPOBEACHHBIX, OJHAKO, B I'PYIIIIE B3POCJIBIX MALH-
enros. Tak, B pa6ore H.B. Muaseunoi [7] saperucrpu-
poBaHa IOJOXUTENbHAsA 3aBUCUMOCTb Mexay MMT u
JKECTKOCTBIO MaruCTPATbHBIX COCYAOB, KOTOPYIO OLICHU-
BAJIM HEITOCPEACTBEHHO 110 CKOPOCTU PACIIPOCTPAHCHUS
IYJIbCOBO BOJIHBI.

O6pamaer Ha ceGs BHIMAHME JOCTOBEPHasl CBSA3b
AAS] TpenMyIecTBEHHO € MAPaMeTPAMU, OTPAKAIOMIN-
MM COCTOSIHHE MMEHHO JAUACTOJINYECKOTo JaBiaeHus. B
JPYIUX HCCIEIOBAHUSX TAKOHM OE3YCIOBHOH CBA3U HE
BBISIBJICHO. B 4acTHOCTH, B CMEIIaHHOI IpyIIe JAeTel ¢
HOPMaJIBHBIM U HOBBINIEHHBIM A/l pa3HOU 3THOJIOrUU
aBTOpHI [5] He OOHAPYKIUIN TOCTOBEPHOM KOPPEIISAIIIU
AASI ¢ tuacroandeckuM AJl, HO BBISBIIIN JOCTOBEPHYIO
ITOJIOKUTEIBHYIO Koppessiuio AASI ¢ mokasareasmMu cy-
ToyHOTO cucronmdeckoro A/l. B To ke Bpems 6bl1a 06-
HapyKE€HA JOCTOBEpHAs OTPHUIATEIbHAS KOPPEJISIHS
AASI ¢ tnacronndeckum A/l B rpynme gereii ¢ ALl Takue
Pa3HOYTEHUS MOXHO OOBSCHUTH PAa3HbIM KOHTUHICH-
TOM OOCIE€TOBAHHBIX.

ITonoxurenpnas xoppessus AASI co cpengnecy-
tounbiM ITAJl, ycTaHOBJIEHHAs HaMH, COIJIACYETCA C
pe3yJabTaTaMH, IOJAYYEHHBIMH B  HCCIEAOBAHHUU
G. Simo-netti et al. [5], KOTOpBIE TAK}kKE OTMETUIH IOJIO-
KUTEJIBHYIO KOPPEJSAIHIO MEKAY STUMH ITOKa3aTEIAMU
B CMCIIAHHOM TPYIHIIE A€TEH C HOPMaIBHBIM U IIOBBIIICH-
HbIM A/l (cocyaucTast maTosorus, 3a60JeBaHus IOYCK),
BKMIOYasg koHTpoias (r=0,134; p<0,0001), uro, mo
MHEHUIO aBTOPOB, MOJTBEPKAACT TUIIOTE3Y O TOM, UTO
noBbimeHue ITAJ] — mpuUsHAK YBEJIMYEHHUS XECTKOCTHU
CTEHOK AOPTBI U CBUAETEJIbCTBO PHUCKA HAPYIICHHI
CCC.

OTrpunarenpHaa xoppenainus AASI qgaeBHOro ¢ Ba-
puabeapHOCTBIO  JHEBHOTO A/l JMacTONIHMYEcKOro
(Al-Bap.), ycTaHOBJIICHHAS B HAIEM KCCICJOBAHUU, Ha-
XOJUT TOJTBEPXKACHNUE B psJAE HUCCIETOBAHUI, IpOBe-
JIEHHBIX B TPYNIIaX B3POCJIBIX MAIEHTOB. ABTOPHI [6],
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usydasine cBsa3b Mexay AASI u BapuabensHocTbio AJly
TUIEPTOHUKOB, BBIABUJIM TECHYIO CBA3b MEXKJY 3TUMU
MOKasaTeJIaMM M NPUIUIM K 3akmodeHuio, yro AASI
MOKHO PacCMAaTPUBATh HE TOJLKO KaK IapaMeTp, OTpa-
JKAIOIUH KECTKOCTb CTEHOK apTEPU, HO TAK)KE KaK I1a-
paMeTp, XapakTepusylomuii BapuadeabHocTb AL

OrpunarensHas koppenainusa uagexkca AASI Houno-
ro c¢ cyrounoii u gHesHoid YCC He mpOTUBOPEUUT pe-
3yJIbTaTaM MCCJIEAOBAHUSA, B KOTOPOM TaKas CBA3b OOHa-
pykeHa jist cyroanerx AAST u UCC [8].

[Tonoxurenbnag koppensanua AASI ¢ KOHIEHTpany-
el aJipeHaJiHa B MOY€E, BO3MOKHO, OTPakaeT CyMMap-
HO€ U3MEHEHUE JKECTKOCTU CTEHOK COCY0B, YACTh KOTO-
POro NpUXOJAUTCS Ha IOBBIIIEHUE KECTKOCTU nepude-
PUYECKUX COCYAOB (apTEpHOJ) 3a CYET MBIIIEYHOTO
cnasMa. Kak usBecTHO, ajpeHaIuH — 3TO HelipoMeaua-
TOP, OTBEYAIOIIUM 32 CY;)KEHHE COCYLOB.

Bo MHOTHX paboTaxX yCTaHOBJIEHA OTpHIATEJbHAs
cBa3b Mexy AASI 1 cTenenbio HOUHOro CHIKeHus AJl
(CHC), nmpudyeM Kak y B3pOCJBIX, TaK U y gereit. Hanpu-
mep, y aunmepos AASI HMKe, 4EM Yy HOH-AUIIIEPOB,
TO €CThb IyOuHa HO4HOro nageHus A/l orpunarenbHO
KOppeJupyeT ¢ BeanduHoil cyrounoro AASI [5, 6].
B mamem uccieoBaHMUM OPU CPAaBHEHUM ITALIMEHTOB
¢ AASI <0,3 u AASI>0,3 obHapy:xeHa JOCTOBEpPHas OT-
pULaTeNbHAd 3aBUCUMOCTb HOuHOro cHumkeHud YCC ot
BenmunHbl AASI. JlaHHbIE HAIIX UCCIETOBAHUN JeMOH-
cTpupyioT (cm. maba. 1), aro ITAJl, paccmarpuBaemMoe B
paAfe MyOauKauii KaKk MPU3HAK HOBBIIEHHOM KeCTKOC-
THU CTEHOK aOPThI, Kak (akrop pucka Hapymenuit CCC,
IIOJIOKUTENBLHO KoppesmpyeT ¢ BeauunHoil AASI. Tlpu
CpaBHEHHU JByX rpynn marueHToB — ¢ AASI<0,3 n
AASI>0,3 - nokazano, uyro y gereii ¢ AASI>0,3 yposenn
ITAl nocrosepHo Bbime, yeMm y gereit ¢ AASI<0,3
(p=0,004).

BbIBO/Ibl

Hccnenosanne cpsasu Mmexay sHaueHusMu AASI n
Japyrumu xapakrepuctukamu CMA/J] mosBouseT cienarb
caexyiomee 3akmodenne. 3Hadenue AASI e 3aBucHUT OT
BO3pPaCTa, I10JIa ¥ POCTa, YTO YIPOIIAET €0 UCIOJb30Ba-
HHUE JUISl XapaKTEPUCTUKU KECTKOCTU cocyros. Her
HEOOXOANMOCTHU CO3JaBaTh IEPIECHTUIbHbIC TAGINIIBI
IO TOJIy, Bo3pacTy u pocty ais oreHkn AASI (kak sto
NPUXOJUTCS A€JaTh JuIst onleHKu AJl).

AASI 1OJIOKUTENBLHO KOPPEJIUPYET CO CPESHECYTOY-
oM [TAJL. IToxrsepaxaena runoresa o ToM, uto ITAJ] on-
peaeseTcss B TOM 9UCIe U KECTKOCTBIO CTEHOK apTepUil.

BrigBnena oTpunatenbHas KOppeasalus HHJEKca
AASI cyTOYHOro €O CTENEHBIO HOYHOTO CHIKCHUS
(dipping) nmactommdaeckoro A/l

CoracoBaHHOCTD YXy/AIIEHUS TPEX XapaKTEePUCTUK
CMA/ - crenenn HouHOro cHrpKeHust A/l (ymeHsblre-

uue), AASI u ITIAJl (yBesnueHHE) — MOATBEPXKIACTCS
CTaTUCTUYECKH 3HAYNMBIMH ITOJOXUTEIBHON KOoppes-
et AASI n TTA/l u oTpumaTenbHOl Koppenasnuen
AASI co cTerneHpio HOYHOTO CHIXKEHUS CPEIHECYTOTHO-
ro AJl, 4To ykasbIBa€T HA MEPCHEKTUBHOCTb OLICHKU
3TUX TPEX XapaKTEPUCTHK IIPU HHTEPIPETALNH PE3YJIb-
tatoB CMA/I ¢ esbio OleHKU PUCKA Pa3BUTHUS HapyIe-
HUH y geTel ¢ nperuneprensueii u Al
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pycna npu aptTepuanbHOU
rUNepTeH3nun y aeTen ¢ 0XXUpeHuem

O6cnenoBanbt 98 fereit 8 Bospacre 11-17 ser. JlesieHre Ha rpyIIIb IPOBO/YIIH B 3a-
BHCUMOCTH OT CTaJUU apTepHaIbHOI runeprensun (Al mabrmbHas, cTabuIbHAd) U
BEJIMYMHBI MACCHI TeJIa. MeTOIoM yIBTPa3ByKOBOI JoMILIe porpadry OIEeHUBAIH 3H-
JoTenuitzaBucumyio Basoamaatanmo (3B/) mieueBoii apTepun Ipu IPOBEJEHUN
IIPOOLI C PEAKTUBHOI TMIIEpEMUEIT; METOAOM AYIUIEKCHOTO CKAHMPOBAHUS OIIPEJe-
JISJIA TOJIIUHY KoMILiekca nHTuMa-mMeaua (KMM) obmeit connoii aprepuun. Ilpu
JuiarenabHOU ctabmwibHoil Al (B cpenneM 34,3 Mec) y meTeil ¢ okupeHUeM OGHApPY-
JKEHBI M3MEHEHUs COCYAUCTOrO Pyciaa KakK (PyHKIMOHAJILHOTO XapaKTepa (3HadH-
TeapHOe cHKkeHHe I3BJl), Tak u crpykrypHOoro (yrommenue KMM 6udypkammm
obImell COHHOM apTepuH). YCTAaHOBJIEHA OOpAaTHAs KOPPEIsAIUOoHHas CBA3b D3B/]
y aTux gereit ¢ yposuamu JIIIBII, uMMyHOpeakTUBHOIO MHCY/IMHA U MHAEKCOM MHCY-
JIMHOPE3UCTEHTHOCTU. Y BCEX JETeH C OKUpEHUEM He3aBUCUMO OT Hammuus Al
tonmuHa KMM npsaMo KoppeaupoBaa ¢ OKPY:KHOCTbIO TaJIUH.
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" OpakKeHUE COCYAOB IPH APTEPUATLHOM TUIIepTEeH-
sun (AI') xapakrepmsyeTcsa AUCQPYHKIMEH >HIOTEINA,
yTomenueM Komiuiekca nHTuMa-Menua (KHMM) kpymHbIx
apTepI/IfI, B TOM YMCJI€ COHHBIX, C IOC/IEYIOIIM PA3BUTHU-
€M U IIPOrPeCCUPOBAHMEM aTePOCKIepo3a. Baxkuyio poin
IIPH 3TOM UTPaeT runepxonecrepunemus |1, 2].

Y manueHTOB € HAPYMICHUSAMU 3HIOTEIHI3aBUCH-
moit (93B/1) u sHAO0TEINITHE3aBUCUMOM Ba30AMIATAIIN
(9HB/) orMeuaeTcs BBICOKAS YACTOTA HEGIATONIPUSAT-
HBIX CEPACYHO-COCYTUCThIX cobbrtuii [2]. Ilokazaremn
I3B/l KOppenupyioT C YPOBHEM CEPAEYHO-COCYAMCTHIX
(paxkTopoB pucka, Takux kak cHukenue JITIBII, AT,

S.V. IVANOVA, I.G. MORENO, E.V. NEUDAKHIN, Zh.V. SELEZNEVA, S.Yu. NOVIKOV, E.N. GURIEVA
Assessment of the vascular bed changes in obese children with arterial hypertension

98 children at age 11 to 17 years have been examined. The children were assigned to the groups depending on arterial hyper-
tension stage (labile, stable) and the body weight. Ultrasonic Doppler examination was used for assessment of endothelium-
dependent vasodilation (EDVD) of brachial artery during reactive hyperemia test; the thickness of intima-media complex
(IMC) in common carotid artery was assessed by duplex unltrasonography. In the obese children with long history (lasting 34.3
months at the average) of stable arterial hypertension both functional (considerable decrease of endothelium-dependent
vasodilation) and structural (thickened IMC in the bifurcation of common carotid artery) changes of the vascular bed were
found. In these children EDVD negatively correlated with HDL, immunoreactive insulin levels and insulin resistance index.
In all obese children regardless of AH presence IMC thickness positively correlated with the waist circumference.

Key words: arterial hypertension, obesity, endothelium-dependent vasodilation, reactive hyperemia, intima-media complex, children.
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IOBBIIIEHUE ATEPOr€HHbIX (PPAKIUI JIUIOIPOTEUHOB,
MHCYJIMHOPE3UCTEHTHOCTD, CaXapHBIA AUa6eT 2-TO THIIA,
KypeHUe, CUJSTInii 06pas KU3HU U BocraieHue [3-9].

IOHB/l B MeHbIIEel CTENIEHU acCOIMUPOBAHA C Cep-
JIEYHO-COCYAUCTbIMU (pakTOpamu pucka. OHa Koppean-
PYET B OCHOBHOM C BO3PACTOM, AMAMETPOM IUIEYEBOM
aprepun 1 mHAEKcoM Macchl Tena [10, 11]. B cBasu c
TUM MOKHO HNPUHTH K 3aKTIOYEHUIO, YTO B Pa3BUTHUU
CEPAECYHO-COCYAUCTON MATOJOTUH 60JIee BAKHYIO POJIb
UTPAIOT 3H/IOTEINI3aBUCUMbIE MEXAHU3MBI.

JlanHble «HOpMalbHBIX» 3HaueHuit 3B/ npu uc-
I10JIb30BAHUM YJIBTPA3BYKOBOI'O METOJA JOCTATOYHO
nporusopeunsbl. «Hopmanbubie» mokazarenun ID3BJ]
IIJICYEBOI APTEPUH Y B3POCIOrO HACEJICHUS, OMYOIIKO-
BAaHHBIE 10 PE3yJbTaTaM KPYITHbBIX NCCIETOBAHUN, Baphb-
upyor ot 8,2314,561 no 11,98+0,6% [12]. CBexennit o
sHayeHnAxXx O3B/l y 310poBBIX JeTell elle MeHbIIE.
M.]. Jirvisalo u coasém. [13] npu obcrenosanum 105
3/I0POBBIX JIeTel B Bo3pacTe oT 9 jo 16 et ycranoBuIu,
YTO MaKCUMaJIbHbIE ITOKA3aTEeU Ba30JUIaTallH IIede-
BOIl apTepuH, BBI3BAHHON IIOTOKOM, COCTABJISAIOT
7,7+4,0%. 1lo paHHBIM POCCHICKUX HCCJIEeOBATEIEH,
sHaueHus I3B/l Heckonpko Bbime. Tak, B pabdoTte
I'.B. Xacanosoti [14] npu o6creoBaHUN 310POBBIX Ji€-
Tel Ha 6a3e AeTckoi moauknHuKA Ne2 . YsI nmokasa-
tesb D3BJL cocrasmn 16,28+2,15%. 1o manuemv C.B. Cypu-
puxosoti [15], y nereit, o6creopanHbIx B OMCKOIT 0612
CTHOM JIETCKOM KJIMHUYECKON OOJBbHUILE, CPEHSS BEIU-
ynna 3B - 12,29% (10,3; 15,3).

EBpormneiickoe o6IecTBO apTEepUATBHON T'HIICPTCH-
3UU IIPEJJOCTABIIIO JaHHbIE O PaHHUX Mopdosoruuec-
KUX U3MEHEHHUAX B CTEHKAX apTePU, KOTOPbIE YCTAHOB-
JIEHBI IIpU UCHOJIb30BaHUU Y3M-anmapara ¢ BBICOKMM
paspemenneM. ABTOPBI ONpPEJENSAIN HOKa3aTeab TOJ-
muHbl KM y feteii ¢ BBICOKMM PUCKOM Pa3sBUTHS aTe-
pockiepo3a. Y geTeil ¢ ceMeHHON THIepPXOJeCTEpUHE-
mueit TommuHa KM 6oJbiie, 4eM y 310pOBBIX AeTel
TOro ke Bo3pacTa [16]. M36bITOYHAsA Macca Tesla U OXKU-
peHue acconuupoBaHbl ¢ yBeandeHuemM KHM kax y
JIeTel ¢ 9CCEHIMAILHON IUIlepTEeH3Uel, Tak u 6e3 Hee
[17, 18]. C. Jourdan w coasm. [19], no pesyiasraram ox-
HOMOMEHTHOTO II€PEKPECTHOTO YIIIyOJIEHHOTO 06CIe0-
BaHUs 247 3/[0POBBIX IOAPOCTKOB, IPEIOKIIIN HOPMa-
TUBHBIE OKasaTeau Toamuubl KMM 11 coHubIx u 6e-
PEHHBIX apTepuii, a Tak)Ke€ HOPMAaTHBHbIE IIOKA3aTead
PACTSKUMOCTH KPYITHBIX cocynoB. OHU OGHAPYKIIH,
aro y 38,8% mereit ¢ AT Tonmuua KM coHHBIX apTe-
puii IpeBbINIAET HOPMaJIbHBIE ITOKA3ATEIN HA BEJIUUYUHY
6oJiee IBYX CTaHAAPTHBIX OTKIOHEHUH [20].

IloBblmenHas pUrMAHOCTbL apTepuil y gereir ¢ Al
BCTpPEYaeTcs yamie, 4eM y JgeTell ¢ HopMajibHbIM AJl
[21]. Oaxako HeoOGXOAMM GOJBIINYE OOBEM HCCIENOBA-
HUI IO OIl€HKE IIPEJIEJIOB HOPMAJIBHOM PACTSIKUMOCTU
aprepuil (WM 06paTHO IMPONOPIIMOHAIBHON €l XKecT-
KOCTH aprepuil) y gereit [22].

PanHsAs (ZOKJIMHUYECKAS) JUATHOCTUKA (PYHKIIHO-
HAJIBHOTO COCTOSTHUS SHAOTEINS U CTPYKTYPHOMH IepecT-
poiiku (pemoaenuposanus) cocynos npu Al y pereit ¢
O’KUPEHUEM JIOJDKHA ChIrPaTh BAXKHYIO POJIb B TPO(IIAK-
THUKE Pa3BUTHSA KJIMHUYECKON KapAMOBACKYJISPHON CTa-
JH 3a60JIeBaHUS B IIOAPOCTKOBOM Bo3pacre [23, 24].

Llenb UCCNIe10BAHUA. OlLl€EHUTDH q)yHKLU/IOHaJIbHOf: coc-
TOSTHHE SHIOTEJIUS U CTPYKTYPY COCYAUCTON CTEHKH IIPU
apTepHaIbHON THIIEPTEH3UHU Y IETEH C OKUPEHUEM.

MATEPWAJIbI N METO1bI UICCNEQNOBAHUSA

[Mox HanmM HaGMIOAEHNEM HAXOAWINCh 98 marueH-
TOB B BO3pacTe 11-17 net. Y 43 nereii c AT onpejesIach
U30BITOYHAs Macca Tena win oxupenue (MM /O)
(I epynna); y 20 mereit ¢ AI' Mmacca Tena 6bUta B IIpeAEIax
BO3pacTHO HOpMBI (II epynna). letn 06enx rpymn 6bUH
COIIOCTaBUMBI II0 ITOJIy ¥ BO3PACTY, HO CYLIECTBEHHO OT/IH-
qaInch 1o nHaekcy maccel Tesa (MMT). lenenue na mog-
IPYNIIBI IPOBOJYUIM B 3aBUCHUMOCTH OT ¢opmbl Al' (1a-
6wrbHas Al crabuipnaas Al'). Ipymmy cpaBHeHMs cocTaBu-
am 18 nereit ¢ UM /O, no HopMasibHbIM A/l. KoHTpOITE-
HYIO IPYIIIY COCTABIIX 17 MPakTHYIeCKy 310POBBIX AeTeil
C HOpPMaJBHOI Maccoit Tena (cpemamii UMT=20,15+2,18
KI'/M®), Y KOTOPBIX IIPU MHOTOKPATHBIX HMCCICAOBAHMIX
perucTpupoBasi HopMaabHble okazareau A/l

CpenHss JUTENBHOCTD cTabuabHO Al y mereii ¢
M /O - 34,3 (15; 36) mec; 6es UM /O - 13,25 (2,75; 24)
Mmec; abmibHOM Al y nereit ¢ UM /O - 28,6 (8,25; 36)
Mmec; 6e3 IM /O - 22,6 (12; 36) mec.

Bepudukanuio guaraosa Al' nmposojauiu B cOOTBET-
CTBUH C peKkoMeHjanusamMu Bcepoccuiickoro HaygdHoro
obIecTBa KapAXOJIOTroB U ACCOIMAIIN JETCKUX Kapau-
osnoros Poccuu (2008).

B mccienoBanme He BKIIOYATH ACTEH C BTOPUYHBIMU
opmamu AT (IToYETHOTO U SHAOKPUHHOTO IreHesa), Iie-
PEOPOBACKYIAPHBIMU 3260JICBAHUAMU, OPTraHUIECKUMU
MOPAKEHUAMU TOJJOBHOI'O MO3Ta.

Jis olleHKH GaslaHCa IIPECCOPHBIX U JEIPECCOPHBIX
MEXAaHM3MOB COCYJJUCTOM Pperyasluy HCIOJb30BAIN
93B/I Ha mpoby ¢ peaKTUBHOI rHIIEpEMUEH 110 METOUKE
D.S. Celermajer 8 mopudukanuu O.B. Heanosotu (1997).

Jis osydeHnst N3006paskeHUs IIPABOIi IUICYEBOH ap-
tepun (ITA), uamepeHus ee ruaMeTpa U CKOPOCTU KPOBO-
ToKa ucnosnb3oBaan cucremy «ACUSON 128 XP/10», oc-
HAITEHHYIO JIMHEMHBIM JaTYMKOM C (pa3upOBAaHHOI pereT-
Koi1 1 yacroroil 7 MIir. ITocTHmeMuIecKyo peakTHBHYIO
TMIIEPEMUIO BBI3BIBATM 4-MUHYTHBIM CKaTHEM IUIeYa MaH-
JK€TOI TOHOMETpA IPU JIABJIEHNH, TPEBBIIIAIONIEM CUCTO-
smyeckoe A/l Ha 10 MM pT. ct. OneHuBaIM AUACTOINYEC-
KMii uaMeTp 1wiedeBoit aprepun (D), a Takxke ckopocThb
kpoBoToka (V) 1o u uepes 60 cexyH Imocje UIEeMU.

HopmanpHO# peaknueil IiedeBOd apTepuu Opu
IIPOBEJEHUN IPOOBLI ¢ PEAKTUBHOW rurepeMmeil cuura-
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JM ee apuiataruio Gosee yeM Ha 9% OT UCXOJHOTO JiHa-
metpa (AD, %). Menbliiee ee 3HaYeHUE, a TAKXKE Iapa-
JIOKCAJIbHYIO Ba30KOHCTPUKIIMIO CUUTAIN IATOJOTUYEC-
KMMU IPU3HAKaMH (3HIOTEIHaIbHAs JUCPYHKIHA).

Jls cTaHzapTU3anMK Pe3yIbTaTOB IPOOBI BBIYNCIA-
1 KO3(PDUIUEHT YyBCTBUTEIbHOCTH dHAOTEIMSA K HaIl-
psKeHUIo cABUra. TOT KO3(p(PUIMEHT O3BOJSAET YIu-
TBIBATh BLIPA)KEHHOCTD JUIATATOPHOU PEAKITUN B 3aBU-
CHUMOCTH OT CWJIbI T€MOJUHAMHUYECKOTO yAapa (B BHJE
U3MEHEHUsS CKOPOCTHBIX IIOKa3aTeJel KpOBOTOKA).
Hanpspxenue capura Ha 3HIOTENUH (T) BBIYUCIISAIHN 110
dopmyne: [1=4 X n X V/d], rre n - BA3KOCTb KpOBU
(B cpexuem 0,05 I13), V — MakcuMaibHas CKOPOCTb KPO-
Boroka, D — nuamerp aprepuu. Ilo aToit xe dopmyre
PaccUMTLIBAIM MCXOJQHOE HANpsbKeHUe capura (7)) u
HAIpsDKEHHE CBUTA IPU MPOBEACHUU IPOOHI (T1).

KoaddunuenT 9yBcTBUTENBHOCTH SHAOTENMS K Hall-
pAKEHUIo  cABMIa  ompeAensniu  no  ¢gopmye:
[K=(AD/Dy) / At/1y], the AT — N3MEHEHHUE HaIpsKe-
Husa casura, AD - cooTBeTcTBylOIlEe eMy HM3MEHEHUE
JuaMeTpa IuiedeBoil aprepun. Hynesble u oTpunarenn-
HbI€ 3HAUYE€HUS 9yBCTBUTENBLHOCTHU IJIEYEBOM apTEPUN K
HAIIPSAKEHUIO CABUIa CBUJETEIbCTBOBAIA O JUCQYHK-
UM DHJIOTEINS.

s onenxkn KMM y Bcex aereil nposoauIn Ayuie-
KCHOE CKaHMPOBaHHE OOIel coHHOI aprepuu. B mpo-
JonbHOM ceuenuu usmepsym KMM nHa ypoBHe 6udgypka-
nuu obmeii connoit aprepun. KMM onpexensiiu o 3an-
HEM, ylaJleHHOH OT JAaTUMKa CTEHKE COCYAA: PACCUUTDI-
BAIM KaK PacCTOAHUE MEXAy JBYMs JUHUSAMU UHTEP-
(peiica — OT rpaHUIBI pasjfena MeXJy BHYTPEHHEN BbIC-
TUJIKOH cocya (MHTHMOM) 1 IPOCBETOM COCYyAa JI0 Tpa-
HUIIBI MEKY MeJUel U aJlBEHTUIUEH apTepun.

CraTUCTHYECKYI0 0OpaGOTKy ITOJTYy4EHHBIX JAHHBIX
HNPOBOAWIN C MCIOJb30BAHMEM IIPOrpaMMbl Statistica
7.0, npuMeHsAs HenapaMeTpUdecKue METOALI aHAII3a.
11 mpoBepKH TUIIOTE3Bl O Pa3JIM4YuU  BHIOOPOK
HUCII0Ib30BaId Kputepuu Buikokcona, Manna-YuTHu.
PesynbraThbl mpeacTaBleHbl B BUE MeIuaHbl Me 1 MeKK-
BapTibHOro uHrepsata (25%; 75%).

PE3YJIbTATbI NCCNEQJOBAHNA U UX OBCYXAEHUE

g onieHKU (PYyHKIMOHAILHOTO COCTOSHUSA 3HI0TE-
Jas y Beex aeteit onpegensm 3B/ mieuesoii aprepun
B IpoGe ¢ peakTHUBHOM runepemucii (maoa. 1).

HMcxoaubiit auamerp 1redeBoil aprepum (ITA)
nepeJ MpoBeAEHUEM NPOODI C PEaKTUBHOMN TUIepeMueit
y AeTeil KOHTpoibHOI rpymmsl coctasun 0,33 (0,32;
0,35) cm, y nereti rpynnsl cpasaenus — 0,36 (0,33; 0,39)
cM. OTH JIAHHbIE€ CBUJIETEILCTBYIOT O 3aBUCUMOCTH JMa-
meTpa ITA oT maccel Tena, YTO NOATBEPKAAETCA PE3YIh-
TaTaMM KoppessuuonHoro anammsa: 1=0,77; p<0,01 -
y eTeil KoHTpoabHOU rpynsl 1 1=0,55; p<0,05 -y nereit
rpymnsl cpaBHeHus. Kak BugHo ua mabauyse 1, ucxon:
ubIit guamerp ITA nmpu Al oco6eHHO Tpy CTaGUIBHOM
CTa Uy, yBeauduBaeTcs eme 6osbire. CrenoBaTesbHO,
jquametp ITA saBucut u ot Beipakennoctu Al CooTseT-
CTBEHHO yBesinueHuio guamerpa ITA ysenrnuusanach uc-
XO/{Has CKOPOCTh KpoBoToka (V). MakcuMabHbIe 3HaYe-
HUSI CKOPOCTU OTMEUEHBI TP CTA0IbHO cTaguu Al

Ilpu onenxe 3B/l cpexnsas creneHb Ba3oguIaTa-
IIUY, BBI3BAHHOU IIOTOKOM KPOBH, y JA€Tel Bcex rpymm
ObLTa MEHBIIIE, YEM Y JeTeil KOHTPOIbHOM rpynmnsl. Han-
MeHbIlIee OTHOCUTEIbLHOE PacCIIipEHNE IIeueBOM apTe-
pun (5,61%) ormeueno npu cradbunabnoit Al' y feTeii ¢
oxxupenueM (I rpymma). ¥ gereil rpynmnel cpaBHEHHUS U
octanbHbIX geTel I u Il rpynn pesynbraThl OKa3aauch Co-
noctaBuMbIMU. CJie0BATEIbHO, CTENEHDb AWIATALIUIN
ITA Ha poHe peaKTUBHOI r'UIIEPEMUM 3ABUCUT OT MACChl
Tesla pebeHKa 1 BhIpaxkeHHoCTH Al

B cBoeii paGoTe MBI IONBITAIUCh BLIYUCIUTDH
YYBCTBUTEIbHOCTD ILIEYEBON apTEpPUM K H3MEHEHUIO
CTUMYJIa — HAIPKEHUIO cABUra Ha sHjoTenuu. Iloc-
KOJIbKY HANPsIKEHUE CABUIA MPONOPLUOHAILHO IPOU3-
BEJICHUIO PACX0/a KUJKOCTU HA €€ BA3KOCTD, IOBbINIE-
HUE CKOPOCTH KPOBOTOKA, YBEJUUYUBAS HAIpPIKEHUE
C/IBUTA, JOJI’KHO BbI3bIBATH PACIIMPEHHNE apTEPU.

B narmem nccieoBaHUM YCTAHOBJIEH 3HAUNTEIbHbIN
Pa36époc YpOBHS HAIPSHKEHUS CIBUTA Ha HJOTEINN (1)

Ta6bnuuya 1

Mokaszatenu npobGbl C peaKTUBHOW runepemMueid y afeTed B 3aBUCMMOCTH OT MacChl Tena

M Hanu4yug apTepuanbHOd TUNEPTEH3UN

[leTu ¢ HOpManbHOW Maccom
cTab. Al

JeTn ¢ oXUpeHunem

. Tp. cpaBHeHHUs [p. KoHTpons

cTab. Al

Nokasatens

N ALl c UM/O N ALl 6e3 UM/0

Dg, tM 0,37 (0,35; 0,40) 0,38 (0,36; 0,40) 037(033039) | 039" (037;043) 0,36 (0,33; 0,39) 0,33 (0,32; 0,35)
AD, % . 7179(489,977)  725(2641122) . 734(47;;1111) . 561(30;84)P-w/n | 759 (4251301) 922 (6,06;10.75)
V, cm/c - 101,69 (94,1;110,35) 114,58 (103,68;123,3) . 110,37 (96,1;121,38) | 115,80*(96,43;129,8) 111,79 (102,75;123,35). 104,95 (90,3; 118,98)
AV, % . 2635(1447;3615)  1602(1353;2411) .  1178(0;229)  171(-092324) . 1753(101227,15) . 1621 (381;3508)
At - 18,73 (7,37; 22,39) 8,85 (1,42; 17,8) 413 (-456;1551) 11,55 (-2,34;21,98) ~ 10,73(-3,33;19,23) 7,39 (-7,86; 24,43)
K . 0,037(0005,0,049) : 0103 (0;0,051) . 0,037 (-0,014;0,037) . -0,089 (-0,09;-0,01) : 0,071 (-0,042;0,021) : -0,024 (-0,071;0,012)

lpumeyanne: Dy — ncxogHeiii guametp nne4eson aprepun, AD - npupoct gunamertpa 1A, BbI3BaHHbIA NpoBeAeHnem npobsl, VV — MCX04HAA CKOPOCTh kpoBOTOKA B [TA, AV — npupoct ckopocTn kpoBOTOKa
B [1A, BbI3BaHHbI NPOBEAEHNEM NPO6BLI, AT — USMEHEHNE HANPAXEHNA CABUIa HA SHAOTENNUN, BbI3BAHHOE NPOBEAEHNEM MPO0LI, K - KO3 PUUNEHT 4yBCTBUTENLHOCTN SHAOTENNSA K HANPAXEHNIO CABUTA,

* p<0,05 npu cpaBHeHNN ¢ KOHTPONLHOIM rPynmoi.
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Tabnuya 2

Pacnpepenenue TUNOB 3HAOTENMA3aBUCUMOMW Ba3oaunataumu y AeTei pasHblx rpynn

! 1IeTH C HOPMAanbHOW MACCOIl :

Tun 33B]

:Tp. cpaBHenns | [p. KouTponsa
NADcUM/O N A Ges UM/0

[leTn ¢ oxupeHmem
cTab. Al |

HopmanbHas 33B[] (AD>9%) 6 (60 %) 5 (50 %)

A . 8(533%)
3HpoOTENWanbHan AMCHYHKUNA

10 (35,7 %) 12 (67,6 %) 11 (64,7 %)

Chukennas 3381 (0SAD<O%) 4 (40 %) 5 (50 %) 6 (40 %) 16 (57,1 %) 3(167%) = 6(353%)
Ba3okoHcTpUKUMA (AD<0%) 0 0 1(6,7 %) 2 (7,2 %) 3(167%) 0
1 K03(PUIMEHTA YYBCTBUTEIHHOCTH IUICUYEBOM apTe- Tpaduk

puu k HanpspreHuio casura (K) (cm. mab6a. 1). Beposrao,
3TO CBSA3AHO CO CJOKHOCTBIO CPABHEHMSI PE3YIBTATOB HC-
CIeoBaHUs (DYHKIIUN 3HJIOTEINS B PA3HBIX IPYIIax: y
OZHUX OOJBHBIX 3HAYUTEIbHO BO3pACTaIa CKOPOCTh KPO-
BOTOKA (IIpU 3TOM He IIPOUCXOAMIO JOCTOBEPHOTO HU3Me-
HEHUs UaMeTpa apTePHH), ¥ JPYIUX JOCTOBEPHO MEHL-
e M3MEHSUICS JUAMETP APTEPHUU IPHU CPaBHUMBIX CKO-
POCTSIX KDOBOTOKA, Y YaCTH 60JBHBIX MBI OTMEYAIN CHU-
JKEHUE CKOPOCTH KPOBOTOKA IPH YJIOBJETBOPHUTEIHLHOM
IPUPOCTE ANAMETPA IUIEYEBOI ApTEPHUU.

Mel npoBeny UHAUBUAYAIbHBIA aHAIU3 COCTOSHUA
93B/l, BbIAEIUB ABAa TUIIA OTBETHOI peakIyy IUIEYeBOU
apTepUH IIPU BBIIOJIHEHUH IPOOBI C PEAaKTUBHOU THIIe-
peMueil: HOPMAJILHYIO M MATOJOTHYECKYIO (3HAOTETH-
anbHas guchynknus). [Tocreuas BKIoYasa Kak HexoOC-
TATOYHYIO CTEIICHD BA30UIATAIIUH, TaK U TapaJOKCaTDb-
HYIO BA30OKOHCTPHKITUIO B OTBET Ha OKKIIO3MIO (maba. 2).
Hepocrarounas crereHb Ba3oAWIaTaluy, BEI3BAHHAS 10~
TOKOM, HaOTIOAATACh TPENMYIIECTBEHHO TP JTAOMILHON
u crabwibHol Al' He3aBUCUMO OT MaCChl TeJja, Ba30OKOH-
CTPHKIS — TONBKO y AeTeit ¢ UM /O. Ona He 3aBucena OT
nokasaresaeir AJl. ¥V gerell ¢ HOPMAIBLHOHN MacCOH Teja U
Al a Taxxe y ieTeil KOHTPOJIbHOM I'PYIIIbl BA3OKOHCTPUK-
nus He 3apUKCUPOBAHA.

Omnpesenenne B3aUMOCBA3U MEXAy HapaMeTpaMH
PEAKTHUBHOCTH ILICYE€BOM APTEPUH ¥ METAOOINIECKUMU
nokazaTexaMu npu crabuibnoit Al''y gereit ¢ UM /O
MTO3BOJIMJIO YCTAHOBUTH OOGPATHYIO KOPPEISAIMOHHYIO
B3aMMOCBSI3b MEXy BesmanHoi 3B/ u copepxannem
JIMIIOIIPOTENHOB BBICOKOH IwtoTHOCTH (JITIBIT) (v=-0,45;
$<0,05), nHAEKCOM MHCYTMHOpPE3UCTEeHTHOCTH (7 = -0,43;
$<0,05), ypoBHEM NMMYHOPEAKTUBHOT'O MHCYJIMHA B KPO-
BH Hatomak (7= -0,41; p<0,05).

3aBHCHUMOCTH MEX/Ty CTETICHBIO BA30OMIATAIN 1 CPeJT-
Humu BesimanHamu CA/JL u JIA/] B 1HEBHOE 1 HOYHOE Bpe-
Msl, CTeneHbio HouHoro cHrnkeHns CA/l He ycTaHOBJIEHO.

Jlis aHanm3a CTPYKTYpBI COCYAMCTOM CTEHKH (TOJ-
muHEbl KMM) MBI HCIIOB30BAIN AYIUIEKCHOE CKaHUPO-
BaHMe. Y geTell KOHTPOIbHOH rpymms! TormmuHa KM
coctasmwia 0,56 (0,5; 0,6) mm. HauGonpmiue 3HaueHus
tTommuHabel KMM 660t oTMeueHbI Tpu cTabuabHOu Al'y
nereii c UM /O - 0,63 (0,5; 0,7) mm (pasnnuust ¢ jeTbMu
KOHTPOJILHOI rpynmsl gocTosepHbl; #=0,036). B octams-
HBIX Tpynnax mokasarenau Tommuasl KMM nocrosepHO

CpeaHue 3HAYEHUA TONWMKHbI KOMNNEKCA HHTUMA-Mena
y AeTeil B 3aBUCUMOCTH OT Maccbl TeNa U ypoBHA
apTepuanbHOro faBJyieHud, cm

0,64

062
0,60
5058
056
054
052

Jla6. Al
] be3 oxupenus

Hopm. Al Crab. Ar

M C oxupesuem

HE OTIMYATUCh: Ipu HopMaibHOM A/l y neteii ¢ n30bl-
TOYHOI Maccoii Tena — 0,56 MM, npu 1a6uasHOM Al ¢ 13-
6bITOYHOI Maccoil Tesna — 0,58 MM, npu 1abmwibHOM Al
6e3 oxupenus — 0,6 mm, npu crabmwibnoit Al''y nereit
6e3 oxxupenus — 0,58 MM (duazpamma).

VY Bcex jerei ¢ M36BITOYHOM MaCCOU Tesla U OXKHpe-
HHEM YCTAaHOBJIEHA IpsMas KOPPEIANUOHHAS CBA3b
mexy TommuHoit KMM u okpyxHocTbio Tanuu (1=0,41;
$<0,05). IIpu crabmnbnoi Al'y rereit ¢ UM /O omnpene-
JIeHA IpsiMasi KOPPEISLUOHHAS CBSA3b MEK/Y TOIIUHOMN
KHM 1 4acTOTOU CepAeyYHbIX COKpPALICHUH B JHEBHOE
(r=0,46; p<0,05), nHounoe (1=0,41; p<0,05) Bpems u B Te-
ugenue cyrok (1=0,46; p <0,05).

Bsaumocsasu Tommunasl KMM ¢ Macco-pocToBpIMEI
IOKa3aTeJIsIMU, JAHHBIMU YIJIEBOJHOIO U JKUPOBOTO 00~
M€Ha, MapKepaMU BOCHaJICHUs, YPOBHEM CUCTOINYECKO-
rO U IUACTOJIMYECKOTO JABJICHUS HE OGHAPYKEHO.

BbIBO/1bl

Jna neredt ¢ oxupenuem u Al xapakTepHa HeJJOCTa-
TOYHOCTDb dHJOTEIN3aBUCcUMON Anataryy. HauGosee
BBIPAKEHHOE yMEHbIIeHne nokazaTens I3B/l onpexnens-
ercs npu crabuibHolt Al'y neteii ¢ oxxupenuem. Ilatomo-
rU4ecKas peaknys IIeueBOr apTepuu IPU IPOBEJEHNN
IPOOBI C TUMEPAKTUBHON IMIIEpEMUE B BUJIE MapajoK-
CaJIbHOM Ba30KOHCTPUKIMM 3a(UKCUPOBAHA JUIIb Y Jie-
Tel C O)KUPEHNEM BHE 3aBUCUMOCTH OT ypoBHs A/l

YcraHoBeHa OOpaTHAsg KOPPEJIAIIMOHHAS CBA3b
Mmexy nokaszaresnem D3B/] npu crabuipnoit Al'y nereit
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c oxkupenueM u yposHamu JIIIBII, uMmMmyHOpeakTuBHO-
ro MHCYJMHA U UHAEKCOM MHCYJIUHOPE3UCTEHTHOCTHU.

Tommuua KMM npu craéunsHoit AL’y nereii ¢ oxxu-
pEHUEM JOCTOBEPHO OOJIBIIE, YEM Y JIE€TEH KOHTPOJIb-
HOI IPYHIIBI.

Y jereii ¢ OXXKUPEHUEM U U3OBITOYHOI MacCoi Tesa
HezasucuMo ot Hanmuus Al' rormuaa KMM npsaMo xop-
penupoBata ¢ OKPYKHOCTBIO TAJIUU.

Y nereil ¢ OXKUPEHUEM U JUIUTEIBHOIN CTaGUIBbHOI
AT (B cpennem 34,3 Mec) OTMEYEHBI U3MEHEHUS COCY-
JIICTOrO pycJa Kak (PyHKITMOHAJIBHOI'O XapaKTepa B BUJE
3HAYUTEJIBHOTO CHIKeHUs J3BJ/I, Tak u CTPyKTypHOroO
XapakTepa, MPOABIAIONUECH YTONIEHUEM KOMILIEKCA
MHTUMa-Meana 6upypKanuy obIeil COHHOM apTepuu.
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C yyeTom onbITa HAGIIOAEHUS U JIEUEHUs JleTell ¢ HeOHATAIbHBIM CaXapHbIM Juabe-
toMm (HC/I) B otnenenun sugoxpunogoruu Nel PIKDB yrounsiorcs 3¢ pekTHBHOCTD
HCIIOJIb30BAHUS NIMOCHKIAMUAA y nereit ¢ HCZ, O6YC]IOBJICHHBIM MyTallAsIMA B Te-
Hax KNJ11 u ABCC8, 1 BO3MOXXHOCTb IIOJTHOM OTMEHBI MHCYTMHOTEPAITUU IIPU HOP-
MaJIN3ALUA META60INYECKUX HAPYIIEeHUH.

KiroueBble c1oBa: neonamaisnoili caxapuuitc ouabem, mpansumoprnan gopma neo-
HAMANLHO20 CAXAPH020 duabema, nepmanenmuas Hopma Heonamarvuozo caxapnozo
Juabema, eaubenxaamuo.
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TepMI/IHOM «HEOHATAJIBHBIN CaxapHBI AuabeT»
(HC) o603HavaoT caxapHBIA guadeT, MaHU(ECTUPO-
BaBINUII y AeTell B mepsble 6 Mec km3HM. Paszmmuaror
nepmanenTHyio (IIHCJH) u Tpamsutopnyio (THC/)
¢opMBbl 601€3HN.

BoabmmaCcTBO cayuaes pazsurtusa HC/ cesazano ¢ my-
tanusamu B reHax KNJ11 n ABCCS8, kogupyronux AT®-
3aBUCHMbIE KaineBble KaHaab! (K-xkaHannr), pacronoxen-
Hble B IIAHKPEATUYECKUX B-KIeTkax, KIeTKaX ITaJKOU U
CKEeJIETHOM MyCKY/IaTypbl, HEHPOHAX U Kap/JUOINTAX.

Kaunuueckue npossaenus HC/[: BbICOKUI YPOBEHD NN
KeMuH, JIeUITUT MACChI TeJIA ¥ POCTA IIPU POKIEHNH, TIIO-
Xasg TmpubaBKa MacChl TeJa B IOCTHATAJILHOM MEPHOJE;
MHOT/IA — KaJI00bI Ha JKasK/Ly, OJTNYPUIO, MOSIBJICHNE «Kpax-

0.V. STOTIKOVA, Yu.V. TIKHONOVICH, M.F. LOGACHEV, E.S. DEMINA

MaJIbHBIX IISITEH» Ha ITeJIEHKAX, PENUIUBUPYIOIICE TeYCHIE
IpUOKOBOM WM GaKkTepHaIbHON mH(peknny. IlanmrenTam
HAa3HAYaIOT MHCYTMHOTEPAIHIO, (PU3MOTOTHIECKYIO TUETY.
Js cryqaes THC/I xapakTepHa 60s1ee paHHSS MaHU-
(pecrarms: cpasy mocire poxaeHns y pebeHKa HabIOAIoT-
Csl TUNEPIIMKEMMUSI, TUIOWHCYJIMHEMUs, ACTHIPATAIS.
Metabomnueckuii anuao3 BBIPaAXKEH HE3HAYUTEIBHO.
Takum jeTsiM TpeGyeTcsl CyIEeCTBEHHO MEHBINasi Hadalb-
Had J03a uHCyarHa, yeM nmanuentam ¢ [IIHCA. Ormevaior
OTCYTCTBHE OCTPOBKOBBIX AyTOAHTHUTEJ, KOTOPHIEC XapaK-
TEPHBI TSI MaHN(ECTAITNN caxapHoro auabera 1-ro Tuma.
¥ 6onbmmncTsa gereii ¢ THC/I B Teuenne roga 3aboJeBa-
HIE TIEPEXOANT B (pasy peMUCCHN; Y YACTH MAIIICHTOB BbI-
SIBJISTIOT IIOCTOSTHHOE HAPYIIEHUE TOJICPAHTHOCTH K YITIEBO-

Experience gained with glibenclamide and glibenclamide efficacy in the patients

with neonatal diabetes mellitus

Based on the experience gained during observation and treatment of the children with neonatal diabetes mellitus (NDM) in
Department of Endocrinology No 1 of the Republic Children's Clinical Hospital, glibenclamide efficacy in the children with
NDM caused by mutations in KNJ11 u ABCC8 genes and possibility of complete discontinuation of insulin therapy subject to

normalization of metabolic disorders are ascertained.

Key words: neonatal diabetes mellitus, transitory neonatal diabetes mellitus, permanent neonatal diabetes mellitus, glibenclamide.
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lpachmuk 1

JAMHaMMKa YyPOBHA OCTATOUYHOW CEKPELUHN,
TMUKUPOBAHHOIO Fremorno6MHa U g03bl MHCYJINHA
y nauyueHTkn H.
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== C-nentup Jlo3a MHCyNuHa
Tpachuk 2

IMHaMMKa YPOBHA OCTATO4YHOIW CEKPEUUHM,
FMUKUPOBAHHOTO remMorno6mHa U fo3bl HHCYNHUHA
y nayueHta B.

1,00

0,10

0,01 t t ; g
0 05 1 2 3

=@= [NNKNPOBAHHbIA remMornobuu
wfll= C-nentup+Nnct3!$B$33:$ LNlo3a nucynuua

JlaM ¥,/ WIA IPOUCXOAUT PELUANUB OOIE€3HU B IOAPOCTKO-
BOM WIH B3pOCJIOM Bo3pacTe. Penuausupyromee TeueHue
THC/], o6ycioBmBaeT HEOOXOIUMOCTD JUINTEIBHOIO Hab-
JIIOZIEHUS 32 OOJIBHBIMU B IIEPUOJ, PEMHUCCHUU.

ITamuenram ¢ ITHC/I Heob6xoamMa MOKU3HEHHAS Ca-
XapOCHIDKAIOIAA TepaIus, TaK Kak JUI HUX XapakTep-
HBI YBEJIMYEHHE IIOKA3aTeJed INIMKEMUU B JUHAMUKE U
otcyrctBue nepuoga pemuccuu. ITHC/ cBasan ¢ vec-
KOJIbKMMU I'PYNIIaMHU MyTAalMi, B TOM 9HCJIE MyTalUSAMU
(pakTOopOB TpaHCKpUNIUU 6ETa-KJIETOK, KOHTPOIUPYIO-
IMUX HOPMAIBHYIO 3AKJIAJKy U Pa3BUTHE IOIXKEIYAOU-
HOI »KeJIe3bl, MyTallUsIMU T€HOB IIPOUHCYINHA, a TAaKXKe
MyTalUsIMU, OOyCJIOBJIMBAIOMMUMU (PYHKIMOHUPOBAHUE

AT®-3aBucumbix K-kaHajloB maHKpeaTHYeCcKHxX Gerta-
KJIETOK, UI'PAIOIMX KJIIOYEBYIO POJb B CEKPEIMH HHCY-
auHa. AT®-3aBucumble K-xaHanabpl peryampyioT IOTOK
MOHOB KajIuf depe3 KJIETOYHYIO MEMOPaHY, CBA3bIBAs
BHYTPHKJIETOYHBII META00IN3M IVTIOKO3bI C 3JIEKTpUYec-
KIM IOTEHIMAJIOM GETa-KJIETKH U IOCIEAYIOIIM IIOBbI-
IIEeHUEM CEKpenuu uHcyauHa. Hamuume myranmii B re-
Hax KCNJ11 u ABCCS, xoxupyromux KIR6.2 u SURI-
CyO'bEeIMHUIIBI, BLI3bIBAET HapymeHue pyakinun K-kana-
s0B u passurue HCJ. 9To nMeeT Ba)kHOE IpaKTHIEC-
xoe 3HaueHue: 90% GONBHBIX € JJOKA3AHHBIMHU MYTaI[s-
mu Kir6.2 u SURI ycnentno nepexosT Ha IpueM Ipena-
paToB Cyab(pOHIIMOYEBUHEI. YCIIEX TEPAINH IIPOU3BOJ-
HBIMH CY/Ib(aHIIOMOUYEBUHDI Y IAIUEHTOB C MyTAAAMHI
B reHax AT®-3aBucumbix K-kaHaj1oB BO MHOTOM 3aBUCHUT
OT JIOKQJIM3AIMH MyTaIlUU U JUINTEIBHOCTU GOJI€3HM.

MATEPWAJIbI U METO/1bl UCCNENIOBAHUSA

Pa6ora nposogunacek copmectHo ¢ PI'Y «dupoxpu-
HOJIOTUYECKUM HaydHbIl neHTtp Munsapasa P®», rre
HCCAe0BAIM KPOBb Ha IPEJMET T€HETUYECKHUX MyTa-
Ui y geTeil ¢ MaHudecranueil caxapHoro amadera B
Bo3pacte go 6 mec. Iloj HammM HabmoOAEHUEM B Tede-
Hue 3 jer Haxoguauch 9 marueHToB (2 A€eBOYKM U 7
MaJIbYMKOB) B Bo3pacTe oT 1 rozxa 1o 9 net c HC/, manu-
(ectuposasmum fjo 6-MecsauHOro Bospacra. O6caenosa-
HUE BKJIOYAJIO: BbIsiBJeHHEe MyTaruid B reHax KNJ11 u
ABCCS8, MOHUTOPUPOBAHME YPOBHSA OCTATOYHOI cexpe-
iy mHcyauHa (C-enTu) U ypoBHS DINKHPOBAHHOTO
reMOIVIOOMHA; IPOBOJUIN TaKKe CTAHAAPTHYIO KJIUHU-
KO-Ta0OPATOPHYIO OIICHKY CTEIEHU KoMIleHcanuu. Bo
BCEX CJIYYasX TEPAIMUH ObLT UCIOJb30BaH INGECHKIAMU
B cpeaHei cyrounoit nose 0,3-0,5 mr /kr. IIporokou me-
peBoJia C MHCYJIMHA HA IIMOCHKJIAMUJ BBIPAOGATBHIBAIN
UHUBUIYaTbHO JUIS KQXKA0T0 IAIlueHTa.

PE3YNbTATbI UICCNEAOBAHUA N UX OBCYXXAEHUE

VY nBoux jereil n3 Habmopaemoil rpymmsl ¢ THC/
npu MaHudecTanuu 3aboJeBaHUS M3HAYAIbHO ObLIA
Ha3sHAaY€Ha MHCYJIMHOTEPanus, KOTOPYIO OJUH U3 Maly-
€HTOB IIoJIydaJl B TedeHue 2 JeT, Apyrou — 3 roga. Mucy-
JIVH GBUI IIOCTEIIEHHO OTMEHEH ITOCJIE ITOTHOM HOpMaIn-
321Uy oKasareaeil mukemun. [enernyeckoe obciaeno-
BaHUE, IIPOBEJEHHOE B KaTaMHE3€, II0CJI€ OTMEHbI NHCY-
JIMHA, BBIABWIO Hamuuue myTaruid B reHax KNJI1 u
ABCCS8, uro moATrBep:KJaeT HaJU4due TPaH3UTOPHON
¢opmer HC/I. B HacTosmee BpeMs A€TH HAXOAATCS MOJ
HAOJIIONCHUEM 3HJOKPUHOJIOra, WHCYJIMHOTEpanus He
nposojuTcs. JlmHaMuka ypoBHS OCTaTOYHOM CEKpPenyu,
DINKUPOBAHHOTO TE€MOIIOOMHA U 03Bl MHCYJIHHA Y 3TUX
IAIMEHTOB NpeJACTaBlIeHa Ha epaguxax 1, 2.
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lpachuk 3

JuHamnka ypoBHA FMUKUPOBAHHOTO remorno6uHa,
C-nenTupa, no3bl MaHUHMNA Yy nayueHta A.
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lpachuk 4

3aBUCUMOCTb YPOBHSA KOMNEHCALMN, OCTATOYHOM
ceKpeuumu m go3bl MHCYNKUHA y nauyumeHTta E.

120

100

\\.
\
0 t t t t t t g i
0 05 1 2 3 8 85
=@= TNUKUPOBaHHLIN FEMOrNO6UH
== C-nentug lo3a MHCYynuHa
Fpachuk 5

OvuHamnka ypoBHA C-nenTupa, rAMKPOBaHHOrO
remorno6mHa m nageHns noTpe6HOCTN B MaHUHUNE
y nauyuenta [l.
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Y ueTBephIX JeTell BLISBICHHbIE MyTallui B T€HE
KCN]J11 6pu1u xapaxrepsst s ITHC/, aTo ctano ocHo-
BaHUEM JUIS IIEPEBOJA UX Ha IPENapaThl CYIb(aHUIMO-
yeBMHBI (MaHUHIII). B HacTosmee BpeMsa IPOBOAUTCS
Koppeknus npo3bl mnpemnapara (B cpexnem 02-0,3
mr/xr/cyr). KaramMHecTHyeckoe HaGIOAEHUE OCYIIEC-
TBJISIETCSI B TEYEHUE JBYX JIET: COCTOSHME JeTell YAOB-
JIETBOPHUTENLHOE, YPOBEHDb KOMIIEHCAIIUU Y BCEX YIOB-
JIETBOPUTENLHBIA, YPOBEHb OCTATOYHON CEKPEIUH
COXPAHHBIH, I€PEBO/ HAa UHCYINH He Tpebyerca. Juna-
MHKa ypOBHS INIMKAPOBaHHOrO remMortoouna, C-nenru-
Ja, 1O3bI MAHUHILIA Y 3TUX ITAIIEHTOB IIPECTABICHA Ha
epaguxe 3.

Y Tpoux jgeTeii, HECMOTPS Ha BBIABJICHHBIE MyTALUN
B rene KCNJ11, nepeBoj Ha npenapaTsl Cyab(paHIIMO-
YEBUHBI OKa3aJICa Hed(P(EKTUBHBIM: HapacTaIH IT0Ka3a-
TEeJIM INKEMUU, TIOSABHIIICS KETO3, B CBA3U C YEM MHCYJIHU-
HOTepanus Oblla BO30OHOBJIEHA. 3aBUCUMOCTDb YPOBHS
KOMIIEHCAIIUU, OCTATOYHOI CEKPEIUU U JO3bI MHCYTUHA
y manuenTa E. npezacrasiena Ha spaguxe 4.

Y nanmenta JI. smaamuka C-nenTuza, NIIKPOBAHHO-
ro TeMOITIOOMHA U HaJeHUs NOTPEOHOCTH B MaHMHILIE
npezcTasieHa Ha epaguxe 5. [lorpe6HOCTD B MHCYINHE
y 3TOro pebeHKa IIOCTENEHHO YBEJIMYUBAIAC,9TO I103-
BOJIMJIO JOOUTLCSA CTAOMIM3ALUU IIOKa3aTelel IVIHKe-
My, MaHWHIUI ObUI IOJHOCTBIO OTMEHEH B CBSA3H C €r0
He3(PEKTUBHOCTHIO.

Taxum 0Opa3oM, HaIIM HaGIIOJEHUS IIOATBEPIMIIN
reTepOreHHOCTh CaXapHOro jAuabera (B TOM YMCJIE
HC/) - 6one3nn, koTOpas MOKET MaHU(pECTUPOBAThL B
JI060M BO3pacTe, HAYMHAA C IIEPHOJA HOBOPOXKJEHHOC-
tu. I1pu aToM reseTudeckue GpakTopbl UTPAIOT BAKHYIO
poib B pazsutuun HC/.

BbIBO[IbI

BrigBieHue CTPYKTYPHBIX HapyHIEHM 6-1 XpoMoco-
mbI, Myranuii B reHax KCNJ11 u ABCCS8 (cyobeauHuIbI
SURI u Kir6.2) mossossier nuddepeHIposaTh TPaH3U-
TOPHYIO M II€PMaHEHTHYIO (POpMBI caxapHOro jauadera.
INpuHnunuanbHO pasHble Noaxoabl K JeueHuio HCJ
(MHCYIMHOTEpANUS YUIN TabJIECTHPOBAHHbIC CAXapOCHIDKA-
IOIKe IIPENapaThl) TPEGYIOT TOYHON BepHUUKAIIN
JIArHO3A.

MonexynsspHO-TEHETHYECKOE OOCICHOBAHUE IIEJIe-
COOOPA3HO MPOBOJAUTD Y BCEX MAITUEHTOB ¢ MaHU(eECTa-
et HC/l B Teuenue nepsbix 6 Mec KU3HU, a TAKXKE OT
6 mMec 10 1 roja npu OTCyTCTBUM MAapKEPOB ayTOMMMYH-
HOT'O NOPaKEHUS HOJKETYL0OUHON Kele3bl.

IIprMeHeHNE MATOreHETUYECKY 0OOCHOBAHHBIX Me-
TojoB JyieueHus HCJl maeT BO3MOKHOCTh AOCTHKEHUS
JIOJITOBPEMEHHOTO aJleKBATHOTO INIMKEMUYECKOTO KOHT-
PO, YIydIleH!s Ka4eCTBA KU3HU AallMEeHTOB.
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0)KI/IpeHI/Ie u nioBbleHHast Macca tesa (IIMT) kak
HAYJIbHASA €ro CTAUs — OJIHA U3 OCHOBHBIX HE TOJIBKO
MEJUIMHCKUX, HO M MEAMKO-COIMAJIbHBIX NpPOOIeM
3/IpaBOOXPAHEHUS BO BCEX Pa3BUTHIX cTpaHax [1-5]. B
nocieanue gecsatunetus [IMT u oxupenne (ITMT /O)
NIPUHUMAIOT XapaKTep 3MUIAEMUU, IIPU 3TOM yBEJIUYNBa-
€TCs MX YaCTOTa CPeJyl HOBOPOXKAECHHBIX U JIeTEeU paH-
Hero Bo3pacTa [6]. HecMoTpst Ha MHOTOUYMCICHHBIE ITY6-
JIMKAIMH 10 MpoGieMe HapacTalollell pacpoCTpaHeH-
Hoctu IIMT /O y geTell u NOAPOCTKOB BO BCEX Pa3BU-
TBIX CTPAaHaX, Bpa4M OOIIeH NPaKTUKU U, K COXKAJIEHUIO,
Jlake IeuaTpbl HEAOCTATOYHO aKTHUBHO y4YacCTBYIOT B
pettenun 3toit npobiaemst [7, 8]. ITo gaHHBIM HccIERO-
BaHus, nposeaenHoro B CIIIA, nexuarpsl 1 Bpayu 06-
el NPaKTUKUA JUArHOCTUPOBAIU OKUPEHUE TOJIBKO Y
IIOJIOBUHBI OCMOTPEHHBIX [JE€TeH, AEeHCTBUTEILHO €ro
nMesimx [10]. Bo BceM Mupe npoBoadaTCcss MHOTOYHC-
JIEHHBIE MCCJIEeJOBAHMS 10 IpO0IeMe PaHHETO BBIsBIIE-
nusa IIMT /O y nereit, HO KpUTEPUU UX JUATHOCTUKU
IIPOAOJIKAIOT OOCYKAATHCS.

C 1948 roja oxupeHHE BKJIIOYEHO CAMOCTOSITEJb-
HOU pybpuKoit B MeskayHapo HYIO Ki1accudukanuio 60-
ae3neil. ITo coBpeMeHHbIM JaHHDBIM, 22 MJIH JeTel 10 5
JIET M Ka)KJbIi JEecSATHIM IIKOJBHMK Ha 3€MHOM IIape
nmelor [IMT /O - sto Gonee 177 mun gereir [10], us
HHUX OXXHpeHue BplIsiBjaeHo y 45 mun [11]. B CIIA 3a ne-
puox ¢ 1980 nmo 2000 rox pacnpocrpanensocts [IMT
cpenu jereit 6-11 et yaBownach, a cpesiu NOAPOCTKOB
12-17 net - yrponrace [2]. K 1999-2002 rogam yxe 31%
jgereil n noapoctkoB B CIIIA mmenu BBICOKMIT PUCK

A.V. DAVYDOVA, M.F. LOGACHEV

IIMT /O, npu 3TOM OXHpPEHUE AUATHOCTUPOBAHO B
16% cayuaes [7-9]. B noxinage Komurera o oxupeHuio
BO3 kxoncratuposano: «IIMT n oxupenue B HacTos-
Iee BpeMsi CTOJIb PACIIPOCTPAHEHDI, YTO BAUSIOT Ha 3/10-
pOBbe HaceIeHusA 60JbIIe, YeM TPa UIIMOHHbIE TPOb.Ie-
MBI 3/IpABOOXPAHEHN, TaKU€e KaK IoJo/l U NH(PEKIMOH-
Hble 60se3HN> [12]. YBernueHnne pacnpoCTPaHEHHOCTH
IIMT /O conposoxjgaeTcs KaTacCTPO(PUIECKUM POCTOM
MATOJIOTUH, CONPSIKEHHON B MEPBYIO OUYEPEADb C OKUPE-
HUEM, — CEP/I€THO-COCYUCTBIX OOIE3HEH, CaXapHOTO AU
abeTa M JPyroil MaTOJOTMH; CTAHOBUTCS OYEBUIHBIM,
YTO OHO HMEET BCE XapaKTepUCTHKU Oone3nu. Ilpu
3TOM IOKa3aTesb O0Iell CMEPTHOCTH Y oA ¢ 11 cre-
IEHbIO OXXUpeHus (MHAeKc Macchl Teaa — MMT=25-30)
yBenuuusaercss B 1,5 pasa, a co 2-if cTemeHbo
(MMT=30-35) — B 2 pa3a B OCHOBHOM 3a CYET CEPJAEIHO-
COCYUCTBIX 3aboeBannii. Habmomaomeecss BO MHOTUX
CTpaHaxX YBEJIUYEHHE JOJU HACEJIEHUS, B TOM 4HCIe
JIETCKOTO, CTPAJAIONIETO OKUPEHUEM, MOKET OBITh OT-
HECEHO K OJIHOMY U3 IoKasaTejel HeOGJaronpusaTHOTO
COCTOSIHUSA 310poBbi Hanuu [13]. Hayunble uccienosa-
HUS, TOCBANIEHHBIE 5TOH aKTyaIbHOH Mpobaeme, MOKa-
3ayd, uTo Ha yBeamdeHnue yactotsl IIMT /O Bo Bcem Mmu-
pe BaMseT Neabiit psajg (GaKTOPOB, OCHOBHBIE U3 KOTO-
PbIX — F€eHeTUYECKHUe, IIPpEeHATATbHbIE, XapaKTep U 0COo-
OGEHHOCTH MUTAHUSA U/ WM JBUTATE€IbHON aKTUBHOCTH,
BO3PACTHBIE OCOOEHHOCTU FOPMOHATHHO-METAO0IIIeC-
Koro craryca [14, 15]. B 2006 rogy Amepuxanckas kap-
JIMOJIOTYeCKasl acCOIMAlls Ha3Bala 3asBJEHUE O HE00-
XOJJUMOCTH KOMIUIEKCHOTO nozxo/a K anuaemun [IMT y

Actual problems of the development of overweight and obesity in children

and adolescence

Key words: obesity, overweight, energetic balance, nutrition of infants, metabolic syndrome.
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JieTe! U MOAPOCTKOB OJHUM M3 OCHOBHBIX JOCTYXCHUN
roga [13]. Heckosbko MeleHHEE pacTeT KOJIUYECTBO
IeTel U ITOAPOCTKOB ¢ oxupenuem [1, 13, 16, 17].

ITo JaHHBIM AMUAEMUOJIOTTUYECKOTO UCCIEAOBAHUSI,
nposegenHoro B 2005-2006 rojgax B Poccun n Bxmovas-
mero ganuble o 10 223 noxpocrrax 12-17 ner, yacroTra
Bcrpeuaemoctu IIMT cpexu yuamuxcs 6-11 xiraccos
cocraBuia 11,8%, B ToM 4nciIe OKUpEHUE BBISBIEHO Y
2,3% noapoctros [18]. Ha V Bcepoccuiickom koHrpec-
ce sngokpuHostoros (2007) cpeay MPHOPUTETHBIX HAIll-
PaBJIEHUIA 3HIOKPHUHOJIOTHH JIETCKOTO BO3PACTA BBIJE-
JIEHBI cJeayiomue: 1) onTUMHU3anus METOJOB U CPEACTB
JUATHOCTUKH, JICICHUSI, MPOMPIIAKTUKA U peabuInTa-
UM AETEH, CTPAAAOIMMX OXUPEHUEM; 2) MPOBEACHUC
MacCIITaOHOW NMPOQPUIAKTUKH (POPMUPOBAHUSA B JIETC-
KOM BO3pacTe OKUPEHUsA U caxapHoro auabera. Mccie-
JOBaHUSA IT0 U3YIEHUIO (PAKTOPOB PHCKA KOPOHAPHOTO
MOPAXEHUS ITOKA3AIN, YTO IOJPOCTKHU C OKUPEHUEM BO
B3POCJIOM IIEPUOJIC COXPAHSIOT N30BITOYHYIO MACCY TEJIA
B 50-70% cayuaes. Ilpu sTom 30% nereii ¢ oxxupeHneMm
XyZAEIOT IO MEpe B3POCICHUS, TAKAS K€ YACTh JIeTCH 6e3
OXMPEHUs] IPUOOPETAET €ro BO B3POCJIOM BO3PACTE
[19]. BeposaTHOCTh mepexoja OXHUPEHUS Y JETEH BO
B3POCJIBII IEPUOJ JKU3HU YBEIUIUBACTCS C BO3PACTOM:
¢ 20% - npu oxupenunn y gereit 4 et no 80% -y noapo-
ctkoB [20]. Takue cocTogHMA, KaK TUIIEPIUNIICMUS U
apTepHuaJbHAsS TUIIEPTEH3US, ACCOIMUPOBAHHAS C OXU-
PCHHEM, YCTAaHOBJICHHBIC B IETCTBE, COMMPOBOXAAIOT e-
JIOBEKA BO B3POCJION KU3HM.

CKJIOHHOCTB K U30BITKY XXHPOBOi Macchl B 30-50%
CJIy9aeB MOXET ObITh OGYCIOBJIEHA TCHETUYCCKUMU U3-
menenusimu [21]. Pogocnosusie 468 npoGannos (6 788 ue-
JoBek) [22] mokasbIBaIOT, UTO y peGeHKa HAanboJIee BbI-
COKa BEPOSATHOCTh PA3BUTHS OKUPEHUS, €CIU 062 ero
poxurens umeor IIMT/O (82,3%); eciu oxupeHue
IMEETCS TOJBKO Yy MaTE€pH, BEPOSITHOCTb CHIDKACTCS
(51,7%), ecam TONBKO y OTLA — OHA elle MEHbIIe
(38,9%) u coBceM He3HAYUTENbHAs HPU OTCYTCTBUU
OXUPEHUSA Y POAUTENCH, HO NPHU HAIUYUU €ro Y
poACTBeHHUKOB, B ToM umcie II cremenm poxcrsa
(7,6%). Bepositnocts Hacreposanus IIMT /O o 6iuns-
HeroBomy Merony — 40-70%, mpu sToM K03 puIIeHT
KOHKOPAAHTHOCTU Y MOHO3HUTOTHBIX OJIH3HEIIOB -—
0,7-0,9; y musurorusix — 0,35-0,45 [23]. CymecrBoBa-
HUE HACJEACTBCHHON IPeAPACIONIO0KECHHOCTH K OXKHpe-
HUIO TOJATBEPKAACTCS U TEM, YTO OHO MOXKET OBITh OJ-
HUM U3 ITPOSIBJICHUI HEKOTOPBIX TEHETHYECKUX CHHJ[PO-
MOB (IUICHOTPOITHBIX) C XapPaKTEPHBIMH (PEHOTHIIAMM.
OupeHHe B Ka4eCTBE OOJIUTATHOTrO YN (PAKYIBTATHB-
HOTO NIPU3HAKA XapakTepHO JiA 30 MOJOOHBIX CHHAPO-
MOB, HauboOJIEe JacTO BCTpedaoTcs cuHapoMs Ilpaje-
pa-Brwumu u Jloypenca-Myna-bapne-bumnsa [24]. Ilo
IIOCJICAHUM OITyOJMKOBAHHBIM JaHHBIM, 6osee 430 re-
HOB, TEHETHYECKUX MapKEpPOB M XPOMOCOMHBIX y4acCT-
KOB CBSI3BIBAIOTCS MJIN aCCOLUMPYIOTCA € (PEHOTUIIAMU

O’KUPEHUS Y Y€JTOBEKA. 32 UCKIIOUCHUEM Y-XPOMOCOMBI,
KaKlasg XpOMOCOMa UMEET JIOKYChl, CBSA3AaHHBIE C (peHo-
TUIIMYECKUM OXHPEHHUEM, HO IIOKa TOJbKO MeHee 1%
BCEX CJIy9YacB OXUPEHUS MOTYT GBITH OIpPE/EICHBI TOp-
MOHJIBHBIMHU, CHHAPOMAIBHBIMU WJIM MOJICKYJISIPHO-TE-
HETHYECKUMU HapymeHusMu. Mcmosnb3oBaHue Mapke-
POB I€HETHYECKOTO 3JOPOBbsA BBIABIJIO, YTO GOJbIIAs
pr6GaBKa MACChI TEJIA U POCTA B MJIAJICHYECTBE BEJET K
PUCKY Pa3BUTH OXKHPEHUS BO B3POCIO )u3HM [25].
Takum o6pasom, IIMT /Oy neTeit u mogpocTKOB pea-
JIU3YIOTCS TP CJIOKHOM B3aMMOAEHCTBUY T€HETUUCCKUX
U CPEZOBBIX (DAKTOPOB — 3TO MOJIUITUOJOTUYHBIE U TIOJIH-
TCHHBIE COCTOSTHUSA, 60J1e3HU 1 cHApoMBI [22]. CreneHb
M30BbITKA *KHPOBOI MACCHI TEJIA Y AETEU U ITOJJPOCTKOB OII-
peAesAeTCs B3aMMOACCTBIEM MHOKECTBA ITPEJPacIIoa-
rajolMX reHOB ¢ (paKTOPaMU OKpy:Kalommei cpensr [6].
[TosiBnsieTcst Bce GOJIBIIE JOKA3ATEIBCTB TOTO, YTO
npegpacnoaoxesHocts k IIMT u nociexyromemy pas-
BUTHIO OXUPEHUSA (POPMUPYETCS €Ie BO BHYTPUYTPOG-
HOM Iepuoze [26] u B fajpHEIIeM OonpeAesseTcs: Mac-
COM Tena MpU POKAECHUM, IUTAHUEM MAaTEPU BO BpeMs
6epPEMEHHOCTH ¥ KOPMJICHHEM I'PYABIO, OCOGCHHOCTSIMU
YIJIEBOJHOTO OOMEHA MaTEpH, KYPEHUEM POAUTENEH,
IIUIEBBIMA IPUBBIYKAMU, BOCIIUTAHUEM, IICHXOJIOTH-
YECKUM COCTOSTHUEM, IBUTATEJIBHOIN aKTHUBHOCTBIO, JO-
MaIIHUM U IIKOJIBHBIM OKpy:xeHueM [27]. B psixe uccie-
JOBaHUI ITOKA3aHO, YTO IMOBBIIIECHHBIN PUCK (POPMUPO-
BaHMS OKUPEHUA B IIOJPOCTKOBOM BO3PACTE UMEIOT Jie-
TH, POAUBIINECA C OOJIBIION MACCOM TeJa, U JETH MaTe-
peii € reCTalIOHHBIM CaXapHbIM AHabETOM, OJHAKO 3TU
CBA3U 3HAYUTEIBHO OCIA0EBAIOT M HUBCJIUPYIOTCS
IIpU y4eTe rnokasaresieit MmarepuHckoro UMT [42].
AKTHBHO M3y4YaeTCs POJIb PAHHUX, BKIIOYAIONIIXCS
elle Ha 3Tale BHYTPUYTPOOHOTO Pa3BUTHSA, OTBETOB Ha
pe3Kue U3MEHEHHsS IOCTYIUICHHS ITUTATCIbHBIX Be-
IIECTB, AJaNTAI[MOHHBIX MEXAaHU3MOB PETYJSALIH dHEp-
FEeTUYECKOTO GasaHCca, OTBETCTBCHHBIX 32 POPMHUPOBA-
HUS OKMPEHUS, — TAaK Ha3bIBAEMOT'O HaJrC€HETUIECKOTO
«porpammupoBanus» [29]. Psax uccirenosareneil Boi-
BHUHYJI THUIIOTE3y O TOM, YTO PaHHEE BHYTPUYTPOGHOE
«HEJOCNAHNE>» HAPYNIAET PA3BUTUE TUIOTAIAMYCA H
(popMupoBaHUE IEHTPOB PETrYIAIUN IUIIEBOTO OBEE-
Hus [30]. IIporHocTUYecky 3HAYMM B ILIAHE ITOCJIETYIO-
IIEr0 PasBUTHSA OXXMPEHUS M HAPYHICHUI YITIEBOJHOTO
0OMEHA C IpOTpeccUpyoleil MpUGaBKOM MaccChl TeJa
JeUIUT MacChl y JIeTEH B TPYAHOM M PaHHEM BO3pacTe.
B To ke BpeMs KyMyJIATHBHAs YaCTOTAa CaXapHOTO Java-
6era 2-ro tuna (C/I-2) oxasanace B 4,7 pasa BbIIIE B IPYII-
II€ JINII, Y KOTOPBIX OKUPEHUE Pa3BIIIOCH 10 5 JeT, 1o
CPaBHEHMIO C TEMHU, Y KOTO OHO Ha4a1o (popMUPOBATLCS
nocie 7 aer (p<0,001) [31]. B apyroM npoCneKTHBHOM
ucciaegopanuu (1492 monoapix uenoseka or 26 xo 32
JIeT) GBUIO BBISBJICHO, UTO Te, Y Koro ormevdanmu Cl-2
HAPYIIECHHYIO TOJIEPAHTHOCTH K rmoko3e (HTT), nmvenn
Menbiue nokasarean UMT no 2-neTnero Bo3pacra, a B
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JaIbHEIIeM ObICTPO HaOU paIi XU POBYIO MACCY BILIOTD
JI0 OKOHYAHMs Iy6epTaTa, XOTs HUKTO U3 HUX HE COOT-
BETCTBOBAJI KPUTEPUAM OKUPEHUSA B Bo3pacTe Jo 12 ner
[32]. UMT npu poskacHUN — 3HAYUMBII IIPOTrHOCTHYEC-
kuit paxrop IIMT /O B b-1rerHem Boszpacre [33].
HepanuonanibHoe BCKapMIMBAHUE HEAJAIITHPOBAH-
HBIMHU U YACTUYHO aJalITUPOBAHHBIMU MOJIOUYHBIMU CMe-
CAAMU IPEAPACIIONATAET, a TPYAHOE BCKAPMIMBAHUE OKa-
3bIBAET NMPOTEKTUBHBIA 3d(PEeKT B OTHONIEHUU Pa3BU-
TUSA OXUPEHUs U HapylleHuil yresogHoro oomena. Cy-
IIECTBYET I'MIIOTE3a, COIIACHO KOTOPOI HECIIOCOGHOCTD
poauTeneil win BOCHUTATENENH MPABWILHO HMHTEPIIpPE-
TUPOBATh MUIIEBbIE IIOTPEGHOCTH pebeHKa (HanpuMep,
€ro KOpMJIEHUE, KOTJIa OH HE TOJIO/IEH) UI'PAaeT OIIpe/e-
JeHHyIo poub B passutun IIMT, nusmensas socunpusTue
YyBCTBA ToJIojla U HacblmeHusa. MMelorca Jgokazaresn
CTBA, YKa3bIBAIOIME HA B3AUMOCBA3b MEKY HEIIPABUIb-
HbIM KopMieHueM u IIMT, uro nokaseiBaeT HEOGXOIU-
MOCTD TIIATEIHHOIO U3y4EHU II0CIEACTBUMA II0ZOOHOTO
KOpMJIEHUA B IIEPBbIE roJbl xXu3Hu. HecMoTps Ha TO uTO
JlaHHAs KOHIEIIUS ONMCAaHA BO MHOTUX HAyYHBIX CTATh-
AX, CYIECTBYET HEOOXOJUMOCTbL B CHUCTEMATUYECKOMH
OIlEHKE JOKAa3aTeJbCTB BIUAHUSA HNPUHYIUTEILHOTO
xopmiieHus Ha (popmuposanue IIMT y nereit miaamero
Bo3pacrta [34]. HMccrenoBanms mokasaam, 4TO HCKYC-
CTBEHHOE KOPMJIEHHE MOKET OBbIThH (PaKTOPOM, CIIOCOO-
CTBYIOIUM Pa3BUTHUIO OKUPEHUS B IOCIENYIOMME TOJbI
SKU3HM pebenka [35]. JJaHHbIe 3THUX MCCIeIOBaHU ITOAT-
BEPKJAIOT IPUYUHHO-CJIEJCTBEHHYIO CBA3b MEXKJY ObICT-

Puc. Cxema peeyrayuu snepeemunecxozo Oaranca [5]:
POMC - npoonuomesanoxopmun, PYY — nenmud YY (IIYY);
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poii paHHEll MPUOABKOM MAaCChI TeJA U MOCJIEAYIONIIM
PUCKOM Pa3BUTHUSA OKUPEHUA U UMEIOT OOJIbIIOE 3HAUE-
HUE IIPU yXOJ€ 3a HOBOPOKJIEHHBIMHU, POAUBHIMMUCH C
Masiol maccout Tena. IIMT, a Takke nepecedeHue JIMHUAN
Macca Tesa,/BO3PacT U POCT Ha GOJBIINX IPOIEHTUIAX
HMEIOT JOJFOCPOYHbIE MOCAEACTBUSA I 3J0POBbS U BE-
JyT K Pa3BUTHIO OKUPEHMS 110 MEPE B3POCIEHUS.
ITnmesoe noseseHUE COCTOUT U3 «PEMIEHUM» 10 0~
BOJly Hayaa, KOJIMYECTBA U KAYECTBa, a TAKKe 3aBeplie-
HUA pUeMa IUIU. ITU PENIEHN OBEPKEHDI BIUSHUIO
MHOXXECTBA BHEIIHUX U BHYTPEHHUX (pakTopos [14]. Ha-
pYLIEHHE CUHTE32 GUOJOIMYECKU aKTUBHBIX CyOCTPATOB
TUIOTAJIAMUYECKOTO U IEPUMEPUIECKOTO ITPOUCXOAK/E-
HUS, YYACTBYIOIUX B PETYJIALIUU MUIEBOTO IOBEJECHUS
(puc.), moxker npusectu xk IIMT /O [5, 36]. lacTpounrec-
THUHaJIbHBIE TOPMOHBI — XonenucToknanH (XIK), rmoka-
rouomnoo6ubiil nerrrua-1 (FTIIT-1), nenruy YY (ITYY) —u
obpaTHas HEUPOHAJIbHAA BarajdbHas CBA3b (DOPMUPYIOT
YYBCTBO HACBIIEHUSA, B TO BpeMs KaK IPEJUH MOBbIIIAET
anneTuT. BoplgBlieHO U onpejeseHHOe 3HAUEHUE KUPO-
BOIl TKaHU B reHe3€ OKUPEHUA U CBA3aHHBIX C HUM OC-
JIOKHEHMH, TaK KaK OHA IIPEJCTaBJIAeT COOOI SHepreTH-
YEeCKOe JIENI0 OPraHU3Ma, UCTOYHUK CUHTE3a psja 61oJIo-
TMYECKH AKTHBHBIX CyOCTaHIMI, OO0IaJalomUX 3SHIOK-
PUHHDBIM, NAPAKPUHHBIM U AyTOKPHUHHBIM JAeHCTBHEM,
YTO XapaKTEPU3YyeT ee KaK SHAOKPUHHBII opraH [37, 38].
JKuposas TkaHb IPOAYLUPYET ABAa TOPMOHA — JIENTUH U
aJIUTIOHEKTUH, YPOBEHb KOTOPbIX OTPAXKAET CTEIEHb
SHEpPreTUYeCcKoil obecmeyeHHOCTH opraHusma. Ilo
IPUHIUITy OOPATHOM CBS3M OHU BO3AEHCTBYIOT Ha apKy-
aTHBIE AJpa TUIIOTAJIaMyca U AApPa COIUTAPHOrO TPaKTa
CTBOJIA MO3Ta U B CBOIO OUEPEb AKTUBUPYIOT PA3TMYHbIE
HellpoHaIbHBIE crieTeHus. Ilpu aTom MHOrme Helpo-
HENTUbl MO3Ta, BKIIOYasd Helponentuy Y, aryTy reHHO-
poxacteennsiii nentux (AIPII) u opekcun, ycrmBaior
YYBCTBO rOJIOJid, A MEJTAHOKOPTUHBI U O-MEJIaHOKOPTHUH-
CTUMYJIMPYIOIIUI FOPMOH yJacTBYIOT B (hOPMUPOBAHUU
YYBCTBA HACBINEHUA. HelposHIOKPUHHLIN KOHTPOJIDb
anIeTHUTa U MaCChl TeJIa IOCTPOEH IO IPUHIUITY OTPUIiA-
TEJIbHOI OOPaTHOM CBA3U U BKJIIOYAET B ce6s1 KpaTKOBpE-
MEHHBIA KOHTPOJIb armeTuTa (rpemuH, [1YY) u ronrospe-
MEHHBIA KOHTPOJIb HAKOIUIEHH KUpa (JIENTHH).
ITo-BuanmMomy, B mpeapacnonoxeHHocta k IIMT /O
BaYXHYIO POJIb UTPAIOT HACJAEJCTBEHHBIE, KOHCTUTYIIHO-
HaJIbHbIE OCOOEHHOCTH PETYJIAIUHN HEPreTUYECKOTO
6amanca. Habmonenus 3a MOHOSUTOTHBIMY OJIM3HELIAMHI
IIOKa3ajId, YTO Macca TeJa Yy HUX B IIepUO/ HaGIIONeHIS
OCTaBalaCh CXOJHOHN HE3aBUCUMO OT BIMSHUSA BHEITHUX
(paxTOpOB U ONIPEENATACH B OCHOBHOM '€ HETUIECKUMU
(paxropamu. CymecTBylOT TakkKe I€HEeTUYECKHU 3aIpOr-
PaMMUpPOBaHHBIE 3THUYECKHE OCOOEHHOCTH: YPOBEHD
OCHOBHOTO OOMEHa y leTeli 610l pachl OKa3aJICs BhIIIE,
ueM y adpoamepukannes [39]. O6menssecTeH (akr
6oibineii npepacnonaoxkennoctu k IIMT /O y nagusy-
JIYYMOB C TMIIEPCTEHUYECKUM TUIIOM KOHCTUTYnuu. Bee
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5TO IpPEJIOoJaraeT IMOJUI€HHBIA TUI HACJIeJOBAHUS Ta-
Kol npeapacnosoxennoctu. K 2004 roxy 6bum onuca-
HBI TOJIBKO 173 ciydast osKupeHus y yeloBeka, 06ycIoB-
JIEHHBIX MYTaIlell OJHOTO TeHa (JedeKThl MPOAYKIIN
JIETITUHA, IPOOINNOMETAHOKOPTUHA U JIe(PEKT MeJIaHo-
kopTuH-4 penentopon). IloaureHHOCTH MOXET OBITH
06yCIOBIEHA MHOTOOGpa3reM IreHOTHUIIOB MUTOXOHIPH-
AJIbHBIX OEJIKOB, HA ceroaHa n3sectHo 6osee 600 reHos,
MapKepoB U y4aCTKOB XPOMOCOM, aCCOIUUPYIOIUXCS C
npeapacnosuoxkensoctsio k [IMT /O.

Kax 6s110 OKa3aHo panee [36], 6osplroe 3HaUYeHIE
B peamsanuu npeapacnosnoxennoctu k [IMT /O ume-
€T Pa3BUTHUE COCTOSTHUS XPOHUYECKOM I'UIIePUHCYINHE-
MUM, IPU 3TOM OTCYTCTBUE Ha (pOHE I'UIIEPUHCYINHE-
MUM TUIOIIMKEMUYECKUX COCTOSHUN II03BOJIAET [yMaThb
o cocrostHuM nHCyinHopesucteHTHoctH (MP). Habmo-
JeHue 3a getbmu u nogpoctkamu ¢ [IMT /O B Tedenue
JUINTELHOIO BPEMEHU BBIABUJIO Y HUX Pa3BUTHE THIIEP-
nacymuHemun u VP ma ¢doHe mpmbGaBKU Maccel Tesa
[39]. Yxe na pannux stanax paszsurtus [IMT,/O peak-
nus nHcyanHa 1 C-IIenTusa B OTBET Ha MIPUHATHE OObIY-
HOU NUIMU OblIa Y HUX IOBBIIICHHON COOTBETCTBEHHO
Ha 76 1 80%; nepBbIi NHCYINHOBBIA UK TAKXKe GBI BbI-
i€ U MOABJIAICA MO3KEe 10 CPABHEHUIO C JETbMU U TIOJ-
pOCTKaMu ¢ HOPMaJIbHOM Maccoil Teja, HO YPOBHU 3THX
TOPMOHOB HATOIAK OCTaBAJIMCh HOpMaIbHbIMU. 1o Me-
p€ IPOTrpecCUpPOBAaHUS OXUPEHUS Y IMOJAPOCTKOB OOHA-
Py’K€Ha runepuHCYJIMHEMUS HATONAK U HapyIIeHUE CEK-
penuu MHCYJIMHA Ha (POHE IMPOBEAEHUS IIIOKO30-TOJIE-
PaHTHOrO TEeCTa NPHU CWIBHOM NPAMON KOppeaanun
MeXKy YPOBHEM MHCYJIMHA HATOIIAK, MACCOM TeJa U ap-
TepuaibHbIM JaBicHueM [40, 41]. Ilpu o6crenopanuu
JeTel Mpeny6epTaTHOrO BO3PACTA C OXXUPEHHUEM BBISAB-
JieHa Kak nepudgepudeckas, Tak u nedeHouHas P [42]
U OTHOCUTEJBHAS TUIEPIIUKEMUS (IIPU HOPMAIBHBIX
IOKa3aTeNIsaX CPeJHIE YPOBHHU IIIIOKO3bl KPOBU Y A€ TEH C
0XMPEHUEM OBUIH BBIIIE, YEM Y UX 3[0POBBIX CBEPCTHH-
koB). Takum 06pazoM, OTHOCHUTEIbHAS TUIICPIIUKEMUS
U TUIIEPUHCYJIUHEMUS Y AeTeit u nmoapocTtkos ¢ IIMT /O
- caexcreue VP u BHYTPUKIETOYHOU IIMKOIIEHUM, 3TU
(¢akTOPBI MOIYT CTATh NMPEAPACIOJJATAIOIUMHI B Pa3BU-
tnu C/I-2 B 601ee crapmem Bospacte [1].

O6cnenoanue gereit 5,5-6,5 ger ¢ [IMT /O BbisiBU-
JIO Y HUX 3HAYUTEJIBHO GoJiee BBICOKUE KOHIICHTPAIUU B
KpOBH 6eTa-3HAOP(UHA U HHCYJIMHA 110 CPABHEHUIO C UX
CBEPCTHMKAMU ¢ HOPMaJIbHOM Maccoii Tesa. IIpu aTom oT-
MeYe€Ha 3HAYUTEJIbHAS IOJOXUTEIbHAS KOPpPeasnus
3TUX ITOKA3aTeJICH IPH OXHUPEHUU — KaK MEXKIY COOOIA,
TaK ¥ C MACCOM KUPOBOM TKAaHU U YPOBHEM ITOTPEOICHUSA
[43]. ABTOpBI HCCIENOBaHUS AETAIOT BBIBOJ, UTO YpO-
BCHB 6€Ta-3HAOP(PUHA B KPOBU MOXKET OBITh IOJC3HBIM
WHJUKATOPOM PETYJISAnNH ammeTura y gereit ¢ IIMT /O.

Hzydenuio posu JeNTUHA B PETYIALUM dHEPreTU-
Yyeckoro GajaHca y JeTell, HOAPOCTKOB U B3POCIIbIX IIOC-
aexaue 10-15 seT mocBsmEeHo 60JbII0OE KOJUYECTBO UC-

cnenoanuit. Kak ropMOH, TPOAyLIMPYEMBIH ;KUPOBBIMU
KJIETKaMU GeJIoil M Oypoil >KUPOBBIX TKaHEH, IIareH-
TOM, a Y IUIOJA U APYTUMH TKAaHAMH (CepAla, XpsAIeBoi
1 KOCTHOH TKaHBIO), OH IO NPUHIUITY OOPaTHOM CBA3U
JEHCTBYeT Ha TMIIOTaJaMHUYecKHe IIeHTPBI (puc.), cTu-
MYJUPYSl YYBCTBO HACBIIEHUS U MOBBIAsA PacXxoj0Ba-
Hue sHepruu [44, 45]. Ha ypoBHe runoTanamyca JenTHH
JericreyeT uepes nuamenenue npoaykruu NPY, CART, a
TaKK€ IIIOKarOHOIOJOOHBIN nenTus 1, MeTaHOKOPTHUH,
KOPTUKOTPOIUH-PWIU3UHT TOPMOH. BblfBieHa 3Hauu-
TeJbHAsA KOPPEIAIUa MACChI JKUPOBOM TKaHU U JIENTHHA
B KPOBM y HOBOPOMJIEHHBIX, JeTel, MOJPOCTKOB U
B3pOCIbIX [46]. Y 1eBoYeK yPOBEHD JIENTHHA B CPESHEM
OKa3aJICS B JIBA Pa3a BbIIIE, YEM Y MAJIbUUKOB, IIPU 3TOM
Yy MaJIbUHKOB OH C BO3PACTOM CHIZKAJICH B OTIMUIUE OT
JE€BOYEK, YTO, BO3MOKHO, CBA3aHO C OOPATHOI €Tro Kop-
peJsiipeii ¢ ypoBHEM TeCTOCTepoHa B KposH [47].

Ha ocHOBaHMM BBINIENPUBEJEHHDBIX JAHHDBIX
IIMT /O, o HameMy MHEHHIO, MOKHO OIPENEIUTH KaK
reTepOreHHyIO TPYIITy 60JIe3HE, COCTOSHUMI U CUHAPO-
MOB, HACJIEJICTBEHHBIX U IPUOOPETEHHDIX, 00YCIOBJIEH-
HBIX WM OCJIOKHEHHBIX HEPOrOPMOHAILHBIMU U METa-
60IMYECKUMHU HapPYLIEHUSAMM; OOLIME JUI HUX COCTOS-
HUS — XPOHUUYECKAAd TMIIEPUHCYJMHEMUS, AUCIUIINJE-
MU, U30BITOYHOE OTIOXKEHHE KUPa B OPraHU3Me.

Enunoil xnaccudukanumy 0KMpeHns, Kak U KaKOro-
60 KOHCEHCYCA 110 €r0 JUATHOCTUYECKUM KPUTEPUAM,
B JJOCTYIIHBIX UCTOYHUKAX WH(OPMAIUUA Mbl HE HAIIUIM.
Haun6onee yacto BcTpeuaromuecss (GOpPMbI OXKHPEHMS,
KJIACCU(UIUPOBAHHbIE IO 3THOJOTUYECKOMY HMPUHIU-
ITy, IIPEJICTABJIEHLI B mabiuiye.

OsxupeHne NepBUYHOE, C HACJAEACTBEHHON mpe-
PaCHoNI0KEHHOCTDIO, KOHCTUTYIMOHAIbHO-9K30T€HHOE,
PpasBUBadACh B PAaHHEM U JOMIKOJLHOM BO3pacTe, 4acTo
IIPOTPECCUPYET B IIpe- U IyOEPTaTHOM IIEPHOJAX — 3TO
CaMblil pacIpoCTpaHeHHbI Tum oxupenus (95% Bcex
ero Bapuanros) [1-4, 21, 36, 48, 49]. On npexcraniser
CO0OI TPyIIy pUCKa 10 Pa3BUTHIO CEPAEIHO-COCYIUC-
TON HATOJOTUHM, JIETOYHOM IMIE€PTEH3UHU, COIPOBOXKIa-
eTcsi BBICOKOM dYactoToii mopaxenus JIOP-opranos,
CHUKEHUEM HMMYHOJIOTUYECKOH 3alUThl OpraHU3Ma.
VY nereii ¢ IIMT wacTo ¢popMupyiorcsi KOCTHbIE Jiedop-
Maluu, KOTOPbIE B JajJbHENIIEM MOTYT IPUBECTU K CEPD-
€3HBbIM OPTONEMYECKUM ITPOGIEeMaM, K TOMY JKe y JeTeit
U TMOJPOCTKOB C OXUPEHMEM MOKET ObITb CHUKEHA
IJIOTHOCTb KOCTHOM TKaHM. YUUTbLIBasg POJb BLICIIETO
SHJIOKPUHHOIO I[EHTPA — TUIOTATAMYCA — B PETYIAIun
SHEPreTUYECKOro OOMEHA, COGCTBEHHYIO SHIOKPUHHYIO
(pyHKIMIO JKUPOBOM TKAHM, HAIMYNUE MHOKECTBA SHIOK-
PUHHBIX U TAPAaKPUHHBIX B3aUMOJAEUCTBUI IPU OKUPe-
HUMU, CIeJlyeT OKUAATh UBMEHEHUI CO CTOPOHBI BCEX Ke-
Jie3 BHYTPEHHEH CeKpenuu.

[IpakTyyeckasd 3HAYUMOCTb UCCJAEJOBAHUA ITPOOGIIE-
MbI OKMPEHMS B PACCMOTPEHHOM JMHAMUKE 3aKII09AETCS
B cieayomeM. Jlydniee moHuMaHIe B3auMOCBA3U META00-
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Ta6bnuua

@®opMbl 0OXWPEHUA U €ro CTENEeHU B 3aBUCUMOCTH OT
npeBbIWEHNA Macchl TeNa OTHOCUTENbHO HOPMbI [48-50]

:CTeneHb OXHUpPEHMUA
dopma oXupeHus :

B 3aBUCMMOCTH
: OT NpeBbIWEHUS
:  macchbl Tena, %

BpoxpeHHoe

(NenTUHOPE3UCTEHTHOE UAW NENTUHOAEULUTHOE)
W C HacnepjcTBEHHOW NPefPacnONoXEeHHOCTbIO - :
KOHCTUTYLIMOHAJIbHO-3K30reHHOe ]

| cTenelb -
MpuobpeTeHHoe (annMeHTapHoOE) 10-29%

1l cTeneHb -
BpoxpaeHHoe ] 30-49%
® T1NoTanamM14eckoe — BHyTPUYEpEnHas posioBas
TpasMma, BPOX/EeHHas onyxosb ] 11l cTeneHb -
@ CUHAPOMbI C 0XKUPEHNEM — Haubonee 4acto 50-99%
Mpanepa-Bunnu n Jlopenca-MyHa-bapae-buana:
MpuobpeTenuoe ] V-2 cTeneHb -

0,
® TUNOTANaMUYECKOE — YEPenHo-Mo3roBas 100% n Gonee

TPaBMa, OMyX0fb M03ra, HeMponHMEKLNA
® 3HOKPUHHOE — HAMBOMEe YacTo Mpu
TUNepKOPTULIM3ME, MUNOroHaaN3Me

W TUMOTUPE03e

JIMYECKUX HAPYIIEHHI Y GEpEMEHHBIX U OCOOEHHOCTEH
BCKAPMJIMBAHUSA HOBOPOXKIECHHBIX CIIOCOOCTBYET paspa-
GOTKE ONITUMAIBLHBIX CTPATErnii MPOPUIAKTHKY, 3aIIThI
MJIAJICHIIEB, ITO/BEP)KEHHDLIX HAPYUIEHHSAM OOMEHA Be-
IECTB C MOCJIEAYIOIUM PUCKOM Pa3BUTUSA OXXUPEHUSA U
jgua6eta [50]. YauTsiBas, uTo OGbICTpast IPHUGABKA MACChI
Tesla y HOBOPOXKAEHHBIX — HEGIarolpusaTHBIN (akTop B
PasBUTHH O)KUPEHUs, OYEHb BAXKHO HaKOILUIeHHe UHQOp-
Mally O KOHCTUTYIMOHAIBLHBIX OCOOEHHOCTSIX JIETCKOIO
OpraHM3Ma B MJIaJICHYECTBE B MACIITA6aX BCETO MUPA. ITO
IIOMOJKET BBISIBUTH JIETEPMHUHAHTBI, IIPEIOIPEEIAIONTe
PasBUTHE OXHMPEHUs B IIEPBbIC HEAEIU KU3HU; UCCIIE0-
BaTh (PAKTOPBI, KOTOPBIE MOTYT M3MEHUTH 3TH J€TEPMU-
HaHTBI; OIICHUTD BJIUSHUE ObICTPON MPUOGABKM MAcCChI Te-
Jla Ha MCXOJI, a TaK)K€ BHEJPUTH ONTHUMAJIbHBIE C TOUKH
3pEeHHs OOIIECTBEHHOTO U IIPAKTUYECKOIO 3/[paBOOXpa-
HEHUS METOABbI NPO(UIAKTUKH okupeHus [51].

BbIBO/1bl

JlaHHbIE 3BOJIOIMOHHOI ICUXOJOTHU IMOKA3bIBAIOT,
YTO MJIQIEHYECTBO U JIETCTBO — KPUTUYECKUE IEPUO/IBI B
Pa3sBUTUM MUINEBLIX TPUBbIUEK U APYTUX KJIIOUEBbIX ITO-
BEJICHUYECKUX PEAKIIUN, CBA3AHHDIX C SHEPTETUIECKUM 06-
MEHOM U (PU3NUECKOH aKTUBHOCTDIO. /lOKa3aHO, 4TO UC-
0/Ib30BaHuE 3(P(PEKTUBHDBIX MPOPUIAKTUYECKUX CTPaTE-
I'MiA B 5TU KPUTHUYECKUE IIEPUOADI O3BOJIAET U30aBUTHCS
OT BPEJHBIX IPUBbLIYEK U IPUBUTH 3M0POBBI 06pa3 KU3-
HU. bpicTpas mpubaBka MacChl Tesla B IEPBOM MOJOBUHE
MJIaJIEHYECKOTO IIEPHO/IA — IIPOrHOCTUYECKU HeG1aronpu-

AaTHbIA (pakrop passutusa [IMT /O u aprepuanbHoil ru-
IEPTEH3UU B IOCJIEyIOmMe rojnl ku3Hu. Heobxoxumbr
JIbHEHNIIIE HMCCAeOBaHuA Il BBIPAOGOTKU ONTUMAIb:
HBIX IyTeH OKa3aHUs INEPBUYHON IOMOLIM JAETAM C PUC-
koM passutus [IMT /O. Cienyer Takke yIUTBIBATh, YTO
passurmio IIMT /O y gereii 1 MOAPOCTKOB MOTYT CIIOCO-
6CTBOBAThH COIMATBHO-3KOHOMUYECKUE PaKTOPBI, KOTO-
pble 3a9acTyIio JeKaT BHe cepbl BIUAHUA OOIIECTBEH-
HOTO 3/IpaBOOXPaHEHUS.
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EbICTpOC MporpeccupoBaHue aedopMaIu 1o3-
BOHOYHHUKA y GOJBHBIX CO CIIMHAJBLHON MBINEYHOHN aT-
pocdueil 9acTo He MOAJAETCS KOHCEPBATUBHOMY Jede-
HHUIO C TIOMOINBIO KOPCETa, YTO HMPUBOJIUT K yTpaTe
OTNIOPHOM (PYHKITUU TTO3BOHOYHOTO CTOJI6A U PA3BUTHIO
rpy6oi TUCITPONIOPITUH CKeJeTa, AeOopMaIuy Py HOMH
KJIETKHU, TSIKEJIOW COIYTCTBYIOMEH NaTOJIOTUU JbIXa-
TEJBHOI U cep/IeTHO-COCyIuCTO cucteMm [3, 9, 10].

CrnmaanbHbIE Mbimeysbie atpoduu (CMA) — rpymma
HACJIE/ICTBEHHBIX 3a060JIEBaHUI JETCKOTO BO3PACTA, BIIEp-
Bble onucanHas G. Werdnig B 1891 roxy, xapakrepusyercs
ITOPKEHNEM JIBUTATEILHOTO MOTOHEHPOHA IEPEAHUX PO-
rOB CIIMHHOTO MO3ra. TeueHue 3a60/1€BaHNS 3HAYNTEIHLHO
ommyaeTcs npu pa3HbIxX Tunax CMA. TIpusaTO BBIIETATD
Tpu popmbr CMA: I tunt (Werning-Hofman), 11 Tun (po-
meskyrounas CMA) u III tun (Kugelberger-Welander). Bos-
pacT Havana 3a6onesanus: I Tvm — ¢ 0 1o 6 Mec Xu3HM;
II tum — ¢ 6 go 18 mec; 111 Tun — mocire 18 mec [1, 2].

S.V. KOLESOV, S.A. KUDRYAKOV, I.A. SHAVYRIN, A.N. SHABOLDIN

CBoeBpeMeHHas OpPTOIIEUYECKas ONepATUBHAS I10-
MOIIb IIPU HEHPOMBIIIEYHOH JedopMany I03BOJISIET
OTJQJINTh HACTYIZICHHE ACKOMITICHCANH CEPJETHO-COCY-
JUICTOHN M JIETOYHON CHCTEM OPraHM3Ma, BOCCTAHOBUTH
OIIOPHYIO (PYHKITHIO ITO3BOHOYHOTO cTOoN6a [6, 11].

Oc0)KHEHNSI B IIOCJICOIIEPAI[IOHHOM IIEPHOAE Y
GOJIBHBIX C HEHPOMBINICYHBIMH CKOJTMO3aMHU IIPH UCTIOIb-
30BAHNUM TIEPETHETO CIIOHAMIONE3A, JOPCAIBHOTO CITOH-
JIUTO/Ie32 M M30UPATEIBHON CETMEHTapHON (PHUKCcANM,
IO JJAHHBIM 3aPYOEKHOI JINTEPATYPHI, UMEIOT BBICOKYIO
gacToTty [4, 8, 9] Mo cpaBHEHUIO C UAVOTIATHYECKUM CKO-
smozoM [13, 15] - or 17 o 74%. BeinonHeHne BeHTpaIb-
HOIT MOGIIIM3anyH ¥ 601bHBIX CMA COITPOBOKAAETCS BbI-
COKMM PHCKOM HApyIIEHUs (PYHKIIUM JBIXAHHUSA B PaH-
HEM ITOCJICONIEPANIIOHHOM IIEPHOJE, UYTO TpebyeT Imoc-
TOSHHOM BCHOMOTATEIbHON BEHTUISALUN JIETKUX.

Puxcarus Ta3a MPOBOAUTCS NPU HATMYUAN IIEPEKOca
6oxee 15° Bo ppoHTANBEHOIT IT0CKOCTH. [TpenMymecTsen-

Surgical treatment of severe scoliotic spine in a patient with type lll spinal muscular

atrophy (Kugelberger-Welander)

Key words: severe scoliotic spine, surgical treatment, spinal muscular atrophy.

37 ‘ No 1 .

2014. fJeTtckaada 60nbHMULA



O6MeH onbITOM

HOE IPUMEHEHNE COBPEMEHHOIO JOPCAIBHOrO HHCTPY-
MEHTapHUs B COYETAHHH C OTPAGOTAHHOMN JIAMUHAPHOMN
(puxcanueil mo Meroanke Lugue MO3BOJISET YMEHBIIUTD
PHCK [TOCICOIEPALMOHHBIX OCJIOXKHeHu [4, 5, 7, 12, 16].

IMpuBoauM onucaHue KIMHHYIECKOrO HAGIIOLCHUS
Pe3y/IbTaTOB JIeYeHUsI GOJBHOTO C BBIPAKEHHOU KO-
CKOJMOTHYECKON JedopMaryeil MMO3BOHOYHUKA HA
¢one CMA III Tuna (Kugelberger— Welander).

IanuenT, 17 xer, nocrynmwt B Hayuno-npakrudec-
KU IIEHTP MEJUIIMHCKON ITOMOIIHU JIETSAM C AMATHO30M:
crrHAIbHAA MblmeyHas arpogus 111 Tuna (Kugelberger—
Welander), neiipombimeunsii kugockonnos IV creme-
HU, KWIEeBUHAA Jiepopmalius rpyAHOMN KJIeTKH, MHOXe-
CTBEHHbIE€ KOHTPAKTYPbl KPYIHBIX CyCTAaBOB. Bsblii TeT-
pamapes3. OyHKIMOHAIbHAA KapAUONATHA (IPOJIAIIC
muTtpaiabHoro k1anana HKO) (gomo 1 a-0).

bosbHOIT HabGIIONAICS IO MECTY XHUTEIBCTBA C MO-
MEHTa POXKAEHUS HEBPOIATOJOIOM, IE€JUATPOM, TeHe-
THKOM, opTrolejoM. PaHHee pasBuTHe pebGeHKa MpoTe-
K0 6€3 OTKJIOHEHUI OT BO3PACTHBIX HOPM, OJHAKO C
POXKAEHUS UMET MECTO CUMIITOMOKOMILIEKC «BSLJIOTO Pe-
6enKa». Mplmeuynas c1abocThb ¢ 1-To roga sKU3HU, XOAUTh
Havyas1 B 1 rog; B 21eTHEM BO3pacTe MaIbYUK HE MOT Ca-
MOCTOSITEBHO BCTaTh. [1o MecTy skuTeIbeTBa ycTaHOBJIEH
quarHos: muojuctpodpus Jdomenna. Juarnos (CMA,
III TrIT) ycTaHOBJIEH U IIOATBEPSKACH IIPH IIOMOITH METO-
ga JHK-nnaraoctukm. Y pe6eHka oTMEYanach 3aJepiKKa
¢usnyecKkoro pasBUTHUS, BBIPAXXE€HHAs TUIOTpOodUs,
HEJIOPA3BUTHE KOCTHO-MBIIICYHOIN CHCTEMBI, OOYCJIOB-
JIECHHOE OCHOBHBIM 3a0oseBanueM. [lcuxudeckoe pasBu-
THE COOTBETCTBYET BO3PACTy. MaJbuuK XOPOIIO YUUTCA

Domo 1. Brewnuii 6ud 60avnozo: a, 0, 6 — npu nocmynienuu (cudum
¢ onopoii); ¢ — aexca na 60Ky; 0 — MECMO CONPUKOCHOBEHUSL ZPYOHOU
KAEMKU U MA3A

B IIKOJIE, IVIAHUPYET I0JIy4aTh BhICIIEE 0Opa30BaHUE.

Jedopmanns mo3BOHOYHUKA BBISBIEHA B PaHHEM
BO3PACTE; C LUEJbI0 MPOPUIAKTUKN UCIOJb30BAIN KOP-
cer. Haubospmee nmporpeccuposaHue HaOIIOAAIOCH B
IIePUOJ MUHTEHCUBHOTO pocTa — ¢ 12 o 14 net. OT one-
PaTUBHOTO JIEYEHHMsS CKOJIMO32 PEKOMEHJOBAHO OBLIO
BO3JEPHKATLCA MO MPUUUHE THAKEIOTO COMATUYECKOTO
craTyca, OOYCJOBJIEHHOTO OCHOBHBIM 3a00JIEBAHUEM.
3a onepaTUBHOI IOMOIIBIO K OPTOIIEy HAIlUeHT oOpa-
Touicst B 17 J1eT 1o co6CTBEHHON MHUIATHBE.

IIpu oGcieoBaHNM B CTAIMOHAPE OTMEYAETCS TI'PY-
6as TOTaIbHAS JIEBOCTOPOHHSIS KUPOCKOJIHUOTHIECKAS JIe-
¢opManug rpyJonosACHUYHOTO OTAeNIa NO3BOHOYHMKA.
ITaruenT CUIUT € JOMOMHUTENLHOR OIIOPOM, TONOBY AEP-
JKUT, TIEPEJBUTAETCA B UHBAIMIHOM KpPeCye C MOCTOPOH-
Hell ToMompbIo. BeIpa)keHs! crubaTebHble KOHTPAKTyPhl
KPYIHBIX CyCTaBOB. MOXET CTOATh HAa KOJIEHAX C OIOPOi
Ha CTyJ1. TpeyrojibHUKU TaIMY aCUMMETPUYHBI, TyJTOBUILE
HENPaBUWILHON POpMBI, yKOpOUEHO 32 cueT AedhopMalun
ITO3BOHOYHOTO CTOJI6A. JleBoe HaJIUIeube BBIIIE IIPAaBOrO
Ha 6 cM. COCKM OTCTOAT OT JIMHUU OTBECA: MPABBINA — Ha
6 cM, seBblii — Ha 12 cm. JosoBa npaBuIbLHON popmbl, cMe-
IeHa BJIEBO OT cpeaHeil mmHuK Ha 9 cm. I[pyaHaa xirerka
JehopMUpOBaHA B BUJE «KWJI»; IIPU OCMOTPE CO CITUHBI —
noJioruii pedepHelii rop6 ciresa. B Mecre conmpukxocHoOBe-
HUA TPYJHOU KJIETKU U Ta3a CIpaBa BhIpaxkeHa Jedopma-
nus pebep 1o ¢gopme KpbLIa IOAB3AOIIHON KOCTH, IIPU
OCMOTpE JIe’Ka OTMEUYAETCH IMUIMEHTAIUsA KOKU B TOUKE
JasiaeHus (gomo 1 6-0). Ilynmok cmelneH BIpaBo OT JIK-
HMM oTBeca Ha 9 cM. PaccTosgHue oT Me4eBUHOTO OTPO-
CTKa JI0 IepejHe-TIOAB3JOMHON ocTu: cripasa — 13 cm,
ciesa — 10 cM (gomo 1 6~-2). Ilepekoc Taza Bieso. [1pu
OoCcMOTpe COOKY — BbIPa)KEHHOE HAPyLIIEHUE CAruTTajb-
HOTO 0aJaHCa IMO3BOHOYHOIO CTO0J0A B I'PYJOIOACHUY-
HOM oTAesIe, npeobraganue rpyboro kudosa (gomo 1 0,
2 a). Ilpu ocMOTpe €O CIIMHBI KIMHUYECKU BU3YATH3U-
pyeTcs ToTaibHAsA JEBOCTOPOHHASA CKOJUOTHYECKAS Jie-
¢opmanusa IrpyAONOACHUYHOIO OT/E/Na IMO3BOHOYHHUKA
(¢omo 1 6, 2 a). AcumMeTpHUs YIJIOB JIONATOK, CMeIIe-
HUE MEXDbATOJUYHOMN CKIQJKU OT IMHUM OTBECa Ha 12 cm.
ITanbranusa oCTHCTBIX OTPOCTKOB Oe3bone3nenHa. Jm-
Ha HIZKHUX KOHEYHOCTEH ofluHaKkoBas. J[Br:KeHus B Cyc-
TaBaX KOHEYHOCTel orpaHndeHnnl. CrubarebHbIe KOHT-
PaKTypbI IOKTEBBIX, KOJIEHHBIX U Ta300€APEHHDIX CyCTa-
BOB. BplpakeHa aTpodus mpiin koHeuyHOcTed. OTcyT-
CTBUE CaMOCTOSITEJbHBIX JABWKEHUI B HIKHUX KOHEY-
HOCTAX IIPU HOJHOI COXPAHHOCTU OOJEBON U TaKTUJIbL-
HOU 4YyBcTBUTENbHOCTU. JlepopManns mo3sBOHOUHUKA
MOOWJIbHA, B ITOJIOKEHUH JIeXKa U IIPHU TPaKIUU IIPOUC-
XOJMT yMepeHHas Koppekius (gomo 1 e).

Hesponornueckuii craryc: BsJBIH TeTpamapes.
@PyHKIMSA TA30BLIX OPTAaHOB HE HapyHIEHA.

BoibHOMY BBITOTHEHDI CIIOHAUIOIPAMMBI TPYJHOTO
U MOACHUYHOTO OTJAEJIOB ITO3BOHOYHMKA B JIBYX IPOEK-
IUAX B MOJOXKEHUU Jieka. BusyanusuposaHa 1€BOCTO-
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POHHSS cKomoTHdeckas aedopmariust 1o 118° mo Ko66
BO ()POHTATBHON MPOEKIINH C BEPIIMHON AedopMaruu
Ha yposHe Tena Th 12 nossonxka. Kudoruueckas gedop-
Manus TPYLOMOSCHUYHOTO OTJAEJA B CATUTTAIBHOI
m1ockoctr — 89°; poranus Tes MO3BOHKOB — Gosee 60°
(Raimondi's tables) [14]; mepexoc Taza— 35° (gpomo 2 a—s).
Jedopmanus yMepeHHO MOGUIbHA IPU BBITOTHECHUN
TPAKIIMOHHOTO TecTa (pomo 2 6).

BrimosiHeHa KoMIbIOTEpHAss TOMOrpadus I03BO-
HOYHOI'O CTOJI6A: JAHHBIX 3d CTEHO3 IMO3BOHOYHOTO Ka-
HaJIa HET; CITMHHOM MO3T PACIOJIOKEH COOTBETCTBEHHO
JedopManuy Mo3BOHOYHHKA.

QYHKIMOHAIBHOE TECTUPOBAHUE JIETKUX OIPEICIIN-
JIO pe3KOe CHIDKEHHE BEHTIIALNMOHHOHM CIIOCOGHOCTH
BCJIC/ICTBUE HAPYNICHUH PECTPUKTUBHOTO TUma. bpon-
XUATbHAsT OOCTPYKIUS PE3KO BBIPAKCHA, XU3HEHHAS
eMKOCTb Jierkux — 1,0 o1 (Hrxe HopMbl Ha 55%). s on-
PEIeICHUS COKPATUTEIBHOM CIIOCOGHOCTH Anadparmbl
U €€ yJacTHs B AKTE JABIXAaHUS OOJBHOMY BBIIIOJHECHA
ajnekTpoMuorpadus auadparMbl U MeXKpeOGEepHBIX

Puc. 2. Peumeenopammv., nNo036OHOMHUKA NPU  NOCMYNACHUU

6 mnoaoxcenuu 06oavrnozo Aexa: a - Pponmarvnas npoexuus;
6 — cazummansnas nPoeKuUs; 6 — MPaxyuonnsl mecm; 2 — 60AvHOU
8 opmoneduneckom Kpecae; 0 — 2aro-mpaxyua

MBI, 3aPETUCTPUPOBAHDI yMEPEHHO BBIPAKEHHbIE Ha-
PyLIEHH GHO3IEKTPUYECKON aKTHUBHOCTU AradparMbl
U MeXpe6GepHBIX MBIIII] C IBYX CTOPOH, B 60JIbIIEll Mepe
cupasa. Ilpu o6cneoBaHNN CepAEYHO-COCYANCTOM CHC-
TEMBI IIPU3HAKOB I'PYObIX HAPYIIEHUA reMOAUHAMUKY 1
CepAEYHON AEeATETHbHOCTU HE BbIABIEHO.

YauTeIBas HaJIM4YHUE IPyOoO MPOrpeccCUpyIomei Ku-
(pockommoTnueckoit geopmMani MO3BOHOYHMKA, VOB
JIETBOPHUTEILHOE COMATUYECKOE COCTOSHHE OOJIBLHOTrO,
OTCYTCTBUE MPOTUBOIOKA3aHUI K IIPOBEACHUIO OIlepa-
TUBHOTO JIEYEHUS I10 COCTOSHUIO CEPAEUHO-COCYAUCTOM
CHCTEMBI, HACTPOEHHOCTb GOJLHOI'O Ha OIE€paTHUBHOE
JledeHue, ObLIO IPUHATO PEelleHNe IIPOBECTU CTAOMIIN-
3AITUIO IO3BOHOYHHUKA C BBIIIOJHEHUEM YMEPEHHOM KOP-
pexnuu gedopMauy B JBa dTana.

Llenb onepaTMBHOI0 NEYEHNS: OCTAaHOBUTH AeOPMALINIO
IIO3BOHOYHUKA U IPYAHON KJIETKU, YBEJIUMIUTH OOBEM IPYIL-
HOM KJIETKM, IPOBECTH YMEPEHHYIO KOPPEKIUIO CaruT-
TaJILHOTO U (PPOHTATBHOrO AUCcHaTaHCca TO3BOHOYHUKA.

Ha nepsom smane 60JbHOMY MOHTHPOBAHO KOJIBILIO
rajo-anmnapata. B reqenue 21 cyrok nocrenenno ocye-
CTBJISAIACH TAJIO-TPAaKLUsA B Kpecie. bonbHol 3anuMancs
JbIXaTeJIbHOU TMMHACTUKOHN B yCIOBUAX TaJO-TPAKIUU
(gomo 2 ¢, 0).

ITocne azanTanuu manveHTa K yCIOBUAM KOPPEK-
UM ObLT BBIIIOJHEH 8MOPOU Iman onepamuenozo seue-
HUA: B YCIOBUAX MHTPAOIEPAIMOHHON TaJO-TPAKIUN
IIPOM3BENCHA JOPCAIbHAS KOPPEKIMS, CTAOMIN3AIMS
CKOJIN03a KOMOMHUPOBAHHOM CHCTEMON (puKcaruy Ha
yposHe Th3-Lb c ¢ukcanueii Tasa B KpbUIbs IIOAB3LOI-
HbIX KocTel. JlopcanbHbiil cnonguiozes. Begenue nap-
K032 IIpU OIlIePATUBHOM BMEIIATEIbCTBE IIPOBOAUIH O€3
HCIIOJIb30BAaHUA MMOPENAKCAHTOB. YUUTBIBAA BLICOKHUI
PUCK Pa3BUTUA JbIXaTEJIbHONU HEAOCTATOYHOCTHU B PaH-
HEM IIOCJIEONEPAIOHHOM IIEPUOJE U TPYAHOCTU IpHU
IPOBEJEHNN HHTYOALUM IOCJIEe KOPPEKIUH CKOJMO03a,
ObLIa HaJIOKEHa TPAaXeoCToMa.

Hcnosnp3oBana rubpugHas cucTeMa (PUKCAlu: Co-
YeTaHUE TPAHCHEJMKYJIAPHBIX BUHTOB U IIPOBOJOYHDIX
nereab o meroauxke Luque. Ilpoussenena ycraHoBka
TPaHCIEAUKYISPHBIX BUHTOB B TOuKax Roy-Camille nox
kouTtposem IJOIla B Tena mnoszsonkos Th3-Th4-
Th5-Th6, L3-1.4; Ha ocTaJIbHBIX YPOBHSX IOJ| AYKKU TeJI
IIO3BOHKOB IIPOBEJEHBI IO JBE IIPOBOJOYHLIE IETIN
(mo meromuxe Luque). Pukcanys Tasa NPOU3BEJEHA
OpU TOMOIIM BHUHTOB, YCTAHOBJIEHHBLIX B KPbLIbS
HOJB3OIIHBLIX KOCTEH U COEJUHEHHDIX CO CTEPKHEM.

ITporomxkuTenbHOCTL onepanuu coctasmwia 6 1 30
MUH, MHTpaolepanuoHHas KposonoTeps — 1500 mur.
bonbroit npumen B cosHanue yepes 30 MUH 1ocJje ore-
pauuy; JbIXaHUE CaMOCTOATENLHOE, YEPE3 TPaxeoCTo-
MHYecKyio TpyoOky. Ilocieonepanuonnslii mepuos mpo-
Tekan 6e3 ocIoKHEeHH. TpaxeocToma OblIa yaaaeHa Ha
4-e cyTKW, IOCJIE CTAOMIM3AIMU OOGIIEro COCTOSHHS
6OJIBHOTO.
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Puc. 3. Penmeenozpammv, nocie onepamugnozo Aeuenus: a —

Pdponmarvrnas npoexyua; 6 — cazUMmMarvHas NPoexUus

Puc. 4. boavnot cudum nocae onepayuu: a — gud Cchepedu;
6 — co cnunst; 6 — cO0KYy

PesynbTatbl neyexus. Ilocie omepanuu, Mo JAHHBIM
PEHTreHOIpaMM, KOPPEKIUsa KU(POTUIeCKol gedopma-
nun cocrasuiaa 28% (c 89 xo 57°). OrmeueHo pacmpas-
JeHne IpytHoi KiaeTkn. Koppekius cKoInoTHYeCcKOn
nepopmanuu - 48% (c 118 o 60°). CpopmMupoBaH yaos-
JIETBOPUTEIbHBIH CArUTTAIBHBINA GaTaHC TIO3BOHOYHOI'O
cTosba, yaydiieH GppoHTaIbHbIN 6atanc (¢pomo 3 a, 6).
IIepekoc Tasza BI€BO IIOCJIE ONEPAIUH YMEHbIEH Ha 13°.
Boccranopiena onopHas (PyHKINS TO3BOHOYHOTO CTOJI-
6a, Mmocjae BMENATENbCTBA MAIUEHT IOIYYHUT BO3MOXK-
HOCTb CHJAETb CaMOCTOSTENbHO, 6€3 JOTIOJHUTEILHOMN
onopsbl. M3aMeHWIMch Tponopumu Tejaa. YCTpaHeHo JjaB-
JIeHHe KpblLIa IMOJAB3ONTHON KOCTH Ha TPYAHYIO KJIETKY
cupasa (gpomo 4 a—e). VIsMeHeHU B HEBPOJIOINYECKOM
cTaTyce, a TaKXKe OCJIOKHEHHMH CO CTOPOHBI JIbIXaTE/Ib-
HOM U NUIEBAPUTEILHON CUCTEM HE OTMEYEHO.
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CI/IH;[pOM Opeiizepa (OMIM:#219000, Cryptoph-
thalmos with other malformations, FS) — peakoe 3abose-
BaHMe, BcTpeyatomeecs ¢ acroroit 0,043 ma 10000 Ho-
Bopox/eHHbIX U 1,1 Ha 10000 MmepTBOpOXAEHHEBIX [1].
OcHOBHBIE JMArHOCTHUYECKUE IPHU3HAKU CHHApOMA
(I)pef/'ISepa: KpI/IHTOCi;)TaJIbM, AHOMAJIMU JINLIA, YIIHBIX pa-
koBuH u reauTanuii [2, 3]. [Ipu cungpome Ppeiizepa
KpI/IHTOCpTaJII)M MOJKET COYeTaThCAa C paSJII/ILIHLIMI/I I10-
pPOKaMI pa3BUTHSA, HanboJee XapaKTEPHBI U3 KOTOPBIX
JUTIEBBIC AaHOMAIUU (THIEPTETOPHU3M, Ae(EeKTBl HOCO-
CJIE3HOTO KaHaJIa, TUIOIUIA3HsA KPBLILEB HOCA, BBICOKOE
He60, HU3KUI POCT BOJIOC HA JaTepaJlbHONU IOBEPXHOC-
TH 16a), AHOMAJIMH YITHBIX PAaKOBUH U Jie(PEKTHI cpeHe-
rO yXa C pasjINYHOU CTENEHBIO TYTOYXOCTH, CHHAAKTH-
JNN, aHOMaJINN MO‘{CHOJIOBOﬁ CUCTEMbI (HOpOKI/I paSBI/I'
THS TOYEK, TUIOCIIANs, KPUITOPXU3M, aTPEe3ns Biara-
snia) [3].

IlepBoe ommcaHme ceMeHHOTO cJydas KpPHIITO-
(bTaJIbMa B cO4Y€TaHUU C Z[pyI‘I/IMI/I HOpOKaMI/I paSBI/ITI/IH
natupyercst 1872 rogom [4]. ABTOpPBI ONMCHIBAIOT MOJIO-
JyI0 XXEHIUHY ¢ TposABJIeHUsSMHU cuHapoma Ppeiizepa,
BKJIIOYAOIIMUI KpI/IHToqI)TaJIbM, CUHJAKTUINIO, IIOPOKU
ITOJIOBBIX OPTAHOB, THIIEPTEIOPHU3M, 3aMIABIIYIO IIEPEHO-
CHUITy, HU3KUHA POCT BOJOC Ha JIOY, MYIOYHYIO TI'PBIXKY.

B 1962 roxy Hxopax ®Ppeiizep onumcan JaHHBIIA CUHJ
POM B JByX HEPOJCTBEHHBIX ceMbax. Ha cerogusamuumii
JIeHb B JIUTEpaType UMeIOTCA cBefeHus o 250 ciaygaax
cunnpoma Ppeiizepa [b], 1 KOTOPOro XapakTepeH
IAPOKUN KIMHUYECKUI OTUMOP(MU3M; B PEJKUX CIIy-
yasax — 6e3 kpunropraabma [2].

ITo pe3synbraraM SMUAEMHOJOTHYECKUX HCCIEAOBaA-
HUI C UCIIOJIb30BaHUEM JAHHBIX FEuropean Surveillance
of Congenital Anomalies (EUROCAT), B mepuoJ, ¢ sHpa-
pa 1990-ro mo nexa6pep 2008 roja 3aperucTpUpOBAHBI
26 caydaes cungpoma Ppeiizepa cpenu 12 836 464 po-
IUBIUXCST (MUHUMaIbHAsE oreHKa dactorhl — (0,20 Ha
100 000, rurn 1:495 633 HOBOPOXKAECHHBIX), B TOM YHCJIE
B 3armaaHoi yactu Espomst — 18 (69%), cpeanss yacro-
Ta 3a6oseBaHns — 1 Ha 230695 KUBOPOXKJIEHHBIX, B OC-
TanbHOM uwactu Espomer — 1 ma 1091175 (p=0,0003).
KpoBHopoxacTeenHsble 6paku otMeueHsl B 7 (27%) u3 26
cemeit; pogwiuce xusbiMu 10 (38%) nereir; 14 (54%)
6epeMeHHOCTEH GBUIN IIPEPBaHbI IOCJIE TPEHATAIBHOTO
BBISIBJICHUS Cepbe3HbIX aHoMaunii; 2 (8%) GepeMeHHOC-
TH 3aKOHUYWJINCH MepTBOpoxjaeHueM. M3 24 ciayuaes
aHoManu a3 obHapyxkenbsl y 20 (83%) manueHToB,
cungaktmwinsg — y 14 (58%), aHomanium ropraHm —
y5(21%), anomanus reauranuii —y 3 (13%); nBycropon-

N.0. BRYUKHANOVA, T.I. MESCHERYAKOVA, S.S. ZHILINA, R.A. ZINCHENKO, E.E. SIDORENKO, 0.V. KLIMCHUK

Frase Syndrome (case report)

Key words: cryptophthalmos, Fraser syndrome, eye congenital anomaly, FRAS1 and FREM2 gene mutations.
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HsAS areHesus rnodekx ormedena y 12 (50%) ugenosex,
npudeM vy 4 (17%) 3 HUX BBISIBICHO OJHOCTOPOHHEE
nopaxenue. OCo6EHHO BLICOKOH OKa3ajach YacTOTa
aHOMaINil aHOpeKTaIbHOU obractu (42%). boabmus-
cTBO caydaes cunjpoma Ppeiizepa (85%) nuarnocTu-
PYeTCs IPEHATAILHO B CBA3U C HAIMYMEM aCCOLMAIIN
areHesnu nouyek u kpunrodranbma. B eBponeiickoit
nonyuasinuu 6oubinas gosus (82%) GepeMmeHHOCTEH ¢
JUArHOCTUPOBAHHBIM cuHApoMoM Ppeiizepa mpepsl-
BAETCs, TEM CaMbIM Ha 2/3 CHIDKAETCS YacToTa 3a60-
JeBaHus [6].

Kpunrogranem (CKpeITBIA ITa3) GOPMAIBHO O3HA-
YaeT OTCYTCTBHUE BEK U IIA3HOM IEJIH, OZHAKO €TO MOXK-
HO TOJIKOBAaTb IINPE — OTCYTCTBUE GPOBEH U PECHUIL, IT0-
POKU pa3dBUTHA IVIa3a, OCOOEHHO €T0 IEePEJHETO OTAeNA
[7]. KpunrodTaisMm MOKET GbITH OFHOCTOPOHHMM, HO
yaie HabJIoJaeTc ABycTopoHHee nopaxenue. Cymecr-
BYET TPH €T0 (POPMBI: IIOJHAs (BEKO IMOJHOCTBIO COENU-
HEHO IIOBEPX HOPMAJIbHO C()OPMHPOBAHHBIX IJIa3), He-
nosiHasA (BEKO JIMIIb YJACTUYHO CIMBAETCS HaJi HOPMaJlb-
HO Cc(OPMHPOBAHHBIM IVIa30M) U abopTHUBHAs (BEKO
IIOJIHOCTBIO COEJJUHEHO, ITa3HOE A6JI0K0 He cpopMUpO-
BaHo) [7]. JedexTs! opMUPOBAHUS BEK YACTO COYETA-
IOTCSI C VIA3HBIMU aHOMausAMu [8].

MonekynsipHas reHeTuka

Tounslii aTnomnarorenes FS 10 KoHIIa He U3BeCTEH.
YcTaHOBJIEHO, YTO 60JIE3HDb BBI3BAHA MYTAIlUAMU T'€HOB
FRAS1 (xapTuposanHoro B jokyce 4q21.21) u FREM?2
(13q13.3) 1 Hacrenyercs Mo ayTOCOMHO-PEIIECCUBHOMY
tuny [3]. Ten FRASI comep:xut 75 KOAUPYIOLIX 9K30-
HOB, B reHe FREM?2 ux 28. Myranun B reHax FRASI
nin FREM?2 Bcrpedatorcst npumepHo B 50% ciydaes
KJIMHUYECKN JUArHOCTUPOBAHHOIO cuHApoMa Ppeiise-
pa, B TO BpeMsi KaK MOJIEKYJISIpHAsl IPUPOJIA OCTATbHBIX
ciayyaeB HeuspecTHa. CudTaercd, YTO KJIMHUYECKHE
nposiieHnss FS Moryr ObITH CBA3aHBI C HEZOCTATOY-
HOCTBIO 3aIIPOrPaMMHPOBAHHOI IMOEIN KJIETOK N C
JgedexroM B MeTabosnsme peruHonnos [13]. ITo mue-
HUIO JIPYTUX aBTOPOB, 3TU Je(EKTbl BO3ZHUKAIOT H3-32
HAPYUIEHUS] 3MUTEJNAIbHOTO-ME3EHXUMAIbHOIO B3au-

MOJEUCTBHS, HEOOXOAUMOTO JUISI HOPMAJIBHBIX MOPQO-
FeHETUYECKUX Iporieccos [14].

K nacrosimemy BpemMeHM uAeHTU(GUIUPOBAHBLI 26
MyTaiuii B rene FRASI, 60JbIIMHCTBO U3 KOTOPBIX — My-
tanuy oTpeiBa. CIIEKTP MyTanMil BKJIIOYAET HYKICOTH]:-
HBIC 3aMCHBI, MYTaIlUU CAHTa CIUIAFICHHTA, GOJIbIINE U
MEJIKUE JAyIUIMKAlMu U Mukpojenernuu. Kpome roro,
OIICaHa TETEPO3UTOTHAA MUCCEHC-MyTarusa B FRAST ~
IIpUYMHA HECUHIPOMAJIBHOI OJJHOCTOPOHHEH areHe3uu
nodek. B smrepaType coobimaeTcs o ceMbe, y JBOUX die-
HOB KOTOpPOIl ¢ mposiBaeHusMHu cuHapoMa Ppeitzepa
ObL1a BbIABIeHA generus 4q21.21 u pononaHuTenbHAA
MmyTarus 66 sxzona FRASI co cABUrOM paMKHU CUUTBIBA-
Hus. He onmcano Hu ofHOTO Cirydasi 60JIBIION JeIeruu
rena FRASI [5].

OnucaHue KNMHUYECKOro cnyyas

Manpuuk pojuics y 3gopoBoil marepu, 18 ier,
oT 1-i1 6epemeHHOCTH, IpOTEKABIIENH Ha pOHE aHEMUU
1-if cTerreHy, recTo3a, XPOHUYECKOTO raiiMOPHUTA, TPUII-
12 B TPETHEM TPUMECTPE, MEPBBIX CPOYHBIX POAOB HA
38-39-i1 mexene. Macca Tema npu poxgenun 3160 T,
poct 50 cm. Onenka no mxare Amnrap — 7,/8 Gauios.
C poxeHns y pe6eHKa OTMEYAIH MPAKTUYECKU TIOJTHOE
cpalmeHue BeK. B oTneseHne maToJIOrny HOBOPOKACH-
HbIX HayuHo-mpakTH4Yeckoro neHTpa MeJIUIIHCKOH Io-
MOIIY IETSIM ITOCTYIIIUI B Bo3pacte 1,5 mec.

Denomunuveckue 0cobeniocmu: KPUNTOMPTAIBM,
MUKPO(TAIbM, THUIEPTEJOPU3M, TOTHIECKOE HE6O,
JVICILIa3WUs YIIHBIX PAKOBUH, TUIIOIJIA3US KPBLIHEB
HOCA, HHU3KO pPACIOJIOKEHHOE MYIOYHOE KOJBIIO,
THUIIOCIIA/IS.

Status ophthalmicus: Vis OD/OS = —/pr. Certae.
OU - rpyb6as aHOMaJINsI pa3BUTHS IIPUJATOYHOTO aIlIla-
para rrasa. CpameHue Bek. B Hapy:kHOM oTxese ornpe/e-
JIIOTCSA OCTATKU IVIA3HOM menn jaunoit 1-1,5 mm ¢ poc-
TOM PECHHUI] IO HIDKHEMY KPalo, C IPO3PAYHbIM OTACIIS-
embIM (cae3a). ITox xokell BEK MaJIBIUPYIOTCS IIa3HBIC
SI6JIOKH, YMEHBIICHHBIC B PA3MEPAX, ONPEAECIIACTCS Jac-
THYHAS UX ITOABIDKHOCTD. [TyGike Jiekanue oTaespl He
IIPOCMATPUBAIOTCS.

Domo. MPT zonosozo mosea u opoum
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Ta6bnuua

YactoTa oTAeNbHbIX

npu3HakoB npu cuugpome dpensepa, %

Mpwanan Hanu4ue npu3aHaka Thomas Gatusso Slavotinek Van Haelst
: y nayuenta ; [91 [10] 3 [11] 3 [12]
Kpuntodpranem + 85 93 88 E 85
Nedopmaynu Hoca + 85 37 55 53
Jecdopmaynu yWwHbIX pakoBuH + 84 44 59 75
Pacwenuna ry6oi/He6a 11 7 11 9
J[lechopmanuumn ropranu 83 21 31 A 49
Cunpaktunus 79 54 62 95
AHOManuu nonoBbIX OPraHoB + 60 30 40 66
Arene3uns novyek (04HO/ABYCTOPOHHSASA) 58/33 23/22 36/41
YMCTBEHHAs OTCTanocThb 81 19 5 7
AHopekTanbHbie NOPOKK 2 6 . 16 . 32
Mopoku cepaua 6 6 12 10
Hedekt occutukayuu yepena 8 12
Hu3Ko pacnonoxeHHoe Nyno4yHoe KosbLo + 6 1 29

Y3H 2na3: OU - cTexkJ0BUJHOE TEJO NPO3pay-
HO, 0OOJOYKM HE U3MEHEHBI, IPOEKIUA 3PUTEIb-
HOTO HEpPBA OJJUHAKOBa ¢ o6enx ctopoH. Hesnaunu-
TeJbHas 3KCKaBaIUs AUCKA 3PUTEJIBHOTO HEPBA.
OD - ocTaTku ruaJJUHOBOU apTepuu.

daexmpodusuorozuneckoe uccaedosanue 2Aa3a:
IIPU3HAKA OPTAaHUYECKOTO U3MEHEHUS 3PUTEIbHO-
ro aHAJM3ATOPA HA YPOBHE NPOBOAAIMUX NyTEH U
3pUTEIBHOTO HEpPBA MOCTTUNOKCUYECKOU MPUPO-
a1 OU.

MPT 201061020 M032a U 0Op6UM: TBYCTOPOHHEE OP-
raHn4deckoe IOpa’keHUE TJIA3HBIX sA6J0K. MuHU-
MaJbHO BBIpAXXKEHHAs HAPYXHAasAg pPETUOHATbHASA
ruapornedarus (gomo).

IKI, YBH opeanos 6prownol notocmu u 3abpio-
WUNHNHO20 NPOCMPANCMEA: TIATOJIOTUN HE BBISBICHO.

IHumozenemuuecxoe ucciedosanue xiemox nepudge-
puneckoll kposu: MCKJIIOUEHA XPOMOCOMHAS ITATOJO-
rus (46,XY, HopMaJbHBINA MYXCKOH KapHUOTHII).

TakuM 06pa3oM, Ha OCHOBAHMH (PEHOTHIUIECKUX
0COOGEHHOCTEH, O(]PTAIBMOJOTHYECKOTO OCMOTpa U
PE3YJIBTATOB AOMOJIHUTEIBHOTO 0OCIEOBAHNS YCTAHOB-
JeH jguarHos: cugapom Ppeiizepa. B ganpHelmem
pebeHKy poBejieHo onepaTuBHoe JedeHue: OS — pacce-
YeHHEe AaHKII06Ie(papoHa M aJTOIIACTUKA KOHBIOHKTH-
BaJIbHOM IHOJIOCTH C MMILIaHTanuei mportesa; OR -
paccedeHre aHKUI06Ie(apoOHa U AJUIOILIACTUKA KOHD-
IOHKTUBAJIBHOM ITIOJIOCTH.

B 1986 rogy Thomas u coaém. NPeIOKUIA AUaT-
HOCTHUYECKHE KpUTepuu s cuHapoma Ppeitzepa:
geTpIpe Oosbmux kpurepus - (I) xpunrodranrbm;
(IT) cuamaxTumus; (III) aHOMasUM IOJIOBBIX OPraHOB;
(IV) npusnaku cuagpoma Ppeiizepa y APyrux WICHOB
CeMbBH, a TaKXKe IIeCTb MaIbIX kpurepues: (I) redopma-
MM HOCa, YITHBIX pakoBuH, ropranmy; (II) pacmennna
ry6s! u,/ v He6a; (I1I) nymounas rpepka; (IV) arenesus
IoveK (ABYCTOPOHHSAS MIN ofHOCTOpOoHH:AA); (V) cke-
aetHble anomammy; (VI) ymcrBenHas orcranocts. Juar-
HO3 FS MOXHO yCTaHOBUTD, €CJIN BBISBJIEHBI ITO KpaTHEH
Mepe IBa GOJIBIINX U OAWH MAIBIA KPUTEPUI UIH OJUH
GOJIBINOI U YeThIpe MabIX KpuTepues. CormmacHo nepec-
MOTPEHHBIM JUArHOCTUYECKUM KPHUTEPHUSIM, IIPEIIO-
xxeHHbIM Van Haelst u coagm. B 2007 roxy, mopoxu pas-
BUTHUS JIBIXAaTEJIbHON U MOYENOJOBOU CHUCTEM OBbLIN
BKJIIOYEHBI B GOJIBININE KPUTEPHUH, & YMCTBEHHAS] OTCTA-
JIOCTB M PACIIEINHBI UCKToueHs! [15]. B Manbrie kpure-
PHH BKIIOYEHBI TaKXKe Ae(EKT OCCU(pUKAIUN Yepena 1
HH3KO PaCIoJIOKEHHOE IyITOYHOE KOJIbITo. /lnarnos mMo-
XKET OBITh YCTAaHOBJICH, €CIH Y MAIIEHTA UMEIOTCS TP
GOJIBIINX KPUTEPUS, YUIN JIBA OOJBIINX U JBA MAJIBIX,
YTV OJTUH OOJIBINON M TP MAJIBIX.

Y Hamrero nanueHTa BBISBJICHO J[BA OOJIBIINX KPHUTe-
pus - (I) xpunrrodraneym, (III) aHOMATHN TOJIOBBIX Op-
raHOB M OJIUH MasbIiA KpuTepuii — (I) nepopmarium HOCA,
VIIHBIX PaKOBUH, YTO ITO3BOJIMJIO YCTAHOBUTH JUATHO3
cunnpoum Ppeitzepa (maba).
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IuddepeHumnanbian auardoctuka. Juddepennumais-
HBII JUATHO3 IPOBOJUTCS C U30JUPOBAHHBIM KPHUIITO-
¢raremom (OMIM:123570, Cryptophthalmos, unilater-
al or bilateral, isolated) [16]. 3omupoBaHHBII KpHII-
TO(PTATBM MOKET OBITh OJHOCTOPOHHUM HJIH JBYCTO-
pounuM. OxkoJso 2/3 ciydyaeB BOZBHHKAET CIIOPajUIec-
ku, 1/3 ci1ydaeB cBsiz3aHA C AyTOCOMHO-JOMUHAHTHBIM
TUoM HaciaegoBanusa [17, 9]. ¥V aBoux manueHTOB,
KJIMHUYECKU CXOXKHX ¢ cuHapoMoM Ppeiizepa, y KoTo-
PBIX He HaieHo myTanuii B rene FRAS1, 6b11 ycTaHOB-
geH puarHo3 Manitoba oculotrichoanal (MOTA)
syndrome.

Cungpom ®Ppeiizepa HeoOGXOAMMO Takke audde-
PEHIMPOBATh OT cUHApOoMa AGiedapOoH-MAaKPOCTOMHUU
[17, 18].

BbIBO/bl

B GoipmmuHCTBE CiaydyaeB JAE€TH C CUHIPOMOM
dpelizepa IOrubaIOT Ha IIEPBOII HEJEIE XKU3HU, OKOJIO
25% caydaeB — BHyTpuyTpoOHas ruGesnb. HauGosee
YacTble NPUYUHBI CMEPTU — BPOXKAEHHLIE IIOPOKHU
Pa3BUTUA LIEHTPAJILHON HEPBHON CHUCTEMBI, IOPOKHU
Pa3BUTHUSA TOPTAaHU (CTEHO3, aTPE3Usd), AbIXaTeJbHas
HEJIOCTaTOYHOCTb, IIOYEYHAs HEJNOCTATOYHOCTL WJIU
JByCTOpPOHHss areHe3us rnouek [11]. Cungpom Ppeiize-
pa ciIeayeT IoJ03peBaTh BO BCEX CJIy4asdX MEpPTBO-
POXKJEHUS C IOYEYHOM areHesueit [2].

Ha cerogusamHuii geHb MEIUKO-TEHETHUYECKOE
KOHCY/ISTUPOBAHHUE CEMEM C OTATOIECHHLIM aHAMHE30M —
Ham6osee 3(PPeKTUBHBIH cr1oco6 NPOPUIAKTUKU
nopropeHus ciaydaes FS. B mocrpazaBmmx cembax
HEOOXOJMIMO IIPOBOJIUTD NPEHATAIBLHYIO JUATHOCTHUKY —
YIABTPa3ByKOBOE HCCJIENOBAHUE IUIOJA BO BTOPOM
TpuUMecTpe 6€pEMEHHOCTH.
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neTcxoe MUTAHUE HA OCHOBE IEJIHHOTO KO3bETO
MOJIOKA UCHonb3yeTcs B ABcrpanuu u Hosoit 3erangun
B redenue 30 jer, B Poccuu — B reuenue 13 ner; ono noc-
tynHO B 20 cTpanax mupa. EBponeiickoe areHTcTBO 1O
6€30IACHOCTH IPOJYKTOB ITUTAHUS IPHUIIIO K BBIBOJIY,
4TO ieTCKHe POPMYJIbI HA OCHOBE I[€IBHOI'O KO3bETO MO-
JIOKA COOTBETCTBYIOT €BPOIEHCKIM TPEGOBAHUSIM K COC-
TaBY JIETCKUX CMECEH, OHU GEe30IaCHBI IIPU UCII0Ib30Ba-
HHUU Yy MIajeHnes [1].

Hccrnenosanust, mposeneHnbie B XX BeKe, IIPUBEIIH K
CYI[ECTBEHHOMY YBEIIUYCHUIO 3HAHUI 06 OCHOBHBIX U YHH-
KaJIbHBIX OCOOEHHOCTSIX COCTaBa KO3bEro MoJioka [2-4].
KimoueBasi 0COGEHHOCTB, M3-32 KOTOPOI KO3b€ MOJIOKO
IPEAIIOYTUTEIBHO JUISl IUTAHUS MJIAJCHIEB, — HEGEIKO-
Bast (PPaAKIMS A30TA, KOTOPAsi GOJIBIIE CXOAHA C TAKOBOI B
rpygHoM Mosoke. Kosbe mMosoko cogepxkur B 20-40 pas
6oJIbllle TaypyUHA, OOJIee CJIOKHBIA HAOOp HYKJIEOTHIOB
[6, 6] u Gosblle TakUX CBOOGOJHBIX AMUHOKHUCIOT,

KaK DINIMH ¥ DIYTAMUHOBAS KHCIOTA [7], IO CPaBHEHHIO
C KOPOBBUM MOJIOKOM. DTU KOMITOHEHTBI B BLICOKMX KOH-
IEHTPAIUAX TPUCYTCTBYIOT TaKXe B I'PYHOM MOJIOKE.

®pakuuy HEGEIKOBOrO a30Ta KO3BETO U TPYJHOrO
MOJIOKA OOPA3YIOTCS B PE3y/IbTATE AIIOKPUHOBOI ceKpe-
IIUX, KOT/[a KAIlJTM MOJIOKA OTCEKAIOTCSA OT KJIETKH BMeEC-
T€ C YaCThIO KIETOYHBIX KOMIIOHEHTOB [8, 9]. ¥ xopos
MOJIOYHBII O€JOK BBICBOOOKAAETCA U3 KJIETKU MOJIOY-
HOM eJe3bl C IOMOINbI0 MEPOKPHUHOBON CEKpeluu,
IpU 3TOM KaIUIM MOJIOKA COYETAIOTCS C KJIETOYHOM
MeMOPaHOU ISl BBICBOOOXKAECHUS COLEPKUMOro 6€3 Io-
TepHU APYrUX KOMIIOHEHTOB KJIETKH (3K30IIUTO3).

ATIOKPHHOBBII IPOIECC CEKPENNH CBA3AH C HU3KUM
ypoBHeM aSl-xkazemHa B kK03beM MoJjoke [10]. Koposbe
MOJIOKO COAEPXKUT BBICOKUE €TO KOHImeHTpanuu [11, 3].
Ko3be MOJI0KO MMeeT Takxke 6oJiee BBICOKYIO KOHIIEHT-
panuio -Ka3enHa, I03TOMY Ka3€HOBBII MPO(IIb KO3b-
€ro MOJIOKA OJIMIKE K IPYAHOMY.

S.N. DENISOVA, M.Yu. BELITSKAYA, S.V. BOGDANOVA, A.A. TROFIMOVA, L.I. ILYENKO
Experience gained with the use of adapted goat's dairy products as a baby food

Key words: goat's diary products, nutrition, children.
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Yposens aSl-kazenHa B KO3bEM MOJIOKE CBSI3aH C ITO-
aumopduamom rena aSl-kazemna [11]. He y Bcex ko3
€CTb IeHBI, CBI3aHHBIC C HU3KUM YpOBHEM aSl-kazenHa B
MOJIOKE, ITO3TOMY HE BCSIKO€ KO3bE MOJIOKO MMEET OCO-
GEHHBII COCTAB U JPyTHE MPEHMYIIECTBA, KOTOPHIE Jie-
JIAIOT €r0 ONTUMATBHBIM JIJIsI TUTAHUS MIajicHIieB. V3Be-
CTHO, YTO KO3bE€ MOJIOKO C 6ojee HU3KHM YPOBHEM
aSl-kazenHa MeHeEe aIIEPreHHO, YE€M KO3bE MOJIOKO C
60Jiee BBICOKIM YPOBHEM 3TOro 6eska [12-15].

Eme ogHO nneHHOE CBOMCTBO KO3BETrO MOJIOKA — JIeT-
KOCTb IlepeBapuBaHus. TpurcuH — (epMeHT, IpUCyT-
CTBYIOIINI B JKeayake, — pacinernisieT 96% kospero xase-
nHa 1 ToabKo 76-90% xoposbero kazenHa [16]. Bera-
nakrornobynmua (f-JII') ko3bero MoJIOKa yCBaUBaEeTCS
ayaure, ueM BJII' koposbero mouoka [17].

CyImecTByIOT Takke pas3andust QPU3NIECKOH CTPyK-
TYpbl Ka3€MHOB KOPOBBETO U KO3bero Mosoka. Kosne
MOJIOKO COJEPXKUT 6ojiee KPYIHBIC U THAPATUPOBAH-
HbI€ MUIIECJUTBI Ka3€MHA 110 CPABHCHHIO C KOPOBBUM
MosokoM. [2]. OcobGeHHOCTH Ka3eMHOBOM (PpakINH,
cozepskamieiics B (popMyJie Ha OCHOBE KO3bETO MOJIOKA,
HNPUOJIMDKAIOT 3T CMECU K TPYIHOMY MOJIOKY: IPU HUX
IIepeBAPUBAHNN 0Opa3yeTCs PBIXJIBINA, GoJyiee MOPHC-
TBII TBOPOXKUCTBIN Ka3eHMHOBBIN CI'yCTOK IIO CpaBHe-
HUIO CO CTaHAAPTHOI MOJOYHON CMECHIO U3 KOPOBBETO
Mosioka. O6pa3oBaHUE TAKOTO TBOPOKHUCTOTO Ka3eH-
HOBOTO CTYCTKa B JKeJyJKe peGeHKa 06JIerdaeT JOCTyI
MUIEBAPUTEIBHBIX (DEPMEHTOB K MOJOYHBIM GEIKaM,
IIOMOTasl UX IIE€PEBAPUBAHUIO.

Jpyras oco6EHHOCTh, OTIMYAONMASA KO3bE MOJOKO
OT KOPOBBETO, 3AKJII0YACTCS B 60JIE€€ BBICOKOM CO/IEpKa-
HUM HACBIICHHBIX CPEIHEIETIOUYCYHBIX KHUPHBIX KHUC-
JOT (KaIPOHOBOU M KAIPUHOBOI) B KO3bEM MOJIOKE.
Onu BcacbIBaIOTCA Y JieTell apdekTuBHEE, yeM JJIMHHO-
LIEITOYCYHBbIC HACBHIIEHHBIC >KMPHBbIC KHCJIOTBI, TAKHE
KaK MaJIbMUTUHOBAs kuciaoTa [18]. beuto nokasano, uro
JKUPBl KO3BETO MOJIOKA TAaKXE BCACBIBAIOTCA Gojee
3(pexTUBHO, YeM KHPBI KOPOBBETO MOJIOKA, Y JETEH C
HEIePEeHOCUMOCThIO moTeHa [19].

Hayunbie nccieoBaHus, IpOBECHHBIC 3aIaHBIMI
U POCCHIICKUMU YYEHBIMH B ITOCJICJIHUE JECATHICTHS,
MOATBEPKAAIOT 3(P(PEKTUBHOCTH 3AMEHBI KOPOBBETO MO-
JIOKA HA KO3b€ B JUCTOTEPAITNH ATOIIMIECKOTO JIEPMaTH-
ta (A/l). ITonoxureapHOE BIUSHHE KO3BETO MOJOKA Y
JileTel ¢ MUINeBOol a/uleprueil CBA3bIBAIOT C €r0 (PU3UKO-
XUMHYECKON CTPYKTYpPOM, KOTOpasi 3HAYUTEIBHO OTIH-
YaeTCA OT CTPYKTYPBI KOPOBBETO MOJIOKA.

HHTepecHbI JaHHBIE O BO3MOXHOCTH HCIIOJb30Ba-
HUA y gereit ¢ A/l 3aMeHUTENs KEHCKOTO MOJIOKA Ha
OCHOBE IIEJIBHOTO KO3BETO MOJIOKA, GEJIKM KOTOPOTO I10
CBOCHl AHTUTEHHON CTPYKTYpE OTIMUYHBI OT OCJIKOB
KOPOBBETO MOJIOKA.

Dopwmysl «Hanunu» — 3T0 aAANTUPOBAHHBIC 3AMCHU-
TEJIN KEHCKOTO MOJIOKA, pa3paboTaHHbIC aHIIMHCKUMU
creruaguctamu B HoBont 3enanguu. llenpHOEe KO3be

MOJIOKO, UCIIOJIb3YEMOE B IIPOU3BOACTBE 3TUX CMECEH, —
SKOJIOTMYECKU YUCTBHIM IpoAykT. CMecu oTHOCATCA K
YUCTy Ka3eWH-JOMHHHUPYIOIUX (COOTHOUIEHHE Ka3e-
nH/ anpoymunsl — 80:20). Cmecu «Honnu» pexoMeHgoBa-
HBI JUIS1 IUTaHMSA JeTel C POKAEHU IPU HEBO3MOXKHOC-
TU TPYAHOTO BCKaPMJIMBAHUSA U JUIS IeTel, CTpajalolix
AJl 1/ HEIepPeHOCUMOCTEIO GEJIKOB KOPOBBETO MO~
JIOKa. [IporuBonokasanue K IpPUMEHEHHIO
JAHHBIX CMecCeil — MHIUBUAyaIbHAs HENEPEHOCHUMOCTD
KO3bEro MOJIOKA U JJAKTO3HAs HEJJOCTATOYHOCTD, TaK KaK
yKa3aHHbIE POPMYJIBI ABIAIOTCS JTAKTO30COAE PIKAIIIMU.

Kinnanueckyio addextusaocts dopmyn «Hannu»
y A€TEl IepPBBIX TPEX JIET XU3HU ONPEAE/ISUIA B BELy-
IMUX HAay4HBIX HeHTpax Poccum. Llenpio mpoBexeHHDBIX
HCCIeOBAHUI OBLIO ONpe/ieIeHIE BIUAHMS JUeTOTepa-
IIIU C BKTIOYEHUEM B PAIIUOH aJalTHPOBAHHBIX IIPOJIYK-
TOB Ha OCHOBE IIE€JBHOTO K03bero mMosuoka («Vitacare»,
Hopas 3emanausa) kak y 3J0pOBBLIX JI€T€Hl paHHETO BO3-
pacTa, Tak U y JJleTell ¢ aTOINYECKIM J€PMaTUTOM, XpO-
HUYECKUMH 3a060JIEBAHUAMHU HKEJTYJL0YHO-KUIIETHOTO
TPakKTa, a/UIEPrU4ecKuMU 3a60JI€BaHUAMU, OCJIOKHEH-
HBIMU OCTEONATUAMHU.

Auemomepanus A/l ¢ ucnoasvzosanuem adanmupo-
6aHHOU CMeCU HC OCHOBe KO03bez0 Mo.0Ka Yy demell nep-
6020 200a HCU3HU

ITon wabmiomeHUEM B aMOYJATOPHBIX YCIOBHUAX
Haxoawiauch 177 nereil ¢ numeBoi aiepruei, KJINHU-
YECKUM IPOSIBJICHIEM KOTOPOI1 B GOJIBITMHCTBE CIydacB
6bur AZl. B ocHoBHyio rpynmy Bouumn 117 nereit, moiy-
YaBIIME B COCTAaBE THIIOAUIEPTEHHOM JUETHI CMeECh
«Hannu xaaccuxa». Kimmamdaeckre HabIIOACHIS IIPOBO-
JIVUTH B 2JJIEPTOJIOTUYECKOM oTaesneHnu Hayanoro nenT-
pa 3xoposbs gereii PAMH [20].

JlBe rpymmbl cpaBHeHUs coctasmiu 60 geTeit, y KoTo-
PBIX B COCTaB THIIOAUICPICHHOrO PAIMOHA BXOIMIN
IHJPOJIU3aThl OelKa KOPOBbEero MoJoka (32 pe6GeHKa)
WM CMECH Ha OCHOBE M30J1ATOB cou (28 pereit). Cpenu
00CIeJOBAaHHBIX JieTel 6bUI0 86 MATHUYNKOB B BO3PACTE
ot 1 10 9 mec u 91 neBouka B Bo3pacre ot 2,5 10 9 mec
(cpenuuii Bo3pacT — 4 Mec). JUIUTEIBHOCTD HAGMIOACHUS
3a 60JIBbHBIMU cocTaBuaa 3—12 mec.

Kpurepusamu >p@ekTUBHOCTH JICYEOHBIX MPOIYK-
TOB CJYKMJIa OVMHAMHUKA KIMHHYIECKUX U UMMYHOJIOTH-
uyeckux rnokxazaresneir y gereir ¢ AJl. IlonoxurenbHpiM
KJIMHIYECKUM 3(P(PEKTOM CUYUTATH NCUE3HOBEHHUE KOX-
HBIX BOCITAJTUTEIBHBIX IMPOSBICHUM, CHUXKCHUE ITOKa3a-
Teyd nugexca SCORAD.

ITosoxuTETBHBIE MMMYHOJOIMYECKUE KPUTEPUH
3((PeKTUBHOCTH JUETOTEPANNH: CHIKECHUE COACpKa-
HUs B KpoBu obmero IgE, awreprencnenuguaecknx
IgG u IgE anTuren x 6enky koposbero mosnoka (bKM),
kaseuny, f-JII' u coeBoMy GeJky.

BosnuxnoBenue A/l y Bcex eTeil 6bUIO CBSI3aHO C
IIEPEBOJIOM UX C TPYAHOTO HAa CMEIIAaHHOE UM HCKYC-

46

‘N91.

2014. Oetvckana 60n0bHMLUA



O6MeH onbITOM

CTBEHHOE€ BCKAapPMJIMBAHME aJalITUPOBAHHBIMU CMECAMU
Ha OCHOBE KOPOBLeTo Mosioka. Jluerorepanusa A/l (3ame-
Ha CTApoil CMeCH Ha HOBYIO M KOPPEKIUs IPUKOPMA)
y BCEX JIeTel COYeTatach C Ma3eBbIM JIECUEHUEM, YU€TOM
CTaJUU KOKHBIX BOCIAJIUTEILHBIX IIPOLIECCOB, A Y pAaa
JETeH — C aHTUTMCTAMIHHBIMY IIPEIapaTaMH.

Cmech Ha OCHOBE IIEJIbHOTO KO3bEro MOJIOKA U JpY-
rue jedebGHBIE CMECH BBOAWIM B PalIOH B TEUYEHUE
10-14 nueii, nocrenenHo: no 10 M B Kaxpoe Kopmie-
HUE B IEPBBINA JeHb; 10 20 MJI — BO BTOPOH A€Hb U T.J.,
IIOCTENIEHHO yBEJINYMBasg OOBEM HOBOI CMECH U YMEHL-
masg KOJUYECTBO CTAPOU JO IIOJHOI ee 3aMEHBbI Ha HO-
ByIo cMech. CpesHecyTOYHbIN 00beM BBOAMMBIX CMecei
cocrasisut 500-700 M1 B 3aBHCUMOCTH OT BO3pacTa pe-
6enka. Jletu nosyyanu seuye6Hble cMecH B TeueHue 3-12
MeCsILEB.

Hab6monenns noxasanu, 4To cMechb «Hannu xaaccu-
Ka» OOJBIIMHCTBO JE€Te€H NEPEHOCUJIO XOPOIIOo, OHa
obGecneunBasa UX HOPMaJbHOE (PU3MYECKOE Pa3BUTHE.
Cpennemecaynas npubaBKa MacChl Teja COCTaBUJIA
704+81,1 r.

Y GONBIIMHCTBA OOCJIEJOBAHHBIX OOJBHBIX, IOJY-
YaBIINX YKa3aHHYIO cMech (96 u3 117), yepes 1-3 uexe-
JU OT HayajJa JEe4EHUS OTMEYaTd YMEHbIIEHUE KO-
HBIX BOCHAJIUTENbHBIX IIPOLIECCOB: NPAKTUUECKHU Y BCEX
JieTell ucuesnu runepeMus, 3yJ, Chbillb, HIEJYIIEHUE U
MOKHYTHSA. ¥ 4aCTH JeTell COXPAHUIACh CYXOCTb KOKU.
Cpeau 60 geTeil U3 rpynnbl CpaBHEHUS, B IEYEHUHU KO-
TOPBIX HCIOJb30BAIN JPYyrUe JedeOHbIE MPOAYKTHI,
KJIMHAYECKasd peMuccus Habmoganach y 39 (y 22 uz 32
GOJIBHBIX, MTOJYYaBIINX TUAPOIU3ATHI Geka, n'y 17 u3
28 60JBHDIX, IOJYYaBIIMX COEBBIE CMECHU, ObLI OTMe-
YeH IOJIOKUTENbHBIN 3 dekT). [IpuMmevarensHo, 9To
IIOJIOKUTEIbHOE BIUAHUE JUETOTEPANINH C BKIIOUEHU-
€M B PaIlMOH CMECH Ha OCHOBE KO3bEro MOJIOKa HabJIo-
JaIM y TeX JeTeH, y KOTOPbIX paHee OKa3aduch Hedd-
(beXTUBHBIMU CIIENUAIU3UPOBAHHbLIE IPOJAYKTBI JETC-
KOT'O NMMTAaHUs HA OCHOBE U30JATOB COEBOTO GeJIKa NIn
6EJIKOBBIX TMIPOJIU3ATOB.

HMmyHOIOTHY€CKMIT MOHUTOPUHT 3(PPEKTUBHOCTI
HCIIOJIb30BAHUA 3aMEHUTEIEN IPyAHOrO MOJIOKA Y AeTel
panHero Bo3pacta ¢ A/l mokasaj, 4TO IOJOXHUTENIbHAs
JUHAMUKa Ha poHe IpuMeHeHud cMecu «Hannu xaaccu-
Xa» Ha OCHOBE KO3bEr0 MOJIOKA IPOSABUJIACH KAK B OTHO-
meHuu avtepredcnenupuueckux IgE, rak u IgG anTn-
TeJ K 6€JIKy KOPOBbETO MOJIOKA U ero gpakumsam. Bximo-
YeHHe JIeYeOHBIX TUAPOIN3ATOB B PAIIOH IMUTAHUS Jie-
Tel TPUBOAMIIO JIMIID K CTATUCTUYECKU 3HAUYMMOMY CHU-
skeHmIo copepskanus obuero IgE u IgG anturen k BT
Yposuu crienupudeckux IgE u IgG anTHTEN K 6EIKY KO-
POBbETO MOJIOKA, Ka3€MHY U CO€ B IPOLiecce MpoBeje-
HUSA JUETOTEPAIINU JAHHLIMU IIPOAYKTAMU MMEIU TEH-
JEHIUIO K CHIKeHUIo. Ilpu ucnoab3oBaHuu M3014TOB
COM MOJIOKUTEIbHAA JUHAMUKA IPOABUIACH TOJBKO CO
croponsl cnerupuaeckux IgG anTure.

TakuMm 06pa3oM, IPU HAJIUYUM IIOJOKUTENLHON
KJIMHAYECKOM JMHAMUKHU HCIOJIb30BAHUE PA3TUIHBIX
3aMEHUTEJIEN IPYIHOIO MOJIOKA y JeTell ImepBoro rojaa
#u3HU ¢ A/l BBI3BIBAET Pa3HOHAIIPABJIEHHOE JAeicTBHE
Ha HMMYHHYIO cucTeMy. Jlyuymuii HOJOXUTETbHBIN
a(pdeKT GbLI IoNyYeH IpU NpuMeHeHun «Honnu xaac-
cuKa», OCHOBA KOTOPOTO — KO3b€ MOJIOKO.

JPPexmuenocms UCNOAL3086aAHUA CREUUAAUIUPO-
8aHHbIX NPodyKMO8 HA O0CHOBEe KO3bez0 MOL0KA 04A
ecxapmausanusa demeil pannezo 6o3pacma

Ha 6ase lopoxckoro nmenrpa nutanus r. CaHKT-
ITeTepbypra npoBeeHO KIMHIYECKOE UCITBITAHUE A/Iall-
THPOBAHHON cMecHu «Hannu xaaccuxa» Ha OCHOBE KO3b-
ero mousoka [21]. KimHmdeckyio anpo6anuio mpoBoay-
JU B COOTBETCTBHHM C IPUHIUIIAMHA JOOPOCOBECTHOM
KINHUYecKoW npaktuku (European Good Clinical
Practice Guidelines), peiictByiomumu B cTpaHax EC
c 1991 roma, nupexTuBHbLIMU YKadaHuAMU M3 PP n
IIPAKTHKOI MpoBeaeHus anpobaruu B MucTuTyTe nura-
auss PAMH.

AnanTupoBaHHAS CMECh HA OCHOBE KO3BETO MOJIOKA
KaK MpOoQUIaKTUIECKOro, 6a30BOTr0O MPOAYKTA paHee He
HMPUMEHSUIACh. DTO MOCTYKUJIO OCHOBAHUEM JUIS M3yde-
HUSL 3P PEKTUBHOCTU HCIOJb30BaHUA cMecH «Hannu
KAQCCUKA» B TUTAHUM IPAKTUYECKHU 3ZO0OPOBBIX ACTEH
IIEPBOTO roJia XU3HH.

Kpumepuu s pexmusnocmu cmecu «Honnu»
6 numanuu demeti: CyObEKTUBHOE OTHOIIEHUE ACTEH K
IPOAYKTY (AIIETHUT), MEPEHOCUMOCTb CMeCH (TOsIBIe-
HUE WIN YCHWICHUE KOJUK, CPBITMBAHUS, METEOPU3MAa;
QLIEPrIYEeCKUE IIPOSIBICHUS; XapaKTep CTYy/Ia), AMHAMU-
K2 MacCa-pOCTOBBIX IOKA3ATEJICH, PE3yIBTAThI KOIIPOJIO-
T'HMYECKOTO MCCICAOBaHUA (IO U IOCJIe MOTydeHUs IPo-
JyKTa), IMHAMUKA IIOKA3aTeJIel KUMIEYHOTO MUKPOOHO-
[IeHO03Aa.

beumn o6cnenoBanbl 20 NPaKTHUYECKU 30POBBIX
Jereii B Bo3pacrte ot 1 mec 15 xHeit 1o 5 mec (cpenumii
Bo3pacT — 4 mec). /unreabHOCTD anpobdanuu — 23 JHH.
Bce metr ¢ mepBbIX JHEH KU3HU HAXOJUINCH HA UCKYC-
CTBEHHOM BCKAPMJIMBAaHUM COBPEMCHHBIMU AJANTHPO-
BAaHHBIMU CMECSIMH. BOJIBITMHCTBO KeTei pOANIOCH C XO-
POIIMMH MacCa-POCTOBBIMH ITOKA3aTEISAMU M BBICOKOI
OIICHKOW ITO IKajIe Amnrap.

Ilepuon amanranuu K arpoGupyeMoMy IpoayKTy v 19
n3 20 jgereit mporekan 6e3 OCOOEHHOCTEH. Y OIHOrO
pebenka Ha (poHE ero rpreMa BO3SHHUKIN METEOPHU3M U KO-
JINUKU, KOTOpBIE MO3HEE KYIIUPOBAIN, YMCHBIINB OOBEM
npoaykTa. Hu onnoit u3 ¢opm annepruueckoil peaxiuu
Ha (poHe npuema cMmecH «Hannu xaaccuxa» OTMEICHO HE
6bUT0. HecMOTpst Ha TO YTO B MCCIIEJOBAHUE BOILIH ITPaK-
TUYeCKU 340poBble Jetd, Y 70% u3 Hux orMedann QyHK-
IMOHAIBHBIC HAPYIICHUSI CO CTOPOHBI JKEJIyJOUYHO-KUIICY-
Horo Ttpakta (JKKT) B BuJe HEOOWIBHBIX CPBITMBAHUIA,
METEOpU3Ma, KHIICYHBIX KOJIHK, CKJIOHHOCTH K 3aITOpY.
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Ha ¢one npuema gaHHOro mpoaykTa OTPUIATENb-
HOU JUHAMUKU B BUJI€ MIOABICHUS WIN YyCUIEHUSA CPBITU-
BaHUI He oTMeueHo. [looxuTenbHad JuHAMIKA CHHJ-
poMa cpbIruBaHuil 6puia 3apukcuponana y 43% nereil.
MeTeopuam, KuIeYHbIE KOJUKU U CKJIOHHOCTD K 3aII0-
Py, OTMEUYEHHBIE O Hadajla anpodanuy, Ha (oHe Ipue-
Ma cMmecu «Hannu» mcuesnu y Bcex gereid. Pasmmunsa
MEKTY IPyIIIaMU CTATUCTUYIECKH JOCTOBEPHLIE. JInmb y
OHOTO pe6GeHKa IIPU BBEAECHUU IIPOAYKTA OTMEYAINCh
KMIIEYHBbIE KOJUKM M METEOPU3M, KOTOPbIE IO3JHEe
Ky POBAIHICH YMEHbIIEHHEM o0beMa. Obpamraiy Ha ce-
651 BHUMaHIE HECKOJLKO 60Jjiee BLICOKHME TEMITbI Hapac-
TaHUA JJIMHBL Teja y JeTell, IOJyJaBIINX ampooupye-
MBI IPOJYKT.

Komnposoruueckoe uccieopanue TpoBEAEHO B AU-
Hamuke y 20 geTei, IoJyJaBIINX YKa3aHHYIO CMECh B Ka-
YyecTBEe OCHOBHOTO, 6a30BOro mpopykra. Makxpockonu-
YeCKUEe WIN BU3yaJbHbIE IPU3HAKU HAPYLUIEHUA IepeBa-
PUBaHUA MHTPEAUEHTOB 3aMEHUTEIEH TPYAHOTO MOJIOKA
10 Ha3HAYEHUs HpoaykTa oTMevann y 80% 310pOBBIX Je-
Tel rpynimel uccaeoBanus. B xonporpamMmMe 6bu14 BbIAB-
JIEHDI CJIEYIONTIE U3MEHEHNs: HellepeBapeHHbIe GeJIbie
koMoukH — y 20% pmeTeil; IIOTHAS KOHCHCTEHIUS Kaja
BMECTO KalIUI[eOOpa3HOIi, CBOMCTBEHHOI IETSIM paHHe-
ro Bospacra, — y 20%; npucyrcrsue causu -y 20%; 3710-
BOHHBII 3amax xana —y 1 (5,0%) pebenka. B Goubmreit
crenend, y 87,5% nereil, M3MEHsUICS BT PEKATHIA — OT
3€JIEHOTO, CEPO-3€JIEHOrO JIO CEPO-3€JI€HO-KOPUYHEBO-
ro. Ilo 3aBepmenun anpobanuu y 6 gereil ormeueHa
IIOJIHAA JIMKBUJALMSA BU3YAJIbHBIX IIPU3HAKOB Hapylle-
HUA NHUIeBapeHus. Y ocTaabHbIX 10 gereil mameHeHue
IBETA CTyJIa COUETAIOCH B OJHOM CJIydae C INIOTHOU KOH-
CHUCTEHLIMEN, a B JPYroM — C HaJMYUEM ILIOXO IlepeBa-
PEHHBIX GeJIbIX KOMOYKOB.

H3yuenne KUIIEYHOTO MUKPOOHMOIIEHO32a Y IIPaKTH-
YECKU 3J0POBBbIX JeTel, HaXOAAIUXCA Ha UCKYCCTBEH-
HOM BCKapMJIMBAHMH, IO HaYajIa BBECHUS IPOJYKTA I10-
Ka3aJIo, YTO y BCEX UMEJIO MECTO CHIDKEHHE MHIUT€HHON
¢ropsl, B yacTHOCTH, 6udurodbakTepuii — 1o 10° u max-
to6akTepuii — 1o 10°. CHIKeHNE pe3suaeHTHON (hIopsl
COYETANOCh C YBEJIUUYEHUEM POCTA PAjfa YCIOBHO-TIATO-
FE€HHBIX MHKPOOPTaHMU3MOB (I€MOJIHM3MHIIPOLYLUPYIO-
IUX U SHTEPONATOr€HHBIX IITAMMOB KHIIEYHBIX IaJIO-
YeK, CTaPUJIOKOKKOB 1 Jp.). /lo BBe i€ HIs IPOyKTa JuC-
6axTepuo3 1-if cTeneHN TAKECTH BBIABIAIH Y 4 meTeil;
2-i1 crenenu -y 15; 3-i1 creneHu — y oJHOTO peGEHKA.
IIpu nmepeBoze Ha cMech «Haonnu Kaaccuxa» OTMEYEHA
TEHJECHINA K POCTY JJaKTOOaKkTepuii. OHaKO ycTaHOBIE-
HO JIOCTOBEPHOE CHUKEHUE TUTPOB JBYX BUJIOB YCJIOB-
HO-IIATOTE€HHBIX MHKPOOPTIaHU3MOB — KJI€OCHE UIbI ITHEB-
MOHMH U IIUTpoGaKTepa.

B pesynbrare ncciaenoBaHUs IOJYYEHBI JAHHBIE O
Xopouell NepeHoCUMOCTU cMecu «Haunu xiaccuxa» u
€€ JJOCTATOYHOI GHOJIOTNYEeCKON IIEHHOCTH, 0beceyn-
BAIOIICH aJEKBATHBI pOCT pebeHka. BelgBieHO moJIO-

SKATEIbHOE BJIUSHUE CMECHU Ha IPOSIBJEHUS (PyHKIIHO-
HQIBHBIX HApPYIIEHUH CO CTOPOHBI KEJYAOYHO-KUIIEY-
HOTO TPpaKTa y JeTel, YTO MOATBEPHKAAIOCH IIOJTHBIM Ky-
NIMPOBAHMEM KHMIIEYHBIX KOJUK U METEOpPU3Ma, YMEHD-
HIEHUEM YaCTOTbI CPBITMBAHUN, 3HAUNTEIbHBIM YJIydIe-
HHUEM II€PEBAPUBAIOIIECH CIIOCOOHOCTH MUIIEBAPUTEID-
HOU CHUCTEMBI.

JPPexmusnocms ecmecmeennozo 6CKaAPMAUBAHUA
npu aevenuu A/l y demeii

H3yuenne > (peKTHBHOCTH 'UIIOAITICPICHHBIX JUET
JUIsT KOPMSIIUX MaTepel, MMEIOMNX TPYAHBIX AETel
AJl, ¢ 3aMEHOI KOpPOBBETO MOJIOKA Ha KO3bE MOJOKO
«Amanamesn» (Hosasa 3emannus) — akTyasbHas mpooiemMa
guerosnoruu. B amnepronormyeckom otaenenun Hayu-
Horo 1eHTpa 3xoposbs gereit PAMH r. Mocksbl mpose-
JIX CPAaBHUTEJIBHYIO OIICHKY BJIMSHUS 3TUX JUET JUIS Ma-
Tepeil Ha JUHAMUKY OCHOBHBIX ITOKa3aTeJeH IryMoOpaIb-
HOT'O MIMMYHHTETA Y UX JeTeH, crpagaomux AJl [22].

ITox HabGmOAEHNEM HAXOAUINCH 68 Map MaThb—AUTS.
¥ Bcex geteii 6pu1 guarnoctuposan A/l. Cpenu o6cieno-
BaHHBIX 6bUI 41 Masbunk (B Bo3pacte ot 0,8 10 11 mec)
u 27 gesouek (ot 0,5 go 10 mec). JJnureabHOCTh HAGIIO
eHusd 3a JeTbMU cocTaBmwiaa 3-9 mec.

B ocHoBHYyIO rpynmy Bonumu 32 pebeHKa, YbU MATEPH
ITOJTyJaJI! IEIbHOE KO3bE MOJIOKO «AMasmes» B COCTaBE
THIOQIIEPTEHHOTO PALOHA B3aMEH ITPOJYKTOB Ha OC-
HOBE KOPOBBETO MOJIOKA. B rpymme cpaBHeHus 66110 36
JeTel, MaTepy KOTOPBIX HAXOAUINCH HA THUIIOAJUICPreH-
HOU 6€3MOJIOYHOU JUETE.

HaciencTBeHHOCTD O JIIeprUun GbLIA OTATOICHA
y 75,0% 60apHBIX OcHOBHOH U 61,1% nanueHToB rpyn-
bl cpaBHeHUs. [IpryeM MOTOBUHY U3 HUX COCTaBIISIN
JE€TH MaTepei, CTPaJaIoMUX a/iepPruUYecKuMu 3aboJe-
BaHUSIMU.

Yame Bcero mnepsbie CHUMIITOMBI LIEPIHYECKOTO
MIOpPaKEHUsI KOXU BO3HHUKAIN Y AETell 06eux IpyIIl B
BO3pacTe o 2 MecC XU3HHU. Y GOJBIIMHCTBA HabIionae-
MBIX HMAI[EHTOB KIMHUYIECKUM MPOSBJICHUEM ITHUINEBOI
/UIEPrUU GbUI FaCTPOUHTECTUHAIBHBIN CUHJIPOM, KOTO-
PPBIii POSBJISICS CPBITMBAHUSAMU, KUIICIHON KOJTHKOM,
METEOPU3MOM, U3MCHEHUSIMU B CTyJIE, A TAKXKE (PepMeH-
TOMNAaTHEH (110 JAHHBIM AHAIN3A KaJIa HA YIVIEBOJBI).

Juerorepanus AJl, BKIo4aBIIas KOPPEKIHIO Pariy-
OHa y MaTepeil 1 IpUKopMa y AeTeil (ecau oH ObLI BBe-
JICH), Y BCEX OOJIBHBIX COUETAIACH C HAPYKHBIM MAa3€BbIM
JICYEHUEM C YIETOM CTAJANH KOKHOT'O BOCHAIUTEIBHOTO
IIpoIiecca, a y HEKOTOPBIX JETEH TOMOTHAIACh AaHTUTHUC-
TAaMUHHBIMU IIPENAPATAMU IIEPBOTO U BTOPOTO MOKOJIE-
HUI (TaBErws, CynpacTuH, (PEHUCTIII, KIAPUTHH, 3Up-
tTek). Kpurepusamu s¢p¢peKTUBHOCTU JUETOTEPAIINU
MaTepei CIyKMIa AMHAMUKA KIMHIYECKHUX CHMIITOMOB
U IMMYHOJIOTUYECKUX ITOKa3aTesel y ux gereit ¢ A/l

IIpoBeseHHDBIN CPaBHUTEIbLHLINA aHATU3 aHAMHECTH-
YECKUX JAHHBIX 68 MaTepeil U3 ABYX TPYII ITOKA3aJI, YTO
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46,8% matepeit u3 ocHOBHOU rpymnsl u 44,4% u3 rpym-
IIbl CPaBHECHHUS WMEJU AUICPTUYECKUE 3a00JICBAHMUSA,
KPOME TOTO, Y HUX OTMEUYAIVCh rACTPOIHTEPOJIOTIUIEC-
KHe 3200JICBAHUS, TIATOJIOTUSI OEPEMEHHOCTH U POJIOB.
Ananns GaKTHIECKOTO MUTAHUS KOPMSIIUX MaTepeil 3a
TPH JHS, TPOBEACHHBIHA C IIOMOIIBIO AHKETHO-OIIPOCHO-
ro MeToza (MeToJ 24-9aCOBOTO BOCIIPOU3BEICHUS ITUTA-
HUSA), ToKa3as, 4ro A/l y marueHToB vyaie ObUT CBA3aH C
oTpe6ICHIEM KOPMSITUMH >KEHITMHAMH GOJIBIIOrO KO-
JITYECTBA MOJIOKA U IIPOAYKTOB Ha ero ocHose (71,4%).

VIMMyHOJIOTHYECKOE MCCIETOBAHUE IPYAHOTO MOJIOKA Y
35 >KEHIMH U3 00EHX IPYII IO HA3HAYCHUS JUETOTEPa-
IIMY TIOKA3AJI0, YTO YPOBEHb CEKPETOPHBIX IgA 6bLT HU-
K€ B MOJIOKE Y SKCHIIUH, CTPaJAIONUX AJUICPrUYECKUMU
3a00JIeBaHUSMU, ITO CPABHEHUIO CO 3IOPOBBIMHU MATEPSI-
mu. B mMosoke 25 xeHmMH ObUT TakKe OGHAPYKEH 06-
muii IgE; y 10 MmaTtepeii B rpylHOM MOJIOKE HAHAECHBI aJl-
nepreHcnernuduyeckue IgG anTrTeNa K 6EIKY KOPOBbE-
IO MOJIOKA, TOT/IA KaK IOBBIIICHUS YPOBHS a/UIEpreHCIIe-
nudndecknx IgG aHTHTEN K KO3bEMY MOJIOKY HH B OJf-
HOU MOPIUU I'PYJHOTO MOJIOKA HE BBISBJISIIH.

Kak mokasaso MMMyHOJIOTHYECKOE HICCIEIOBAHUE Y
Jereti ¢ A/l Ha ecTeCTBEHHOM BCKapPMJIMBAHUH, ITOBBIIIE-
HHe ypoBHs o6mero IgE B cbIBOpOoTKE KpOBH OTMEUYEHO
B 33,8% ciydaes, a cnenuduueckue IgG anturena k BKM
u ero ¢ppaxuusim — B 22,1%. Takke rMesnra MECTO BBICOKAs
qacrora (52,9%) OOGHapyXE€HUsI COYETAHHOTO IIOBBIIIIE-
Hus avtepredcnerupuyeckux IgE u IgG anturen k BKM
1 GEJIKy COM B CBIBOPOTKE KPOBU OOIBHBIX Al

Y GoapIMHCTBA 06CIEJOBAaHHBIX JeTel depe3 1-3
HEJIeIM OT HavaJa JUETOTEPANNY UX MaTepeil oTMeva-
JI KIMHUYECKOE YIYYIIEHNE KOKHBIX BOCHATUTEIBHBIX
IIPOIIECCOB: THUIEPEMUS, 3/, ChIIb, IEIYIICHUE U MOK-
HYTHE€ UCUYE3JIU MPAKTUYECKU Y BCEX JETeH; IMOKa3aTeIn
napexca SCORAD gocToBepHO CHU3WINCH. Y YacTH Ia-
[IIEHTOB COXPaHSIACh CYXOCTDb KOXH, KOTOpas MCYE3JIa
K 4-5-i1 Helesle OT HavasIa JIeUEHUS.

Toabko y 6 (18,8%) GonbHBIX HAGIIOAATOCH OOOCT-
penue A/l mocie BBeJEHUS B PAIIOH KOPMSIICH MaMbl
MOJHOIIEHHOT'O KO3bETO MOJOKA «Amanrmesn». OFHAKO C
IIEPEBOJIOM KCHIIUH Ha 6€3MOJIOYHYIO JUCTY Y UX AeTei
6bL1a JocTUTHYyTA pemuccus AJl.

IIpy aHanM3e MMMYHOJOTHYECKHX ITOKa3aTeei
IIOCJIC TIPOBEJCHHOTO JICYCHUSA KaK Y OOJBHBIX OCHOB-
HO¥ I'PYINIIBI, TAK U Y TAI[CHTOB U3 I'PYIIIbI CPABHEHUS
gepe3 1,5-2 mecsana oTMEYEHO CHUIKEHME I1OKa3aTe-
aent amnepresacnenupuueckux IgE n IgG anturen x
6EJIKy KOPOBBEI'O MOJIOKA U €rO (PPAKIUAM, a TaKKe K
6eJIKy cou.

TakuM o6pasoM, Mmocjae HA3HAYECHUS KOPMSIIUM
MaTepsM TUINOAIIEPTEHHON AMETHI C 3IUMUHAIUCH
KOPOBBETO MOJIOKA MJIM €TO 3AMEHOI Ha KO3bE Y BCEX
JeTeil 6pUIA JOCTUTHYTA KJIMHUYecKas pemuccus AJl.
HMMMyHOIOTHYECcKast oIjeHKa 3(P(EKTUBHOCTU IPOBO-
JUMBIX TE€PANEeBTUYECCKUX MEPONPHUATUN Y MaTepeil u

JeTell moKazana: IOJOKUTEIbHAS JUHAMUKA B OTHO-
IMEeHUU Kak a/uiepreHcnenudguueckux IgE, Tax u an-
neprencnenududeckux IgG anTUTEN K 6€IKY KOPOBD-
€ro MoJIOKa U ero )pakiusaM UMeJa MeCTO Yy JeTeil obe-
YX I'PYIIIL

HAuemuuecxas xoppexuyua payuonose numanus
demeii ¢ xponuueckumu 3aboresanuamu HCKT cneyuaau-
3UpPOANHBIMU NPOIYKMAMU HA OCHOBE KO3bE2O MOAOKA

INaTonorusa JKKT - ongso u3 maubosiee pacupocTpa-
HEHHBIX 3a00JIEBAHMI cpeau geTckoro HaceneHus. Cor-
JacHO odunmanbHoi craructuke y 150 3 1000 poc-
CUICKHUX JeTed MMeoTCA 3a00JeBaHUA CO CTOPOHBI
JKKT; B Cankr-Ilerep6ypre —y 113 na 1000 uenosek [23].

BaskHOE MeCTO B JIeYEHUN ITATOJOTUH BEPXHUX OTE-
0B JKKT 3ammvaer puerorepanus. /laBHO M3BeCTHO
ITOJIOKUTEIBHOE BIMSHHUE KO3BETO MOJIOKA HA JeTEH C
sabonesanuamu JKKT. Ilerecoo6pa3HocTs HCIIONL30Ba-
HUS IPOJYKTOB Ha OCHOBE KO3BETO MOJIOKA B IUTAHIHI
Jereli ¢ marosorueil A/l 060cHOBaHA HAyIHBIMU JAHHBI-
MH U CBSI3aHA C JIy4lleli YCBOSEMOCTBIO OEJIKOB, JKUPOB,
MHIHEPAJIOB, BUTAMUHOB.

Ilenpio nccreRoBaHusA CTajla OLIEHKA TepaleBTHYec-
KOI 3(p(PEKTUBHOCTH NPOAYKTA «AMmasmes» Ha OCHOBE
I[eJIbHOTO KO3bETO MOJIOKA B CX€Me KOMILIEKCHOM 3paiy-
KaIlMOHHOM TEpaINN BOCHAJIUTEIBHBIX U 3PO3UBHO-
SI3BCHHBIX MopakeHuil BepxHux otaenos JKKT. Pabora
nposejeHa Ha Oase lopojackoro mneHTpa NHTaHUS
r. Cankr-Ilerep6ypra [23].

Ilox HaGmoneHNEM B YCJIOBUAX CIIENUATN3UPOBaH-
HOTO CTaIlOHapa HAaXOJWINCh 42 pebGeHka c 3a6oseBa-
HussMu BepxHuX otaenos JKKT (30 manpumkos u 12 ne-
BOYeK) B Bodpacte ot 12 o 17 et (cpeanuit Bo3pact —
14,2 roxa). ¥ Bcex gereir nmaronorus JKKT 6buia guar-
HOCTHPOBaHa BIIEPBBIE; CTAX 3a00/I€BaHNUs, IT0 JaHHBIM
aHaMHe3a, He IpeBblmal Tpex JyeT. Mccrexosanue mpo-
BoAMIN Y 29 leTeli C 3PO3UBHO-A3BEHHBIMU ITOPAKEHU -
mu (DAIT) racrpoayoseHanbHOI 30HBI 1 Y 13 — ¢ XpoHU-
gecknM racrpoayojenurom (XIJI). ¥V Bcex mereit 6pu1a
BBLISIBJIEHA XeJuKoOakTepHaa nHdekuus. [lepsyiwo zpyn-
ny uccaepopanud cocrasuau 13 nereit ¢ XI'/l, moayuas-
IIUX JOIOJHUTEILHOE IUTAHUE IPOAYKTOM «AMman-
mes». Jletn ¢ DAI1 611 paHAOMU3HPOBAHBI Ha JBE
rpynnsl: 15 nmanueHToB, KOTOpbIE ITOJNYYa X JOIIOTHH-
TeJbHOE IHUTAHHE IPOAYKTOM «Amarmes» (emopas
epynna), n 14 nereii, He NOJYIaBIIMX JJOIIOJTHUTEIBHOTO
MUTAHUSA (KOHTPOJIBHAS TPYIIA).

Kmianyeckoe HaOMOAEHUE 3a MAIUEHTAMH IIPOBO-
JWUIN TIOCTOSTHHO Ha BCEX dTalax ucciegosanusd. Murer-
PAJIBHBIM ITOKA3aTEJIEM, XAPAKTEPUIYIOIUM COCTOSTHUE
3J0pOBbA U (PU3NIECKOrO Pa3BUTUA pebGeHKa, ObLI €ro
TPOQOJIOTHYECKHUII CTATyC.

CyOBbeKTUBHOE OTHOIIEHUE JAETEH K IPOAYKTY ObLIO
XOPOIIUM — BCE€ OTMEYAIH €TI0 NPUATHBIN BKyc. ITaruen-
TBI YHOTPEOAANIN «Amarmeo» B PEKOMEHJOBAHHOM
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oobeMe. Ilepuoy ajanranuu K apoGHPyeMOMY ITPOAYK-
Ty y 26 gereit m3 28 mpoTekan 6e3 OCOOEHHOCTEMH.
Y ABOUX MaJIb4YMKOB Ha (pOHE IPHUEMa BO3HMKJA TOII-
HOTa, KOTOPYIO KyIMPOBAIU, YMEHBIIUB O0BEM CMECH.
Ajepruyeckux peakiuil Ha ¢oHe npuema «Amasmeu»
OTMEUYEeHO He ObLIO. B rpymmax, mosydaBIIUX CMeECh,
6osieBoOIl cuHApPOM y nanueHToB ¢ XI'/l kynmuposaycs B
cpeaneM Ha 3,8-11 ieHb; y narueHToB ¢ AT — na 8-9-i1
JeHb. B rpynme cpaBHeHHS >KaJI06BI HA 6OJU B 3IINTA-
CTPaJIBHON O6JIACTU COXPAHSIUCH JOJbIIE: B CPETHEM
o 12,4 nua npe6eiBanusa B cranuoHape. IlagbmaTop-
HbIC NPU3HAKHU Y JETEl OCHOBHOI TPYIIBI COXpaHs-
suce npu XTI o 7,0 gueit; npu AT - B rewenne 11,8
JHs. B rpynmne cpaBHeHHs 3TH NPHU3HAKH KyIHPOBA-
JIICh B cpenHeM depe3 12,8 nus.

Bce manueHTsI, MoJgydaBIIFE AUETUIECKYIO KOPPEK-
U0, OTMEYAIN HOPMIM3AIUIO ANIETUTA K 5-My JHIO
NpeGbIBaHUS B CTAIlIOHApPE; B TPYIIIC CPABHECHUS YIIyd-
IMICHUE aINIEeTUTA OTMEYAIM Ha 15-i1 JeHBb JIeUeHUS.
3a BpeMs IONMOIHUTEIBHOTO MTUTAHUS IPOJYKTOM II0JIO-
JKUTEJIbHASA JUHAMUKA ITOKA3aTeIeld TPOMOJIOTNIeCcKOro
CTaTyCa HAGIIOAIACH ¥ BCEX ACTEH, HAXOAAIMMUXCS HA JTU-
€TOJIOTNYeCcKOi Koppeknuu. B rpymmax, mosydaBiimx
anmpoOUpPYEMBIIT IPOAYKT, 3a BpeMs HAGIIOACHUS
(21 mennp) oTMeuYEHO yBEJIMYEHUE MHIEKCA MACChI TeJa
(IMT): B nepsoit rpynme - ¢ 17,840,6 no 18,3+0,9
kr/m*% BO BTOpOil - c 19,240,8 mo 19,5+£0,8 xr/m*
(p<0,05). B rpynne cpaBuenus MMT ocraBancs Hens-
MeHHbIM — 18,6+0,8 kr/m>

3a repuoJ| NCCIEOBAHNS OKPYKHOCTb CpEJHEH Tpe-
TH IUIEYA JOCTOBEPHO YBEJIMYIUIACH ¥ JETEH B IEPBOI
rpymmsl ¢ 23,3+0,9 no 23.7+1,1 cm; y leTeli BTOpOU rpy-
bl - ¢ 24,5%1,3 1o 25,3+0,9 cM. B rpynne xouTposis Ha6-
JIIO/IaTaCh MPOTUBOIOIOXKHASA JUHAMUKA. OKPYKHOCTB
mieva (OII) ymensmmnace ¢ 24,5€1,3 o 24,3+1,2 cm.
DBbLIN BBISIBJICHBI OOIIME 3AKOHOMEPHOCTH B I3BMECHECHUU
BEJUYMHBI KOKHO-xkupoBoii cxaanku (KIKCT): y nereit
IepPBOI IPyHIbI — JOCTOBEPHLIN npupoct ¢ 10,8+1,5 no
11,9£1,1 MM; BO BTOpOM TpylIie U Ipylie KOHTPOJS
KIJKCT mmena TEHACHIMIO K YMEHBIICHUIO — COOTBET-
cTBeHHO ¢ 8,8+1,7 no 8,0+1,1 mm u ¢ 6,9+1,6 no 6,8+1,8
mM. Coxpamenue KIKCT na ¢one ysenmuenus OI1 ceu-
JETEIBCTBYET 00 OTHOCHUTEJIBHOM NpeobIajaHuN IpHU-
POCTa MBINIEYHOM MacChl IO OTHOIICHUIO K XXHUPOBOIA,
TO €CTh aHAOOJIMYECKOI HAIPaBJIECHHOCTU OOMeHa 6e3
HAKOILICHUS dHEPTeTUYECKUX PECYPCOB.

IIpu puHAMIYECKOM HU3ydeHUU GEJIKOBOTO CIEKTPa
CBIBOPOTKU KPOBU OOHApPYKEHA TEHJACHIMSA K CHIDKE-
HUIO YPOBHs 00IIero 6eyka Ha (poHe MPUOGABKU MaCChI
TeJa y JeTell OCHOBHOM TPyIIIbL: B IIEPBOM rpymie — ¢
70,2+1,4 o 65,4+2,3 r/x; Bo BrOpOH - ¢ 67,7+2,3 no
66,8+0,5 r /1. B rpynmne koHTpoJIs ypoBEHB 06Iero 6e-
Ka yBesmarics ¢ 70,29+1,59 xo 71,6+0,9 r /.

Y gerei, MOJNyYaBIIUX AUETHYECKYIO KOPPEKIIUIO,
OTMeYaslach IMOJOXKUTEIbHASA JUHAMUKA YPOBHS IbOY-

MUHOB: B IIEPBOM I'PYIIIE€ OH JIOCTOBEPHO YBEIUYMJICA C
50,3+0,9 no 51,0#1,0%; Bo BTOpOIT - C 51,6+1,7 no
52,5+1,4%. Ilpupoct aToil (ppakumu GeJIKOB 0OYCIOB-
JICH AKTUBAIMEH JIbOYMUHCHHTETUYECKOHN (DYHKIUN
Ie4eHyu Ipy HyTPUTUBHOU Nojiepxke. B rpynne koHT-
PO/ OTMEUEHA TPOTUBOIIOJIOKHAS JUHAMUKA: YPOBEHD
anpOymMuHOB cHusmiIcs ¢ 53,2+1,1 no 51,6+0,3%.

“Kuposoii 06MeH uMeIt TEHAECHIIIO, CXOXKYIO C U3Me-
Henuamu KJKCT u UMT. ¥ manuenTos ¢ IAII npu gue-
TOJIOTUYECKOI KOPPEKIINHU 1 6€3 Hee HAGII0AATIOCh JOC-
ToBepHOe cHnkeHue Tpurmnepunos (TT): ¢ 1,0£0,1 no
0,8+0,1 r/n B rpynme nmanuenTos ¢ AL, moayuasmmx
npoxaykt «Amaames», u c 0,9£0,1 xo 0,6+0,1 r/x1 B rpyn-
ne KoHTpoud. ¥ nanuenTos ¢ X1/l nMena MecTo npoTu-
BOIIOJIOKHAA AuHaMuKa: yposeHb TT cansuicsa c 1,0£0,1
g0 1,2£0,1 r/x. TT - maBHOE 3HEPreTHUYECKOE JETO0 Op-
raHU3Ma, OHH BBICBOGOXKIAIOT *KUpHBbIe KucaoThl (JKK)
IIPY HOBBIIEHHBIX OTPEOHOCTAX B 9HEPTUU. YPOBEHD
TT' orpakaeT mpolecchl BCACbIBAHUSA KUPOB B KUIIEY-
HHUKE U 3aBUCUT OT TSKECTHU IOBPEXKJEHUs CIU3UCTON
o6onouku. Ilosromy y nmarmentos ¢ IAII, y 6oxpmun-
CTBA M3 KOTOPBIX ObLIa TOpakeHa ABEHAAATUIIC PCTHAS
KUIIKA, OTMEUYEHO CHUKEHUeE 9TOro rmokasareis. Tem He
M€HEEe YPOBEHb JHUIIONPOTEUIOB BBICOKOHU IIJIOTHOCTU
(JITIBIT) cbIBOpOTKM KPOBU IIPUPACTAT IPU JUETOJIOTH-
uyeckoil koppeknuu y gereil kak ¢ XI/[, tax n ¢ 9AIT -
coorBerctBenHo ¢ 1,2+0,1 xo 1,5+0,1 r/n u ¢ 1,240,1
xo 1,52£0,1 r /.

YpoBeHb CBHIBOPOTOYHOI'O K€J€3a YBEIUYHUBAJICSH
y zereii ¢ XI'J[, mosydaBIInuX JOIMOJHUTENbHOE IUTAHUE,
c 15,5+1,8 no 17,08+2,78 MKMOJIb /)1 M1 CHUKAJICA B rpym-
e manyeHToB ¢ DAIT 6e3 nqueTndeckoil KOPPEKIUU ¢
19,1£1,7 no 14,7+2,0 mxMoub / J1; OH BO3pacTasl B rpynie
jereii ¢ AT npu JOoNOTHUTENLHOM IUTAHUU C 17,8422
no 18,1+2,3 mMxmoub /1. AHaJIOrMuHasi AUHAMUKA BbISB-
JIEHA JUIA TIOKa3aTeJs IPOLEHTAa HACBIIEHMS IUTa3MBbl
KPOBU XKEJIE30M.

Pesysvmamo, 6sedenus ¢ cmandapmmnyio mepanuio
npooykma «Amasmesn»:

D yiayumeHme COMaTOMETPUYECKHUX IIOKa3aTe-
JIell HyTPUTUBHOTO CTATyCa JeTeH;

D Gosee ObICcTpas PEAYKIHUSA KIMHHYECKUX
IIPOSIBJIEHUI 60JIe3HN;

D axTmBU3ANMA AILOYMUHCUHTETUYECKOH (PyHK-
KUY II€YEeHM;

D npenoTBpalIEHME IOTEPD KENE3A;

D onTuMu3anMA mokazaTesel JUIUIHOTO ooMe-
Ha W IOBBLIIEHHE 3HEProosGecredeHHOCTH
opraHuaMa.

IIpoBeneHHOE HCCIENOBAHNE ITIO3BOJISAET PEKOMEH-
JOBAaTh HMPOAYKT HA OCHOBE KO3BEro MOJOKa «Amas-
mes» B KAUECTBE JONOJTHUTEIbHOTO IUTAHUA Y A€TeH C
XPOHUUYECKNMHU 3a00JI€BAaHUAMH BEPXHHUX OTJEJIOB
JKKT.
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Ta6nuua

MokaszaTtenn MUHEpPaNbHOW NNOTHOCTH KOCTHOW TKAHW Yy feTeil ¢ OPOHXMANbHOWK AaCTMOI

A0 M Ha ()OHE NpUEemMa KO3bEero Monoka

Fpynna petei

OcHoBHas rpynna

JleBouKM

lMNokazaTtenu MUHEPANbHOMW NANOTHOCTH KOCTHOW TKAHU, F/CM

[lo npuema Ko3bero Monoka

1,08 - ocTeoneHus

: Manbunku

1,12 - ocTeoneHus

Ha thoHe npuema K03bero Monoka

[lo runoannepreHHon AneTbl

1,35 - Hopma

1,1 - ocTeoneHus

1,36 - Hopma

1,05 - ocTeoneHus

Ha choHe runoannepreHHon gueTbl

1,2 - ocTeonenus

1,25 - ocTeoneHus

Hsyuenue xaunuuecxoti sgpexmusnocmu u 6e3o-
nacHocmu xKo3vezo0 Moaoka «Amaamea» y demeil u nood-
pocmkos ¢ aasepeuveckumu 3ab0ne6aHUAMU, OCAOINC-
HeHHbLMU 0CMmeonamuimu

CoBpeMeHHbIE HCCIEJOBAHUSA IO3BOJWINA YCTAHO-
BUTb, YTO y JETEH, CTPAAIOIUX ALIEPTUIECKUMU 3a-
6osieBaHUSIMU, 0COOEHHO GpoHxHaNbHOM acTMoil (BA)
C TSDKEJBIM TEYeHUEM, UMEIOT MECTO MPU3HAKKU Hapy-
meHus QocdopHo-KaapuueBoro oomena. Hauboree
9aCTO 3TU U3MEHEHUS B BIJIE OCTEOIEHUHN OTMEYAIOT Y
[MANMEHTOB, JUIUTEJbHO IOJYYAOUUX GOJIbIINE JO3bI
WHTISIHIIOHHBIX TOPMOHOB. OCTEONEHUSI MOXKET TaK-
K€ HAOIIOAAThCS Y AeTEH U HMOJPOCTKOB B EPHUOJ HH-
TEHCUBHOTO POCTA.

Ilenbio nccreoBaHMst GBLIO ONPE/IETICHIE BIMSHUS
JUETOTEPAIINH C BKIIOYCHHUEM B PALOH KO3bErO MOJIO-
Ka «Amaames» Ha COCTOSIHE MUHEPAIBHON IUIOTHOCTU
KOCTHOU TKaHM U mokazareau (ochopHO-KATbIIEBOTO
obMeHa y JeTell U MOAPOCTKOB C TSDKEIbIM TEUCHHEM
GPOHXUAIBHON ACTMBI, MOJTYYAIOIUX JUINTEIbHBIC Kyp-
ChbI MHTUISIIIOHHBIX TOPMOHOB. PaGoTa nmpoBoaniaces B
a/ureproyorundeckom otaenenun Haydanoro menrpa 3x0-
posbs gereit PAMH r. Mockse! (3aB. OTA. WIEH-KOPP.
PAMH, npod. N.U. banaboiakun).

ITox HaGmoxennem Haxoawmuch 20 gereit u mogpo-
CTKOB ¢ BA TspKeIoro TedeHus, MoTyIaioUX HHIIISIIN-
OHHbIE KOPTUKOCTEPOUBI B CPEJJHUX U BBICOKUX J032X,
a TaKke GPOHXOCHA3MOJIUTHUKY. B KoMIuiekcHyo Tepa-
[IMI0 3TUX GOJIBHBIX BXOJWIN WHTAISI[UOHHBIE KOPTH-
KOCTEPOU/Ibl B CPEAHUX U BBICOKUX 032X, CIIA3MOJIUTH-
KM U JUETOTEpANus C BKJIIOYEHUEM B PAIIOH JeTeil
KO3bero Mojioka «Amasmes» B xommdectse 200-400 v
B JieHb (OCHOBHas rpymmna). Ipymmy cpaBHeHus coCTaBU-
au 20 geTeil 1 MOZPOCTKOB TOTO K€ BO3PACTHOTO JUAIa-
3oHa ¢ BA TspKEIOrO TedeHus, MOJTYYaBIINX MHTAISIH-
OHHbIE KOPTUKOCTEPOUJBI, TUIIOALIEPIeHHYIO AUETY, B
COCTaB KOTOPOU HE BXOJUJIO KO3bE MOJIOKO «Amasmesn».
Cpexu o6cCaeROBaHHBIX JAeTel ObLIO 25 MaIbYUKOB B
Bo3pacre ot 12 no 18 et u 15 geBouek ot 13 no 18 ser.
JnurenpHocTh Habmogenus — 1-2 mecana. Oo6ciaenosa-
HUYE IIPOBOJIIIN JIO JeUeHUs U Yepe3 4 HeJeln OT Hava-
JIa IpreMa KO3bero MOJIOKa «Amaames».

Kpurepusmu KInHM4ecKoH 3(PE(EKTUBHOCTH YyKa-
3aHHOIO IPOAYKTA CJAYKWIM JUHAMHUKA IIOKa3aTejei
ocdopa u kxanbnuA B CHIBOPOTKE KPOBU, YPOBEHBb
CYTOYHOM 3KCKpeluu ¢ Mo4oii ¢ochopa U Kaabuusd U
JAHHBIE JIEHCUTOMETPUU IOSICHUYHOIO OTJEeJa II03BO-
HouHuka L2-1.4 wa anmmaparte Lunar DPX-MD'. Ilono-
SKUTEIBHBIM KJIMHUYECKUM 3(p(PEKTOM CYUTAIN HOpPMa-
JIM3AIMIO CYyTOYHOM dKCKpenuu ¢ocdopa U Kaabuus ¢
MOUYOI1, HOPMAIM3AIUIO COJIEPKAHUS KaIbIus U ¢pocdo-
Pa B CBIBOPOTKE KPOBH, YJIy4IIEeHUE [T0KA3aTe el JeHCu-
TomeTpun. Kpome TOro, yauThIBaaiu CyoObeKTHBHbBIE BIIE-
YaTJIEHUsS IAIUEHTOB — YJIydlIeHUE OOIEro CaModvys-
CTBUf, IOBBINICHHE PabOTOCIOCOOHOCTH, CHIDKEHHE
yromasiemoct. OneHuBaau u mob6ouHble 3(PPEKTHI:
CHIDKEHHUE alIIeTUTA, AJUIEPTUYECKUEe PEaKIuu.

ITo gaHHBIM pe3y/IbTaTOB 0OCIEIOBAHNUS, IIPU OIIpe-
JleJIEHUH IUIOTHOCTH KOCTHOW TKaHU Y BCEX JeTeil
OCHOBHOI1 TPYIIIBI U I'PYIIIbI CPABHEHHUS UMEJU MECTO
IIPU3HAKH OCTEOIEHHUH, a TAK)KE IOBBIIIEHHAs SKCKpe-
1y Kaupiuda u pocdopa c moyoil. IToxazarenn xanpius
u docdopa B CBIBOPOTKE KPOBHU OOJBHBIX HAXOAUIHChH
Ha HIDKHEH IPAaHUIIEe HOPMBI.

AHaM3 MOJIYYEHHBIX KIMHUYECKUX JAHHBIX IIOKa-
3aJI1, YTO y BCEX J€TEH U MOJPOCTKOB, ITOJIYYaBIINX KO3bE
MOJIOKO «AMmanmes», HAGIONANIOCH YAydIIEHHE OOIETO
CaMOYyBCTBHS, YIYULIMJICH AIIIETUT, CHU3UIACh yTOMJIS-
€MOCTb, IIOBBICHJIACH PAGOTOCIIOCOGHOCTD. AJLIepruyec-
KHX peakIuii He ObUIO HU Y 0JHOTro GosbHOTO. Bee maru-
€HTbl OTMETIJIA BBICOKHE OPraHOJIENITUYECKUE CBOII-
CTBa MOJIOKA «Amanrmesn».

ITo pesynsraTaM JJaGOpPaTOPHBIX UCCIELOBAHNN HAG-
JIOJIAJICSL TIOJIOXKUTEIBHBIN 3P (MEKT 1ocie BKIIOYEHUS
KO3BEro MOJIOKa «Amanmes» B pPallOH J€TEil U IOAPO-
cTKOB ¢ BA TsXeysoro TedeHus, OCJIOKHEHHOU OCTEO-
IIPO30OM WM OCTEONEHUEH, IOJYyYalolUX B COCTaBE
KOMIUIEKCHOI TEpaluy HHTAIAIMOHHbIE KOPTUKOCTE-
pouabl. Mmeo MecTo noBbII€HNE HUIN TEHAECHINA K I10-
BBIIIEHUIO COJIEPKaHUs KAIbIHs U (pocopa B CLIBOPOT-
Ke KPOBH; YMEHbBIIECHHE YPOBHS IIOYEYHOI 3KCKpEIUu
HEOPraHU4YecKkux (pocdaToB U KaJIbIH.

Y GOJBHBIX OCHOBHOM TPyIIbI Ha (poHE MPOBOJU-
MOI1 IUeTOTEPAINH C BKIIOYEHHEM KO3BETO MOJIOKA 110
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PE3yJIBTaTaM JIECHCUTOMETPHUH ObUIO OTMEYEHO YJIydIIe-
HUE IOKasaTeJeld MMHEPaJIbHOU IIOTHOCTHM KOCTHOU
TKaHu (maba.).

B rpynme cpaBHeHHS IpPU OI€HKE IIOJYYEHHBIX
PE3YJIBTATOB UCCICAOBAHUSA HAOJIONATACH TEHACHIUS K
IOBBIIIEHUIO MUHEPAJIbHOM IVIOTHOCTH KOCTHOHM TKaHU
U CHIKEHMIO IIOYEYHOM 3KCKPEIUU KaJIbIIUs U Heopra-
HUYeckux pocdaros.

Ha ocHOBaHUM IOJY4EHHBIX JAHHBIX MOKHO CJie-
JIaTh BBIBOJ O TOM, 4YTO IPUMEHEHHE KO3LEro MOJIOKa
«Amaames» B KOMIUIEKCHON TEpaIMu y AeTel U MOJpo-
CcTKOB ¢ BA Tsikeoro teueHust, OCJI0KHEHHOI OCTeoIIe-

HUEeH,

COIIPOBOXKIAIOCH HOpMaJII/ISaL[I/ICfI noxasarejeu

¢pocoprO-KamBIIIEBOTO OOMEHA M MUHEPATHHON IUIOT-
HOCTU KOCTHOM TKaHM.
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NHdopmanyusa

O6buwecTBo AETCKUX racTpoanTeponoros Poccum

Pa6oyuit npoTOKON AWArHOCTUKM
W nevyeHus racTpoasodpareanbHou
pehnioKCHOW 6one3Hn y AeTeu

MpuHAT Ha XX KoHrpecce AeTCKUX racTPO3HTEPONOros
Poccum n ctpan CHI.
MockBa, 19-21 mapTa 2013 r.

B.®. Mpusopotckuii, H.E. Jlynnosa, C.B. benbmep, H0.C. AneHuyeHko,
H.B. bacanaesa, M.M. l'ypoBa, A.A. 3saruHn, A.A. Kamanosa,

E.A. KopHuenko, A.B. Mbi3un, H.B. FlepacumoBa, A.b. Moucees,
A.A. Hnxesuy, [1.B. Meykypos, C.I'. Cemun, E.A. CUTHUKOBA,

E.C. ly6nuna, A.N. XaBkuH, M.J1. LLlep6akos, C.1. Ippec

Yactb 1
Onpepenenue

FacTpoasothareanbHan pediniokchas 6onesub (FIPB) - sTo xpoHmMUeckoe penupuBHpYyOIiee 3aboseBaHUE,
XapaKTePHU3yolieecs: ONPEAEJECHHbBIMU IUIIEBOAHBIMU U BHEIHIIECBOAHBIMUA KJINHUYECKUMHU IIPOSIBICHUSIMH U
Pa3HOOGPA3HBIMU MOP(OIOrHIeCKIMU U3MEHEHUSIMU CIM3UCTOM OGO0JIOUKY UIEBO/A BCICACTBUE PETPOrPATHOIO
3a6poca B HETO JKEJIyJOUYHOTO I JKEIYLOIHO-KUIIEYHOTO COJLEPIKUMOTrO.

Kox mo MKbB 10 - K 21.0

ITox xnaccuyeckoe onpexpenenue I'OPb ne nomagaior:

1) cunapom GyHKIMOHATBHON PBOTHI M HEOCIOKHEHHbIE CPBITUBAHUS Y IeT€l PAHHETO BO3PACTa;

2) (yHKIHOHATBHBIN racTpoasodareanbHbiil pedumokc (I'9P).

3ameyanue no TepMuionoruy. Ha OPOTAXKEHUNU MHOTHUX JIET B PYCCKOM S3bIKE€ HCIOJb30BAJICA TEPMUH
«TacTpO330(QararbHbIi», HMEONUA «KJIACCUYECKOEe» MU MEAUIMHCKON TEPMHHOJIOTHN IIPOUCXOXKACHUE,
06pa30BAHHBIN OT I'PEYECKOTO CIOBa «gastroesophagalis». TepMUH «TacTpo33oarea bHbIi» MPUIIET B PYCCKUI
S3BIK U3 AHIVIMICKOro si3bika B KoHIe 1990-X rojgoB M NPaKTUYECKU BBITECHWI IEPBOHAYAJbHBIN BapuaHT. XOTs
MIEPBBIA TEPMUH IIPABUIBHBIA C TOYKU 3PEHUS MEIUIIMHCKON TEPMIHOJOTHUH, BOIIPOC O €r0 BO3BPAICHUHN JIOJKEH
CTaTh TEMOH OTAEIBHOTO OGCYXKACHUS.

Jnupemuonorus
Hctunnas gacrora I'OPb y nereil meussectna. Yacrora BbisiBiaeHus peduiokc-azodarura y jgeTeit c
3a60JIeBAaHUSIMI [IUIEBAPUTEILHOM CHCTEMBI COCTABIISIET, II0 JAHHBIM Pa3HbIX aBTOPOB, OT 8,7 10 17%.

JTUONOrMa U NaToreHes

I'9PDB - MHOTOaKTOpHOE 3a60I€BaHNE, HEITOCPEACTBEHHAS IPUYNHA KOTOporo — I'9P.

'SP ozHauvaer nenpouszsonvioe 3a6pachIBAHUE KEIYJOUHOI'O JTHOO >KEJYAOYHO-KHIICYHOTO COAECPKUMOTO B
MUIIEBOJ, YTO HAPYIIAET (PU3MOJIOTUYECKOE IIEPEMEIICHIE IMUIEBOIO KOMKA U COIIPOBOKAACTCS MOCTYIZIEHUEM B
MUIIEBOJ HE CBONCTBEHHOT'O €My COAECPKHMOTO, CIIOCOOHOTO BBI3BATh (PU3MKO-XUMHYECKOE IOBPEKIACHUE €TI0
CJIM3UCTOM OBOJOUKI.
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NWudopmayma

TpagunmonHo pasiaudaoT g8e ¢GopMbl pedIokca.

1. @usnonornyeckmii TP (nowamue, umeruwee 8 0cHO8HOM Meopemureckoe 3HAUEHUE): A) BCTPEUACTCI Y
aBCOMIOTHO 3J0POBBIX JIOJEH JI060ro Bo3pacTa; 6) OTMEYaeTCs Jalle I0CIe IIprueMa IHIH; B) XapaKTepU3yeTcs
HEBBICOKOU uactoToii (He Gosee 20-30 sMU3070B B J€Hb) M HE3HAUMTEJILHON JUIMTEIbHOCTBIO (He Gosnee 20 c);
) He UMeeT KIMHUICCKUX SKBUBAICHTOB; 1) He IPUBOAUT K (DOPMHUPOBAHUIO PeIIIOKC-330(aruTa.

2. NMaronornyecknii T3P (ocrosa gopmuposanus I'9PDB): a) oTMedaeTcs B 1060€ BpeMst CYTOK; 6) 9aCcTO He 3aBUCUT
OT IpHeMa MUIIY; B) XapaKTePHU3YeTCss BBICOKOM 4acToTol (Gosee 50 5IIM3010B B [IeHb); I') BEJET K IIOBPEKJECHUIO
CJIM3UCTON OGOIOYKH IHUIEBOJA PA3HOM CTEIIEHN BBIPAKEHHOCTH C BO3MOXKHBIM (DOPMHPOBAHHUEM MHUIIEBOAHBIX U
BHEIUIIEBOAHBIX IIPOSBICHUN.

Kpowme Toro, BplienioT:

Kucnortubli pedmmkc — CHU)XEHUue pH B NUINEBOJIE JO YPOBHS 4,0 1 MeHee BCJEACTBUE IIOIAJAHUS B HETO
IIPEUMYIIECTBEHHO KHCJIOTO JKEJYJOYHOIO COAEPKUMOro (C akcrmosunuell pedmokrara 6osee b muH). ImasHble
MOBPEKAAIONIME ATEHTDI: IIETICUH U CONAHASA KUCIOTA JKEMyAKa.

Uenoyxoi pedmmkc — IIOBBIIIIEHUE pH B IIMIEBOJIE /IO YPOBHS oosee 7,5 Ipu OONAJAAHUU B €ro IIOJOCTh
IIPEUMYIIECTBEHHO JyOJ€HAJILHOTO COAEPXKUMOro (a TakKe JKeayJOo4HOro). I1aBHble IOBpe)kAaloIye areHTHI:
KOMIIOHEHTBI JKeJIYM (PKeJYHble KHUCJIOTBI, JU3OJEIUTHH) U IAHKPEATUYECKOTO COKa (IIaHKpeaTUdYeCKue
epmenTSI).

OcHoBHBIE (PaKTOPBI, OOBACHAIOINE BO3ZHUKHOBEHHE IaTosiorudeckoro I'9P: 1) HemocTaTOYHOCTH Kapamu;
2) HapymeHue KIMPEeHCca MUIEBO/R; 3) HAPYLIEHH MOTOPHKH JKeJIyAKa U JBEHa aTUIIE PCTHON KUIIKH.

HexocTaTouHOCTD KapAUK MOXKET OBITh 0MHOCUMEALHOU U AOCOA0MHOT.

Hapymenue xaumpeHca NIMIIEBOJA M TacTPOAYOJEHAIbLHAS JMCMOTOPHKA OOYCJIOBJIEHBI B OCHOBHOM
MOP(}O(pYHKIIMOHAILHON HE3PEJOCThIO BereTaTuBHOU HepsHOI cuctembl (BHC) pasamunoro renesa, a
TaKK€ BOCHAJIUTEILHBIMUA WU3MEHEHUAMU CIM3UCTONH OOOJOYKM INHINEBOJA, JKEAYAKA U JBEHAAATHUIIEPCTHON
KMIIKH.

ComracHo 4-My MaacTpUXTCKOMY KOHCEHCYycy, mH}uuuposanue u spaxuxarus Helicobacter pylori (HP) ne
UTpaIOT pemaonieil poau B redede 'OPb.

Bmecre ¢ TeéM, COIIAaCHO HEKOTOPBIM JAHHBIM, Y I€TEI C 9PO3UBHBIM 330(paruToM JOCTOBEPHO Yallle BCTPedYaeTCs
nndunuposanue HP o cpasnenuio ¢ getbMu 6€3 330¢arura u ¢ KaTapajlbHbIM d30¢aruToM. I1o apyrum raHHBIM, ¥
HP-mo3suTHBHLIX MAIlMEHTOB II0 CpaBHEHMIO ¢ HP-HerarmBHBIMI JOCTOBEPHO Yalle OOHAPYKUBAIOT METAILIA3UIO
IIUIEBOAHOTO MUTE/IHS 110 KAIIEYHOMY TUITy (nmummeBoz bapperra).

IIpenpacnonaraomue gaxmopvt passumus I'IPb: 1) mpenMymecTBEHHO CTAPUINNA IIKOJIBHBIA BO3PACT;
2) MyXCKOH moJ; 3) OTAromieHHas HACIeACTBEHHOCTh 1o 3abosesanusm JKKT; 4) oprammyeckas marosorus
racTPOAYOACHATBHON 30HBI; 5) BereTaTUBHAs JUCPETy/sius; 6) mapasutapHas MHBA3US; 7) OYard XPOHUUYECKOM
nHpekuy; 8) oxupenue; 9) HequddepeHnnpoBaHHas JUCIUIA3U COCTUHUTENBHON TKaHY; 10) cKoIb3sImas rpbixa
rumieBopHoro orsepcrus auadparmer (CITIO).

CI'TIO/I okaspIBaeT HEraTUBHOE BIMsAHME Ha TeueHue 'OPb u gocTmkenne nonoxuTenbHOR IMHAMUKA Ha poHe
agexBatHoro jedeHus. Coueranme CITIOJ] m ayoxeno-racrpanpHoro peduokca ([AI'P) - ¢akrop pucka
(popmuposanusa numesoja bapperra y geteit ¢ anurenbHo cymectsyomum I'IP.

ITposoyupyrowue gaxmopv. passumus I'9PL (Ppaxmopo, cnocobemseyowue passumuio I'IP): 1) HapymeHume
peXuMa ¥ Ka4eCcTBa IMUTAHUA; 2) COCTOSHUS, COIIPOBOXKJAIONMIMECS ITOBLIIIEHIEM NHTPAaabJOMIHAILHOTO JABJIEHUS
(samopel, HeamekBaTHasg (U3MYECKas Harpyska, JJIMUTENIbHOE HAKJIOHHOE IIOJIOKEHHE TYJIOBUINA M T.J.);
3) pecnmpaTropHas marojorus (OpoHXManbHAA acTMa, MYKOBHUCIIUZO3, PEIUIUBUPYIOMMI OPOHXHUT U T.J.);
4) HeKOTOpBIE JEKAPCTBEHHLIE IIpenapaTbl (XOJMHOJUTHKH, CEJaTHUBHLIE U CHOTBOPDHBIE CPEJCTBA,
B-anpenobaokaTOPEI, HUTPATBI U T.JA.); D) HEKOTOpble NPOAYKTBI INUTAHHA (Kode, rasupoBaHHbLIE HAIUTKH,
JKeBaTeJbHAsl Pe3MHKA, KUCJble OJIoja, )KUpHas muma u ap.); 6) kypenue, ankoroas; 7) CITIO/; 8) Bupychas
nH@eKnuA (B T.4. TepIeTHYecKas ), IPUOKOBLIE TOPAKEHU MUIIEBOAA.

ITaTorenes I'OPB MoxHO cxemamuuro IPOUUIIOCTPUPOBATL C IIOMOIIBLIO «BECOB» (aHAIOT «BecoB» H. Shey),
paccMaTpuBas HapylleHHE paBHOBeCUd MexJy (akropamMu «arpeccur» U (pakTopaMu «3alUThI» IHUIIEBOJA.
'SP (cm. mposorupyonue pakTopsl): 1) runepcexkpenus conasHoi kuciaotsr, 2) Helicobacter pylori?

Daxmoprvt «3auumur»: 1) pusnonsornyeckre aHTUPEPIIOKCHbIC MEXaHU3MBI (B T.4. aHTHPEQIIOKCHAS (DYHKIIHS
Kapaud); 2) pEe3UCTEHTHOCTb CJIMU3UCTOM OGOJOYKM NUIEBOAA; 3) 3(PEPEKTHUBHBINA KJIUPEHC IHIIEBOJAA
(cBOEBpEMEHHAs IBAKYAIMS KETYSOUHOTO COJEPKUMOTO).

IIpepannpoBaHue arpecCUBHBLIX (AKTOPOB HAJ 3AIMUTHBIMU CO3JA€T YCJAOBUA Jad (POPMUPOBAHUSA
narojorudeckoro I'OP u passurusa 'OPb.
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NHdopmanyusa

KnuHuvyeckue npoAaBNeHud

B crpykType ximHmueckux nposasiaeHuil I'OPb y gereii cieayeT BpIAeNsATH d30(areajbHble U IKCTpa-
330(areaybHbIE CUMIITOMBI.

Isoacearsnoie cumnmomse: 1) M3xora; 2) peryprutanus; 3) CHMITOM «MOKPOTO IISITHA»; 4) OTPBIKKA BO3LYXOM,
KHCJIBIM, TOPBKUM; b) oxuHOdarust; 6) aucdarus.

CreneHp BEIPOKEHHOCTH BEPXHUX JIFICIIETICHYECKHX JKaI00 Y ieTeit 06yCIOBIeHA B OCHOBHOM COCTOSTHUEM MOTOPHKU
B 30HE MUIIEBOJHO-KEIYJOYHOTO EPEXo/ia, a2 He MOP(OJIOrHIECKUM COCTOSIHIEM CIU3UCTON 060JI0UYKY MUIIEBO/A.

dxcmpassoPazearvrvie cumnmoms, IPEJCTABICHBI XKAI06AMU, CBUAECTEIbCTBYIOIUMU O BOBJICYCHUHU B IIPOIECC
6ponxoseroynoil cucremsl, JIOP-opranos, cepaeyHo-cocyaucToii cucreMbl, 3yoHOI sMmanu. Cneacrsuem I'OPb
MOJKET OBITh TAaK)K€ HapYLICHHE CHA.

Haunbosnee uvacro y gereit Bcrpeuaercss I'DP-acconmmpoBanHass GPOHXOJIETOYHAS MATOJNOTHA (B YACTHOCTH,
6POHXOOGCTPYKTUBHBINA CHHAPOM M GPOHXHAIbHAS ACTMA).

ITo paziun4HbIM faHHBIM, YacToTa ['DP npu 6poHxuaIbHOM acTMe y JeTel kostebiercs B uanasoHe ot b5 1o 80%
(B 3aBHCUMOCTH OT KPUTEPUEB, KOTOPBIE UCIIOJb30BAIN Pa3IMYHbIe paboure rpymisl). FiMeoTcs cBeieHus O CBA3U
'SP c apyrumm 3a601€BaHUAMU GPOHXOJIETOYHOIN CHUCTEMBI: XPOHHYECKOI ITHEBMOHHEH, PEHUAUBUPYIOIUM H
XPOHUYECKUM OPOHXHUTOM, 3aTSKHBIM OPOHXUTOM, MYKOBUCIIU/IO30M.

'SP MosxeT BBI3BIBATH PA3BUTHE PECIUPATOPHBIX 3a60JI€BAHUIT IBYMSI Iy TSMU:

1) npamvin, xorma acHUparoOHHBINA MaTepuan (peduiokcar), Homajasi B IPOCBET OPOHXOB, NPHUBOJUT K
Pa3BUTHIO JUCKPUHUM, OTE€KA U OPOHXOCIA3Ma BIUIOTDb 0 MEXAaHUYECKOI OKKJIIO3UM;

2) nenpamwvim (HEBPOrE€HHBIM), KOIJ[Aa JUCKPUHHSA, OTEK U GPOHXOCIA3M BO3HMKAIOT BCJIEJCTBUE peduiekca u3
HIDKHEH TPeTH IHUIIEBO/A, 3aMBIKAIOMIErocs Ha 6pOHXax 1Mo ad(pepeHTHBIM BOJOKHAM OJIYKAAIOMIETO HEPBa. DTOT
pediekc HaIPAMYIO 3aBUCUT OT CTEIIEHU BBIPAKEHHOCTU 330(aruTa.

CrexyeT MOMHUTh U O BO3MOXHBIX IOGOYHBIX 3(P(dekTax TeOPU/UIMHOB U IIIOKOKOPTHUKOUJIHBIX FOPMOHOB,
HMIMPOKO HCIOJIb3YEMbIX B JICYCHUU OPOHXHAIBHOM aCTMbI. TH MPENAPATHI CHIDKAIOT TOHYC KapJUU, IPOBOIUPYS
TEeM CaMbIM IIPOPBIB aHTUPEIIOKCHOTO 6apbepa.

I'SP-3aBucuMast 6pOHXUATBHAST OGCTPYKIUS MOXKET OBITh 3AII0JI03PEHA Y JIeTeH IIPU CIEAYIOMNX OOCTOSATEIbCTBAX:

1) mpucTyIIBI KaNUTS ¥/ YUK YAyHibs IPEUMYIIECTBEHHO B HOYHOE BPEMSI, IIOCJIE OOMIBHOI e/bI;

2) JoKa3aHHOE COYETAHHE PECHUPATOPHBIX M «BEPXHUX» JUCHENTUYECKUX MPHU3HAKOB (OTPBDKKA, H3XOTa,
PErypruTanus u T.x.);

3) HOJOXUTENbHBII 3(P(EKT OT NPOOHOI AaHTHUPEQIOKCHON Tepanuu (IMArHOCTUKA ex juvantibus) B BHIE
OGBICTPOTO U BLIPAKEHHOTO YMEHBIIECHNU KalllJIsl ¥ APYTUX PECIIMPATOPHBIX CUMIITOMOB B TeUeHUE 2-3 nHEN;

4) 3aTsHKHOE TeYeHHE OPOHXUAIBHOM aCTMBI, HECMOTPSI Ha aJIEKBATHYIO GA3MCHYIO TE€PAIIHIO.

Omopunosapuneosrozureckue cumMnmoms,: ITOCTOSHHOE IOKAIIMBAHUE; «3aCTPEBaHUE» IIUIU B IIOTKE WM
YYBCTBO «KOMKa» B TOpJI€, PA3BUBAIONINECS BCIEACTBUE IOBBINIEHUS JaBICHUS B BEPXHUX OT/E€IaX INHIIEBOJA;
YYBCTBO MEPUICHUS U OXPUILIOCTH IojIoca; 6OJIH B yXe.

K I'9P-acconunpoBaHHBIM KapAMOBACKYJISPHBIM IPOSBJIECHUAM IPHUHATO OTHOCUTb APUTMHUHU BCJIEACTBUE
330(arokapAraJIbLHOrO peduokca.

Hmerorcsa jaHHbIe, yKasbIBaoniye Ha ¢Ba3b ['OP ¢ sposueil amann 3y60B U pa3BUTHEM KapHeca.

OcobeHHocTH TeueHus MIPB y aerteil Mnagwero Bo3pacTa
Jletn mumammero Bospacta, crpagaonue I'OPbB, wame npenbsaBiasioT )ajlo6bl HA PENMAMBHUPYIOMNE PBOTHI,
CpI)II‘I/IBaHI/IH. y HUX Hepe/:[KO BBIABJIIAIOT paBJII/I‘IHI)IC «CHUMIITOMBI TpeBOI‘I/I»Z CHIM>KE€HHUE MaCChl Te€Ja, pBOTa
(poHTAHOM, PBOTA C HPUMECHIO KPOBH MJIH XKEJIYH, A TAKXKE PECIUPATOPHbIE HAPYIIEHUS BILIOTD O Pa3BUTUSA AIlHOD
¥ CMHJPOMA BHE3AIIHOM CMEPTH.
YacToTa CppIrMBaHUI y AeTeil IePBOro roja >KU3HU BAPbUPYET B JOBOJIBHO IMMPOKOM JuanasoHe: ot 50-66%
B epsoM nonyroauu 10 5-10% k xoHiy nepsoro roja. Ilpu oneHke cTeneHN TSXECTH CPLITUBAHMIA I1eJIecO06Pa3HO
[IOJIB30BATHCS B-cTymenvaroit mkanoit J. Vandenplas et al. (1997):
® 16ann - Gosee 5 CPLIrMBAHUIL B CyTKH 0GBEMOM Gotee 3 M.
® 2 6anna - Gosee 5 cpHIrMBAHUI B CYTKH 06beMOM A0 1/2 KoImdecTBa CMeCH 32 OJHO KOPMJICHHE MEHEEe 4eM
B II0JIOBUHE KOPMJIEHUIA.
® 3 6anna- Gozee 5 cpbIruBaHUil B CyTKH 00BbEMOM 0 1 /2 KOIMUIeCcTBA CMECH, BBEACHHOTO 32 OAHO KOPMJICHHE,
HE 4YaIle, YeM B ITI0JJOBMHE KOPMJICHUM.
® 4 6anna - cpoiruBaHus HeGOIBIIOTO 0ObeMa B TeueHne 30 MUH U 601ee MOCIe KaKI0TO KOPMICHUS.
® 5 6annoB - CpBIrMBaHMSA OT 1,/2 510 MOJHOTO O6BEMa CMECH He MEHEe YeM B TIOJIOBUHE KOPMICHUH.
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NWHbopmauns

ITatonoruuecknii 'OP y nereit mepBoro roga sku3HU, COIACHO JJUTEPATYPHBIM JAHHBIM, BCTPEYAETCS C YACTOTOM
8-11%. Cpean OCHOBHBIX IPUYUH PA3BUTUS TOTO COCTOSHUS: HATAJIbHAS TPABMa IIEMHOr0 OTAe/A II03BOHOYHHUKA,
axneprust K 6eJKaM KOPOBBEI'O MOJIOKA, JIAKTA3HAS HEJOCTATOYHOCTh, aKCHaJbHAs Tpblka, HapylIeHHE
BETETATUBHOM PETYJISLIMH.

MHorouncjaeHHbIE MCCAEAOBAHNS, MPOBEACHHBIE B Pa3HBIX CTPAHAX MUPA, HE OOGHAPYKMIN CBA3U MEXKIY
BBIPQKEHHOCTBIO KJIMHHYECKUX, THCTOJOTUYECKUX, SHJOCKONMMYECKUX U pH-METpUUeCKUX U3MEHEHMH y AeTei
pannero Bospacta ¢ I'OP. ¥V gereit aToil BO3pacTHOU Ipynmbl HEBO3MOKHO CYAUTH O HAJIMYUU U BBIPAKEHHOCTU
330(aruTa TOJBKO HA OCHOBAHHUH KIMHUYECKUX IPOSBICHUN. Y HEJIOHOIIEHHBIX JEeTelH MOBEACHUYECCKUE PEAKIIIHI
pu pedIiokce, Kak MPaBUJIO, OTCYTCTBYIOT.

AnKeTHpOBaHUE, IPOBEJEHHOE CPEAU poauTeneit gereit ot 1 go 17 ner, crpazaromux I'OPDB, mokasano: 6oee
yeM y 2/3 U3 HUX HapymaioTcst popMyTa CHa U MUINEBbIE MPUBBIYKH, A IMOYTH Y KAKAOTO BTOPOTO CHIKAIOTCS
COIMAIbHASI AKTUBHOCTD U IITKOJIBHBIE YCIIEXH.

JlnarHocTuka

Buyrpunuujesograa pH-meTpus (cyToYHbli pH-MOHUTOPUHT)

«30JIOTOH CTaHJAPT» JAMArHOCTUKMU MaTojorudeckoro I'OP - cyrounoe pHyrpunumesojgHoe pH-monu-
TOPUPOBAHME, TO3BOJISAIONIEE HE TOIBKO 3a(PUKCUPOBATH PE(IIIOKC, HO U ONIPEAETUTDb CTEIIEHb €r0 BHIPaKCHHOCTH,
a TaKXKE BBISACHUTH BJIUSHUE Pa3JUYHBIX IIPOBOIMPYOIUX (PAKTOPOB HA €ro BO3HUKHOBEHUE W II0J00pPATH
aJIEKBATHYIO TEPAIMIO.

IIpu olieHKe MOJYYEHHBIX PE3yJbTaTOB MCIOJIb3YIOTCH INPUHATHIE BO BCEM MHPE HOPMATHBHbIE ITOKA3aTeu,
paspab6orannsie T.R. DeMeester (maba. 1).

Ta6bnuua 1

HopmanbHbie nokaszatenu 24-yacosoro pH-moHuTOopuHra nuwesona y petei (no 7.R. DeMeester, 1999)
Nokasatenb pH-MoHuTOpUMHra BepxHff rpaHuua HopMbl

06wee epems ¢ pH menee 4,0, % 42

Bpems ¢ pH < 4,0 B BepTMKanbHOM NONOXeHUH, % 6,3

Bpemsi ¢ pH < 4,0 B ropu3oHTanbHOM NONOXEHUN, % 1,2

06wiee yucno pedokcos 46

Yucno pethnokcoB NpoaoIKUTENbHOCTLI) Gonee 5 MUH 3

Bpems Hanbonee npoaoKUTENbHOIO 3NU30/a pethniokca, MUH 9,2

0606wenHbIi nokaszatens DeMeester 14,5

OnpenensioT Takke naAeKc pedunokca (MP) - oTHOIIEHNe BpeMEHH UCcIe[oBaHus ¢ pH<4 k o61ieMy BpeMeH!
uccrepoBanus (%). Ilpu kucinom peduokce HOpMmaupHble 3Hauenus WP cocrasisior 4,45%. OGoGHmieHHBIN
noka3areab DeMeester B HOpMe He JO/KEH peBbIaTh 14,5.

ComracHo NpuUBEJAEHHBIM JaHHBIM, I'DP cieayeT cunTaTh NATOJOTUYECKUM, €CJIM BpeMsd, 3a KOTOpoOe
pH nocruraer 4,0 u Huke, cocrasiset 4,2% Bcero BpeMeHHU 3aIKCcH, a oblee Yucao peduiokcos mpessbinaet 50.

XoTs MepBOHAYAILHO ITPE/ICTABICHHBIC BBIIIE ITOKA3aTEIN OBLTH OPUECHTHPOBAHBI HA B3POCJIBIX U J€TEH cTaplie
12 seT, omBIT MX TPUMEHEHNS KaK B HAIllCH CTpaHe, TaK U 32 Py6EKOM ITOKa3al BO3MOXHOCTD UX HCIOJb30BAHUS BO
BCEX BO3PACTHBIX TPYIIIAX.

JHaocKonMyeckoe uccneaoBaHue

Jlannoe wucciegoBaHue — onpejessioniee Juig mocTaHoBku jauarHosa I'OPB. B xoze sHjockonmyeckoro
WCCIEeNOBAHUS €CTh BO3MOYKHOCTb OIIEHUTH COCTOSIHUE CIU3UCTOM OOOJOUYKH IHINEBOJAA, a TAKKE CTENeHb
BBIPA)KEHHOCTU MOTOPHBIX HApyIMIEHWH B O0O6JACTH MHIIEBOTHO-KEJAyfoYHOro mnepexoxaa. /Jlixs wambosee
OOBEKTUBHON OIIEHKH MBI IIPEAJIaracM IOIb30BAThCA dHAOCKONYecknMu Kputepusmu G. Tytgat (1990) B Hameit
MoU(pUKAITU.
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NHdopmanyusn

Cuctema aHpockonuyeckux npusHakos N3P y perei
(o G. Tytgat B moguduxanyu B. D. ITpusopomcxozo)

Mopdonoruyeckne n3ameHeHus

I cmenens: YMepeHHO Bpraﬁ(eHHaH o4dyarosnad SpI/ITCMa I/I/I/IJII/I prXJIOCTb CJIN3UCTON a6,I[OMI/IHa.TIbHOI‘O oTaesia
IUIEBO/IA.

Il ¢cmenens: TO Xe + TOTaJIbHAS I‘I/IHepeMI/IH a6,Z[OMI/IHaJII)HOFO oT/AcJa ITNIIEBOJAa C OYAarOBbIM (1)I/I6pI/IH03HbIM
HaJIETOM, BO3BMOJXKHO ITOIBJIEHNE OJJMUHOYHBIX HOBCpXHOCTHbIX BpOBI/IfI, qamie JIMHENHOM (bOpMI)I, pacnonaralomﬂxcs[
Ha BerY].LIKaX CKJIAZIOK CJIN3UCTOMN.

III cmenens: TO XKe + paCI‘[pOCTpaHCHI/Ie BOCIIQUJIEHUST HaA pr,Z[HOfI OoTAcI ITNIIEBOJA, MHOXKECTBEHHBIC (I/IHOI‘,ILa
CJII/IBaIOH.lI/IeCH) SpOBI/II/I, paCl‘IOJIO)KeHHI:Ie HE LlI/IpKy'JIHpHO. BosmorkHa rmoBbliieHHass KOHTAKTHAS paHI/IMOCTb CJIN3UCTOM.

IV cmenens: 13Ba NAIEBO/IA. CI/IHz[pOM BappeTTa. CTeHo3 nuIeBoa.

MoTopHble HapyLieHus

A. YMepeHHO BBIpaKEHHBIC MOTOPHBbIE HAPYHICHUs B OOGJIACTH HIDKHero numesojgHoro cpunkrepa (HIIC)
(mogwem Z-muuum n0 1 cM), KpaTKOBPEMEHHOE IPOBOLMPOBAHHOE CYyOTOTAJIbHOE (IO OJHOI M3 CTEHOK)
nposlabupoBaHue Ha BbICOTy 1-2 cM, cHmkenne Tonyca HIIC.

B. OruyeriuBble HAOCKONUYECKHE NPU3HAKH HEJOCTATOYHOCTH KAPAMH, TOTAIBHOE WIU CyOTOTATBHOE
IPOBOLIMPOBAHHOE IIPOJIAOMPOBAHNE Ha BBICOTY 60JIee 3 CM € BO3MOXKHOI YaCTUYHON (PUKCcAIMe B IUIIEBO/IE.

C. To sxe + BBIpaKEHHOE CIIOHTAHHOE MM IPOBOLMPOBAHHOE NPOJAGHPOBAHUE BBIIIEC HOXEK Juadparmbl
C BO3MOKHOM 4aCTUYHOH (puKcarmei.

IIpumep sndockonuuecxozo 3axawuenus: Pepmoxc-azodarur II-B crenenu.

XpomosHgockonusa ¢ BOAHbIM pactBopoM Jhiorons (10 mn 1-4%-noro pactBopa #oanaa Kaaus) MO3BOJISET
6ojiee YETKO OIPEJENIUTh MECTO JUIs INpoBeieHus Ouoncun. HemsMeHEHHBII MHOTOCJIONHBIN IIOCKHI
HEOPOTroBEBAIONIMII SIUTENINN ININEBO/A II0CJIE HAHECEHU KPACHUTEIS IPUOOPETAET YEPHYIO, TEMHO-KOPUYHEBYIO
WJIM 3€JIEHOBATO-KOPUYHEBYIO OKpacKy. OTCyTCTBHE OKPaIIMBAHHSA SIUTEINS CAU3UCTON 060J0YKHM HAGIIONAETCS
IIpY BbIPa)KEHHOM BOCHAJIEHUH, JUCIIA3UN, METAILIA3UNA U PAHHEM Pake.

ecronornyeckoe ncecnenoBaHne

IIpunenpHas 6UONCUS CIU3VUCTOMN MUIIEBOAA ¥ AETEH € MOCIEAYIONIM I'ICTOJOTHIECKIM U3yIeHNEM MaTepHraa
MIPOBOAUTCS IO CJEAYIOMNUM ITOKA3aHUAM: 1) pacxoskIeHNE MEXAy PEHTTCHOJOTHYECKIMH M 3HIOCKOIIMYECKIMH
JAHHBIMU B HESICHBIX CTydasx; 2) IPU aTUIIMYHOM TEUCHUHU 3PO3UBHO-I3BEHHOTO 330()aruTa; 3) Ipu Mogo3peHnn Ha
METAIUTACTUYECKUIA TIpOoIlecC B NHUMmeBoje (6appeTTOBCKasg TpaHcpopMmanus); 4) ManuuIoOMaTo3 MHINEBOJA;
5) mogo3peHne Ha MATUTHU3ANNIO ONYXOJIH MHUIIEBoAA. B Apyrux ciydasx HeOoO6XOAUMOCTDb OMOIICHH ONPEAEsSeTCs
unAuBUAyanbHo. CregyeT OTMETUTD, YTO TOJBKO I'MCTOJOTUYECKOE UCCIEJOBAHNE MTO3BOJISAET JOCTOBEPHO OLEHUTD
HAIMYAE WA OTCYTCTBHE METAIIACTUYECKUX M3MEHEHHUN CIM3UCTON O6GONOYKM IuIneBoja. Pexomenayercs
MaKCHMaJIBHO IMIPOKOE MpoBeeHne 6uoncnu npu '9Pb.

Haun6onee wacThle BapHaHTBI THCTOJOTHYECKOTO 3aKJIOUYEHUS — pa3HbIe CTEIEHH BOCHAJICHUS, Pexe
ONPEAESIOTCS BOCIIATUTEIbHO-IUCTPOPUIECKIE U3MEHEHNS, 3HAUYNTEIBHO PEKE — METAIUIACTUYECKUE U3MEHEHUS
U JJUCILUTA3Usl SIIUTENS, OUYEHb PEJKO — IPU3HAKU 3I0KAaUECTBEHHOIO IIEPEPOXKIECHUA.

I'ncTonormyeckast KapTuHa peIIIOKC-330(paruTa XapakTepU3yeTCs TUIIEPILIA3UEH STIUTEINS B BUAC YTOJIIICHUS
cnos1 6a3aJbHBIX KJIETOK W YAJUHEHHUS COCOYKOB. BBIABAAIOT Takke WHOUIBTPANUIO JTUMQPONUTAMH U
IJIa3MATUY€CKUMU KJIEeTKaMH, IIOJTHOKPOBHE COCY/I0B IOJACIU3UCTOrO CJIOS.

Jucriasus NUIEBOJHOrO dMUTENN JOCTOBEPHO Yallle BCTPEYAETCHA Y JETeH ¢ KMIIEYHOU MeTaIlIa3uei o
CPaBHEHMIO C MTAIMEHTAMH, UMEIOIUMU KeJIYIOUHYIO METAILIA3HIO; COYETAHNE OOOUX 3THX IPHU3HAKOB XaPAKTEPHO
TOJILKO JUIA JieTel ¢ numiesojiom bapperra.

PeHTreHonornyeckas gnarHocTnka

Penrtrenosiornyeckoe ucciae0OBaHUE NO3BOJAET BRIABUTL 'OP u crpykrypHble Hapymenus co croponsl JKKT,
K HEMY IIpepacioJaraioniye. B coBpeMeHHBIX yCI0BUAX NOKa3aHUEM Il PEHTI€HOIpaduu ABISETCS MOJ03PEHUE
Ha anoMauu JKKT, CI'TIO/, To ectb ona nmeeT auddepeHnuaIbHO AUAaTHOCTHYECKOe 3HAUE€HHE.

IIpoBoauTcs HccIeROBaHUE NMUIIEBOAA U JKEJyJKa ¢ 6apueM B IPAMOI 1 GOKOBOI IPOEKIUAX U B IOJOKEHUU
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Tpennenenbypra ¢ HeGOJIBIION KOMIIpeccueil 6promHoil monoctu. OIEHNBAIOT MPOXOJUMOCTh B3BECH, AMAMETP,
penbed CIU3UCTOH, 3ITACTUYHOCTH CTEHOK, IATOJOTMYECKHE CYXKEHHSA, aMIyJIooOpas3HbIe pACIIUPEHHUS,
IIEPUCTAIBTHKY ITUIIEBO/A, BBICOTY 3a6poca KOHTpAcTa U Ap.

C moMOIBI0 KOHTPACTHONH PEHTIC€HOCKOIIUH €CTh BO3MOXHOCTB auarHoctuposaTb I'DP (I-IV crenenn),
a tarwke CITIO/I. Crexyet MOMHATB 06 OrpaHUYCHUSX B IIPOBEACHUN PEHTTCHOCKOIIMYECKUX ITPOLIEAYP ACTIM 10 14 sieT.

WntpaasodhareanpHan umnegaHcomeTpus

MeToJ; OCHOBAH Ha M3MEHECHNH HMHTPa’330(areaibHOTO CONMPOTHUBJICHMS B peayabraTe I'9P n BoccTaHOBICHNN
€T0 MCXOHOT'O YPOBHS 110 MEPE OYUIIEHUSI MUIIEBO/A. Coueranuas pH-I/IMHe/:[aHCOMeTpI/I;I — OONTUMAJbHBIA METO/I
muarHocTuku I'OP. OH mo3BOIsIET BBIABUTEH JIOO0M €ro BapMaHT M MOXKET OBITH MCIOJb30BAH /ISl TUATHOCTUKHU
narosnorudeckoro I'OP, mcciaenoBaHns NMHUINEBOAHOTO KIMPEHCA, ONpPEJENIeHUs CPelHEro oobeMa pedurokTara,
quarnoctuxku CI'TIO/, ruckuHe3nn NuIeBo/a, He0CTATOYHOCTH KapAuu. B Xo/ie ucciejoBaHNs OLEHUBAIOT TAKXKE
KHCJIOTHOCTD XEJIYAOYHOIO COKa B 6a3anbHOH (asze cexperuu. MOXKHO NPEANOJOXUTH, UTO COYETAHHAS
pH-uMIIefaHCOMETPUA B JaJbHENINEM 3alMET IIEHTPAJIbHOE MECTO B JUArHOCTUYECKOM IIPOIIECCE.

Manometpua nnijesoga

ManomeTpus NUIEBOJA — OJUH U3 HamboJiee TOYHBIX MeTonoB ucciaegosanusa ¢ynknuu HIIC. Meroguka He
JlaeT BO3MOKHOCTH HEIIOCPEJICTBEHHO BBIABIATH HUIMYHME pedUIiokca, OJHAKO 6IaroAapsi JAaHHOMY HCCJIEJOBAHUIO
ycraHasauBaioT rpanunbsl HIIC, oneHuBaloT ero coCcTOATEIbHOCTb U CIOCOOHOCTD K PEJAKCAIlUH IPU IIOTAHHU.
B xImHHYecKOU MeAuaTpUYECKON IPAKTUKE 3TOT METOJ, NPUMEHSIOT PEAKO HM3-32 HEJOCTATOYHOI'O OCHAIEHUS
COOTBETCTBYIOUIEN aNIapaTypoi.

Ynb1passykosoe ncenegosanne (Y34)

HopManbHblll guaMeTp NUIIEBOJA Yy JA€TEU — 7-10 Mm. JlmameTp HIDKHEH TpeTH nuineBoaa — 6osiee 11 mm
(Bo Bpems mroTka — 13 MM) — MOXET yKasbIlBaTh Ha BBIPAKEHHYIO HEIOCTATOYHOCTH KApPAUHM M BO3MOXHOE
¢opmuposanue CITIO/. IIpu guamerpe 6onee 13 MM (Bo Bpems mioTka 15 MM u 6o1ee) 3akmodenue o CITIO/
y AeTel CTAHOBUTCA NMPAKTUYECKU JJOCTOBEPHDBIM.

B psne cydaeB npu mpoBEACHUH JBOITHOTO JONILUIEPOBCKOTO KOHTPOJIS MOKET OBITh 3a(pMKCUPOBAHO OGpaTHOE
JIBIDKEHUE KUJIKOCTU U3 JKEIYJKa B IIUIEBO/,.

B03MOXHOCTU METOJUKH B IUATHOCTUKE 330(paruTa OrpaHUYEHHBI.

PagnoHyknngHoe necnefoBaHne (XenygoyHo-nniyeBogHas CYNHTHrpaghns)

CormacHo JIUTEPATYPHBIM AAHHBIM, 33JiepkKa n3otona 99 Tc B numesoje 6onee yem Ha 10 MIHYT yKa3bIBaeT
Ha 3aMeJuicHUE 330(areanbHoro kiampeHca. Kpome Toro, BbIABIEHHE HApYIICHUS 3BaKyallMU KEJIYLOYHOTO
CONEPKUMOTO VKa3bIBAET HA OJHY M3 BO3MOXHBIX NpPUUYHH passutusa ['OP (BcreacTsue NOBBIMEHUS
WHTPAracTPAJIBHOTO JaBJCHUA). B psage caydaes MeToA MO3BOISIET 3aPUKCHPOBATD PEMIIOKC-UHAYIIMPOBAHHYIO
Mukpoacrupanuio. ITo nybaukanusaM, 9yBCTBUTEIbHOCTh METOAA KOJE6IeTCs B IMUPOKOM AuamnasoHe — oT 10
1o 80%.

Mnan npoBegexna nabopaTopHO-UHCTPYMEHTANbHOA anarHocTnkn I'IPh y petei

Ob6s3amenvrvie Memoodvl

1. CyTqubII‘/'I pH-MOHI/ITopI/IHr MMUIIEBO/A U JKEJTYIKA (an/I HAINYUN armapaTprI).

DI/ C ¢ xpoMoazodarockonueit 1,/ im 61oNcuei (o MOKa3aHUAM).

Iucronormyeckoe uccaeoBaHNe GMONTATOB CAU3UCTON 060JOUYKH MUIEBO/A (HE MEHEE JIBYX).
Konrpactaas penrtrenockonus sepxHux otgenoB JKKT (mpu momospeHmnm Ha CTPYKTypHBIE H3MEHEHUS
JKKT, npeapacnionaratomue k I'9P, CITIOL).

Aonoanumenvmuovie memoovt

1. HMurpassodareanbHas UMIIEIaHCOMETPUL.

2. Y3U numesoja.

3. I/IMHyJIbCHaﬂ OCHMJUIOMETPUS JbIXaTEIbHBIX ITyTE.

4

5

6

1.

o

Onpepnenenne q)yHKuI/II/I BHEITHETO JAbIXaHUS.
IKT (B T.4. XOATEPOBCKOE€ MOHUTOPHPOBAHNUE).
PagmonsoTromnHoe nccreoBaHne TUIIEBOA.
ManomeTpus numeBoja.
ITokasaHbl KOHCYJIBTAUM CHEIUAIUCTOB: KapAMOJIOra, myabMoHosora, JIOP-spaua, cromaTosiora, opromneja.

59‘N91. 2014, Jetckasd 60nbHMULA



NHdopmanyusa

Knaccudgukayus

Oo6menpunsaToi kiaaccupuxkanuu I'OPB kax Hozosormdeckoil ¢opmel He cymectsyeT. Ilpejanaraercs
HCIIOJIb30BATh IIPUBEJICHHYIO HIDKE PabOUYIO KJIaCCU(MUKAIIUIO.

Pabouas knaccuchukauus IIPb y peten
(B.®. IIpusopomcxuii, H.E. /Iynnosa, 2006)

Crernens BeIpaxkeHHOCTH I'OP (10 pesyabraTaM 3HAOCKOIHNYIECKOTO UCCIETOBAHMSA):

'SP 6e3 az3oparura,/ I'DP ¢ a3ocparurom (I-1IV crenenn);
CTENeHb MOTOPHBIX HAPYIIEHUH B 30HE MHUIEBOAHO-KEIyIOTHOTO ntepexozaa (A, B, C).

Cremnennb BoIpaxkeHHOCTH I'OP (110 pesyapraTaM peHTI€HOJOTHYECKOTO UCCIEJOBAHNS):

I'9P (I-IV creneunn);
"Hammune CITIO/.

Creneusn BBIPAKEHHOCTU KIMHUYI€E€CKNX HpOHBJIeHI/IfII

JIETKAad;
CpeﬂHeI‘/JI TAXKECTU;
TAMKEIAAd.

Buenumesoanbie nposisaenus ['IPb:

® OGpPOHXOJIETOYHBIC;

® OTOPHHOJAPUHTOJOTUYECKUE;
® Kap/uOJIOrUYECKUE;

® CTOMATOJIOTUYECKUE.
Ocnoxuenns ['IPb:

® numeBox bapperra;

® CTPUKTYypa NUINEBO/JIA,

@ IIOCTTEMOpPAruvecKas AaHEMUS.

ITpumep auarnosa. [uarnos ocHosHoii: lacTpoasodareansaas peduokcHas 6osesus (pedumoxc-szodarur 11-B
CTENeHN), CpEeHETIKeMas popma.

Ocinoxuenue: IlocTremopparuueckas aHeMUs.

Jluarnos conyrcrsylomuit: bponxuanbHag acTMa, HEaTONMUYECKAs, CpeJHeTSKeNas (popMa, MEKIPUCTYITHBIN
epuoJ;

XpOHHYECKUI IracTPOAYOJEHUT C IOBBINIEHHON KHCIOTOOOpasyomeil gynkuueit xkeayaka, HP (-), B cragun
KJIMHUYECKOM CyOpeMUCCun.

Juarnos I'9PB npasBoMoydeH B CI€yIOIUX CAYYASIX.
1) CunjgpoM pBOT U CPLITMBAHUM Y JIeTE€ll PAHHETO BO3PACTA C «CUMITOMAMH TPEBOIH»:

IIOBTOPHBIE PBOTHI (POHTAHOM;

KPOBb B PBOTHBIX MacCax;

PBOTA C KETYbIO;

IOTEPS MACChl TENA;

PEIMAMBUPYIOMAA PECIMPATOPHAs ATOJIOTUS;
3IU30/Ibl AITHOD MOCJIE KOPMJIEHUS.

2) «IImmeBopHas» CUMITOMATUKA, AOMUHHpYIOIAs HAJ JAPYTHMMH TaCTPOHTEPOJIOTHYECKUMH KaTIobaMH,
CYIIECTBEHHO CHIDKAIONIAS KAYECTBO XU3HHU GOJIBHOTO.

3) Ilumesox bapperra.

4) Hanmmune y pebenka I'9P-acconmmpoBaHHbBIX BHENHIEBOIHBIX IPOSBICHHUI.

I'9Pb - rereporenHoe 3a6ojIeBaHNe, UMEIONIEE PA3JIUYHbIE KINHUKO-MOpdosiorndeckue (popmel. B mabauye 2
IPUBEJICHBI IIITh OCHOBHBIX (DOPM 3260JI€BaHUA.
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Tabnuuya 2
Knuuuko-mopconorunyeckne sapuaHtol F3Pb y petei

BHenuwesopHble

Mokasatenb pH-moHuTOpUHTa Knunuka ®3rac crnop lmctonorus NpOABNEHS

I3PB, Tunu4Han dopma + + +- . ‘-
I'3Pb, aHAOCKONNYECKN HEraTUBHAA (hopma + - - +/- +/-

: : : ¢ Merannasua :
['3Pb, nuweson bappetTa +/- + +/- L Knwenas+, +/-

: : : Aucnnasua+/-
Pediniokc-a30dharut, 6eccHMnToMHas thopma - + +/- + -
Pedintokc-33ocharut, MeTannacTuyeckas opma +/- + +/- i Merannasus R

KenypoyHas + :

Knuhnka — «Bepxume» aucrencudeckue NPU3HAKU (M3)KOTa, PEIypPrUuTalys, OTPbLKKA U JP.).

®IAC - sugockonnueckue npusHaky ['DP (crerneHpb BHIpAKEHHOCTH 330(aruTa).

CrMopA - suxockonmyeckre 1,/ WIK peHTTCHOJIOTMYECKIE TPU3HAKH AKCHAIBHOMN IPHIKU.

TMeToNoruA — pusHaky BOCIAICHUS CAM3UCTON 0G0JOUKH IHIIEBOAA U METAIUIA3UH (JUCIUIA3HIH) SIIUTEIHS HUIICBO/A.

BHenuwweBofHbIE nposBNEeHUs — FSP-accouHHpOBaHHbIe 6p0onnerqubIe 3a60J1€BaHU (HaI/I6OJI€C gyacTble B JETCKOU
npakTuke), JIOP-maToorus, kapauoaornyeckue 3a601eBaHys (HapyIIeHHs PUTMa Cep/Iia) 1 ap.

I3Pb, tTunuyHaa topma. JuarHos MOKET OBITh IOCTABJIECH B TEX CIy4asX, KOIZA Y GOJBHOrO HMMEIOTCS JOMUHHPYIOIIE
MTUIIEBOJHbIE KaJIOObI B COYETAHUH C SHOCKOIIIYECKH ¥ TUCTONTOTHYECKH TOATBEPKAECHHEIM 330¢aruTom. I1pu sTom Hammane
CITIO/J u BHENUIIEBOJHDLIX NPOABJICHUN BO3MOKHO, HO He obg3aTenbHo. Hammume Bcex msATH IPU3HAKOB, IPUBEJEHHBIX B
Tabsmie, mo3sosdeT paccMarpusaTh 'OPD xak ocHoBHO rarno3. I1pu Hanmunn Hapsagy ¢ '9PD apyroro sabonesanus B cragun
ob6ocrpenus (ABAK, XI'/l 1 1p.) BOIIpoc 0 BeAyIIeM JUarHo3€ PEeNIaeTcss HA OCHOBAaHUU ITPE00IaJalomeil KIMHIYEeCKON Kap THHBI
Ha MOMEHT 06CJIe/JOBaHUA.

I'IPb, 3npockonuyecku HeratusHas (hopma. OrHocuTeabHO pejkasi ¢opMa B IpakTHKe Ieauarpa. IlocTaHOBKa anMarHosa
omnpejeNdeTcs HAIMYHEeM JABYX KapJUHaJbLHBIX ITPU3HAKOB: IUIIEBOAHBIX KaJo0 M BHEMUIIEBOAHLIX NpoabaeHuil. Ilpu
SH/[OCKOIIITYECKOM UCCIETOBAHUH OTCYTCTBYIOT BU3yaJbHbIE IPU3HAKH 330(haruTa, 0HAKO IHICTOJOIHYECKOE HCCIeJOBaHIE HE
MCKTIOYAeT HATMIUA MapPKEPOB BOCTIAJIEHUA B IMUIIEBOJHOM GHOIITATE.

'3Pb, nuweson bappertta. KapanuaibHbli IpUsHAK BblgeaeHUs JaHHO Gopmbl I'DPB — o6HapykeHMe TpH 9HIOCKOIINIECKOM
HICCJIEIOBAHUH OYaroB METAILIa3WH IHINEBOJHOTO 3MUTENNA, KOTOPBIE NPHU ITOCIE/YIONEM I'HCTOJOTMYECKOM HCCIeJOBAHIT
UAEHTHUUINPYIOTCA KaK YIaCTKU KAIMETHOH METAIIA3UU C BO3MOKHOM JUCITa3ne Ha poHe BocnanreHus cru3ncToi. [1pu sTom
HajU4e KIMHWYECKUX INpossaeHuii asodarura, CITIO/], BHENHMIEBOAHBIX MPOABIEHUHA 3a060JIE€BaHUSA BO3MOXKHO, HO HE
063aTETBHO.

Pechntokc-3sodharut, 6eccumntomias hopma. B ocxose Boigesenus aToit popmbsl I'DPB Jexar «HOKHHUIBI» MEMKJY OTCYTCTBHEM
KaKOH-Tn60 crenuduyeckoil MUMEBOJHON CHUMOTOMATUKA U HATMYHUEM 3HJOCKOIMYECKHX IMPU3HAKOB 330(haruTa PasHOI
CTeTleHn BBIpakeHHOCTH. Hepenaxo aTm mpusHakm — ciydaifHas Haxoakxa npu nposesenunn ®IIJIC mo mosoay 6oaeBoro
a6pomMuHaIbHOTO cHApoMa. [Ipu sToit popme 'OPDB kpaifHe pesko BLIABIAIOT BHIPAKEHHbIE MOTOPHbIE HAPYIMIEHUA B 06JaCTH
Kap/ui, KOTOPbIE Yalle BCEro ABIAIOTCA MHAYKTOPAMH IMUIEBOHBIX XKaq00. BHenmmeBoHbIe TPOABIEHNA IPU 3TOMH opme
OTCYTCTBYIOT.

Pechniokc-azocharut, merannactuyeckas topma. Ilo cBoeil cyru odueHb 6Gimska k Bapuanty «['DPbB, numesox bBapperra».
KapauHanpHoe pasmmdne 3aKIi09aeTcs B HATHYUH KeTyT0OIHOI MeTalla3ui, KOTopas He II03BOJIAEeT OTHECTH JaHHOE COCTOSHIE
K mmmeBoay bapperra.
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Otnenenue mukpoxupyprum Ne 2
Poccuitickon getckon knuHuyeckon 6onbHuubl M3 PO

Ortnenenne coOCyIUCTON MUKPOXUPYPIUH BXOAUT B COC-
tas PI'LY PIKB M3 Poccun (m1aBHbI Bpad npog. Bara-
HoB H.H.). B oTI€/1€H1N BBIOIHAIOT BCE BUbI OIIEPATHB-
HBIX BMEIMATEILCTB Ha COCYAX IPYAHOM 1 GPIONIHOH IOI0C-
Telt, 3a6PIOUIMHHOTO TPOCTPAHCTBA, KOHEYHOCTEN, 30HbI
roiosel U 1meu. IlpoBoanTcs AUArHOCTHMKA UM JIEYCHUE
JieTell CO BCEMH HO30JIOTMYECKUMH (POPMaMH ITaTOJOTUN
COCYAUCTOM CUCTEMBI (BPOXKAECHHON M IPUOOPETEHHO),
32 MICKTIOYEHUEM BPOXK/JICHHBIX TIOPOKOB CEP/ITIA.

1. JleyeHue nopTanbHON rUNEPTEH3UMN

Auaznocmura: IpOBOJATCSA BCE HEOOXOAUMBIE HCCIIE-
JOBAHUSA ISl BEPU(UKANNN 32007€BAHNUS 1 BU3yaIN3a-
UM CUCTEMBbI BOPOTHOM BEHBI C IEJIBIO BRIOOPA a/IeKBAT-
HOTO METO/Ia JICUEHUS; JOMOJHUTENbHbIE NCCIETOBAHUS
FeMaTOTPOIHBIX MH(EKIUI 1 CCTEMBI T€MOCTA3a.

BpimoHAIOTCA NYyHKIMOHHBIE U JIAIAPOCKOIIMYEC-
KHe GHOIICUU ITeYEHH Y OOIBHBIX ¢ (pUOPO3OM U IUPPO-
30M IE€YEHU.

Jevenue: pazmmdHbIe BUABI TOPTO-KABAILHOTO INMyH-
TUPOBAHMS (B TOM YHCJIE <«ITATOT€HETHYECKOE» IOPTO-
MOPTAJIbHOE OOXOJHOE IIYHTUPOBAHHE) C UCIOIb30BAHU-
€M MUKPOXUPYPrMYeCKOH TEXHMKHU y JeTel C BHereue-
HOYHOH IOPTaIBHOM THIIEpTEH3Uel (IIpoBejieHo Gosee
800 onepanuii B pa3IMIHBIX MOJUDUKAIIHIAX).

IJHJOCKONMYECKOE CKJIEPO3UpPOBaHUE, JTUTUPOBA-
HHE ¥ KJIUNIHAPOBAHNE BAPHUKO3HO PACIIMPEHHBIX BEH
MUIIEBO/A.

[TammaTuBHBIE ONEpaAIUU C IEIbI0 MPOMUIAKTUKI
KPOBOTEUEHUI 13 BAPUKO3HO PACIIMPEHHBIX BEH ITHIIE-
BOJIA MIPU UPPO3aX IIECUEHU C WCIOIb30BAaHHEM HOBBIX
TEXHOJIOTUN: HapIualbHas PE3EKIMs CEJIEe3E€HKU, TPAHC-
MIEYEHOYHOE IIOPTO-KABAILHOE CTEHTHPOBaHHE, YTO B
JIbHEHNIIEM He TPEeNsSTCTBYET TPAHCITAHTAIUH ITEUEHH.

2. JleyeHuwe BPOXAEHHOH W nNpUOGPETEHHOW NaATONOrUU
apTepuanbHoOM, BEHO3HOW M NUM(aTUYECKOi CUCTEM BCEX NOKa-
nu3aumi ¢ NpUMEHEeHuem 3Hnoxupypruqeckoﬁ, PEHTreHaHpoBac-
KYNAPHOH, PEKOHCTPYKTUBHOI U MUKPOXUPYPrUYECKOH TEXHUKM:

® Ba30O-peHaIbHAs TUNEPTEH3US;

® aHEBPU3MBI AOPTHI M €€ BETBEH; KOAPKTALMS
A0PTHL;

® JMQAHTHOMBI PA3JIMYHON JIOKATU3ANUH (B TOM
yucje OOmHUpHBIE € HPOPACTAHHUEM B YEIIOCTHO-
JIATIEBYIO O0JIACTD, TPYAHYIO U OPIONTHYIO IIOJIOCTH);

® TIEcMaHTHOMBI PA3IMYHOM JIOKATH3ANUH (B TOM
YrcIe OOIUpPHBIEC BHYTPUIICUECHOTHBIE);

® cunzapoMm Ilapkca-BeGepa (apTepHo-BeHO3HBIE
CBUIIN);

® BapuKO3HasA 6oJe3Hb; cuHApoM Meti-TypHepa,
cuaapom Kimunmnens-Tpenonne;

@ BEHO3HBIE AHTUOJUCILIA3UU PA3TMYHOMN JOKAIH-
3aIUH; MAPIUAIBHBIN TUTAHTU3M;

@ IIOPOKH pPA3BUTHUA JUMQPATUUYECKOU CUCTEMBI,
B TOM YHCJE OCJIOXHEHHBIE JTUM(POCTA30M, XWIOIEPH-
TOHEYMOM, XWJIOTOPAKCOM;

@ IIOCTTPaBMAaTHUYECKUE IOBPEXACHUS COCYAHCTO-
ro pycia;

® T0CTTPOMOO(IECONTIYECKUI CHHAPOM; TPOM603
nepuepUIECcKUX COCYLOB.

JAuaenocmura: yIsTpasByKoBas U PEHTIECHAHAOBAC-
KyJIsIpHAs TOIMMYECKas AUArHOCTUKA TOBPEKACHUI COCy-
JUCTOH cucTeMbl. MOHHUTOPHUHT TEMOJUHAMHYICCKUX
nokazareseil. MP-guaranocTuka ¢ KOHTPaCTHBIM HCCJIE-
JIOBAHUEM COCYAOB.

Jevenue (Hosvle mexHoso2UU):

® pPCEKOHCTPYKTUBHBIC OIEPANMH IIPH IOBpPEXJe-
HHUAX COCYAMICTOTO PyCJa PAa3IUYHON JTOKATU3AINH,
B TOM YHCJIE IIPU AHEBPU3MAX;

@ 1ICIIOJIb30BaHUE PEHTICHAHIOBACKYJISIPHOM AMIa-
TAUH ¥ PEKOHCTPYKTUBHBIX ONE€PAIIUi Ha MarCTPAIh-
HBIX COCYZax, B TOM YHCJI€ IIPYU Ba30PEHAIbHOU THIIEp-
TOHUU.

MnacTuyeckas xupyprus:

@ IUTACTUYECKHE U PEKOHCTPYKTHBHBIC OIIEPALIU
JIE€TSIM C POJOBBIMU U TPABMATUUECKUMU ITOBPEKICHUS-
MU IJICYEBOTO CIIETEHUs, JINIIEBOTO HEPBa, aHTMOMATO-
3aMU 00JIACTU JIULA U IIEU;

® yraieHue OOMIMPHBIX JUMQAHTHOM, PEKOHCTPYK-
M MATUCTPaIbHBIX TUM(PATHICCKAX COCYZIOB, B TOM YC-
JIe C UCII0JIb30BaHUEM SHJOXHPYPrUY€CKUX METOJOB, YC-
TAQHOBKA IOJKOXKHBIX INEPUTOHEAIBHBIX, IUICBPAIbHBIX
cucrem (tuma ITopr-a-Kar) m1sa xponmdeckoro apeHupo-
BAHMSI IIPU HOPAKEHUSIX TUM(PATIIECKOM CHCTEMBI.

IIpu neyeHnn JOOGPOKAYECTBEHHBIX OITYXOJIEH, ITa-
TOJIOTUH IMUTOBUIHOM eJIe3bl 1 OPraHOB MaJOTO Ta3a
(BapmKO3HOE pacIIMpeHNe BEH MaJOTo Ta3a: BapUKOIle-
Je, OBapHUKollese) NPUMEHSETCS MUHHU-MHBa3WBHAs
SHJIOCKONIMYECKAs TEXHUKA WIN MUKPOXUPYpPrudecKas
PEKOHCTPYKIIHS.

IIpuMeHsIeTCS KOMIUIEKC KOHCEPBAaTHBHBIX METOJIOB
JIEYEHUs C TEJIBIO YAYIHICHHUS JUM(POBEHO3HOTO JPEHA-
Ka IIPU BEHO3HBIX MMATOJIOTUAX: JTa3€POTEPANNS, MATHU-
TOTEepanus, TMMQPOIpPeCcc, FTUAPOTEPATIHS.

IIpoBoauTCcsa KOMOMHUPOBAHHOE J€YEHUE TeMaHT -
OM, OGHIMPHBIX COCYAUCTBIX AUCILIA3UM C MCIOIb30BaA-
HHUEM KPHUOJECTPYKIIUH, ILTa3MOAECTPYKIIUU, PEHTre-
H3H/IOBACKYJSIPHONH 3MO6OIM3AINN, JA3€pPHON XHUPyp-
IUH, NYHKIHIOHHOTO CKJICPO3UPOBAHMS, PAAHOBOJIHO-
BOW XMPYPruH, INTACTUYECKON XUPYPrUN.

Tocnmranmusanusa ocymecrsisgerca no BMII, CMIT n
OMC.

ITpoBoasATCS OYHBIE U 3A0YHbIE KOHCYJIBTAIIH.

1. Koncyrwmamuenas nosuxaunuxa FAKB (xopn. 6,
1 smaxc): mprem — moneaenbHUK, 10.00-13.00;
ten.: 8 495-936-9130; 8 495-936-9230.

2. Ilo nucemam: Mocksa, 117513, JlennHckuii mpoc-
nekT, 1. 117, PIKB, otnen. MUKpOXUpyprum Ne2.

3. Iocpedcmeom menemeduyunse: Tei.: 8 495-935-1110.

4. Io anexmponnoti nowme: micro-vascular@rdkb.ru

3as. omdesenuem muxpoxupypeuu Ne 2 P/IKb
0-p med. nayx Cyxoe Maxcum Huxoraesuu
Teu.: 8495-936-9051, 8495-936-9413
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