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AKTYaJIbHOCTb MPO0JIeMBbI

JUIsi  JOCTWXKEHUS YCNeXOB B JIMarHOCTHKE, JICYCHUM U  NPOUIIAKTHUKE
WHBAIMIU3UPYIOIIUX M JKAZHEYTPOXKAIOIMIMX COCTOSIHUM Yy JeTed W MOJAPOCTKOB
HEOOXOIMMO KOMILJIEKCHOE HCIOJb30BaHUE COBPEMEHHBIX MEIUIMHCKUX TEXHOJOTUM,
WHHOBAIIMOHHBIX  HAyYHBIX  JOCTH)KEHUM, KIIOUEBBIX  KIMHUYECKUX  IOAXOIOB,
OJTHOBPEMEHHO C Y4Y€TOM HWHIMBUAYAIbHBIX OCOOCHHOCTEH MalMeHTa, a TakXke psaa
HACJIEJICTBEHHO OOYCIOBIEHHBIX (DaKTOPOB. MyNbTUAUCIUIUIMHAPHBIN MOIX0]] MTOMOXKET
ONTUMHU3UPOBATH OKA3aHUE MEIUIIMHCKOM MOMOIIHU ACTSAM C TSXKEIBIMU HACTIEICTBEHHBIMU
3a00JIEBaHUSIMU, XapaKTEPU3YIOLUMUCA MPOrPECCUPYIOIIUM TEUYEHUEM, CHCTEMHBIMU
KIIMHAYECKUMH TPOSBIICHUSMH ¥ 3HAYUTEIHHBIMU HapyIMIEHUSIMH (YHKIIUNA Pa3IAIHBIX
OpraHoB U CHCTEM, UYTO MPUBOJUT K YXYJIICHUIO Ka4eCTBA KU3HU PEOCHKA U €ro CeMbH,
WHBAJIMHOCTH U JIAXKE K JIETATbHOMY UCXOaY Yxke B 1eTckoM Bo3pacte (['untep E.K., 2006;
Albuguergue R. M., 2010; Auffray C., 2010, Bots M. P., 2015; I'epacumenko H.®., 2013;
Ormondroyd E., 2017).

OngHuM u3 Takux 3a00J€BaHUN W3 TPYMIbl JU30COMHBIX OOJE€3HEW HAKOILICHUS
ABIAOTCS  MyKomosncaxapuao3sl  (MIIC), oOycioBieHHbIE  MyTalMsIMU — T€HOB,
KOJUPYIOIIUX O€JIKK, YYacTBYIOUIME B IIPOIECCe BHYTPUIM30COMHOTO THIPOIU3A
MaKpOMOJIEKYJI, BCJIEJCTBUE YErO MEHIETCS KaTaOOIM3M IJ1aBHBIX CTPYKTYPHBIX 3JIEMEHTOB
COCAUHUTENIbHON TKaHU — TiMKo3aMuHOTIMKaHOB (I'AI'). CHmXeHue WM OTCYTCTBUE
AKTUBHOCTU ONpPENEIEHHBIX (PEpPMEHTOB NMPUBOAUT K HakoruieHuto ['Al' B nm3ocomax
KJIETOK, YTO B KOHEYHOM HTOT€, 00YCJIOBIMBAET TOTAIBHOE MPOrPECCUPYIOIIEE HAPYILICHHUE
(YHKITMOHUPOBaHUS pa3udHbIX opranoB u cucteM (Hayflick S., 1992; Muenzer J., 2004;
Martins A. M., 2009). CymmapHas 1 actota BcTpedaemMoctd BapeupyeT ot 1:100 000-1:140
000 mo 1:300 000 (Nelson at al.,1997; Nelson at al.,2003; Giugliani R., Federhen A. et al.
2012).

B Hacrosmee Bpems BoiaensaroT 11 tumoB MIIC. CoxpaHsitoTcsi TpyAHOCTH
CBOEBPEMEHHON JUAarHOCTUKW JaHHOW TPymnmbl 3a00JeBaHUN U3-3a TOJUMOpPQHU3IMa
KJIMHUYeCKOW KapTuHbl. Cpenau Bpaueil uMmeercss manas WHGOPMHPOBAHHOCTh U HU3Kas
HaCTOPOKEHHOCTh B CUJTYy PEJIKOCTH TAHHOM MaTOJIOTHH.

Nutepec k wm3yuennto MIIC B mupe BO3poc MOcia€  MOSIBICHHS
dbepmenTozamectutenbHoM Tepanuu (O3T), koTopasi MpH YCIOBUU paHHEW TMarHOCTUKHU U
CBOCBPEMEHHOI'0 Hauaja JICUCHHs, yJaydlnaeT kauecTBo swu3nu nered (Muenzer J., 2004,
Nicolini F., 2008).

Bce maumentsl ¢ MIIC umeroT BeipakeHHbIE (PEHOTUITMYECKHUE U3MEHEHUS, KOTOPhIE
MOT'YT MIOMOYb B IMATHOCTUKE JAHHOU TPYIIIbI 3a00J€BaHUI: HU3KUM POCT, TPyObI€ YepPThI
JMIA, MakKpoOIJOoCCHUsl, KOPOTKas W€, MU3MEHEHUs CKeJleTa B BUIAE MHOKECTBEHHBIX
JIU30CTO30B. Y HEKOTOPBIX OOJBHBIX MOTYT BBISIBJSITHCSI aHOMAJIUMU CYCTaBOB, MATOJIOTHUS
OpTaHOB 3pEHUS, a TAK)KE MOPAKEHNE IEHTPAITBHON U TTepudepruIecKoil HEPBHOU CUCTEM -
KOTHUTHBHBIC HAPYIICHUS, TUIIEPAKTHBHOCTH, THUApOIEdanusi, CHIKCHUE YMCTBEHHBIX
CIIOCOOHOCTEH, CHHIPOM KaprajdbHOTO KaHaja, KOMIIPECCUOHHAs  MUEJIOMNaTus,
cynopoxxnbiii cuapom (Pelley C. J., 2007; Naran N. H., 2008; Beck M., Muenzer J. et al.
2010). [Tomumo 3toro, y mamueHToB ¢ MIIC gwacto (1o 95%) BBIABISIFOTCS MATOIOTHUS
cepaedHo-cocyaucroit cuctemsl (Jood K., 2008; Braunlin E. A., Harmatz P. R. et al., 2011),
HapyIICHUs] JIbIXaHUs, CUHJAPOM OOCTPYKTHBHOTO amHo? cHa (Rapoport D. M., 1982;
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Ragette R., 2002, Berger K.I., 2012, Johns M.C., 2008), matonorusi CBepThIBAIOIICH
CUCTEMbl KpOBHU. BbIpakeHHbIE M3MEHEHMsS] B KaXXIOHW M3 3THUX CHUCTEM MOTYT CTaTh
npuunHoii geranpHoro ucxoqa (Wraith J.E., 2014).

Hayunble uccienoBaHus OXBaTHIBAIOT JIUIIL OT/AEJbHBIE ACIEKThl 3a00JICBaHUS.
HauGonbmee konuyectBo mnyOnukammii mo teme MIIC omumceiBator mopaxkenue [[HC
(Muhlebach M. S., 2011; Parini R., 2013). Ha BTopoM MecTe CTOST paOOThI, H3ydaroIiue
COCTOSIHHE JIbIXaTeNbHON CUCTeMbl. PaHHEe BBISBICHUE PECTHPATOPHBIX MPOOJIEM M HX
CBOEBPEMEHHOE JICUCHHE SIBIIICTCS BAXXHBIM MEPOMPUATHEM I IPODHUIAKTHKN TSHKEITBIX
ocnoxHeHni 3aboneBanus (Ragette R., 2002, Kenneth 1., 2013). [Ipu HEexoppeKkTHOM
JICYCHUH HOYHASI TUTIOBEHTIIISIIINS MOXKET MIPUBECTH K PA3BUTHUIO JICTOYHOW THUTIEPTEH3UH,
U B pe3ylibTaTe cTaTh NpuuuHOU cMepTH O0opHOTro ¢ MIIC (Leighton S.E. 2001., John A,
2011., de Carvalho Lopes., 1016). JIeranpHBIN HCXOJT TIPX TAHHOM 00JIC3HU B OOJIBIITMHCTBE
ciIydaeB OOYCJIOBJICH TSKEIbIM MOPAXKEHUEM CepAeuHO-cocyucTon cuctemsl (Braunlin E.
A., 2011)

AHanu3 Hay4dHbIX paboT 3a 1965-2017 rT. CBUIETETBCTBYIOT O TOM, YTO MATOJIOTHS
CEPJIEYHO-COCYAUCTON CUCTEMBI B TOW WJIM WHON MeEpe OIUCHIBACTCS IMPHU BCEX THUMaX
MYKOTIOJIUCAXapHI030B, XOTA B IMEPBBIX COOOIIEHUsX O cuHapoMe ['ypiep u cuHapome
XaHTepa 0 mopakeHHH cepjua Boodme He ymomuHanocs (Hunter C., 2017, Hurler, G.,
1919). B 1940 — 50 rr. ObuIuM OMYOJMKOBAHBI JETAJbHBIE MATOJOTOAHATOMHYECKUE
WCCIICIOBAHUS CcepAua y JUI ¢ KiuHudeckuMm auarHozoMm MIIC, w »Tu mnepBbie
MOPGOJIOTUYECKUE OIMUCAHUS MOSABUIUCH 3aJ0JIr0 0 TOTO, KaK OblIa OTKPBITA OCHOBA
OMOXMMHUYECKUX MPOIECCOB Mpu Mykomonucaxapumosax (Chobanian A.V., 2003,Wraith
J.E, 2008). OcoOeHHOCThIO 3a00J€BaHUA SABISIETCS HECHEUU(PUUYHOCTh KIMHUYECKUX
IPOSIBJIEHUN ceplieuHoM HenoctaTouHoctH y aered ¢ MIIC. Onu gonroe BpeMss MOTYT
OCTaBaThCS HE3aMECUEHHBIMHU U AK€ MACKUPOBATHCS APYTUMH MPOSIBICHUSIMH OCHOBHOTO
3a00JIeBaHMs, MOITOMY HM3YYCHUE PAHHUX MapKEpPOB CEPJICUHOM HEJOCTATOUHOCTH JIJIsi
JAHHOM TPyNmbl manueHToB KpaiHe aktyanbHo (Kampmann C., 2011). W3BecTHO, 4TO
pPacpoCTPaHEHHOCTh M TSKECTh MopakeHuit cepana y nanueHToB ¢ MIIC (ocobenno,
MIIC I, IT u VI) gocratouno Beicoku (Dangel J.H., 1998, Chen M.R., 2005, Pastores G.M,
2007, Martins A.M., 2009). YcTaHOBIIEHO, YTO HapylieHHe (YHKIUU KJIalaHOB Cepjla
yaIie BO3HUKAET IPHU CUHAPOMAX, TJe u3MeHeH katabonu3M nepmaran cynbdara (MIIC I,
IT u VI) (Wippermann C.F., 1995, Braunlin E.A., 2006; Fesslova V., 2009). Cornacho
JOCTYITHBIM JIUTEPATYPHBIM HCTOYHHUKAM, HE TPOBOIMIOCH KOMIUICKCHOTO H3yUCHHUS
CEplIEYHO-COCYIUCTOM CHUCTEMbI, IIOKa3zarejled remMocTa3a, MNOJUMOPGU3MOB TEHOB,
MPUBOJISIINX K HAPYIICHUIO (PHOPUHOIUTHYECKONW aKTUBHOCTH KPOBH, YTO M OTIPEICITHIIO
aKTyaJbHOCTb HACTOSIIETO UCCIEIOBAHNS.

Crenenb pa3padOTaHHOCTH TeMbI MCCJIEIOBAHMS

J10 HEJTaBHOTO BPEMEHHUO €IMHCTBEHHBIM METO0M JieueHus /i1 MHOTUX TunoB MITC
SIBJISLIACH TPAHCINIAHTAIMS KOCTHOro Mo3ra. PazpaboTtanHas B Hactosmee Bpems O3T s
L II, IV u VI Tunos MIIC siBasieTcst BaxHBIM (paKTOPOM MPeTyHpexACHUS NHBATHUIU3ALINY,
COXPAaHEHMS W YJYUYLICHHS KAayeCTBa KU3HU JECTEH MPU YCIOBUU PAHHEW NUATHOCTUKU U
CBOEBPEMEHHOTO Hauaja maroreHeTudeckoro jedenus (Muenzer J., 2004; Muenzer J.,
Wraith J.E. et al. 2006; Neufeld E. F., 2008). B 3HauuTenbHONW YacTH HCCIICIOBAHHS
OXBAaTBIBAIOT MOpPaKeHHE IICHTPAILHONW HEPBHOM crucTembl y manuentoB ¢ MIIC (Parini R.,
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2013). Oxgnako, mo3aHass JUATHOCTHKA MATOJIOTMH bIXaTEeIbHOM, CEpACYHO-COCYAUCTON
CHUCTEM, a TaKkXe HapylIeHUs B CHCTEME T'eMOCTa3a MOTYT MPHUBOAUTH K TSIKEIbIM
OCJIO)KHEHHSM U Pa3BUTHIO JICTAIBHOTO UCXO/IA.

B Hacrosmem uccienoBaHMM TpOaHAIU3UPOBAHBI OCOOCHHOCTH JUATHOCTHKUA M
TeueHus pa3HbiX TUTIOB MIIC, cTeneHb BBIPAXKEHHOCTH KapIMOBACKYJISIPHOW MaTOJIOTHH,
JBIXaTeIbHBIX HAPYIICHUH, BIEPBbIE NPOAHAIM3MPOBAHO M3MEHEHHE IOKa3aTesen
remMocTasa.

eab uccaenoBanus

OnTuMu3NpoBaTh TAKTUKY BEACHUS TMAIMEHTOB MYKOMOJKMCaXapuao3aMu C
MOMOIIBI0 MYJbTUAUCIUIUIMHAPHOTO TMOJX0/1a, BBIIBUTH (DAKTOpPHI, MPUBOJAIINAE K
MPOTPECCUPYIOLIEMY  YXYAIICHUIO COCTOSHHUSI MAalMEHTOB, pa3padoTaTh  METOJIbI
npOPUIIAKTUKNA PA3BUTUS TSKEIBIX OCIOKHEHHWW U TOBBIIICHUS KadecTBa OKa3aHUs
MEIUIIMHCKOW TOMOIIH.

3agaum uccaeI0BaHNA

1. W3yunutb  OCOOEHHOCTM  JHWAarHOCTUKM U  KIMHUYECKOM  KapTHUHBI
MYKOTIOJIMCAaXapuI030B y neter B Poccuiickoit deaepannv Ha COBPEMEHHOM JTarle

2. OmpenenuTs 4YacTOTy BCTPEYAEMOCTH U CTETEHb BBIPAXCHHOCTH IAaTOJIOTUU
CEPJIEYHO-COCYAUCTOM CUCTEMBI Y NAMEHTOB JETCKOr0 BO3pacTa ¢ pa3JuYHbIMU TUIIAMU
MYKOIIOJIMCAaXapua030B

3. Onenutp WHMOOPMATUBHOCTH OMpEEICHHUS ypOBHS N-KOHIIEBOTO (parMeHTa
Mo3roBoro Hatpuilyperudeckoro nentuna (NT-proBNP), xak OGuomapkepa cepiaeuHoi
HEJIOCTATOYHOCTH Y JETEH ¢ MYKONOJINCAXAPUI03AMHU

4. 3yuuTh BIUSHUE CUHIPOMA OOCTPYKTUBHOTO allHO? BO CHE HA YaCTOTY Pa3BUTHS
TSDKEJIBIX OCJIO)KHEHMM CO CTOPOHBI CEpAEYHO-COCYJIMCTOM CHUCTEMBI y JE€TeH C
MYKOIOJINCAaXapH103aMH

5. Onpenenutsb CTENEHb PUCKa U YaCTOTY Pa3BUTHS TPOMOOTHUYECKUX OCJIOKHEHUN Yy
NAlMEHTOB C MYKOIOJMCAaXxapuao3aMd C YYETOM PE3yJIbTaTOB  MOJIEKYJSPHO-
TEHETUYECKOr0 HMCCIEAOBAHUS MOIUMOP(HBIX BapUAHTOB I'€HOB CHUCTEMBbl CBEPTHIBAHMS
KpOBHU

6. Onenuts BiusHUE (HEPMEHTO3aMECTUTEILHON Tepanuu U €€ OTMEHBI Ha TSXKECTh
KJIMHUYECKUX IMPOSIBICHUN NPOSIBICHUMN Y IETEN C MYKOIIOJIMCAXapUI03aMU

7. Co3aTh MHCTPYMEHT OLIEHKH BEPOSITHOCTH BO3ZHMKHOBEHUS >KM3HEYTPOKAIOIINX
COCTOSIHMM Y JIET€H ¢ MyKOIOJIMCAXapua03aMu

Hayuynas HOBH3HA

Bnepsbie B Poccuiickoit @exepauuu

. IPOBEJCHO KOMIUIEKCHOE O0CIIeJOBaHHE MAI[MeHTOB Ha PENpe3eHTATUBHOM
BbIOOpKE nereit ¢ pasznuunHbiMu TunamMu MIIC B Bo3pacte oT 6 MmecsneB no 17 ner,
BKJIIOUAIOIIEE B c€0s1 MHCTPYMEHTAIbHYIO, TAOOPATOPHYIO U MOJIEKYISIPHO-TEHETHYECKYIO
JUArHOCTHUKY.
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. MPOBEIEHO MacuITabHOE UCCleloBaHue, BKItoyaromue 1/3 ot oluiero yucia
3aperucTpupoBaHHbIX B Poccuiickoit denepannu namnueHToB ¢ MIIC (B3pocnbIx U eTei),
YTO MO3BOJIUJIO C/IeNIaTh BBIBOJIBI B IIEJIOM 00 OCOOEHHOCTSIX TeUeHHsI OOJIE3HH B Halleh

CTpaHe.

. YCTAaHOBJIGH CpEHUWA BO3pacT BepU(UKAIMK JMarHo3a cpeau JeTedl ¢
paznuuabiMu THAaMU MIIC.

. OIICHEHA PAaCHPOCTPAHEHHOCTh KapJUOBACKYJSIPHBIX  HapylleHWil  (OT

POXKIEHUS 0 OMMKANIIero 3aperuCTPUPOBAHHOTO B UCTOPUU OOJIC3HW OOCIICIOBAHMUS),
BKJIIOYAsl KapAMOMHUOIIATHIO, MATOJOTHIO KIIANIAHHOTO amnmapara CepAla, apTepUalIbHYIO
TUIIEPTEH3UI0, HAPYIICHUN PUTMa CEPALA.

. MPOBEICHA OIICHKa pPEe3ylbTaToB (HEPMEHTO3aMECTUTEILHON Tepanmuu Ha
COCTOSTHUE CEepAECYHO-COCYUCTOM U AbIXaTelbHOU cucTteM y nanueHtoB ¢ MIIC.

. M3y4YEHbl MapaMeTpbl HOYHOTO CHA METOJAOM TNOJMCOMHOTpadhuu U
YCTAaHOBJIEHO UX U3MEHEHUE B 3aBUCUMOCTH OT Thna MIIC.

. YCTAHOBJIEHA 4acTOTa IATOJIOTUHU PECIUPATOPHOU CUCTEMBI Y IALMEHTOB C
MIIC; BoisiBIIeHBI (DAKTOPHI, TPUBOIAIINE K TUTTOBEHTWIISILIUN U CUHIPOMY OOCTPYKTUBHOTO
aItHOd CHA.

Buepsroie B Poccuu 1 B MUPOBOI IPaKTHKE

. npoBeneHo wuccienoBanue ypoBHs NT-proBNP kak mapkepa cepaedHoi
HEIOCTATOYHOCTH y NauueHToB ¢ paznuuHbiMu  tunamu  MIIC. IlanmenTtsr ¢
KapJIMOMUOIIaTHEN uMenu Bhicokue 3HaueHus NT-proBNP.

. IPOBEICHO MOJIEKYJISIPHO-TEHETUYECKOTO HCCIEJOBAaHUE TMOIUMOP(PHU3MOB
T€HOB CHUCTEMBbI CBEPTHIBAEMOCTH KPOBH M KOMIUIEKCHOE MCCIEIOBAHUE IMOKa3aTeIeu
CHCTEMBI TE€MOCTAa3a, MO3BOJISIIONIEE CIPOTHO3UPOBATH W TMPEAOTBPATUTH PA3BUTHE
TSOKETBIX TPOMOOTHUECKHUX OCIIOX)HEHUH y nmanueHTos ¢ MIIC.

Teopernueckasi M NpaKTHYeCKasi 3HAYUMOCTb PadOThI

[TosrydeHHBIE JAaHHBIE TTOMOTYT CYIIECTBEHHO YJIYUIIUTh Kauy€CTBO MEIUIIMHCKOMW
TIOMOIIM TIalleHTaM ¢ 3a00JIeBaHUSAMU M3 TPYIIBI MYKOIOJHCAaXapuI030B: H30ekKaTh
PA3BUTHS KU3HEYTPOKAIOIIUX OCJIOKHEHUH CO CTOPOHOM CEPACYHO - COCYIAUCTON H
JIBIXaTEJIbHOM CHUCTEM Yy JI€TEW, MPEAOTBPATUTH PA3BUTHUE TKEIBIX JbIXaTEIbHBIX
HapyIICHUH, CBA3aHHBIX C CUHAPOMOM OOCTPYKTHBHOT'O alTHO? CHA, CYIIECTBEHHO CHU3UTh
PHUCK pa3BUTHUSI TPOMOO30B, YIYUIIUTH Ka4€CTBO JKU3HU MAIIUEHTOB U UX CEMEH.

Hcnonp30BaHKne KOJTMYECTBEHHBIX MAPKEPOB CEPACYHON HETOCTATOYHOCTH MO3BOJIUT
0ojiee TOYHO TMPOBOJAUTH JUATHOCTUKY M YJIYUYIIUTh MCXOJbl KapJIUOJIOTHYECKUX
OCJIO)KHEHHH y OOJIBHBIX ¢ MYKOTOJIMCAXaPUI030M.

HeoOxonumo mpoBeneHUe MEIUKO-TEHETHUYECKOTO KOHCYJIBTHUPOBAHUS B CEMBSX,
UMEIOIIUX JIETeH, CTpaJaronux 3a00JeBaHUSIMUA W3 TPYIIBI MYKOIOJIUCAXapHUI030B.
[ToBpIeHre MHPOPMHUPOBAHHOCTH BpadeHl M IMAIUSHTOB U UX CEMEH O THUIIC HACIICIOBAHMS
3a00J€BaHUs, BO3MOXXHOCTSIX TMPEHATAILHOM M TMPEAUMIUIAHTAIIMOHHONW TEHETUYECKON
JTUATHOCTHUKH TIOMOXET H30€XaTh POXKICHUS O0JHBHOTO PEOEHKA B CEMBSIX C OTSITOIICHHBIM
aHamMHe30M. PaHHee BBISBIICHHE MOPAKEHHBIX POJACTBEHHHUKOB B OTSTOIIEHHBIX CEMBSX
MO3BOJIUT CBOCBPEMEHHO HAYaTh CIECIU(PUUECKYIO TEPAIUI0 W MPEAOTBPATUTH Pa3BUTHE
TSDKEJIBIX OCIIOKHEHUH, YITYUIINTh KAYECTBO KU3HU peOEHKA U BCEl CEMBbH.



7

Heobxonumo co3pganue MmporpaMmbl CEJIEKTUBHOTO CKPUHHMHTA C IEJbI0 paHHEH
JIMarHOCTUKH 3a00JICBAaHUM U3 TPYIIIBI MyKOIOJIMCAXapHU1030B Y MAIIMEHTOB B BO3PACTE /10
JBYX JIET, HaxoAsumxcs B otaeneHusx JIOP, xupypruu, neauaTpuu A AeTel MIIaIiero
BO3pacTa B CBSI3W C 4YacTbIMU  OTHTaMH, OpOHXHTaMH, PUHOCHUHYCHUTAMH,
PELUIUBUPYIOITUMHU IPhDKAMH.

BHeIlpeHHe peE3yJabTATOB paGOTLI B KIIHHUYECCKYI0 IIPAKTURY

OcCHOBHBIE Hay4HbIE IIOJIO)KEHHS, BBIBOABI M PEKOMEHJALMU HACTOSAIIErO
UCCJIEI0BAHMS BHEAPEHBI B IPAKTUKY KOHCYJIBTATUBHO-AUAarHoctuueckoro nentpa (KAL),
a TaK)Ke UCIIOJIb3YIOTCSA B HAYYHOU M KIMHUYecKoil padote oraenenuiit HUW nennarpumn
denepanbHOTO  TOCYAapCTBEHHOTO  aBTOHOMHOrO  yupexzaeHus «HanuoHanbHBIM
MEIWLIMHCKAM  MCCIENOBATENbCKUM  LEHTP  300pOBbA  Jeren»  MuHHCTEpCTBA
3npaBooxpaneHus Poccuiickoit @enepanuu. Kpome Toro, Marepuainsl pabOThl BKIIOUYEHBI B
JEKUMOHHBIN Kypc Kadenpsl (pakyIbTETCKOW NeauaTpuu MeAuaTpudyeckoro (axkyiabTeTa
I'bBOY BIIO «Poccuiickuii HalIUOHAJIBHBIA  WCCIEHOBATSIILCKUN  MEIUIIMHCKUI
yHusepcureT uM. H.M.I1uporosa» Munsnpasa Poccun.

MeTo0a0J10THsI M METOABI MCCJIET0OBAHUS

[Ipu BbITIOTHEHUH PAOOTHI OBLI OCYIIECTBJIEH TIIATEIBHBIN aHAIN3 COBPEMEHHBIX
OTEYECTBEHHBIX U 3apyOCKHBIX JAHHBIX, KACAIOIIUXCS BOMPOCOB MATOTE€HE3a, MpodsiemM
JIMarHOCTUKU U Teparuu MYKOIojucaxapuao3oB y geteil. Ocoboe BHUMaHUE YIEIsIN
OLICHKE KJIMHUYECKOW, Ja0OpaTOpHON, MHCTPYMEHTAIbHOU, MOJEKYISPHO-T€HETHUYECKOU
JIMarHOCTUKH y JAHHOT'O KOHTUHIeHTa 00JbHBIX. Onpenessiau 3peKTUBHOCTD JJIUTEIbHOM
Tepanuu. B auccepTaliioHHOM HCCIIEIOBAaHUM MCIOJIB30BAJIM JaHHbIe oOcienoBanust 117
JIeTe, CTpajarolux MyKomojucaxapuao3oM U S50 yCIOBHO 3A0pOBbIX AeTei. OueHky
MEIUIIMHCKON JOKYMEHTAIIMM IMPOBOIMIIM 32 IEPUOJ 8 JIET, IPUMEHSSI METOIUKH OMMCAHUS
U yueTa KIIMHUKO-aHaMHECTHYECKHUX, Ja00OPaTOPHBIX U MHCTPYMEHTAILHO OIpPEISIsIeMbIX
W3MEHEHUM, pe3yibTaTbl AaHKETUPOBAHUSA MAIlUEHTOB MW HUX pOAUTENIeH. AHaIu3
MOJYYEHHBIX JIAHHBIX MPOBOAWIM B COOTBETCTBMHM C COBPEMEHHBIMHM METOJAaMHU,
BKJIIOYAIOIIMMHK aHAJIW3 BHJAA pPaCIpEeNICHUN, ONMMCATENIbHbIE CTAaTUCTHUKH, OLICHKY
JIOCTOBEPHOCTH, KOPPEISIIMOHHBIN aHaIN3, BHIYMCIICHUE OMEPAIMOHHBIX XapaKTEPUCTHUK
JIMarHOCTHYECKOTO TECT.

HO.]'IO?KBHPIH, BBIHOCHUMBIC HA 3aIIUTY

1. ITosiBnenue 3Q¢heKTUBHOM MATOrCHETUYECKOW Tepanuu yJIydllaroieid KauecTBO
YKU3HU MALMEHTOB criocoOcTBOBaNO panHeMy BoisBieHU0 MIIC B Poccuiickoit @denepanyu
BKJIIOYAsl pPeKUe THUIbI (B pE3ysIbTaTe MOBBIMIEHNS MHPOPMUPOBAHHOCTH MEIULIMHCKUX
pabOTHHUKOB).

2. YV nammentoB ¢ MIIC umeer MecTto BBICOKAas 4YacTOTa KapAUOBACKYJISPHBIX
OCJIO)KHEHMM, BKJIIOYas NATOJIOTHMIO KIAMAHHOTO anmapara Ccepaua, apTepUalbHYIo
TUMEPTEH3UI0 U KapAMOMHUOMATUIO, BBISIBICHUE KOTOPBIX SIBISIETCS BaXXHBIM (HaKTOPOM
POTrHO3a TSKECTH TeUeHUsI 3a00eBanus pH paznuunbix Tunax MIIC.
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3. Onpenenenue ypoBHs HaTpUHypETUUECKOTO ENTHIa BBICOKO MH(POPMATUBHO JJIs1
JUArHOCTUKH CEpACYHON HEJOCTATOYHOCTH U OLICHKU PE3YJIBTATOB JICYCHUS.

4. OnpeneneHue TSHKECTH HAPYLICHUS AbIXaHUSA IIPU pa3sBUTUN y nanueHTos ¢ MIIC
CHUH/IpOMa OOCTPYKTUBHOTO alTHO? CHa HEOOXOAUMO I OLIEHKU CTEIIEHU BEHTUIISILIMOHHOM
HEJJ0OCTAaTOYHOCTH U KOPPEKLUHU TEPAITHH.

5. Ha ocHOBe B3auMOCBS31 NOJIMMOP(PU3MOB F€HOB CUCTEMBI CBEPTHIBAEMOCTH KPOBU
U YacTOThl TPOMOOTHYECKUX OCIOXKHEHHH y mnanumeHTtoB ¢ MIIC MoXHO co37aTh
MaTEMaTUYECKYI0 MOJENb MPOrHO3UPOBAHMS APTEPUAIbHBIX, BEHO3HBIX M CMEIIAHHBIX
TpOMOO030B.

6. TsbKkecTh KIMHUYECKHX IMPOSIBIEHUI CO CTOPOHBI CEPAECYHO-COCYAUCTOU H
JIBIXaTENIbHOM CHCTEM SIBISETCA TMPOTHOCTUYECKUM (DAKTOPOM COCTOSHHUSA pebeHKa u
Pa3BUTHS KUZHEYTPOKAIOIIUX COCTOAHUI. COOTBETCTBUE IUCCEPTALMU MTACTIOPTY HAYYHON
CHEUUATbHOCTH.

CreneHb AOCTOBECPHOCTH PE3YJIbTATOB HCCJICI0OBAHUA

JIOCTOBEpHOCTh PE3yJIbTAaTOB JIUCCEPTAIMOHHOTO HCCIEAOBAaHUS HE BBI3BIBACT
comMHeHud. OHM  TIOATBEPXKIAETCS  HE  TOJBKO  KOMIUIEKCHBIM  XapaKTEpOM
JUCCEPTAIIMOHHOTO HCCIICIOBAHUSI, HO U JIOCTATOYHBIM KOJUYECTBOM HAOJIOJCHUM,
COBPEMEHHBIMH METOJaMU JHArHOCTUKH, COOTBETCTBYIOIIMMH TIOCTABIICHHBIM B paboTe
HedsiM M 3aJadaM W BKIIOYAIONIMMH B ce0s  OmpejielieHne MapKepa CepAedHOM
HEJOCTAaTOYHOCTH, UCCIICIOBAHUE TEMOCTAa3a, MOJIEKYIIPHO-TEHETHUECKHUE HCCIIET0BaHUS,
BU3YyaJIM3allMOHHBIC METOMWKH. HaydyHble TMOJ0KEHUs, BHIBOABI W PEKOMCHJAIINH,
chopMyTUpPOBaHHBIE B JHUCCEPTAIMHU, TOJIKPCIICHBI YOSAUTEIbHBIMU (DAaKTUICCKUMU
JTAHHBIMHM, HArJISAHO TIPEACTABICHHBIMA B TIPHBEACHHBIX TaOMWIIAaX H PHUCYHKaX.
[ToaroToBKa, aHanMW3 W WHTEPHPETANHS IOJTYYEHHBIX PE3yNbTATOB IPOBEIACHBI C
UCIIOJIb30BAHUEM COBPEMEHHBIX METOJ0B 00paOOTKH WHGOPMAIIMM U CTATUCTUYECKOTO
aHaM3a.

Anpo0auus pe3yJibTaTOB HCCJIeI0BAHUS

OcHoBHbIE TIOJIOXKEHUS AUccepTanuu 10a0xeHbl Ha X VI-XX Konrpeccax neauatpon
Poccun «Axtyanbnbie po0iemsl nenuatpun» (Mocksa, 2012-2018 rr); Beepoccuiickux
HAyYHO-TIPAKTUYECKUX KOHpepeHusax «PapmakoTtepanus B neguatpun» (2013-2017 rr).
XVI-XVIII Cwe3ne meamatpoB Poccum (Mocka, 2013; 2017;) 5-m, 6-M, 7-m, 8-Mm
Europaediatrics (Vienna, 2011, Glasgow, 2013, Florence, 2015, Bucharest, 2017); XXVII
u XXVIII International Congress of Pediatrics (Melbourne, Australia, 2013 r., Vancouver,
Canada, 2016 r.); 11,12 u 13-m Annual WORLD Symposium of Lysosomal Diseases
(Florida, USA, 2015; San-Diego, USA, 2014 r., 2016 r.); KordepeHiuu crenuaiucToB 1Mo
MIIC, Canxkt-Ilerepoypr, 2012; 2-0if ApMSIHCKON KOH(PEPESHINH 10 PEAKUM OOJIE3HAM U
Apmsiao-Poccwuiickoit koHpepentiuu o MIIC, Epesan, Apmenus, 2012; Kondepenius
«CoBpeMeHHbIE MOAXO/IbI K TUAarHOCTUKE M JieueHHIo manueHToB ¢ MIICy», Anma-AThl,
Kazaxcran, 2013; HayuHo-mpakTudeckoil KOH(MEPEHIIMU ¢ MEXIYHAPOIHBIM y4acTHEM,
XappkoB, YkpauHna, 2013; 13th International Symposium on mucopolysaccharidosis and
related diseases, 13-17 asrycra, San-Paulo, Brasil, 2014; VII Konrpecce I'py3uHckoii
neauaTpuueckod accouuanuu «lIpaBuibHOE KIMHUYECKOE pEIIeHHEe B NeAUaTPUH,
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Tounucu, I'pysus, 2015; PecnyOmukaHckoW Hay4dyHO-TIPAaKTHYECKOW KOH(epeHIun
«AKTyanpHbIE BONPOCHI OPraHM3alMM OKAa3aHWUs MENULMHCKON IMOMOIIM MalHEeHTaM C
peIKUMH TeHEeTHYeCKMMHU 3aboneBaHusMU», MuHCK, benapych, 2016; MexnyHapogHom
CUMITIO3UYME T0 peakuM 3aboseBanusM «B 30He ocoboro BHUMaHuUs», MockBa, Poccus,
2016; VII koHrpecce ¢ MeXIyHapOAHBIM YYaCTUEM «IDKOJIOTHS U 3I0POBbE YEJIOBEKA Ha
ceBepen, SAkyrck, 2016. «Society for the Study of Inborn Errors of Metabolism», Adunsi,
['perus, 2018; Kondepennus «AkTyanbHbIE BOMpOChl neauatpur. lllarn x 310poBBIOY,
Actpaxanb, Poccus, 2018; MexaynapoaHas Hay4YHO-TIpaKTHUeCKas KOH(EpeHIHs
«MmuzapoBckue urenus», Kypran, Poccusa, 2018; Kondepenmmm ¢ mexmyHapOIHBIM
y4acTueM «AKTyaJbHbIE BOIPOCHl HEBPOJIOTUU U PEAOUIIUTOJIOTUU JETCKOTO BO3PACTay,
Tromensn, Poccus, 2018; Copemanue skcneptoB «Read The MPS 1 Code», Kacabmanka,
Mapoxkxko, 2018; DxcnepTHbIil coBeT «Opranuzamnus MEAUIUMHCKON MOMOIIY MAaIllUEHTaM C
JIN30COMHBIMH 00JIE3HSIMU HaKoIuieHus», Mocksa, Poccus, 2018.

Iy6ankanuu

PesynbraTel uccienoBanus omnyOiaukoBaHbl B 46 paborax (M3 HuX 22 craTedl B
pexkoMmeHnioBaHHbIX BAK munoOpHayku P® sxypHanax), Bkitouas 23 myOJuKanuu B
MEXIYHAPOIHBIX U3JaHUSIX; TJIaBbl B MOHOTpauu.

JInuHoe yuyacTue aBTOoOpa B BBINNOJTHCHUU UCCIICA0BAHUA

ABTOpPOM JIMYHO IPOBEIEHBI BCE KIMHUYECKME 3Tambl MccienoBanusd. Pa3paboTka
UJIeH, ONpEEIeHHE e AUCCEPTAllMOHHOTO MCCIEAOBAHMS U 3a/1a4, BHIOOp METOJOB U
Marepuaiia JJisl MPOBEICHHSI HAYYHOI'O MCCIECIOBAHMS OPraHU3alUs M HMCIOJHEHUE BCEX
ATanoB UCCJIEI0OBAaHUsA, CTaTUCTUYECKas 00pabOTKa MaTrepuaia, aHajdu3 U MHTEPIpETaLUs
MOJYYEHHBIX PE3YyJbTATOB BBINOJHEHBl ABTOPOM JMYHO. ABTOPOM IpOAHAIU3UpPOBaHA
COBpEeMEHHas 3apyOekHasi 1 OTEUECTBEHHAsI JINTEpATypa 1o TeMe TUCCePTaINK, POBEICH
CTATUCTUYECKUN aHaAIM3 JaHHBIX, CPOPMYIHUPOBAHBI PE3YJIbTAThl U BHIBOJABL. ABTOD
CaMOCTOSITEJIFHO WJIM B COABTOPCTBE MOJATOTOBUII MaTepHUaIbl MO AUCCEPTALMOHHOM paboTe
K MyOJIUKAIUSM B PEIIEH3UPYEMBIX KypHaIaXx.

O0beM u CTPYKTYypa AUCCEPTALUN

Hucceprauust uznoxkeHa Ha 306 cTpaHuIax MAaIIMHONKUCHOTO TekcTa. PaboTa
BKJIIOYAET pa3/ieiibl: BBEJIEHHUE, 0030p TUTEPATYPhl, 00BEM U METOABI UCCIIEIOBAaHNUS, 7 TJIaB
COOCTBEHHBIX HCCIIEIOBAaHUN, OOCYXXJIEHHE TOJYYEHHBIX pe3yJbTaTOB, 3aKIIOUCHHUE,
BBIBO/IbI, TPAKTUYECKHUE PEKOMEHJALMH, CIUCOK JUTeparypbl, cocrosumid u3 18
OTeueCTBeHHBbIX M 382 3apyOexHbIX HCTOYHMKOB. Pabora wttoctpupoBana 112
tabnumamu, 20 pucyHKaMH.

MaTtepuanbl M1 MeTOAbI HCCJIETOBAHNUS
PaGora mpoBommimach Ha 0asze (QenepasbHOrO TOCYJApCTBEHHOTO ABTOHOMHOTO

yupexieHus "HalunoHanbHbIA MEAUIIMHCKUN HCCIIEI0BATENbCKUM IEHTP 310POBbS I€TEil"
MunucTepcTBa 31paBooxpanenus Poccuiickoit @enepanuu, 1upekTop —podeccop, 1.M.H.
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A.Il.ducenko. B uccnemoBanue Obuto BiiIroueHo 117 manumenTtoB: (30 neBouek u 87
MaJbYMKOB) C pa3IMYHBIMU TUIIAMH MYKOTIOJIMCAXAPHUI030B B BO3pacTe OT 6 MecsieB 10 17
aet: 23 (19,6 %) pedenka ¢ MIIC | Tuma, 55 (47 %) mauuentos - ¢ MIIC |l tuna, 24 (20,5
%) — ¢ MIIC Il Tuna, 7 (6%) nereii - ¢ MIIC IV tuna u 8 (7%) nauuentos ¢ MIIC VI tuna
(pucyHoOK 1).

Uccnenyemas rpynmna 167 nereit (117 nmarmentoB ¢ MIIC + 50 ycaoBHO 340pOBBIX
JeTei)

MIIC I tuna = 23 nmamuenta, MIIC II tuna = 55 mamuenta, MIIC Il tuna = 24
manpenta, MIIC IV tuna = 7 manmenta, MIIC VI tuna = 8 manuenra
Bepudukarus nmaraHoza B COOTBETCTBUM MEXKIYHAPOIHBIMH PEKOMEHIAITUSIMHU:
onpeJieNieHne I'AT, AH3UMOJIMATHOCTHKA, MOJIEKYISIPHO-TEHETUYECKOE
MOJITBEPKJICHUE.

dran |
N3yuenue naronoruu cepaeuno-cocyaucton cuctemsl (OxoKI', OKT', xonrepoBckoe
mouutopupoBanne DKI, CMAJI, peHtreHorpadus TpyaHONW KICTKH) JUIs
ONpENICIICHUS] TAKTUKU TEPANUU U KOHTPOJISI BBISIBJICHHBIX HAPYIIEHUU CEPIECYHO-
cocyauctoit cuctembl. (N=117)

Oran |l
N3yueHne cucrtemMbl reMocTa3a W BIMSHUSA MOJTUMOP(GU3MOB TE€HOB CHCTEMBbI
CBEpPTHIBAEMOCTH KPOBHU Ha Pa3BUTHE TPOMOOTHUECKUX OCJIOKHEHUM Y MAIMEHTOB C
MIIC (N=113). I'pynna cpaBHeHuUs: yCJIOBHO 370poBbie AeTu (N=50).

Jran 11T
N3yueHne KapAMOpPECTIUPATOPHBIX HApPYIIEHUH M YacTOThl Pa3BUTHUS CHHApPOMA
O0OCTPYKTHUBHOTO altHO? BO CHE Yy MarieHToB ¢ paznuanbiMu Tunamu MIIC (N =51).

Jran IV
AHaJIN3 B3aUMOCBSI3U HapYIIEHUN CEPACYHO-COCYAUCTBIX, IbIXaTEIbHOW U HEPBHOM
cucreMmbl. Co3zganue nHCTpyMeHTa nporHo3a teuenust MIIC.

Pucynok 1 — JIu3aiin uccienoBaHus

Bcem mnanmentam ¢ noxo3penneM Ha MIIC  ocymecTBasinoch  KIMHUKO-
WHCTPYMEHTAJIbHOE W JlabopaTopHOe OOCje0BaHUE, HAIpaBJIEHHOE Ha BepUUKAIIUIO
JIMarHo3a U OCYIIECTBICHUE TMHAMUYECKOT0 HaOmoeHus. KonrmdecTBeHHOE ompeieiieHIe
['AT" ¢ Mo4oil TPOBOIWIIOCH B JA0OPATOPUU IKCIIEPUMEHTATHLHOM WMMYHOJIOTHH U
BUpycosiorund  (3aBeayromuid - a.M.H.  MasHckuit  H.A.). DH3uMoaMarHoctuka
OCYIIECTBIISIIACh METOJIOM OIPECIICHUS] aKTUBHOCTHU JIM30COMHBIX (DEPMEHTOB B CYyXHX
MATHAX KPOBU METOJOM TaHJIEMHOW Macc — CHEKTPOMETPUHU U ONPEACIICHUE aKTUBHOCTHU
dbepmenToB B Jedkonurax mnepudepudeckor kpoBu. C  I1E€TBI0  OKOHYATEIHHOTO
NOATBEPAKACHUS JUAarHo3a MPOBOJUIIOCH MOJIEKYJISIPHO-TEHETUYECKOE HCCIIeI0BaHUE:
MOMCK MyTallui B TE€HaX METOJOM TMPSMOr0 aBTOMATHYECKOIO CEKBEHUPOBAHUS
(JtabopaTopusi MOJEKYJISIPHON T€HETUKH U KJIETOYHOM OMOJIOrMH, 3aBEAyOUIUNA - K.O.H.
CaBoctrsiHoB K.B.).

VYabTpa3BykoBO€  HCCIEIOBAaHME  OpPraHoB  OpIOIIHOM  MOJOCTH,  MOYEK,
HAJNIOYEYHUKOB, IIUTOBUIHON *kene3bl, ObuI10 mpoBeaeHo Ha npubope Voluson E8 Expert
(GE, CIIA) nuHEWHbIM U KOHBEKCHBIM MYJbTUYACTOTHBIMU JAATUYMKAMU MO CTaHAAPTHON
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METOJIMKE B OTJEJE YJbTPAa3BYKOBOM AMArHOCTUKU (3aBEIyIOLIMHA OTHEIOM - K.M.H.
Peynenkos ['.B.).

[Ipy rocnuramu3anuMu B KIMHUKY BCEM NAUMEHTOM mpoBoawiack Ixo-KI' Ha
anmmapare Vivid E9, VividE9 (GE Healthcare, CIIIA). Hcnonb3oBajics amnmapar ¢
CEeKTOPHBIMM  JIaTYMKaMH, palOOTalOUMU 1O METOAMKaM B  COOTBETCTBUU C
OTEUECTBCHHBIMU M 3apyOEKHBIMU PYKOBOACTBAMU M peKoMeHmauusmu. W3mepsiiu
KOHEUHO-UACTOIMYECKYI0 TONIIMHY MEXoKelyqoukoBoil mneperopoaku (MXII, cm),
koHeuHo-cuctonndyeckuii (KCP, cm) u xoneuno-auactonmuueckuii (KJIP, cM) pazmepsl
JIEBOTO JKENMyJ04YKa, KOHEYHO-IIUACTOJUYECKYI0 TOJIIUHY 3aJHEM CTEHKU JIEBOTO
wenynouka (3CJDK, cm), muamerp nonoctu aesoro npenacepaus (JIII, cm) u paccunteiBaiu
koHeuHo-cuctoauueckuit (KCO JDK, mi), koneuno-auacroanueckut (KO JDK, M) u
yIapHbIi 00BEMBI JIEBOTO >kemyaouka mo ypaBHeHusiM L. Teichholz u Simpson. Macca
Muokapaa Jseporo xenynouka (MMJDK) paccuutsiBanace no dopmyine MMIDK=0,8
[1,04(TMKII+KAP+T3CJIK)3 — KJIP3] +0,6. (Devereux R. B. u Alonso D.R). Unnekc
Macchl MuOKapia jgeBoro xenynouka (MMMJIDK) paccuuTbiBasicss OTHOCUTENBHO TUIOMIAIN
noBepxHocTH Tena: UMMJIDK = MMJDK/TITIT. Inactonudeckyto GyHKIUIO OLICHUBAIH 1O
pe3yJibTaTaM  HWCCIEIOBAHUS  TPAHCMHUTPAIBHOTO  KPOBOTOKA B MMITYJIbCHOM
nomruieporpapuyeckoM pexume. Onpenensuin: 1. MakcuMalibHYI0 CKOPOCTb pAHHETO MTUKA
nuactonnyeckoro HamojHeHus (E); 2. MakcumanbHYI0 CKOPOCTbh TPaHCMHUTPAIBHOTO
KpOBOTOKA BO BPEMsI CUCTOJIBI JieBoro npeacepaus (A); 3. Ilnomans moa kpuBo# (MHTErpa
CKOpPOCTH) paHHero nuactojmyeckoro HamojHenus (E) u npeacepanoii cucrtonsl (A); 4.
Bpems wuzoBomomerpudeckoro paccinabnenus JIDK. VYuutTeiBas nerckuit Bo3pact u
3aBUCUMOCTh OT POCTO — BECOBBIX MapaMETPOB, OIEHKA AXOrpauyeckux mapaMeTpoB
cepAlia MpoBOAWIIACH B OTHOCHUTENIBHBIX 7 €AuHHUIaX. B HOpMe mokazareiib HE JIOKEH
NPEeBbIIIATh 2 JOMYCTUMBIX OTKJIOHEHUH BhIIMIE cpenHero (Z-score 2). B cooTBeTcBum C
COBPEMEHHBIMHU PEKOMEHIAIUSMHU, TUATHO3 JIETOYHAsI TUTIEPTEH3US YCTaHABIMBACTCS MIPU
YPOBHE CPEIHEro JaBJIEHUS B JIETOYHOW apTepuid > 25 MM. PT. CT., B IOKOE MO JaHHBIM
MaHOMETPHUHH MTPOBEAECHHON BO BpEMsI KaTaTEPU3ALIMU MTPaBbIX OTAENOB cepaua. CtpaTerus
JMArHOCTH TIpeJiaraeT MpoBeeHNE KOMITIEKCHOTO 00CIIeTOBAHUS C IEIbI0 YCTAHOBIICHUS
nuarHoctuyeckux kpurepueB JII. 30710TOM CTEHOApT TMOCTAHOBKH JWArHo3a —
KaTaTepU3alusl MpaBbIX OTHAEJIOB CEpJlla y HAIlMX MalMEeHTOB HE MPOBOAWIOCH H3-3a
TSYKECTH COCTOSIHUSA NanueHToB. OJHAKO, MPAaBWIBHOCTh M3MEPEHUS MPABBIX OTIEIOB
cepaua SBJISIETCS BaXHOM M HeoThemsieMou 3amadedt OxoKI' m BXoauT B craHaapT
obcnenoBanus JII'. CepaeuHyro HEIOCTATOYHOCTh OLICHUBAJIA IO MEKTYHAPOJHOM IIKaJie
Ross. s kaxaoro Bo3pacta (0-3 mec., 4-12 mec., 1-3 roxna, 4-8 ner, 9-18 ner) mkana
BKtoyaeT 10 MyHKTOB, KOJIMYECTBO UTOTOBBIX HaOpaHHbIX OamwioB oT 0 mo 20, rae 0-5
cootBeTcTBYeT | QpyHKkumonanpHOMYy Kitaccy (PK) mo Ross, 6-10 — I ®K mo Ross, 11-15
oawoB — Il ®K no Ross, 16-20 6amioB — IV ®K no Ross. Peructparus OKT,
xonTepoBckoe MoHuTOopupoBanue (XM OKI) u cyTouHoe MOHHMTOPUPOBAHHE
aprepuansHoro nasienust (CMAJI) ocymecTBIsuiuCh B OTACICHUHM (DYHKITMOHAIBHOU
nuarHoctuku (3aB. — a1.M.H. KoxkeBaukoBa O.B.) ¢ momompio TpexkaHaabHOTO IIpHOOpa
Schiller AR4/Oxford Medilog Exel-3 (CILA). I stam.

KomneiorepHast Tomorpadus OpraHoB I'pyAHOH W OpPIOIIHOM IMOJIOCTH, CYCTaBOB,
MO3BOHOYHHMKA MPOBOAWIACH B OTICICHHH KOMIIBIOTEPHOW TomMorpaduu, MarHUTHO-
pe3oHaHCHass Tomorpadus TOJOBHOTO MO3ra, IMO3BOHOYHWKA B OTACICHUH JTy4eBOU
JIMarHOCTUKH (3aB. OTAeieHueM — K.M.H. AHUKUH A.B.). Il atam.
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B naGopaTopun MOJIEKYJISIPHOM T'€HETHUKUA U KJICTOYHOM OUOJIOTUM (3aBEAYIOIINI —
k.0.H. K.B.CaBoCThsIHOB) METOJIOM MOJUMEPA3HON ILIEMMHOW pEeaKlMH B TPYyMIE JIETeH C
MIIC B pexxume peaibHOro BpeMEHU ObLIN ONpPEeIeHbl MOTUMOP(PU3MBI T€HOB CUCTEMbI
cBepThIBaeMOCTH kpoBH C.1691G>A rena F5, koaupyroliero koaryasiuuoHHbINH dhakTop F,
€.20210G>A rena F5, komupyromiero koarymsiuoHHbd (akrop F5, €.1565T>C rena
ITGB3, xoaupyromiero cyobeauHHUIly HHTerpuHa TpombOomnuToB, SG(- 675)4G rena
PLANHI1, komupyromiero HHrHOMTOp akTUBaTOpa Ia3MuHorena, tuna 1, G(—455)A rena
FGB, xonmupyromero O6era-pubpunoren, C.677C>T rema MTHFR, xoaupyromero
penykrasy 5, 10-mertunenrerparuapodoiata). MccmenoBanue moka3aTeneld CBEPTHIBAHUS
KpOBU (OIIEHKa BHYTPEHHETO NYTH CBEPTHIBAEMOCTH KPOBH, IUIA3MEHHOTO TE€MOCTa3a,
TPOMOOLIUTAPHOTO 3BEHA, arperaud TpoMOOIMTOB) Ha aHanuzarope Multiplate,
(I'epmanusi) B KIMHUKO-TUArHOCTUYECKOW maboparopuu (3aB. mab. — am.H. E.JL
Cemukuna). Jlns cOopa u XpaHeHuss oOpas3lOB KPOBU KCIOJIB30BAIM CTEPUIbHBIC
BakyyMHbIe npobupku BD Vacutainer Univac (Becton, Dickinson and Company, CIIIA).
[Ipy  anaimze  4YacTOThl  TPOMOOTHYECKUX  COOBITMM  YYUTBIBAIUCH  CIydyau
BHYTPHCEPACYHOTO / BHYTPUCOCYIUCTOrO TPOMOOOOpa30BaHUs, THATHOCTUPOBAHHBIC BO
BpeMsl TOCIUTANU3AIMM, a TakKe JaHHBIE MEIUIMHCKOW TOKyMEHTAlluu O TpomOo3ax
Pa3IMYHON JIOKAIU3aIK, 3aUKCUPOBAHHBIX MPU HAOTIOJEHUN B CTAallMOHAPE MO MECTY
xutenbcTBa. |1 stam.

[TonmucomHoOrpaduio MPOBOIMIM B YCIOBUSAX KOHCYJIBTATUBHO - TUATHOCTHYECKOTO
IIEHTpa B CHENHMaIbHO OOOPYAOBAHHOM IOMEIICHHH Ha MPUOOpE JKCIEPTHOrO Kiacca
Embla S7000 (CILIA) (3aB. ota. na.m.H. KoxxeBrukoBa O.B.). ITonmmucomHorpaduueckas
3alliCh MPOM3BOJWIACH B TEYCHHE BCETO BPEMEHW HOYHOTO CHA. JIJis OICHKH TSKECTH
JBIXaTeIbHBIX HAPYIICHUH B TCUCHHE CHA HAMH WCIOJIb30BAMCH CJICTYIONTUE OCHOBHBIC
MOHATUS MOHUTOPMHTAa HOYHOTO cHa: 1) AIHO® — OCTaHOBKA [IbIXaHHS C ITOJHBIM
MPEKpaIIeHeM MMOTOKa BO3AyXa B JAbIXaTeIbHBIX MyTax He MeHee 10 c. 2) I'mmomHod —
yMEHBIIIEHUE TMOTOKa Jbixanus Ha 50% wunu Oosiee, COMPOBOXKIAIOIIEECS MOHMKEHHEM
HACBIIIEHUST KPOBU KuclIopoaoMm Ha 4% u Oonee. 3) MHaekc amHO3/TUIIONMHO? - YUCIIO
AIIM30/I0B 3HAYMMOTO aITHO/TUIIONHOA B TeueHWe 1 vaca cHa. 4) MHuekc nmecarypanuu -
YHUCJIO AIMU30/I0B CHUKEHUS HACBIIICHUS OKCUTEMOTJIOOMHA KPOBU KUCIOPOAOM 0oJiee ueM
Ha 4%, CBSI3aHHBIX C 3MU30/IaMH PACCTPOUCTB AbIXaHUs 3a 1 yac cHa. CTeneHb THKECTH
cuHIpoMa o0cTpykTHBHOTO arHod cHa (COAC) orieHMBaIaCh MO MHCKCY aIlTHO3-THITOITHO
(MAT). Beinensimuce tpu crenenu Tsxectd COAC: nerkas ¢opma npu UAIT 1,5-5/4,
ymepenHas ¢popma 5-10/4, u Tsxenas popma npu AT 6oee 10/4.

Crarucruueckasi 00padoTka marepuaJjia

CratucTuyeckuil aHaiIu3 pe3ysbTaTOB ObLI MPOBEACH C UCIOJIh30BaHUEM IAKETOB
nporpamm Microsoft Excel 2013 u IBM SPSS Statistics v.21 (IBM Software, CIIIA).
Pacyer mpoBomuica I KAYECTBEHHBIX W KOJIMYECTBEHHBIX BeNIWYMH. s
KOJMYECTBEHHBIX IOKa3aTelel OBLIM pacCUMTaHbl MHUHUMAJIbHBIE M MaKCHMAaJIbHbBIC
3HAUCHUs, CpeHEe 3HaUCHUE, OMMOKA CPEHETO, CTAHAAPTHOE OTKIOHEHHE, MeTnaHa, 25-
W w 75-i mepreHTWIM, IS KAadeCTBEHHBIX TIOKa3zaTelied OBLIM CO37aHbl TaOIHIIBI
COTIPSDKEHHOCTH. B paboTe WCHONb30BaHBl CIEAYIONME CTATUCTUYECKHUE METOJbI:
HenapaMeTpuueckuii kputepuii ’IIMpcoHa—as CpaBHEHUS KAUYECTBEHHBIX MOKA3aTENEH;

napamMeTpuyecKuii MeToJl oleHKkU rumnote3 t — kpurepuil CTblofeHTa — Il CpaBHEHUS
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KOJIMYECTBEHHBIX TOKA3aTeJei; i1 BBISBICHUS 3aBUCHMOCTH MEXIy MOKa3aTesIMH
NPUMEHSJICS  KOPPENSIMOHHBIA aHalu3 C HWCIOJIb30BaHWEM HEMapaMeTPUIECKOTO
koahdunenTa xkoppensiuun Crnupmena (r). Takxke B paboTe ObUIM MCTIOIB30BaHbI TAKHUE
CTAaTHCTUYECKUE TPUEMBI, KaK IOBEPUTEIHHOE OTHOIICHUE IAHCOB — JJI OMpEACIICHUS
BIMSHUS (DaKTOpa Ha UCXOJ;, JIOTUCTUICCKAsT PErPECCHs - I MPEACKa3aHus BEPOSTHOCTH
BO3HHKHOBEHHUSI HEKO TOpPOTO COOBITHS, aHanmW3 BbDKHBacMocTh mo Karuran-Maiiep.
CTaTUCTUYECKH 3HAYUMBIMU CUUTAIHNCH PA3IUYMs MEXKIY IOKa3aTelsIMH TPU YPOBHE
BeposaTHoctu p <0,05.

Pe3yJIBTaTLI HCCJIeA0BAaHUA U UX oﬁcymneﬂne

B uccnenosanne 6nu10 BKIOYeHO 117 nereit ¢ BepupUIMPOBAaHHBIM AUArHO30M —
MYKOIOJINCAXapH103, KOTOPbIA ObLT YCTAHOBJIEH HA OCHOBAaHUM KIMHUYECKON KapTHUHBI
3a00JIeBaHUsA, KOJUYECTBEHHOTO ompezeneHuss ypoBHa ['Al’ B Moue, akTMBHOCTH
JU30COMHBIX (DEPMEHTOB B CyXHX ISITHAX KPOBU WM B JIEMKOLUTaX mNepupepruuecKon
KPOBH U PE3YJIbTATOB MOJIEKYJSPHO-TEHETUYECKOT0 00CIIEOBAHNUS.

Ta6J'II/IHa 1— XapaKTepI/ICTI/IKa IMaUCHTOB ¢ MYKOIIOJIMCAaXaprua030M,
BKJIIFOUYCHHBIX B UCCJICAOBAHUC

Manpuuku JleBoukm Bospact, roaet JlmaTennHoCTs
Tunsr MIIC o o . 3a00JcBaHNsA
@cu%) | (cu%) | Me(2579) || VU

MIIC Tmaman=23 | 12 (52%) | 11 (48%) 6 (2, 11) 5 (0; 7)
MIIC II Tuma n=55 | 55 (100%) 0 (0)% 7 (4:9) 4(L7)
MIIC D= 12 (50%) | 12 (50%) 6 (4: 9) 2 (1: 5)
MIIC IV uma n=7 | 6 (86%) 1 (14%) 7(7:9) 3(2;3)

MIIC VI unan=8 | 2 (25%) 6 (75%) 5 4(;’52)5 ; 3 (0,25; 9,25)
Beemmmot MUC 1 87 7a%) | 30 (26%) 7 (4; 9.5) 3(1:7)

B rpynme nanmentoB ¢ MIIC I tuna, cungpom ['ypaep Obi1 quarnoctupoBan y 14
nereii (61%), y 6 (26%) - cunapom ['ypnep-Illetie, 3 nmarnuenta (13%) umenn KIMHUKO-
naboparopubie nposiBiienus cunapoma llleite. C muarnmozom MIIC |l tuna (cuHIpom
Xantepa) Habmronanuck 55 yenosek. MIIC I tuna (cunapom Canbmiuio) ObLI BEISIBICH
y 24 nereit, u3 HuX y 4-x gereii (16,6%) - MIIC HIB, y octanbubix 20 (83,4%) — MIIC IIIA.
Bcero y 7 nanmentoB noarsepxkaeH MIIC IVA tuna (Cunapom Mopkuo). MIIC VI tuna
(cuampom Mapoto-Jlamu) 6s1 y 8 geteil. Menuana Bo3pacTa MalMeHTOB HA MOMEHT
BKJIIOUEHHUs coctaBuia 7 jet (4; 9,5), murensHocth 60se3un 3 (1; 7) roza.

Hano ormerutrh, 4uto B Hacrosilee BpemMs B Poccuu MO JaHHBIM pErucTpa
JIUArHOCTUPOBaHbl 0K0JI0 350 marmeHToB ¢ paznuunbiMu Tuiiamu MIIC. Ha 1 saBaps 2018
r., mo onenke Poccrara, B Poccuu Obu1o 3apeructpupoBano 146 877 088 moOCTOSHHBIX
rpaxkiaH, TakuM 00pa3oM, MPEIIONIOKUTENbHAS OPUEHTUPOBOYHAS PACIPOCTPAHEHHOCTh
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3a0osieBanusi cocrabisgeT 1:419 649 xurtenedt, To ecth B Poccum panHas rpynna
3a00J1€BaHU BCTpEYAETCsl 3HAYUTENBHO pexe, yeM B EBponeickux cTpaHax, 4To MOXKET
ObITh CBSI3aHO C HEJOCTATOYHOM HWHMOPMUPOBAHHOCTHIO BpayeOHOTO COOOIIECTBA O
npobiemMax MyKomoyiucaxapuao3oB. CpelHUN BO3pacT TMOCTAaHOBKM JHMarHo3a s
naruenToB MIIC B Poccun coctaBui 46,61 + 2,99 mec. (3 roga 10 mec.).

70 65,43+14,64

60 /\‘
45,35 +4,04 / 60,38 +10,39

50

//50,88 £5,77

40
30 'W?!M/

20

10

MC | MnC Il MC Il MC IV Mnc VI
Pucynok 2 — Cpennmnii BO3pacT MOCTAaHOBKH TUArHO3a JIs MAIMECHTOB C Pa3TMYHBIMU
tunamu MIIC
Kak BuaHO u3 naHHbBIX, npenactaBieHHbIXx Ha puc. Ne 2, MIIC I, IV u VI

JIWAarHOCTUPYIOTCS 3HAYMTENBHO MO3KE MO cpaBHEHUIO ¢ Apyrumu tunamu MIIC B cBsA3n
0oJiee O3 THUM BO3pacTOM MaHU(ecTalMK 3a00JIeBaHus1, CXOKECThIO pAaHHUX CUMIIOTOMOB
C Ipyrumu 3a00JI€BaHUSAMH U HU3KOW HHPOPMUPOBAHHOCTH Bpaue o peakux tumax MIIC.

B «<HMMUI] 310poBest aeteit» Habmomanuch 26 nerei 3 Mocksbl, 11 nmereit - u3
MockoBckoii o6mactu, 80 manueHToB - U3 pa3HbIX peruoHoB PD. Cpeanuit Bo3pacTt npu
MEPBOM FOCTIUTAIM3AIMY B KIIMHUKY OB MPUMEPHO OJIMHAKOBBIN: MAIMEHTHI U3 MOCKBBI
BIIEPBBIC MMOCTYMAIHU B KIMHUKY B 86,65+£10,57 mec. (7 net 2 mec.), u3 MO - B 72,09+14,84
mec. (6 11eT), U3 APYTuX peruoHoB - B 86,64+5,46 mec. (7 aer 1 mec.) (P>0,05).

[Ipu cpaBHEeHHH BO3pacTa MOCTaHOBKU Araruo3a B Mockse, MO u npyrux cyObekTax
P® orMeueHO, 4TO OH HE UMEET CTATUCTUYECKU ITOCTOBEPHOM 3aBUCUMOCTH OT MECTa
poKUBaHUs peOeHKa u coctanisieT B MockBe — 44,65+6,32 mec (3 roga 7 mec), B MO —
33,82+8,01 mec (2 roma 8 mec), B pernonax — 48,8+3,59 mec (4 roga) (P>0,05).

Pannsis nuarHoctuka 3a00J€BaHUl U3 TPYHIBI MYKOIOJIUCAXapHUI030B SIBIISCTCS
OJIHOM M3 aKTyaJdbHBIX MPOOJEeM COBpeMeHHON mnenuarpun. K cokajneHuro, HE PeIKH
claydyad, Korja TalnueHTa HaOMomaeT psAld  Y3KHUX CHCIUMAJIUCTOB, KOTOpPHIE HE
B3aMMOJICUCTBYIOT MexAy coOoi. [lpu anammze memunuHCcKOW mokymeHtanuu 113
MAIMEHTOB OBIJIO BBISBJICHO, YTO YaIlle BCETO IMAarHO3 HACJIEICTBEHHOTO 3a00J1eBaHNs ObLI
3aro/103peH BpauoM HeBposioroM (26%), oOpaiaet Ha cebst BHUMaHuE TOT (akT, 9To B 20%
CIIy4aeB Ha MEIUKO-TEHETUIECKOM KOHCYIbTUPOBAHUY HACTAUBAIIA POIUTENH, OCOOCHHO B
CITy4asiX MPOTPECCUPYIOIIETO TEUCHHsI 3a00JIEBAHUSI M OTATOIIEHHON POAOCIOBHOM.
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Pucynok 3 — Ilanuentsl ¢ MIIC, HanpaBiieHHbIE HA MEANKO-TEHETUYECKOE
KOHCYJIbTUPOBAHUE Y3KUMHU CIIEI[MAJINCTaMU

Cpenu 00cCienOBaHHBIX MAIIMEHTOB JOCTATOYHO 4YAaCTO BBISBISUIUCH CIIy4aul C
OTSITOIIICHHBIM CEMEWHBIM aHaMHE30M, OJHako, B 71% cnydaeB 3aboJjieBaHUE HE OBLIO
3a()MKCUPOBAHO HU Yy KOTO M3 POJACTBEHHHUKOB TanueHTa. Hanbomnee 4acTo OTATOIICHHBIH
aHamHe3 ceMbt BeTpevasics y naruenToB ¢ MIIC 11 tuna: 22 ciyyas (40%) u3 55 cemeit. B
6 ceMbsix u3 24 cpenu namuenToB ¢ MIIC 11l Tuna umenuce citydan 1eTOpOKACHUN CHOCOB
C JTaHHBIM 3200JI€BaHUEM, TAK)KE BBISIBIICH OJIUH CIy4yal JBYX MOPAKEHHBIX JIeTEeH B OJTHOU
cembe ¢ MIIC IV tuna u y 4-x naiuentos ¢ MIIC I tuna. Cnexyer OTMETUTD, YTO HAMU HE
BBISIBJICHO CTAaTUCTUYECKU JOCTOBEPHBIX pa3IMUYUIl MEXKIYy BO3PACTOM IOCTAHOBKHU
JMarHo3a y JAeTer ¢ OTAToImeHHBIM (43,42+6,02 mec) u HeoTsAromeHHbIM (47,69+3,34 mec)
CEMEWHBIM aHaMHE30M. DTO CBS3aHHO C HM3KOW HMH(GOPMHUPOBAHHOCTBHIO CEMEH O THUIMax
HaclieJJoBaHus 3a00JI€BaHUsI, HEAOCTATOUHOM MCMOJIb30BAHUM BO3MOXKHOCTEU JTIOPOI0BOM
U TIpEAUMILIAHTAIIMOHHOM T€HETUYECKON TUarHOCTUKHU, TICUXOJIOTHYECKUMU (pakTopamu, a
TaKKe MO3/IHUM BBISIBIICHHUEM JMAarHO3a y CTapUIuX OpaTheB U CECTEP MPH 3a00JIEBAHUSIX C
ayTOCOMHO-PEILECCUBHBIM TUIIOM HAaCJIEIOBAHMUS.

Tabnuia 2 — Cpegnuit Bo3pacT (Mec.) TOCTaHOBKHU JUarHo3a
y nanuentoB ¢ MIIC B P® no u nociie 2008 r.

Crn. Coe 1t KpUTEpHUii
Tuner MIIC* N | Cpennee | ommOka | t-xpurepuit P :SHF Manna-
CpPEIHETO p Yutau
MIICI | no2008 |11 | 47,455 10,677 16,182
n=23 |mocme 2008 | 12 | 15,583 4,218 0,009 8,167 0,005
MIICII | no2008 |33] 56,697 5,243 33,742
n=52 | mocie 2008 | 19| 22,211 2,864 0,000 13,921 0,000
MIIC 102008 | 14| 65,786 8,846 15,143
I11 n=24 | mocne 2008 | 10 | 37,200 4,923 0,011 8,800 0,030
MIIC no 2008 | 4 | 87,500 18,910 5,500
nll/7 nocne 2008 | 3 | 36,000 5,196 0,073 2,000 0,034

[TpuM.: *B nccnenoBanne ObUINA BKIIFOYEHBI TOJIBKO JAETH, pOXKIeHHBIE B PD.
2
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[Tosienenue Ha Tepputopuu PO B 2008 1. PepmMeHTO3aMECTUTETBLHON Tepanuu
MOBBICHJIO HMHTEpeC K 3a00JIeBaHUSIM W3 TPYyNNbl MYKOIOJMCAXapUAO030B Yy Bpayei
Pa3IMYHBIX CTICIIMAIBHOCTEN, YTO, B CBOIO OUYepE/lb, IPUBEIIO 00Jiee K pAHHEMY BbISIBICHUIO
NAlMEHTOB C JTHUM JUarHo30M. BBISBIEHBI CTATUCTUYECKU 3HAYMMBIC PA3IHUUS IO
BO3pacTy MOCTAaHOBKM JIMarHo3a cpeau aerei, poxaeHubix a0 u nocie 2008 r. npu 1, 11 u
I Tumax MIIC (mpu IV Tune no kputepuio Manna-Yutau u npu I, II u 1l tune no t-
kputeputo CthrojieHTa) (Tadur. Ne2).

Boszpact nawana ®@3T B MO cocraBun 48,5+13,83 mec. (4 roma), B Mockse
74,38+11,41 mec. (6 net 2 Mec.), Ha ocTanbHOU TeppuTopun PO 82,62+8,32 mec. (6 net 8
Mec.). Ha momeHT mepBoil rocnutanuzanuu He nonydanu O3T, B OCHOBHOM JeTH,
npoxxuBaronue B peruonax (p=0,044). Ouu nmocTynanv B KJIUHUKY ISl TIOJTBEPKICHUS
JIMar"o3a, oociegoBanusa U nHumuanuu O3T.

[ToBbillieHHEe WH()OPMUPOBAHHOCTH Bpayel, TMOSBICHUE HACTOPOXKEHHOCTH B
OTHOIIIEHUU 3a00J€BaHUN JAHHOW TPYMIbl CHOCOOCTBYET pAaHHEW JMArHOCTHKE U
BO3MOXXHOCTH HauaTh JICYEHUWE TNAIMEHTAa B CTAaJUd MUHHUMAJIbHBIX KIMHHUYECKUX
MPOSIBJIEHUM, YTO MPEAOTBPAIIAET TSHKEITYIO HHBAIMIN3AIUIO AllUEHTA.

depMeHTO3aMeCTUTEIbHAs Tepanus nNpu pa3audHbix Tunax MIIC

Hamu Obumm ob6cnenoBanbl 17 pereit ¢ MIIC | tuna, momydaBiiue JapoHUa3y,
MUHUMaNbHBIN Bo3pacT Hauana @3T cocraBun 3 mec., MakcuManbHbIi 206 mec. CpenHuit
BO3pACT MMOCTAaHOBKM JMAarHO3a B 3TOHW TpymIe MalueHTOB cocTaBmi 65,76 mec. (5 meT 6
Mec.). BpeMeHHO 0Tpe30K ¢ MOMEHTA OCTAHOBKM IMAarHO3a /10 Hayajia Teparuy COCTaBUII
30,13 mec. (2 roma 5 mec.). [TanuenTsr ¢ MIIC Il Tuma (46 4enoBek) HaYaJld MOJTyYaTh
Tepanuio uaypcyiabdarazoin B 73,83 mec. (6 net 1 Mec.), CpeaHHI BO3pACT MOCTAHOBKH
muarfosa — 3 roaa 9 mec. Ianmmentsr ¢ MIIC VI tuna (7 yenoBek) Havanu monydaTs O3T
npemnapatoM ranbeyibhasa B cpeaneM ¢ 121,71 mec. (10 ner 1 mec.), cpeanuit Bo3pact
IIOCTAHOBKHU AMarHo3a y 3THX jaerell coctaBmi 66,43 mec. (5,5 mec.). Beio ycraHOBIEHO
CTATUCTUYECKU JTOCTOBEPHBIEC Pa3jIMuvsl BPEMEHHOI'O MHTEpBaja ¢ MOMEHTA ITOCTAHOBKHU
nuartosa u Havyasna O3T y manuentoB ¢ MIIC | tuna u MIIC VI tuna. U — kpurepuit
Manna-Yutau 0,049 (98%).

[IpomomKuTENbHBIN BpEMEHHOM OTPE30K MEXKIY BO3PAaCTOM MOCTAHOBKH IMAarHo3a u
HayasioM @3T OblT CBSI3aH € TPYAHOCTSIMU MOJY4YEHHUS MpEenaparoB, HEAOCTATOYHOU
OCBEJOMJIEHHOCTBIO Bpaueid M cemeil mnanumeHToB 00 »3ddextuBHoctu D3T u o
MOCJIEICTBUSIX MO3THETO HAaYaJa MaTOreHEeTUUEeCKOW Tepanuu.

K coxanenuto, He Bce nanuenTsl noiaydaor @3 T HenpepbIBHO, YTO ObLIO CBS3aHHO,
KaK MpaBUJIO, C SKOHOMHYECKMMHU W OpraHu3alMoHHbIMU (akTtopamu. llepepbiBbl B
nedenuu ot 1 1o 7 mecsiueB Obun y 3 netreit ¢ MIIC VI tuna, 12 geteit ¢ MIIC II tuna u 4
0onpHBIX ¢ MIIC I tuna. Ilpu oTcyTCcTBUM CIELIM(PUUYECKOTO JIEUEHUS Y BCEX MAIMEHTOB
(100%) BbIsIBIIEHBI YXYAIIEHUS B COCTOSIHUW: HAPYIIIEHUE CHA IMAarHOCTUPOBAHO y 5 JIeTeil,
ObICTpasi yTOMJISIEMOCTh U HapacTaHue ciaboctu y 13 mereid, HapylieHUE MOXOIKH y 9
JIeTe, yTpaTUiu HaBbIKU XOABOBI 2 pebeHKa, mpornaia peub y 3 aerei, ncesao0ynbp0apHbIi
CUHIPOM MOSIBUJICA Y 3 NALlMEHTOB.
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Tabmuna 3 — O3T y nauueHToB ¢ pazauyabiMu TUnamu MIIC

Jetn, nonyuaBmue ®3T (n=70)
Tume: MIIC Bospacr nauana ®3T Jetn, nonyyasmue P3T HeperynsipHO
(Mec.) Bospact ormenst @3T | [IepepsiB @3T
' (mec.) (mec.)
N 17 4 4
Cpennee 65,76 120,75 2,00
3HAYCHHE
|| Craunapruoe 55,92 70,70 0,82
OTKJIOHCHUE
MuHumMym 6,00 59,00 1,00
Maxkcumym 206,00 207,00 3,00
N 46 12 12
Cpenuee 73.83 97,42 3,08
3HAYECHUE
I} Crannapruoe 46,69 4726 1,68
OTKJIOHEHUE
MuHuMyM 6,00 24.00 1,00
Maxkcumym 197,00 158,00 6,00
N 7 3 3
Cpenuee 121,71 158,67 3,00
3HAYECHUE
VI Craunapraoe 61,01 65,65 1,00
OTKJIOHEHHE
MuHUMYyM 35,00 99,00 2,00
Maxkcumym 202,00 229,00 4,00
N 70 19 19
Cpenuee 76,66 112,00 2,84
3HAYECHUE
Bcero CrangaptHoe 52,07 56,56 1.46
OTKJIOHEHUE
Munumym 6,00 24,00 1,00
Maxkcumym 206,00 229,00 6,00

OcHoBHbIe KIUHNYecKUe nposiBiaeHus MIIC

[TaniMeHTHl ¢ MYKOITOIMCAaxapua030M POXIAIOTCSA, KaK MPaBHIIO, 0€3 KaKHUX-THO0
KIIMHUYECKUX TPOsiBIECHUN 3a0oeBanus. OqHaKo, y)Xe Ha MepBoM roay 56 nereit uz 117
(48%) umeroT XapakTepHbIC MPU3HAKH: MTAXOBbIC M/WIIU MyIMOYHbIC IPDKH B COYCTAHUU C
YaCThIMH PECIUPATOPHBIMU 3a00J€BaHUSIMU (PUHUTHI, OTUTHI, OPOHXHTHI), 3aTEPKKY
MOTOPHOTO Pa3BHUTHSI, U3MEHEHUS CO CTOPOHBI KOCTHOW CHCTEMBI: TYTOIOJBUKHOCTH B
CycTaBax, HapylieHHWE OCaHKH, nedopMariio TPYAHOW KJIETKH, BHUCIEPOMETAJIHIO,
«rypyepnoaooHsii henotum» (Puc. 4). Uutepecen ToT dpakt, uro 60apHbIX ¢ MIIC VI THna
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37,5% ciydaeB B 1e0r0Te 3a00JIeBaHMs UMEIIM TTOPAXKEHUE CePICYHO-COCYIUCTON CUCTEMbI
B BUJI€ HEJJOCTATOYHOCTHU KJIAIaHOB.

B TyronoaBuXHOCTb B CyCTaBax

MNC n=56

B M3meHeHus peHoTMNa

® Yactble OPU

W [pbiXK

M KOCTHble U3MmeHeHUA

B HapyweHue cTyna

[ Matonorua cepaua

W 3apeprkKa NcuUxo-peyesoro

pasBuUTHA
lenatocnieHomeranus

1 NMomyTHEHME PoroBuLbl

Pucynok 4 — Knunuueckue npossiennst MIIC y nereii Ha nepBoM rogy *u3HH

Ha BTOpoM romy xm3uu emie y 24% nereid ObUTM BIIEPBBIC BBHISBICHBI TPBIKH,
0COOEHHOCTH (PCHOTHIIA, PEIUINBUPYIOIINE OTUTHI, & TAKXKE IPyrue u3MeHeHus (puc. 5).

MIC n=28

2

B KocTHble u3meHeHun B N3meHeHuns deHoTMna
® Yactele OPU W [pbiXK

B HapyuweHue cTyna W MNaTtonorua cepaua

[ 3agepKKa NCUX0-peyeBoro passuTuA I l'enatocnneHomeranma

LLymHoe abixaHune

Pucynok 5 — Knunnueckue nposinenust MIIC y gereii Ha BTOpOM rofy *U3HU

Bo3pact nmocTaHOBKHM IMarHo3a BapbUPOBAJI OT HECKOJBKHX MECALEB KU3HU IPU
msokenoM TeueHnn MIIC (y Bcex marmeHTOB cuHApoMoM ['ypiepa, a Takke y 4YacTH
narerToB ¢ MIIC Il tuna) u 1o 10 u Gonee neT KU3HU — PU JETKUX PopMmax 3a00aeBaHUSL
(mpu MIIC | tuna-cungpome ['ypnepa-Illeiie, [lleite, MIIC IV u MIIC VI tunos).
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OTCyTCTBHME HACTOPOKEHHOCTH Y Bpaued MEPBUYHOTO 3BEHA, HEBO3MOXKHOCTh
OBICTPOTO  TNPOBENEHUS  HEOOXOAMMBIX  OOCIENOBAaHMM, BKIIOYas  OINpPEAEIICHUE
rauko3aMuHOTIHKaHOB ("AT') B MoYe, yAHHSIOT CPOK IMOCTAHOBKH JHArHO3a 3200 ICBAHUS
U3 TPYyNIbl MYKOIIOJINCAXapuI030B, COOTBETCTBEHHO, 33/I€PKUBACTCS JICUECHHE.

CTaHOBUTCSI aKTyaJIbHbIM BBISIBJICHHME NAlMEHTOB C MYKOIOJIMCAaXapuao3aMH Ha
NEPBOM TroJy >KM3HHU. [l paHHEW NIHMAarHOCTUKUM MYKOIOJMCAxXapha030B HEOOXOIUMO
IPOBEICHUE CEeJIEKTUBHOIO CKpPHUHMHIA Cpeau JeTed B Bo3pacTe [0 JBYX JIeT,
oOpamaromuxcsi B CTallMOHapbl B CBSA3M C YacTbIMU OTUTaMH, OpOHXUTaMH,
PUHOCHHYCUTAMH, PEUUIUBUPYIOIIMMU TpbbKamMu. JIIs oOka3aHMs KayeCTBEHHOW U
3¢ (GEeKTUBHON MEAMIIMHCKOW TOMOIIM PEOEHKY HEO0OXOIuM MYIbTHAUCIUILTHHAPHBIN
NOAXOJ M COTPYAHUYECTBO Bpadel pa3MuYHbIX crnenuanbHocTed. OOpamiaer Ha cels
BHMMaHUE HH3Kas OCBEIOMJICHHOCTh Bpadeil MEPBHUYHOTO 3BEHA O JaHHOW TIpymIe
3a0oneBanui, mub B 11% ciayyaeB getu ¢ nopo3pennem Ha MIIC ObuiM OTHpaBiIeHBI
neaAuaTpaMyu Ha KOHCYJIBbTAIMIO K TeHETUKY. HeoOxomumo npoBoauTh paboTy ¢
CEMbSIMHU, UMEIOIIMMHU OTSTOIICHHbIN ceMmelHblil anamue3. Y 30% o0cnenoBaHHBIX HAMU
NAIMEHTOB, UMENINCh OJIN3KUE POJICTBEHHUKH, CTPAJIAIOIIUE AaHAJIOTUYHBIM 3200JI€BaHUEM.

IIaTonorusi cepae4HO-COCYAMCTON CHCTEMbI Y NAIMEHTOB ¢ PA3JIHYHBIMHU THIIAMHU
MIIC

YuuteiBass nporpeccupytomee tedeHue MIIC oneHka cocTosiHUSA —CeEpIEeYHO-
COCYJIMCTOM CHCTEMBI MPOBOJAWJIACH JIBAXKIbl: Ha MOMEHT NEPBUYHOM U TOBTOPHOMU
TOCTIUTAJIM3AIMY TallUEHTOB.

Ha | srame Obputa u3ydyeHa MaToiorusi KapAUOBACKYJISIPHOM CHUCTEMBI, KOTOpas
BCTpeYasiach y MojasJsitoniero 0osbmuHcTBa 00JbHBIX ¢ MIIC, nMeHHO oHa HauOosee
YacTO MPUBOIUT K TSAXKEIBIM OCIOKHEHUSM M CHWXKEHHUIO MPOJOJIKUTEIBHOCTH >KU3HU.
PeTpocnieKTUBHBIN aHaIM3 KapAUOBACKYJSIPHBIX HApPYIIEHWH ObUI TPOBENEH y BCEX
nanmueHToB ¢ MIIC. Cemelinbiii aHaMHe3 1o 3a00J€BaHHMSAM CEPACYHO - COCYIMCTOM
cucteMbl Ob11 oTsaromeH y 10% O6onpHbIX. Y 1% neteil BhISIBICHBI BPOXKICHHBIE TOPOKH
cepaua: 'y 2-x - OedeKT MEXIPEeACEepAHON TMeperopoiakyd, y OAHOro - Je(eKT
MEXOKETYTOUKOBOM TMEpPeropoiky, Takke ObUIM OOHApYKEHbI: KOapKTalus aopThl W
OTKPBITBIA apTEPHUATBHBIN IPOTOK.

Tabnuia 4 — XapakTepucTHKa OOJIbHBIX € MATOJIOTHEN CepIeYHO-COCYIUCTON CUCTEMBI
XapakTepuCcTUKa Manbunku N=87 HeBouku N=30 P
Bo3spacr (mec.) | 83,53448,23 (3-207) 5,17 90,33+54,46 (6-223) 9,94 0,521
PocT (cm) 109,85+18,08 (63-167) 1,94 | 110,83+19,07 (63-146) 3,48 | 0,801
Macca tena (Kr) 23,76+9,12 (6-67) 0,98 22.3+7,41 (6-40) 1,35 0,431
[TIIT (mM2) 0,85+0,22 (0,32-1,76) 0,02 | 0,82+0,20 (0,32-1,18) 0,04 | 0,641
VIMT (x/m2) 19,12i3,220’(§§,07—31,24) 17’84i3,0(1),5(3151’26_25’2) 0,058

MBI u3y4anu pacupoCTPpaHEHHOCTh KapAMOBACKYJIAPHBIX MPU3HAKOB U CUMIITOMOB,
BKJIIOYasl CEPACYHYI0 HENOCTATOYHOCTh, MATOJIOTHIO KIIAIAHHOTO anmnapara cepaua,
KApIUOMHOIIATHIO,  HAPYLIEHWs  pUTMA  CEpALA, CUCTEMHYI  TMIEPTEH3HIO.
QOyHKIMOHAJIBHBIE IIYMBl HE pPACCMAaTPUBAINCH KAaK INPU3HAKU CEPACYHO-COCYAUCTOU
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NATOJIOTMH, UX BKJIIOYEHUE B aHAJIM3 MPUBEJO Obl K MEPEOLICHKE PacipOCTPaHEHHOCTU
HAPYIIEHUN B TAHHOU IOIYJIALNAH.

Ha MoMeHT mocTyruieHusl B KJIMHUKY KanoObl CO CTOPOHBI POJUTENCH MaIlMEHTOB
BKJIIOYANIKM B ce0si onbImky (22 %), cmabocte U yrommusiemoctsh (41%), oTcTtaBaHue B
dbusnueckom pazsutuu (22%), cepaueobuenue (14%), Hanuuue NepopajbHOrO IHAaHO3a
(5%), nedopmaruto rpyaHoit kietku (31%). Cnegyer OTMETUTD, YTO HE BCET/1a 3TH 5Kall00bI
MO>KHO OTHECTH UCKITIOUYUTEIHHO K TTATOJIOTHH CEPACUYHO-COCYUCTON CHCTEMBI, OHH MOT'YT
OBITh TIPOSBIICHUEM TOPAKCHHUS PA3UYHBIX OPraHOB W TKAaHEW HepacIIeTUICHHBIM
cybcTpaTom.

N3meHeHus co CTOPOHBI CePIeIHO-COCYIUCTOM crucTeMbl BhisiBlieHbl y 100 mereii u3
117 (85%). Y Bcex 100% nereit ¢ MIIC VI tima u MIIC | tuma, 89% narmmentos ¢ MIIC ||
tumna, 1% nereit ¢ MIIC I Tuna u nume y 43% nauuentoB ¢ MIIC IV tuna. Cpennuii
BO3pacT J1e0r0Ta maToyioruu cepana coctabui 5,04+0,37ner. ¥ nauuentor ¢ MIIC | tuna -
4,61+0,82 ner, ¢ MIIC Il tuna - 4,45+0,47netr, 6ompubix ¢ MIIC VI, Il u IV Ttuna
COOTBETCTBEHHO - B 5,88+1,69 nert, 6,61+0,94 net u 7,00+0 ner.

Tabnuna 5 — CpenHuil BO3pacT BBISBJICHUS U3MEHEHHI CO CTOPOHBI
CEPACYHO-COCYAMCTON CUCTEMBI Y MAIMEHTOB ¢ pa3nu4yHbiMu TunamMu MIIC

Bospacr xeGiora (rery | MIIC | MIC I | MICII | MIIC Il VUC | mmc v
RcTADIOTEY =127 | n=23 | n=85 | n=24 | = | n=8
Het u3zmenenuii B 17 0 6 7 4 0
cepare
W3menenus B cepalie 100 23 49 17 3 8
M:tm 5’0;7*0’ 4’61;0’8 4’457i0’4 6,6120,94 | 7,000 | 5,88+1,69
CpeﬂHeZ\;‘){a‘leHHe 5,04 4,61 4,45 6,59 7 5,88
CrangapTHas omumoka
CpEeJHEeTO 3HAaYEHUS 0,37 0,82 0,47 0,94 0 1,69
(m)

Y 0aHOM U3 ALIMEHTOK C CUHIAPOMOM [ ypiiep nopaxkenue cep/iia IMarHoCTUPOBAHO
B 5 MmecsieB. JleTu ¢ 3TUM CHHAPOMOM UMEIOT HauboJiee TKEN0oe MOpakeHUue cepaeyHo-
COCYIMCTOM CHCTEMBI B paHHEM Bo3pacre. JlOKa3aHO CTAaTUCTUYECKH JOCTOBEPHOE
pasMyue MeXy BO3pacToM MaHU(ecTalluu KapAUOBacKyJIapHbIX HapymeHui (p=0,003) y
OOJILHBIX C cuHIApoMOoM ['ypiep mo cpaBHeHUIO ¢ ApyruMu mamueHtamu ¢ MIIC, atu xe
NalueHThl JocToBepHO panblie (p=0,008) mocTynanu B MEIMIIMHCKOE YUPEKICHHUE IS
o0cJiie1oBaHus U JIEUECHHUS.

Haubonee ydacto cepaeuHo-cocynucTas matojiorusi y nanueHtoB ¢ MIIC Obuia
IPEACTABIICHA  KJIANaHHbBIMUA  HApyLICHUSMH, MPOSBISIIOIIMMUCS  pErypruUTaluen
(HEeOCTATOYHOCTHIO ) H/HUJIH CTEHO30M, YTO MOYKHO JIETKO HICHTU(PUIIUPOBATH IIPH IIOMOIIN
2D sxokapanorpaduu u JONIUIEPOBCKOTO UCCIEIOBAHUS.

N3ydena yacTtoTa BOZHUKHOBEHUS M CTEIECHb TSHKECTH MOPAKEHUS MUTPAIBHOIO,
AOpTAJIIBHOT0, TPUKYCIHUIAIBHOTO M JIETOYHOI'O KJIANaHOB, YTOJIIIEHUE KOPHS aOpThI, a
TaKXE€ COYETAHUE CTEHO3a M HEJOCTATOYHOCTH MHUTPAJIBHOTO M AOPTAIBHOTO KJIAIIAHOB Y
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NaIMeHToB ¢ pa3muuHbiMu TUTIaMu MIIC mpu mepBUYHOM M TOBTOPHOM OOCIIEZIOBAaHUU Ha
dbone nposenenus O3T.

W3 117 mammentoB y 86 (73,5%) wame (p=0,006) BbIsBIsAIACH IUCHYHKIUSA
MUTpPAIBHOTO KJamaHa B BHUJC perypruTanuu (HETOCTATOYHOCTH), PEXKE BCTpEUaach
HEJI0CTaTOYHOCTh a0pTaIbHOTO (45%) U TpUKYCIUIAIBLHOTO Ki1anaHoB (38%), AuchyHKIus
JICTOYHOTO KJIallaHa JuarHoctupoBaHa y 14% manueHToB (Tabn 6). MurtpaibHas
peryprutanusi 2 creneHu HaOmoganack y 32% Oo0abpHBIX, 3-4 CTeleHb MUTPaIbHOU
peryprurauud - y 7% nauuentos (p<0,05).

Tabnuma 6 — Ilatonorus knananHoro anmapata cepaua npu MIIC

MP AP TP JIP MP+MC | AP+AC P
Tunel Jnnaranus
MIIC A0pTHI MP, AP,
(abc %) | (abc %) | (adbc %) | (abc %) | (abc %) | (abc %) (abc %) TP, JIP
0
1-2
MIICI | 23 10 10 |, 1796 2 . 4 Qﬁ%
n=23 | (100%) | (40%) | (40%) | (8,5%) (17%) 0.024
1-40
1-3
0,014
MIIC Il | 44 31 23 10 1 2 7 1;‘49
n=55 | (80%) | (56%) | (42%) | (18%) (2%) (4%) (13%) 0.001
3-4
0,024
MIIC 11 7 4 6
=24 | (46%) | (29%) | (17%) 0 0 0 25%) | P7005
MIIC 2 1 1
IV n=7 | (28,5%) | (14%) | (14%) 0 0 0 0 ]
MIIC 6 4 6 2 0 N 2
VIn=8 | (75%) | (50%) | (75%) | (25%) (25%) p>0,05
1-2
0,006
MIIC |86 53 44 |16 3 2 19 1-30
n=117 | (73%) | (45%) (38%) | (14%) (2,6%) (2%) (16%) 1-40
2-40
3-40

[Tpum.: MP (1) - perypruranus Ha MuTpaidbHOM KiamnaHa, AP(2)- Peryprurtanus nHa
aopraibHOoM KkjamnaHa, TP(3)- Peryprurauuss Ha TpukycnuganbHoMm kianane, JIP(4)-
Perypruramus Ha serounom knamnane, MC--cTeHO3 muTpanbHOro kiamaHa, AC- CTeHO3
A0PTAJILHOTO KJIalaHa.

Peryprutanms Ha aopranpHOM kianaHe mnepBoi creneHu (y 30% OOJIbHBIX)
HaOro/anack 4aiie, 4eM HegoctaTouyHocTh 2 u 3 crenenn (y 12 u 2,6% nerei,
cootBeTcTBeHHO) (p<0,05). ToBKO Y OAHOTO MaJbUYHMKa C CHHAPOMOM XaHTEpa BhISBIICHA

HEOOCTATOYHOCTh 4 CTEHEeHH.

TpukycnunaneHas HEAOCTaTOYHOCTh C YMEPEHHOMU
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nunarauent [DK quarnoctupoBana y 37% nanuentoB ¢ MIIC, u3 Hux: y nanuentos ¢ MIIC
| - 43%, c MIIC Il - 42% u ¢ MIIC VI - 75%. Perypruranus Ha TpUKYCIHUJAIbHOM KIJIallaHEe
| cTeneHu JOCTOBEPHO Yallle BCTpeyaiach B 00CIEIOBAHHON TpyIlie NAlUEeHTOB - Y 23 %
OOJIBHBIX, [0 CPABHEHUIO C HEJOCTATOYHOCTHIO 2 cTeneHu - y 13 %, u HelIoCTaTOYHOCTHIO
3 creneHu, KOTopas ObLa BhIsIBIICHA JUIIb ¥ ABYX Aeteit (p<0,05). [laTonorus nerounoro
KJIallaHa JuarHoctTupoBaHa quuib y 14 % O0onpHbIX. Peryprutanus Ha JierouHoM kianase 1
CTEINEHU BBISBIISIACH JOCTOBEPHO YAl M0 CPABHEHHUIO C HEJOCTATOYHOCTBIO 2 CTENEHH (Y
12% u y 2%-x cootBeTcTBeHHO) (P=0,003).

JlnurenbHoe 0€CCUMIITOMHOE TeueHre 3a00JieBaHus HAOII01a7I0Ch Y MAIIMEHTOB MPU
COYETAaHUU PEryPruTallMi Ha MUTPAIBHOM K aOPTAJbHOM KIallaHax co CTeHO30M. [lis
onpeaesieHus PyHKIMOHAIBLHOTO KJlacca Obla MoKa3aHa Harpy3o4Hasi mpo0a, 0JJHaKo, 3TO
OBLJIO HE BCErjga BO3MOXKHO M3-3a OTPaHUYEHMS JIBUTATEIbHON aKTUBHOCTH y MALIMEHTOB.
YMepeHHBI CTEHO3 MUTPAJIBHOTO KJalaHa B COYETAHUU C HEAOCTATOYHOCTHIO 2 CTEIEHU
BBISIBJIEH Yy 3-X OOJIbHBIX, HEJAOCTATOYHOCTh AOPTAIBHOrO KjamaHa | W 2 cTemeHu ¢
YMEPEHHBIM CTEHO30M - y JABOMX JeTel. Junarauusa aopTsl (Z-score BappupoBail OT 2,5 10
4.5), BCACICTBUE 3HAYUTEIILHOTO CHMYKCHHUS 3JIACTUYHOCTH AOPTHI BBIABICHA y 19 nereit
(16%) nipu Bcex Tumnax MIIC.

Takum 0Opa3zoM, EPBBIM CUMIITOMOM MOPAKEHUA CepIla IPU MYKOIOJIMCAXAPUI03€
SBJISIETCS TMPOTPECCUPYIOINIAsl TATOJOTUS KJIanaHOB (CTEHO3 W/WUIM HEJOCTaTOYHOCTD).
bone3np 3aTparuBaer Bce KiamaHbl cepAla, Haudoyee YacTo MUTPAIbHBIA U aOpTalbHBIN
kiananbl. CocTosiHUuEe OOJBHBIX C PETYPruTaIlMsIMU Ha KJIaraHax JO0Jr0 MOXET OCTaBaThCA
KOMITeHCUpOBaHHbIM. Hanbosnee tunmuHas »ano0a NpH KIAMAHHOW HEJOCTATOYHOCTH:
oJplllIKa HaONoAanach y TAUMEHTOB MPU HAIWYUKM 3 CTENEHW peryprutanud Ha
MUTPAJILHOM M AOPTAJIBHOM KJIalmaHaxX. YTOMIISIEMOCTb MpPH HAJIUYUU BBIPAXKEHHOU
peryprutaiii  Ha MHUTPAJbHOM KJallaHe BO3HHMKAJa BCJICACTBHE CHCTOJIUYECKOMN
muchynkumn JIK, u3-3a cHmkeHus 23¢phekTUBHOTO cepeuHoro Beiopoca. [1pu aopransHoit
peryprutanuu 3-4 cTEneHW Mbl HAOMIOAATN YBEJIWYEHUE MYJTCOBOTO JIABJICHUS 32 CUET
NOBBIIICHUS CHCTOJIMYECKOTO M YMEHBIIEHUS JIUACTOJIMYECKOrO [aBJIEHUS B aoOpTe,
TaxUKapJAUK M TaxumHod. HecMoTpsi Ha BBICOKYIO pPaclpOCTPAHEHHOCTh KJIAlTaHHOU
nuchyHkmn, Bcero 14% mamuentos (12 u3 83) umenu cHIKeHHYIO (ppakiuio Beiopoca, 10
% TAIMEHTOB - BRIPAKEHHBIC MPU3HAKU CEPACUYHON HETOCTATOUHOCTH.

Hamu Obl10 MpoBeNeHO CpaBHEHHE KJIAMMAHHBIX W3MEHEHUM MpU TEPBUYHOU U
MOBTOPHOM TocnuTanu3anuu y 46 marueHToB (cpennuii Bo3pact 81,54+50,24 wmec) ¢
pa3HBIMHU TUIIAMH MYKOTOJIMCAaXapua030B, noaydaBmux ®3T uiv MMEBIIUX B aHAMHE3E
TPAHCIUTAHTAIIMIO TEMOITOATUYECKIUMH CTBOJIOBBIMH KJIETKAMU, a Takxke mainueHToB ¢ MIIC
1l u IV Tuna, He MoJly4aBIIMX HA MOMEHT MCCIIEIOBAHHS MAaTOT€HETUYECKYIO TEPAIIUIO.
NuTepBan Mexay NEepBOM M MOCHEAHEH rOCUTAIM3ale cocTaBui oT 12 mecsueB a0 7
aeT. OueHuBaNy HaJu4Kle U CTENEeHb HeIOCTaTOYHOCTH, CTEHO3a MJIU YTOJIIEHHUS CTBOPOK
KJanaHoB. Y 9 manueHTOB OTMEYEHO HEOOJNbIIOe yBEINYCHHE CTEIeHH HEAOCTATOYHOCTH
HA MUTPAJIbHOM M a0pPTaJbHOM KJIallaHE, OJIHAKO 3TO HE ObLIO CTaTUCTHYECKH TOCTOBEPHO.
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Takum 00pa3oM, 0OTMEUEHO CTAOUIILHOE COCTOSTHUE KapAMOBACKYJIIPHON CUCTEMBbI Ha (POHE
npoBoanMoil @3T u cuMNTOMaTUYECKOUN Tepanuu.

Cpennsit UCC coctaBmiia y ManbaukoB 99,13+4,13 yn/mun, y aeBouek 104,77+5,43
ya/muH. Taxukapaus Obl1a AMAarHOCTUpOBaHa y 49 ManbuukoB U 22 neBoyek (Bcero 'y 61%
neteit). [oseimenue YCC ormevanocs y 87,5% naereit ¢ cunapomom Mapoto-Jlamu, y 65
% nereir ¢ MIIC | tuna, kaxaoro BToporo pedeHka cuHapomom Xanrepa, 66,6% u 57%
oonpHBIX ¢ MIIC Il u IV tumoB cootBetcTBenHO (P<0,05).

CHCTeMHYIO TUIIEPTEH3MI0O B aHaMHE3€ NpH MOCTyIuIeHHMH umenn Bcero 4 (3%)
nanuedTa. OgHako mpu oOcienoBannu B kinuHuke Al BoisiBiaeHa y 14,5 % pgeredt ¢
paznmuunbiMu TuniaMu MIIC ¥V 13 manbuukoB (137,31£6,65 mMM. pT. CcT.) U 4-X JEBOYEK
(135,0£10,8 mm. pr. ct.). H3-32a TUNEPAKTUBHOCTH, HAPYIICHHsS TOBEICHHS, CHA,
WHTEJUIEKTYaJbHOTO JeduiuTta HE BCEM MalMeHTaM ObUIO BO3MOKHO MPOBEJICHUE
CYTOYHOTO MOHHUTOpHMHIa aptepuanbHoro pgasieHus (CMAJL), Pa3zoBbie u3MepeHUS
JABJICHUS HE BCET/Ia JIaBaJId BO3MOXKHOCTh OOBEKTUBHO OIeHUTH A/Jl.

B xonme wuccnenoBaHus HE BBISIBICHO JIOCTOBEPHBIX pa3MuMii B HaJW4YUU
apTepUalbHON TUIEpTeH3UU npu pasHbix Tumax MIIC. OpHako HaIO OTMETUTH, YTO
noBeiieHne AJl Hanbonee yacto Habmoaanocs y aereit ¢ MIIC | (26% ciy4aeB) u 4yTh
pexe Il u VI tuno (16% u 14 % coorBercTBeHHO). He 3adukcupoBaHbl ciydau
noBeiieHus AJl y 6onbabix ¢ MIIC IV Tuna.

[To moBoy apTepuanbHON TUIEPTEH3UN U TAXUKAPAUM B TUHAMUKE HaOIt01amuch 44
pebenka HaxomuBimmxcsi Ha DO3T. CTaTUCTUYECKM 3HAUUMOE YIIy4IlIEHHUE/YXyIIIEHUE
nmokazateneir AJl m UCC He ObUIO HAWIEHO, COCTOSHHME IAIIMEHTOB OCTaBaIOCh
CTaOMJIbHBIM.

Kapnuomuonarus (KMII) yacto BcTpewaercss Npu Pa3inYHBIX METa0OJMYECKUX
3a00JI€BaHUSX, TPUBOASAIIUX K OTIIOXKEHHUIO MPOJYKTOB MeTa0oIM3Ma B LUTOIIA3ME WU
au30coMax kapauomuonuToB. B Hamem nccnenoBanum KMII nuarnoctupoBana y 25 u3
117 marmuenTtoB (21 %), npomeammux xots 061 oqHO0 IX0KI™ nccnenosanue. Kinmanyeckas
KapTMHAa TP O3TOM ObUIa BapuabellbHa U ONpeNeNsiaach THKECThIO HapyIICHUs
KpOBOOOpAIIIEHHs] Ha MOMEHT o0cienoBaHus. AYyCKyJbTaTHUBHAs KapTHHA OTIMYAIach
nouMoppHOCTEI0 U HecnenuduuHocthio. Cpean xanmod mnpeodiagana  OJBIIIKA,
YyTOMJISIEMOCTb. Y BCEX MAIMEHTOB II0 pe3yibTaTaM »JXoKapAauorpaguu oTMedanoch
yBenuaenne cteHku JDK. M3 o6cnenoBanHbix 84 manueHToB ¢ pasnunyHbiMu Trmamu MIIC
40% wmenu yBeIMUECHHUE WHJEKCA MACCHI JIEBOTO KeTyJ0uka, 0ocoOeHHo dacto nmpu MIIC
VI, Il, T tunos. [InarHo3 ObLI MOATBEPKAEH HAa OCHOBAHWU HAIM4YUA TUNEPTPOPUH,
CHIDKCHHMM TI0Ka3aTelisl COKPAaTUMOCTH JIEBOTO JKelydouka — (pakuuu BbIOpoca U
paclIMpeHun KaMmep cep/illa ¢ YBEIMUYCHHUEM KOHEYHO-CUCTOJIMUYECKOTO W/WJIM KOHEYHO-
JMACTOJIMYECKOTO pa3MEPOB W/MiIH 00bEMOB JIEBOTO Xkenyaouka. JloctoBepro vamnie KMII
ormeuanack y maruentoB MIIC I, MIIC II u MIIC VI Ttunos. Hambonee panHuM
MPOSIBJICHUEM HapylleHUud (QYHKIMH MUOKapAa SIBISETCS JUACTOJIMYECKass NUCPYHKIUS
OJIHOTO WJIM 000X KeNyA0UKOB. Jlnactonuueckas AMCPYHKIUS BbIsIBIEHA Y 14 MaTbuMKOB

w3 117 (12%).
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Tabmuna 7 — Iokazatenu OxoKI npu paznuunbix Tunax MIIC

M+to MIIC I MIIC II MIIC III MIIC IV MIIC VI
(min; max) n=23 n=55 n=24 n=7 n=8
1K Z-score -0,3+1,13 1,03+0,86 -0,65+0,75 -0,1£0,51 -0,23+1,06
(-1,93;1,7) | (-1,01;1,68) | (-1,6;1,3) (-0,6;1,1) | (-1,6; 1,34)
5K Zoscore | 234079 | 2254132 | 0,61+£1,47 | 0,91+1,61 2,74+1,29
(0,9; 4,0) (0,05; 4,6) | (-1,45; 3,55) | (-0,71; 2,5) (1,11; 4,75)
MIXII Z- 2,17£1,37 1,48+1,32 0,54+0,86 1,2+1,53 3,1+0,58
score (0,03;4,61) | (-0,3;4,1) | (-1,1;2,15) |(-0,32;3,19) | (2,51; 3,89)
3CJIK Z- 2,1+1,47 1,73+1,24 0,54+1,23 0,92+0,86 2,69+0,52
score (-0,48; 4,31) | (0,03;5,04) | (-1,01;2,1) | (0,2;2,01) (2,1; 3,03)
KJIP 86,86+28,85 | 75,584+29,35 | 66,83+21,80 | 80,48+29,24 | 89,03+23,60
44,10-135,8 | 45,38-180,4 | 41,56-134,8 | 52,79-115,0 | 68,59-114,8
KCP 37,09+6,78 | 37,22+46,30 | 37,27+4,82 | 36,09+£3,41 | 37,99+£5.38
28,00-52,62 | 22,65-50,00 | 31,00-51,00 | 32,00-42,00 | 30.30-45,64
NIMMIDK 22,36+4,84 | 23,524492 | 2293+4,11 | 21,34+3,64 | 22,9544,86
16,00-32,27 | 13,15-35,00 | 13,83-35.00 | 16,40-28,00 | 15,20-28,00
®B 62,69+3,48 | 653+3,93 | 67,67+£539 | 72,64+7,01 62,6+3,13
Teiixombir % (55; 67) (60; 74) (58; 80) (66; 85) (58; 66)

[Tpum.: IDK - mpaBsiid xenynouek, JOK - nesbiit xxemynouex, MXKII - mexokemynoukoBas
neperopoaka, 3CJIK - 3amuss creHka sieBoro xenynodka, UMMJDK - unaekc macchl
MHUOKap/a JieBoro xeaynouka, @B - ¢ppaxuus BeiOpoca

Baxxno nmomguepkHyTh, uto A nanueHToB ¢ MIIC TonumHa CTeHKH HE 0053aTE€bHO
ABJIAETCS ToKazareneM runeprpopun. UHQUIbTpaTUBHBIE PACCTPONUCTBA C HAKOTUICHHEM
HEpACLICIIJIEHHBIX MAaKpOMOJIEKYJl B MHOIMTaX WIM HWHTEPCTULUMUA MHOKapAa MOTYT
MPUBECTU K YBEJIMUYCHUIO TOJIIUHBI CTEHKU 0€3 (hakThudeckou runeptpoduu MuomnuTos. B
CBSI3U C OTUM, TEPMUH - UHPUIbTpATUBHAS KapJAMOMUOMNATHUS, KOTOPAsl XapaKTepu3yeTcs
OTJIO)KEHUEM «cyOcTpara» B TonuuHy creHku JDK, Gonee mpuemnem Juis ManueHTOB C
MIIC. UndunsTpanus TIMKO3aMUHOTIMKAaHAMH CEP/IIIa MOXKET CTaTh MPUYUHON pa3BUTHUS
OCJIOXKHEHUH, U1 COOTBETCTBEHHO - PAHHUX JIETAJIBHBIX UCXO/I0B.

Jlerounas runeprensus (JII'), BepositHo acconmupoBannas ¢ MIIC, Oblia BeIsiBIIeHA
y 8 marnmenToB (7%) - 6 ManbYrKOB U 2 neBouku. CpeaHee TaBICHUE B JISTOYHOM apTepuu
coctaBmwiIo 38+6 Mm. pT.CT. Y Beex aereit JII' auarHocTupoBaHa ciiy4aiiHO IPU TPOBEAECHUN
Ox0oKI'. 3o050TOl CTEHIApPT MOCTAHOBKM JWArHo3a —KaTaTepu3alusi MpPaBbIX OTIECIOB
cepAla y HAMX MAalMEHTOB HE IMPOBOJAUIIOCH U3 3a TSKECTH COCTOSHUS IALHUEHTOB.
OpnHako, TPaBUIBHOCTh HW3MEPEHUS INPABbIX OTAEIOB CEpALA SBISAECTCS BAXHOU H
HeoThemisieMon 3amadeil OxoKI' m Bxomut B cranmapt ob6cnenoBanust JII'. CumMnTombl
00JIe3HU: OJBIIIKA MPU HArpy3Ke, YTOMIISIEMOCTb, CEpIleOHEeHHEe, TOJOBOKPYKEHUS U
NPEICUHKONAIbHbIE COCTOSHUSI OBLIM MalOBbIpaXeHbl. JlaHHBIE >KaloObl SIBISIOTCS
HECHEIM(PUUHBIMU U MOTYT OBITh MPOSIBJICHHEM MOPAXEHUS APYTUX OPraHOB M CHUCTEM.
XapakTepHbIM ayCKYyJIbTATUBHBIA NpPU3HAK- akneHT Il ToHa Hax neroyHom aprepuen,
ABIIAIOIIMNCSA HAaMOOJee paHHUM M 4YacTO BbIABIsieMbIM mokatesnem JII', BeicTymimBancs
mub y 5-x nauueHToB. DKI' nmpu3Haku, ykasbiBaromiue Ha Hanuuue JII', He BBISIBISIIUCK.
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Opnako orcyrctBue OKI-mpusHakoB He uckimrovyaeT Haimuue JII'. 3Haummo uvacro JII
nabmopaanace y aereit ¢ MIIC I u MIIC II (p<0,05).

B kinuMHMYECKOW TMpakTUKE Uil ONPEACICHUs] CTENECHU TSKECTU CEepICUYHOU
HEJIOCTAaTOYHOCTU Yy JETeH HCIHOJIb3YIOT KJIACCU(PUKALMIO Hbm-ﬁopKCKoﬁ Accounanumu
KapnuonoroB (NYHA) B monuduxanmm Ross, OCHOBaHHYIO Ha (PYHKIHOHAIBHOM
INPUHLIMAIIE OLIEHKH TSDKECTU COCTOsHUS OonpHOro. Cpenu HaOMIOJaBIIMXCS HaMU
naeHToB ¢ MIIC Ha MOMEHT TepBOM rocnuTaIM3ali Haubosee 4acTo uMmen mMecto |
byHKIIMOHAIBHBIN Kiace - 55,5% ciyuaeB. OK |l 6611 BeisiBEH y 40 geteit u3 117 neteit
(34 %). ©K Il muaraoctuposan y 12 mamuenTos (10 %), mo cpaBuenuto ¢ @K | pazmmaus
BbicOkO 3HaunmMbl (P=0). Hawmbomee wacTo meTu, HUMEIOMHUE THKEIOC MOPAKECHUE
KapJAMOBACKYJISTHOW CHUCTEMBI, BCTPEUAIUCH CpeAr OONMBHBIX C cHHApoMoM Maporto-Jlamu
(25%) u cuaapomom Xantepa (13%). [1pu 6oe3aun Mopkuo npeobaagaim IeTH C TIEPBHIM
kiaccoM @K, 1 Obu1 BeisiBiIeH auib oauH nanuent ¢ @K 1. [IpakTuuecku mpu Bcex TUMax
MIIC cTaTuCTHYECKH JOCTOBEPHO Yallle BCTPEUATUCH JACTH C MEPBbIM (DYHKIIMOHATBEHBIM
kiaaccoM (p=0,005, p=0,001, p=0,002). Cneayer ormMeruth, uro aetu co @K Il u O©K II
(YHKIIMOHAJIBHBIM KJ1accoM cocTaBuiin 44% ot obuiero konnyecta naureHToB ¢ MIIC,
10JI0OHBIE PE3yIbTAThl MOTYT CBHUJETEILCTBOBATH B IOJIB3Y CPEIHETSKEIOT0 COCTOSHUS
JeTed Ha MOMEHT MNepBOM rocnuTain3auuu. lIpoBeAeHHBIN aHanu3 MoKa3zal, 4YTO
napajyieIbHO yBEJIMYECHUIO (DYHKIIMOHAIIBHOTO Kjlacca HaOMI0MaNOCh CTaTUCTUYECKH
3HAYMMOE YMEHBUIEHUE KOJIMYECTBa MalMeHTOB Mo ucciaenyembiM tunam MIIC, kpome
nanueHToB MIIC IV tunma (Tak kak B 3TOM Ipynie NAalUMEHThl HE MMENM BbIPaXKEHHOU
CEepICYHON HEA0CTaTOYHOCTH) U cpeau manueHToB ¢ MIIC VI oHM ObUTH OTHOCHUTETHHO
paBHOMepHO nepepactpenenensl mo @K (p=0,015, p=0).
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Pucynok 6 — Yacrtora BcrpeuaemocTu nmanpeHToB ¢ MIIC ¢ pa3nnuHbiMu
(yHKIMOHAJIBLHBIMU KJIacCaMU IPU MEPBOM U OBTOPHOM rOCIUTANIM3ALUN

AHanu3 JaHHBIX (QYHKIIMOHAJIBHBIX KJIACCOB CEPIIEUHON HEIOCTATOYHOCTH 1Mo Ross
MIpU TTIOBTOPHOM rocIMTaIM3aMK y 66 narueHToB (cpenuuii Bo3pact 83,30 + 47,08 mec) ¢
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pazubiMu  Tunamu  MIIC  mokazan, uyto y 59 (89%) nmereil cocrosiHue 11O
KapAMOBACKYJISIPHBIM MPOSIBICHUSIM ObL10 cTabmibHbiM (P=0).

JlnarHocTka cepieyHON HEJOCTATOYHOCTH NMPH HAYaJIbHBIX CTAIUSX Ba)KHA IS
CBOEBPEMEHHOT'O Ha3HAYEHUS aJICKBAaTHOW TE€PaUM C LEbI0 YIYUIICHHUS TeMOJUHAMUKH U
npeoTBpalleHus JanbHelero ee nporpeccupopanus. B Hactosimee Bpemst NT-proBNP
aBygeTcsl Hanbosnee HMHPOPMATHBHBIM MapKEpOM CEPJICYHON HEIOCTATOYHOCTH. ITO
OMOXUMHUYECKUAN TTOKa3aTeNlb MCTOIB3YETCS U1 OMPEICICHHS, KaK TSDKECTH CEepACYHON
HEJIOCTATOYHOCTH, TaK W MpOrHo3a 3adosneBanus. beut onened ypoBeHb NT-proBNP y 30
narerToB ¢ MIIC (23 manpunka W 7 AeBOYeK, cpeaHui Bo3pacT 67,23 £+ 41,92 mec).
PedepencHumu 3HauCHUSAMU JJIsI MATBUMKOB CUATAIH < 62 IT/MII, 17151 IeBOUEK < 83 mr/miL.
Hetu ¢ MIIC IV tuna B obcnenoBannn He yyactBoBaiu. Cpeanuil yposenbs NT-proBNP
coctaBmi 81,63 + 8,90 (24,53-216,0) nr/min. Haubosee gacto (66,6% cirydaeB) MOBHIIICHNE
ToKa3aTelsl BBISBJICHO Y JieTed ¢ 0ose3npio Mapoto-Jlamu (144,7 + 42,6 (102,1-187,3)
rr/mi). [pu MIIC | tuna y 43% 6oapHBIX ObLT0 TOBBIIICHHE KOoHIIeHTpanun NT-proBNP,
y TAIMEHTOB C CUHIAPOMOM XaHTepa - B 53% ciyuaeB. B uccrnenyempix rpymnmax OneHUIN
cBs13b Mexay ypoBHEM B KpoBU NT-proBNP ¢ @K. [letu ¢ nepseim @K goctoBepHO yaiiie
uMenu HopMmaibHbli ypoBeHb NT-proBNP B cwiBopoTtke kpoBu (p=0,05). ¥V Bcex 4
MaJbYMKOB C TPETHUM (PYHKITMOHAIBHBIM KJIaccoM cojiep:kanue N—koHieBoro ¢parmeHTa
MO3rOBOT0 HATPUHYPETUUYECKOrO TENTHJa B KPOBH MAIMEHTOB OBbUIO TOBBIIIEHO U
coctaBuno 127,93+33,12 (67,71-216,0) nr/mn. Ilpu ouenke B3ammocBs3u ypoBHS NT-
proBNP ¢ Beipaxkennocteio KMII otMeueno, uro nanueHTsl ¢ KMII cepaia umenu 0osee
BbICOKHE 3HaueHus nentua (p =0,028).

Tabnuua 8 — Ilokazarenu NT-proBNP y nanueHToB ¢ pa3iuuHON KapAHUOBaCKYJISIPHON
naToJiorueit: pyHkimoHanbHbIM KitaccoM (DK), nerounoit runeprensueit (JII),
aprepuanbHoi runeprensueii (Al'), kapanomuonarueit (KMII)

NT-proBNP OK Jr AT’ KMIT

r 0,576 0,286 0,299 0,478

KauectBennsiii anamusz | p 0,001 0,126 0,109 0,008
N 30 30 30 30

r 0,518 0,124 0,176 0,553

KonuuectBenHnslit ananus | p 0,003 0,515 0,353 0,002
N 30 30 30 30

C moMomipio KOppensuoHHOTO aHanu3a CrnupMeHa Hamu ObUIO TOKa3aHo, YTO
ypoBeb NT-pro-BNP B kpoBu umMeer mpsaMyr0 CBs3b C (DYHKIIMOHAJIBHBIM KJIACCOM
cepaeunoit Henoctatounoctu y aeteit ¢ MIIC (r =0,576, p=0,001) CnenyeT OTMETUTD, YTO
OBLITH BBISIBIIEHA TaKkKe CBsI3b OBBINIeHUs YpoBHS NT-proBNP ¢ nannuunem KMII (r=0,478,
p=0,008).

[Marimentsr ¢ MIIC I, Il u VI tuna nonyyanu GepMeHTO3aMECTUTENBHYIO TEPATTHIO.
[IpoBenenHass maTOreHEeTUYECKass Tepamusi HE CHOCOOCTBOBaja MPEAOTBPALICHUIO
YTOJIIEHUS] CTBOPOK U TUC(YHKIMU KIanaHHOTO anmnapara cepaua y nauuentos ¢ MIIC |,
Il u VI tTuna, ogHako Temmbl MPOrPECCUPOBAHUS CYIIECTBEHHO 3aMeMIIUCh. 3a 7 JieT
HAOJIOZIGHUST 3a MAllMeHTaMH CTaTUCTHUYECKU JOCTOBEPHO OTMEuajach CTa0MIM3anus
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CEP/IEUYHO-COCYAUCTBIX MPOSBICHUM TNpPHU MPAaBWIBHO MOJO0OPAHHON KapAUOTPOIHOM
TEparuu.

OueHky 5(@EeKTUBHOCTH Tepanmuu Yy TAIUMEHTOB IMPOBOJIWIM TPH TOBTOPHOM
MOCTYIUICHUU B KIIMHUKY. beccuMnTomMHas Jierkast 1 yMEpeHHasi MUTpajibHasl U a0pTajibHAas
HEJI0OCTaTOYHOCTh He TpeboBasa JedeHus. DOPEKTUBHOCTh JUIMTEIBHOIO IpueMa
Ba30/IMJIATATOPOB OKa3bIBaja OjaronpusTHoe BiusHUE Ha coctosinue JOK mpu cpeaneit u
TSOKEJION MHUTpAIbHOM M aOpPTaJbHOM HEJOCTATOYHOCTH [-OJI0OKAaTOphl — IMpemapaThl
nepBoi JuHuK B JedeHun narueHToB ¢ KMII. U3 rpynmer B-610katopoB mpuoputer
OT/IaBAJIA KapJUOCEIIEKTUBHBIM (OMCOMPOI0JI) MpenapaTaM, KOTOPbIE MOATBEPAMIIA CBOIO
3G (HEKTUBHOCT, B  OOJBIMMHCTBE HccienoBaHuid. CTaTHCTHYECKH JIOCTOBEPHOTO
YXYALIEHUS! COCTOSIHUS Ha (hOHE MPOBOUMON Tepanuu y narueHToB ¢ MIIC He BBISBICHO.
[Ipu  orcyrctBuM  mOOOYHBIX  A((PEeKTOB  Ha3HAUadM  MpPUEM  HUHTHUOUTOPOB
aHruoTeH3uHNpeBpaniatoero pepmenta (AIID) ¢ mocTeneHHBIM TUTPOBAHUEM JI03bI.

Metogom >(Q¢eKTUBHOI Tepanuu MNauUeHToB C cuHApoMmoM [ypiep sBusercs
TPAHCTIUIAHTALMS TEMOIOITUYECKUX CTBOJIOBBIX KIJIETOK. JlaHHBIM MeTon Tepanuu
3HAYUTEIIbHO YBEJIIMUMUBACT IIPOJOJLKUTEIBHOCTD KU3HU manueHToB. Ilocne nposeneHus
TPAHCIUIAHTALMU T€MOIOITUYECKUX CTBOJIOBBIX KJIETOK y IE€BOUYKHU € CHHIpOMOM I'ypiep
OTMEUAJIOCh 3HAYUTENIbHOE YIYYIICHUE CepAeYHON (PYHKLIHMU U PErpecCUH TUMEPTPOPUU
Cep/ila, y OCTAIbHBIX 4-X MAallMEHTOB 3a BpeMsl HAOIIOJEHUS ceplIedHasi HEIOCTaTOYHOCTh
HE MIPOTrPECCUPOBAIIA.

IIpu cpaBHEHMH MAMEHTOB ¢ OAHUM U TeM ke TuroM MIIC MOXHO cenaTh BBIBOJ,
YTO Cep/IeYHas NaTOJOTHUs Pa3BUBAETCS paHblle Y OOJBHBIX C OBICTPO MPOTPECCUPYIOIIUMHU
dbopmamu MIIC (mpu cunapome ['ypiaep) u Ha000pOT, MOXKET OBITH OTCpPOUEHA TPHU
MEJUIEHHO mporpeccupyrommx ¢opmax (Hampumep, npu cuaapome ['ypnep-Lleiie u
cunnpome llleite).

Bnepssie B Poccuun y nanuenToB ¢ paznuunbiMu Tunamu MIIC Obuta mpoBeneHa
oneHka ypoBHs NT- proBNP, kak nokazaresns TSKeCTH CEpACYHON HEOCTATOYHOCTH.

Hecmotps Ha TO, 4TO MATOJIOrUS CEPACYHO-COCYIUCTOM CHUCTEMBI JOCTATOYHO
pacnpocTpaHeHa cpeau namueHToB ¢ MIIC, oTcyTcTBUE SIBHOM KIMHUYECKONW KapTHUHBI Y
OOJBIIMHCTBA OOJBHBIX MOXET MPHUBECTH K HEJOOILEHKE WX BAXXHOCTU MEIUIIMHCKUM
MIEPCOHAJIOM U IPUBECTH K KU3HEYTPOKAIOIMMNM cOCTOIHUAM. Tonbko pano Hauarass O3T u
CUMIITOMATUYECKass Tepanuss MOTYT MPUBECTH K CTAOWIM3AIMU KapAHOBACKYJISIPHBIX
M3MEHECHUU.

HccnenoBanue cucreMbl reMocrasa y nanueHTos ¢ MIIC

Ha Il sTane mokazarenu remocrtaza Oputd uccieaoBansl y 113 maruentos ¢ MIIC.
Bo3spacT nanueHToB npu nepBoi rocruTanu3auuy BapbupoBai ot 73 no 116 mecsues, npu
MOBTOPHOW TocnuTanuzauuu - oT 98 no 138 mec. I'pynmy cpaBHenusi coctaBwin S0
310POBBIX JIETEH.

IIpoBogunace oleHKa ITOKa3aTened IIa3MEHHOIO 3BeHa remocrasa. Jlis OueHku
BHYTPEHHETO IIyTH CBEPTHIBaHHSA NPOBOJAMIACH OLEHKA ITOKa3aTeslsd aKTHBUPOBAHHOIO
gacTUYHOro TpoMmOoruiacTuHOBOro BpeMeHu (AUTB). TenaeHmo K runepKkoaryisiiiy mo
BHYTPEHHEMY ITyTH OTMedaiics y kaxaoro Broporo nauuenrta npu MIIC I, 1V, VI tunos
n y kaxzaoro tperbero npu MIIC | u |l Tunos.
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V3MeHeHus BO BHEIITHEM ITyTH CBEPTHIBAHUS KPOBH Yallle HAOIIOAAUCH KaK 10 THITY
THITOKOATYJISIIIAN, TaK ¥ 110 TUITY TUTIEPKOATYJISIIUH, YTO BEIPAYKAIaCh N3MEHEHUEM YPOBHS
nporpombuna no Ksuky %. I'unokoarymnsinus Bcrpedanack npu MIIC Il tuna u |l Tuna B
24 % u 16 % cnyuaeB coorBercTBeHHO, MIIC I THna - B 9% ciyuyaes. U3menenus mno tumy
runepkoaryysaiu Haomoaanack vaiie Bcero y aerei ¢ MIIC | tuna (19% cinydaes). s
U3YYCHUS KOHEYHOTO JTala KacKaJa CBEPTHIBAHHUS HCIOIB30BAIA  PE3YJIBTATHI
TpoMbuHOBOrO Bpemenu (1B, cex) u ypoBus ¢pubpunorena (D, /).

Tabmuma 9 — OOmas xapakTepuCTHKa OKa3aTelNel MIa3MEeHHOT0 reMocTasa

IToxazaTenu MIIC | MIIC I MIIC I MIIC IV MIIC VI
IUIa3MEHHOTI'O 3BEHA n=21 n=53 n=24 n=5 n=8
M+m
(95% J1N)
Mansunkn/ 12/11 55/0 12/12 6/1 2/6
JIEBOYKHU
Cpennuii Bo3pact | 73,67+11,4 | 82,94+6,80 | 80,13+8,64 | 100,7+12,7 | 116,4+21,4
IIPH TIEPBOH (49,8- (69,3-96,6) | (62,24-98,0) | (67,9-133) | (65,6-167)
COCHUTAIA3ALAN 97,53)
TpoMOoTUTHI 248,1+19,1 | 239,5+11,0 | 198,8+14,3 | 256,8+22,2 | 230,7+22,2
(10%m) (208-287,9) (217 4- (169,1-228,4) | (199-314) | (178-283,3)
261,6)
AYTB (¢) 35,72+0,9 | 35,06+0,82 | 33,86+0,92 | 29,46+3,41 | 31,34+1,79
(33,8-37,6) | (33,9-37,2) | (31,96-35,76) | (12,0-38,9) | (27,1-35,5)
I1B (¢) 13,71+0,41 | 13,63+0,13 | 13,89+0,18 | 13,78+0,31 | 13,13+0,42
(12,8-145) | (13,4-13,9) | (13,5-14,2) | (13,0-14,6) | (12,1-14,2)
TB (¢) 22,44+19 | 22,01+2,33 19,55+1,3 18,4+2,45 | 17,08+1,40
(18,3-26,6) | (22,3-31,7) (16,8-22,2) | (12,1-4,7) | (13,7-20,4)
®dubpuHoreH (T) 2,71+0,16 | 2,62+0,08 2,09+0,13 2,84+0,27 | 2,66+0,22
(2,39-3,04) | (2,4-2,7) (1,8-2,3) (2,1-3,5) (2,1-3,2)
I numep (Hr/mMin) 0,25+0,02 | 0,68+0,37 | 1,35+0,61 (0- 0,5 -
(0,19-0,31) (0-1,47) 2,76)
BbIsSiBIICHHBIE HApyIICHHWS OTPAKAIOT aKTHBHOCTh (DAKTOPOB  CBEPTHIBAHHMS

IUIa3MEHHOT0 3BeHa remocrasa. [Ipu mepBoii rocnuTanu3aluy y NalMeHTOB Yalle BCEro
Ha0JI0JAIOCh COCTOSTHUE THITOKOATYJISIIINH, OJTHAKO, TPU 00CIIEIOBAHNN X B TUHAMUKE Ha
done QepMeHTO3aMECTUTENIFHOW TEpamuu OTMeuajdach HOpPMalW3alus IOKa3areseH
TUTa3MEHHOTO 3BeHa remMocTasa. [Ipu OTCYyTCTBUM MAaTOreHETUYECKOW Teparmuyu BO3HUKAIU
Tpom603bl. Ha pone ®3T oTMeuanach HOpMaIM3alKs MOKa3aTesied MiIa3MEHHOIO 3BEHA
reMocTa3a, 4ro OBUIO CBSI3aHO C YJy4lleHHeM (YyHKIMHW TIE€YeHH, TPUBOISAIIMM K
MOBBIIIICHUIO AKTUBHOCTH (DAKTOPOB CBEPTHIBAHUS ¥ CHIDKCHHUIO PUCKA Pa3BUTHS
KpOBOTEeUEHUI Ha (poHe (hepMEeHTO3aMECTUTENBLHOMN TepaIlvu.

CnenyeT OTMETUTBH, YTO THUIIOKOAryJsllMs pa3BUBAJIACh OOBIYHO y OOJBHBIX C
cunapomMoM XaHtepa. MHTepecen ToT ¢akt, 4To y 3THX manueHToB B 42% ciiydaeB ObLI
BoisiBieH neduuut XII dakropa (dakropa Xaremana) cBepThiBaHus KpoBu (y 5 u3 12
oOcienoBaHHBIX Aeteit). [Ipu 5ToM B IBYX cydasix HMeJICsS COYeTaHHBIN neuuT dhakropa
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Xaremana u VIII ¢dakTopa cBepThIBaHWS KPOBHM, U3 HUX B OJTHOM CJydae — BBISBIICH
tpornoi aedurut (X1, VI u IX dakropa).

N3menenusi, HaOm0gaeMble y TaKUX NAIMEHTOB, MOTYT CBHUAETEIbCTBOBATH O
HapYILIEHUSAX B CUCTEME remMocTa3a (BO3MOXKHO M'€HETUYECKU JACTEPMUHUPOBAHHBIX) MPU
pasznmnubbix THnax MIIC. Bo3MOXHOCTh coueTaHHMsi CHHApPOMa XaHTepa C JAPYTUMH
HACJIEICTBEHHBIMU 3a00JIEBaHUAMH TPEJCTABISET ONPECICHHbI MHTEPEC KaK B IJIaHE
BO3HMKHOBEHHUSI COYETAHHOM pEIKON MAaTOJOTMH, TaK W C TOYKU 3PEHHS] H3y4YEHUs
BO3MOXKHOCTH TE€H-TEHHOTro B3auMmojeictBus. Cunapom XaHTepa 3TO  PEIKOe
HACJICICTBEHHOE 3a00JIeBaHUE, CIEIJICHHOE C X-XpOMOCOMOHW, a 0oje3Hp XaremaHa
SABJISIETCSL PEAKUM HapylleHueM reMoctasa (ero yactora He mnpesbimaer 1:100 000), c
ayTOCOMHO-PELECCUBHBIM THUIIOM HacienoBanus. Ilpu Oosie3Hn Xaremana Hapylaercs
cunTte3 XII gakTopa cBepThIBaHMS KPOBHU, KOTOPBI KOHTPOJIUPYETCS ABYMSI @y TOCOMHBIMHU
reHamu (OMMOJIaIbHBIN TUIT HACICAOBAHMS ).

WNurtepecen ¢akt HapyiieHu# arperaiioHHod ¢yHkiuu TpomoOouuToB mpu MIIC.
Tak, runoarperamusi ¢ AJI® Habmomanace mpu Bcex TUMax 3a0o0JieBaHMs, HO 4acTOTa
BcTpeyaemoctu Obuia Boite npu MIIC |, 11, 11l Tunos (y 2/3 nanueHToB npu Ka>kJ0M THIIE
MIIC).

['unoarperanust ¢ apaxunoHoBO¥ kuciorod Habmonanack mpu MIIC | -y 75% u
MIIC Il tuma - y 90%, npu MIIC III tuna - y Bcex 100% manuentoB. ['uneparperaius
TPOMOOIMTOB MPY aKTUBALIMHU PELENTOPOB TPOMOMHA HAOII0/1aach B €IMHUYHBIX CIIydasx
npu MIIC |l tuna. I'mnoarperanusi ¢ TPOMOMHOM BCTpeYallach y Ka)KJOTO YETBEPTOIO
nanuenta npu MIIC | tuna u y xaxgoro sroporo nanuenta npu MIIC Il tumna.

Tabnuual () — Ilokazarenu arperaifnoHHON QyHKIMH TpoMOOUMTOB y narueHToB ¢ MIIC

<HOpMa/HOpMA/> | MIIC Il MIIC Il MIIC IV MIIC VI
HOPMBI

TpomOoHTHI
(10%1)
(Mt m)

248,1+19,11 | 248,1+19,11 | 198,79+14,34 | 256,83+22,20 | 230,75+22,23
1/19/1 11911 6/18/0 0/6/0 0/8/0

Arperanusa AJ1D
(%) 3/1/0 9/2/0 3/1/0 - -
15/4/0

Arperanus ¢
apaxuI0HOBOM 3/1/0 9/1/0 4/0/0
kucioToi (%)

16/2/0

Arperanus
TpoMGuHOM (%) 1/3/0 5/4/1 0/3/0 i i

6/10/1

Janee ObUI MPOBEACH MOJEKYISIPHO-TEHETHUECKUIN aHaIU3 NOJUMOP(PU3MOB F€HOB
CHUCTEMbl  CBEPTHIBAEMOCTHM KPOBM Yy  MAIlMEHTOB C  Pa3IMYHBIMM  THUIIAMHU
MYKOIOJINCAXapH1030B.
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Kak BHUJIHO M3 Ta6JII/IIILI 11, BBIABJICHA JOCTOBEPHO BBICOKAA YaCTOTAa BCTPECUHACMOCTHU

nonumopdusmoB reHoB PAI-1 u FGB y nmauuenToB ¢ MIIC no cpaBHEHHIO €O 310pPOBBIMU
netbmu (p=0,017) (p=0,041).

Ta6muma 11 — CpaBHeHHE pe3yIbTaTOB MOJIEKYISIPHO-TEHETHIECKOT0 00CIeI0BAHMUS
B rpymnie aereit ¢ MIIC u 310poBbIMH I€THMHU

1- netu c
I'EH MIIC HET MYTAlH [[€TEPO3UTOTATOMO3UTOTA Bceero p
2 - YCIIOBHO
3I0POBBIE IETH
PAI-1 1 22 (23,7%) | 36 (38,7%) |35 (37,6%) 93 (100%)| 0,017
2 32 (43,8%) | 24 (32,9%) (17 (23,3%) 73 (100%)
ITGBb 1 72 (77,4%) | 21 (22,6%) - 93 (100%)| 0,594
2 59 (80,8%) | 14 (19,2%) - 73 (100%)
MTHFR 1 60 (65,9%) | 26 (28,6%) | 5 (5,5%) 91 (100%) (0,795 <5
2 46 (63%) | 24 (32,9%) | 3 (4,1%) 73 (100%)
MTRR 1 21 (22,6%) | 45 (48,4%) | 27 (29%) 93 (100%)| 0,167
2 25 (34,2%) | 26 (35,6%) (22 (30,1%) 73 (100%)
F2 1 90 (96,8%) | 3(3,2%) - 93 (100%)| 0,631
2 72 (98,6%) | 1 (1,4%) - 73 (100%)
F5 1 86 (93,5%) | 6 (6,5%) - 92 (100%) 1
2 69 (94,5%) | 4 (5,5%) - 73 (100%)
FGB 1 54 (58,1%) | 33 (35,5%) | 6 (6,5%) 93 (100%)| 0,041
2 52 (71,2%) | 21 (28,8%) | 0 (0%) 73 (100%)
MTR 1 51 (52%) | 41 (41,8%) | 6 (6,1%) 98 (100%)| 0,269
2 47 (64,4%) | 23 (31,5%) | 3 (4,1%) 73 (100%)

Haubosnee 3HaunMbIMu cpeii MOAMMOP()HU3MOB F'€HOB CUCTEMBI TEMOCTA3a SABJISIFOTCS
n3MeHeHus B reHax F2 u F5 (¢dakropa 2 u dakropa 5), kak B reTepo3UTOTHOM, TaK H B
TOMO3UIOTHOM cocTosiHuu. B uccnenyemoit rpynmne 6onbHbix ¢ MIIC nomumopdnbie
BApUAHThl JAHHBIX TE€HOB B TOMO3UTOTHOM COCTOSIHUM BBISIBIIEHBI HE  OBUIM.
['eTepo3uroTHOE HOCHUTENIBCTBO JAHHBIX MOJUMOP(GU3MOB BCTPEUANOCh B €IMHHYHBIX
cinydasx y nanueHtoB ¢ MIIC II, III u VI tunos. Yamie Bcero y aereir o0cieqoBaHHON
TpyHmbl BCTPEUAIMCh W3MEHEHHMsS B IeéHaxX IJJa3MUHOTeHa M (POJATHOrO IUKJA, KaKk B
reTepPO3UTOTHOM, TaK U B ToMo3urotHoM coctostuuu (p=0,017, p =0,041).

VYuuTteIBas pa3BUTHE TPOMOOTHUECKUX OCIOXHEHUN y HEKOTOPHIX MAIIMEHTOB ObLI
OpOBEJEH aHalmu3 «ciydaid - mnoaumopdusm». [lpu comocTtaBieHMH [JaHHBIX O
nosuMop(dur3Max B réHaxX CHCTEMbI T'€éMOCTa3a W KIMHUYECKUX MPU3HAKOB HapYLICHUH B
JTAHHOM CHUCTEeMe MCITOJIb30BaIM TOYHbIH TecT Pumepa (F-kpurepuit Ouimepa). B rpymme
HAOJIOZIGHUST TPOCIEKUBACTCA 3aBUCHUMOCTh MEXKAY HaJUYUMEM [AaTOJOTMYECKUX
nomumopdubix BapuaHToB B reHe PLANH1 5G(-675)4G u BeHO3HBIMH TpoMOO3aMu
(p=0,004). C momoI1pI0 aHAIKM3a TOYHOTO KpuTepus duiepa ObUIO YCTAHOBJICHO, YTO KaK
TpoMOO03 B LIETIOM, TaK ¥ BEHO3HBIH TPOMOO3 BOZHUKAIOT CTATUCTUYECKHU 3HAUMMO Yallle Ipu
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Hanmuuuu  nonuMopdusmoB B rene PLANHI1 5G(-675)4G. CmemanHbiii  Tpom003
pasBHBaeTC yaille npu noaumMopHbix u3meHeHusx B rene F5 G1691A (p=0,005), a Taxxe
B renax ITGB3 (p=0,04) u MTHFRC677T (p=0,05).

Ta6muma 12 — Ionmumopdu3Mbl T€HOB CUCTEMBI CBEPTHIBAEMOCTH KPOBH
Y KJIMHAYECKHE MTPU3HAKY HapYIICHUS TeMOCTa3a

SPGL('f*Nm ITGB3 | MTHFR | MTRR F2 F5 F(SE’S(); MTR
Leu33Pro | C677T | A66G | G20210A | G1691A A2756G

675)4G A
I'EH w = = = = w = w
= = = = = = = =
> > > > > > e >
= p= p= p= p= p= 2 =
n 32 |41 59 | 14 |46 |27 25|48 | 72 | 1 |69 | 4 | 52|21 |47 |26
é’ 129126 |46 | 9 [36(19|21|34|55| 0 |52 3 |42|13|34 |21
= |+/3[15/ 13| 5 |10 8 |4 ]14[17 | 1 |17]1 |10|8 |13]|5
2 |p| 0,007 | 0,312 0,450 | 0,216 0,247 1,000 | 0,090 | 0,424
gg 1302951 | 8 40|19 /2435|538 | 1 |58| 1 [44]|15|38 |21
2Z+/2(12| 8 | 6 |68 [1]13/14|0 113 |8]6[9 |5
&7 p| 0013 | 0,022 0,082 | 0,026 1,000 0,021 | 0,207 | 1,000
::‘é -131129|49 | 11 {39 (21 |22|38|60 | 0 |57 | 3 |45|15|39 |21
£§+112 03 | 7|6 |3|10/12 |1 |12|1|7|6|8]|5
S p| 0,004 | 0,705 0,532 | 0,522 0,178 0,552 | 0,176 | 1,000
H.é -130[38| 56 | 12 |42 |28 (24|44 67 | 1 |64 | 4 [49]19]| 43|25
P 23| 3|2 4|1 |1/4,5]0/|5|0|3|2|4]1
2 p| 1,000 | 0,242 0,645 | 0,655 1,000 1,000 | 0,621 | 0,649
. o[ -31[33] 54 | 10 |43 |21 |24|40| 63 | 1 |63| 1 |47 17|41 |23
ég +/1/8|5|4|3|6[1[8|9|0/|6/|3|5[4|6]3
O §p 0,068 | 0,062 0,068 | 0,152 1,000 0,005 | 0,269 | 1,000

[Ipu mpoBeneHuu KOppeIsIIMOHHOTO aHanm3a CrnupMeHa ObLTa BBISBICHA MpsiMast
3aBHCHUMOCTB M@y HaJM4reM MOTMMOP(PHU3MOB B TeHE IJIa3MUHOTEHA U PA3BUTHEM TaKUX
OCJIOXKHECHHUH, KaK apTepHuaIbHbIC, BEHO3HBIE M CMelIaHHbIe TpoM003sI (I <0,313; r <0,339;
r <0,247).

[Tomumopdu3mMbl B TeHE TPOMOOIUTAPHBIX PEIENTOPOB MOTYT TPUBOIUTH K
CMeNIaHHbIM TpoMOo3am. [Ipu Hamnyuu MyTanuii B TeHaX (OJATHOTO IUKIIA TAKKE MOKHO
IPENOJIOKUTH Pa3BUTHE TPOMOO30B CMEIIAHHOTO THIIA.

[Tomumopduszmer B rere F2 MoryT cmocoOCTBOBaTH Pa3BUTHIO BEHO3HBIX TPOMOO30B
(r<0,253), a B rene (akropa 5 - Kak apTepUaIbHbIX, TAK U BEHO3HBIX TpoM0030B (I <0,459).
Hammune mnomumopdusmoB B r1ene MTHFR: 677 C>T B coueranum ¢
TUTIEPTOMOIIMCTCMHEMHUEH SIBISIETCS BaXXHBIM [JI1 TPOTHOCTUYECKOW OIIGHKH pHCKa
pa3BUTHS KapAHOBACKYISIpHBIX ociiokHeHui (I <0,231).

C yuerom Toro, uto mamueHTsl ¢ MIIC mpoxomawiu pa3nuyHbie JIeUeOHBIE |
JTMarHOCTHYECKUE TPOIIEYPhI, UX COCTOSHUE MEPHUOUIECKH YXY/IIIaTOCh, ObUT MPOBEICH
pacder pucka TPOMOOTHYECKHX OCIOKHEHHWH C TOMOIIbI0 OWHAPHOW JIOTUCTUYECKOU
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perpeccun. YUHUTHIBAINCh TAaKHE KPUTEPUHM KaK KaTeTepu3alus MepuQepudecKux BEH,
JUTATEIbHAsT MMMOOWIIM3AINS TAalMEHTOB M (aKT XUPYPrHUYECKO omepamuu. bbpiio
BBISIBJICHO, YTO MPH HAIWYHH TOJIMMOPGU3MOB B T€HaX IUIA3MHHOTCHA B COYETAHUU C
KaTeTepu3alyei nepupepuuecKux BeH BEPOSTHOCTh Pa3BUTHS TPOMOO3a cocTaBmiIa Ooiee
70%. B cnydae mpucoenMHEHMs] Takoro (akropa pucka Kak XUpypruuyeckas orepamus,
BEpPOSTHOCTh TpOoMOO3a Bo3pacTaeT a0 87%.

100% -
20% 20,0%

80%

46,2%

70%

60% - 35,7%
50% A

44,4%

40%

30%

20%

10% -

0% . . . T

TpombBouuToneHua ApTepuanbHbIA BeHOZHbIH CmelleHHbIA KpoBoTeueHue
TpombBoz TpoMmBGO3 TpomBGoz

mMOCT = MOCIHI MOC T = MOC IV = MIOC VI

Pucynok 7 — Knunudeckue mposiBICHHS HapyIIeHU# remMocTtasa y narueHToB ¢ MIIC

CwmemanHbiil TUIT TPOMOO3a (apTEepUAIbHBIA M BEHO3HBIN) Yallle pa3BUBACTCS MPHU
HaJIM4YUKU MyTaluid B rene tpomoOorutapusix perentopoB ITGB3 Leu33Pro u Hamuuus y
naieHTa (akTOpoOB pHCKA, TAKUX KaK MAaJOMOJBIKHBIN 00pa3 >KU3HU, HAIU4YWe
nepudepruieckoro karerepa. BeposTHOCTh pa3BUTHA TpomMOO3a B JAHHOM CIy4ae MOXKET
coctaBuTh 95%. CrenyeT OTMETUTB, YTO XUPYPruyecKas ONEpanusi TAKKE YBEIMYUBAECT
PHUCK pa3BUTHS TPOMOO3a.

WNuTtepecen Gakt, 4TO HE BBIABICHO 3aBUCUMOCTH PUCKA Pa3BUTHUS TPOMOO3a OT TUIIA
MIIC, To ecTh OCIOXHEHUS B BUJIe TPOMOO3a MOTYT pa3BUBaThes npu JirodoMm tune MIIC
IpY HATMYUU (HPaKTOPOB PUCKA.

Hapymienus B mina3MeHHOM 3BEHE TIE€MOCTa3a BEpOSITHEE BCErO CBA3AHBI C
OPOUCXOISIIMMU TPU  MYKOMOJHCAXapua03aX H3MEHEHUSAMH (YHKIUU TE€YEHH U
SHJIOTEIINS COCYAOB, UYTO OTPAXKAETCsl HAa CUHTE3€ (DAKTOPOB BCEX 3BEHBEB rEMOCTA3A.

Bcem mnammentam ¢ MyKomojimcaxapuao3amu (BHE 3aBHCUMOCTH OT THIIA),
HaXOJSAIUMCS B CTAIMOHAPE, JOJKHA MPOBOAUTHCS MPOPUIAKTUKA TPOMOOIMOOINYECKUX
OCJIO’)KHEHUH TP MOCTAaHOBKE NMepupepruecKoro KaTerepa, UMMOOMIN3AIMY TTAIIUEHTa U
MPOBENCHUN XUpyprudeckoin onepamuu. [Ipu amOynaTopHoM HaOMIOACHUH 32 OOJHLHBIMHU
MIIC nomKHbI TPOBOAUTHCS KOHTPOJIbHBIE UCCIIEIOBaHUS (DYHKIIMM TPOMOOIIUTOB.

BnepBrle B MHUpPOBOMI W OTEYECTBEHHON MpaKkTUKE HaMU ObUIO MPOBEICHO
oOcneoBaHME TMOKa3aTeled IJIa3MEHHOI0 U TPOMOOLMTApHOTO 3BE€HA CHCTEMbI
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CBCPThIBAEMOCTH KPOBH MU MOJICKYJPHO-TCHCTHYCCKAdA AWUAIrHOCTHUKA HOHI/IMOP(I)I/ISMOB
I'C€HOB CUCTCMBbI CBEPTBIBACMOCTH KPOBH Y IMTAIMCHTOB C PA3JIMYHBIMHU TUIIAMHU MIIC.

I/ICCJIe,I[OBaHI/IG Hap}IH_IeHI/Iﬁ CHUCTCMBI TICMOCTas3a, B 0COOCHHOCTH q)aKTOPOB
H&CJIGI[CTBGHHOﬁ npeapacCIioIOKCHHOCTH, ABJIACTCA IICPCIICKTUBHBIM HAIIPABJIICHUCM JJIA
H&HLHGﬁIHGFO N3Yy4YCHHA HC TOJIBKO Y IMAKMCHTOB C MYKOIIOJHCAXapuJA03aMH, HO U IIPH
APYrux HaCJICACTBCHHBIX 3a00JICBaHUIX.

N3y4deHnune cocTosiHUS AbIXaTeJbHOM crcTeMbl Yy manueHToB ¢ MIIC

Il 5ram. [TaTomorus ApIXaTeILHON CHCTEMBI BCTPEUYAETCs Y OOJIBIIMHCTBA TAIUEHTOB
U3 TPYMIBI MYKOIIOIMCcaxapu0308. Ha mepBoM roay »u3Hu y peOeHKa OTMEUAIOTCS YacThIe
otuthl U OpouxuThl. C Bo3pacToM 3a00JIeBaHHE MPOTPECCUPYET - y TN pa3BUBAIOTCS
OoJiee TsDKENbIE COCTOSHUS, HauOojee TPO3HBIM M3 KOTOPBIX SBISAETCS CHHAPOM
0OCTPYKTHUBHOTI'O aIllHO? CHA.

[Tatonorus BepXHUX HObIXaTeIbHbIX NyTel y manueHToB ¢ MIIC npencraBiena Ha
pucynke 8. I[lpu mepBoii rocrnuranuzanuu poautenn 44% MNalMEHTOB KaJIOBAJIUCh Ha
4yacThle pecrupaTopHbIe 3a00eBaHus. AJCHOTOMUS K 9TOMY BpEMEHHU Obljla MPOBEICHa y
20% nereit. Ha done npoBogumoit @3T, yacToTa MaToJOTHYECKUX U3MEHEHUN BEPXHUX
JbIXaTeIbHBIX myTed cHu3miach y nanuenToB ¢ MIIC |, 1l u VI tunos (p=0,012). BeisiBnieno
TaKXe JIOCTOBEPHOE CHIKEHHE YaCTOThl THEBMOHUI M OPOHXUTOB y MallMEHTOB Ha (OHE
®3T, B ocobennoctu, y nanuentos ¢ MIIC II tuna (p=0,039).
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Pucynox 8 — IlaTonorus BepxHUX JIbIXaTe€IbHBIX MyTeH NpU MEPBUYHON U MOBTOPHOM
rOCHUTAIN3AINY NAMEHTOB ¢ pa3HbiMU Tuniamu MIIC

Hapymienue npixarenbHOM (yHKIMM - OJHA W3 TJABHBIX MPUYUH YXYAINICHHUS
COCTOSTHUSI, IPUBOSAIIAS K JeTAIbHOMY UCX0y. B 00cnenoBanHOM Hamu BbIOOpKE JETEH,
KaKJIbI BTOpO PEOCHOK MpH MOCTYIUICHUH UMeN IryMHoe Abixanue (51% ciydaes). [pu
ATOM CHHJIPOM aIfHO? TUArHOCTUPOBaH y 65% obcnenoBanHbIX 60abHBIX. Hanbomee penko
anmHon HaOmoaanock y aereit ¢ MIIC 1V tumna.

[laTonorusi AbIXaTeIbHOM CHUCTEMBI MOXET MNPUBOJUTH K PAa3BUTHUIO TSHKEIbIX
KUZHEYTPOKAIOIIMX COCTOSTHUM Y TAIMEHTOB ¢ paznnyHbiMu Tuniamu MIIC, B ToM umciie K
CUHIPOMY OOCTPYKTHUBHOTO allHO? CHA.
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CuHIpOM 00CPYKTHMBHOIO AITHO) CHA
Ha Ill srame npoBoauiaock UCCieI0BaHNE CHHIPOMAa OOCTPYKTUBHOTO aIllHOd CHA y
51 naruentoB ¢ MIIC (9 aeBouek u 42 manpuukoB). M3 Hux 15 mereit B Bo3pacTe 10 Tpex

JCT. PaCHpCIleJICHI/IC ,HGTCP'I T10 TSDKECTH TeUCHHUS 3a00JICBaHUS IMpCaACTaBJICHO B Ta6JIPIHe 13.

Tabnunal3 — Knunnueckas xapakrepuctuka nanuentoB ¢ MIIC nanpasnennsix Ha [ICT

[Ipu3Haku Kimmanaeckue ¢popmer MIIC
CreneHb TsKECTH Jlerkas Cpenneit Tsoxenas
n=51 n=4 TspKecTr N=13 n=34
Bo3spact (y1er) 4,25+1,44 5,77+1,19 6,41+0,64
1-3 roga 2 5 8
4-7 net 1 4 13
> 7 et 1 4 13
JIeBOUKH/MaTbYUKH 0/4 5/8 4/30
MIIC | Tun 0 3 6
MIIC Il Tun 3 6 21
MIIC I tun 0 1 7
MIIC IV tun 1 3 0
['unieptpodust MuHIAIMH (1a/HET) 1/3 3/10 17/17
['uneprpodus aI[e(I:{TO;/II[OB (awet/lct/2m3 2/2/2 2/11/6 4/30/23
Makporoccus (Ja/HeT) 0/4 9/4 23/11
XPOHUYECKHUH Kalllejb, OPOHXHUT, 0/4 1/12 10/24
THEBMOHUU, 0OCTPYKITUU (J1a/HET)
[IlymHOe aprxanue (1a/Her) 0/4 5/8 23/11
AmHO3 (1a/HeT) 0/4 3/10 20/14
Koctabie uzmenenus (Kugos-ckonmos,
Jledopmarius TpyIHON KIIETKH) 1/3 716 24/10
(ma/ner)
Hapymenue cHa (na/Her) 0/4 5/8 2717
Dk 1 4 8 16
Dk 2 0 5 14
Dk 3 0 0 4

[Tokazarenmu UAT", SpO, Obutn uzyuensl y 51 nereit u U1 y 44 nauuentos ¢ MIIC I,
I1, III u VI tumoB. Cunapom odocTpykTHBHOTO annHod cHa (MAI™> 1,5) nmarnoctupoBaH y 65
% manuenToB: jerkoit crenenu Tsokectu (MAT 1,5-5) - y 27%, cpenneii Tsokectn (UAT 5-
10) — y 6%, Tsoxensrii (MAT™> 10) — 29%.

Msb1 ouenuBaniu MUAT, SpO; y 30 gereit ¢ mykomonucaxapupo3om |l Tuna
(cunapomom Xanrtepa). CuHIpOM OOCTpYKTHBHOTO amHOd Bo cHe (MAI> 1,5)
JMAarHoCTUpoBaH y kaxzaoro sroporo peoenka. COAC nerkoit crenenu tsxkectu (MAI 1,5-
5) - y 7 nmamuentoB (23,3%), cpemneit tsoxkectu (MAIT 5-10) — y 2-x (6,6%), Tsxenoi
creniean (MAI™> 10) —y 6 (20%).
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VYxynmenue teuenuss COAC ¢ Bo3pacToM OBLIO CBSI3aHO C MPOTPECCHUPOBAHUEM
KJIIMHUYEeCKOM KapTuHbl 3a0osieBanusa. Cpenu Bcex marueHToB ¢ MIIC COAC He Obu1
BbIsiBIIEH Y 40% netedt ot 1 10 3 et u'y 28% 0onbHBIX cTapiie 7 jieT. OTMEUeHO YMEPEHHOE
u 3HauutTenpbHOoe mnoBbimieHHe 4acToTel COAC ¢ BozpacTtom: y 26% B BO3pacTHOM
nuara3oHne 1-3 roga, y 38% B 4-7 net, u'y 44% nocine 7 net. Cpeay O0JbHBIX C CHHAPOMOM
Xantepa COAC orcyrctBoBan y 66,6% nereit B Bozpacte ot 1 10 3 neT, B 3TOM BO3pACTHOM
rpymmne He 3adUKCHPOBaHO 3HaUMTENbHOTO NoBbIIeHus AT B Bo3pacTHol rpymme nerei
oT 4 net u crapuie COAC orcyrctBoBan y 42% nanuenToB, 33% uMenu TSKETY0 CTEIECHb
HapyuieHus apixanus. Maaekc aecatypauuu B 1-3 roga B cpeaHeM coctaBui 9,86+5,49, B
4-7 net - 29,85+11,63 u crapuie 7 net - 25,14+8,17. YuuTsiBas yxXyalleHUEe MOKa3aTelen ¢
Bo3pacTtoMm, guarHoctuka COAC ocrtaeTcs BaXHOW Uil mnauueHtoB. Iloaromy
EJIECO00PA3HO €XKETOTHOE MPOBEACHNUE OIICHKH PECITUPATOPHON PYHKIIHH.

boum npoanamusupoBansl yposHu WAL, UJ[ m SpO; y mammeHToB C JETKOH,
cpennetsokenoit u Tspkenoit popmamu MIIC. Tlpu cpenHeTsKEIOM U TSKEIOM TECUSHHUH
6omne3nu npeodagany nanuentsl, umeromue COAC (61,5 u 68 % cOOTBETCTBEHHO), U3 HUX
34% neteit uMenu BeIpaKEHHBIEC IPOSBIICHUS] 0OCTPYKTUBHOIO alTHO? BO CHE. [larmeHTsI co
cpennerspxenoi opmoit MIIC noctoBepHo yaire umenu Hapymenune UJ1 (p=0,02).

PecniupaTopHbie HapyIIeHUs SIBISIOTCS OCHOBHOM MPUYMHON OOCTPYKTHUBHOTO alTHOD
BO CHE M BCTPEUYAIOTCSA B PA3JIUYHON CTENEHU BBIpAKEHHOCTH mpu Bcex tunax MIIC.
Cucrema kiaccu(ukanuy s OLEHKU MAaTOJIOTUU YETIOCTHO-JMIIEBOM CUCTEMBI U
HapylIEHUH BEpXHUX JpIXareiabHbix nyred npu MIIC Bkimowaer B cebs
MOAM(PUIMPOBAHHYIO Kiaccupukauuio MamiamMnaTd, OCHOBAaHHYIO Ha BHU3YyaJbHOM
OCMOTpPE MHUHAAIMH, HEOHOM MY>KKH, SI3bIYKa M MATKOro Heba, a Takke rumneprpoduu
MuHaanuH. [lomumo »storo, mpoBoawuch KT, dubpockonus, ®BJI. Ilanmentsl ¢
runeprpopueil aieHou0B 3 CTeneHu UMenu aocToBepHO Bbicokue (p=0,004) 3HaueHwus
HAT 20,23+4,51 (0,4-94). B a1oit xe rpynme y 77% O6onbHbIX (p=0,038) OBLT BBISABICH
COAC.

BorsiBnensr Beicokue nokazaremu WJ{ 32,08+7,65 (0,5-98) (p=0,011) u cHmKeHUE
caTypalud y MamnueHToB ¢ runeptpodueii ageHonnon. (p=0,008). V 28 mammeHTOB C
CHUHIPOMOM XaHTepa, MMEIIIUX TUNEepTpodUu0 MUHIATUH 2-3 CTENEeHH, OTMEYaloCh
JIOCTOBEPHOE CHIDKEHHE CaTypallly 110 CPABHEHUIO C TAIMEHTaMHU 0€3 MaTOJIOrMH BEPXHUX
nbixarenbHbIx myTei (p=0,041). OGCTpYyKIMH IbIXaHHUS CITIOCOOCTBYET YBEIMYCHUE S3bIKA.
Makporioccust Habmoganack, npeumyiiectBeHno, y namuentos MIIC 1, II, VI Tumnos
(63%). CpaBhenue cpeanux mokazateneii MAIT BBIABHIO BIMSHHE MaKPOIJIOCHH Ha
CTEIEeHb BBIPAXKEHHOCTH PACCTPOIMCTB JbIXaHUS BO BpeMs cHa. Y 69 % manuenTtoB (22 u3
32) nabmoganock nossiienue MAT. Tsokensie hopmbl COAC nuarHoctupoBansl y 41 %
nanueHToB (13 u3 32) ¢ makporioccueit 'y 16 % 6onbubix (3 13 19) 6€3 yBenuueHus
s3bika. BbigBieHbl qoctoBepHO Bbicokue 1Uppsl MAIT y OonbHBIX ¢ Makporioccuei
16,78+4,04. Cpenau »STuUX TMaIMEHTOB 3HAYEHHWE HMHACKCA AaIHOd/TUIOMHOY COCTAaBUIIO
16,78+4,04 (0,4-94), uto craructudecku aoctoBepHo Bbiie (p=0,05) yem y nereit 6e3
yBenunyeHus s3bika. COAC auarnoctupoBad y 37,5% nereii 6e3 yBenuueHus A3blKa Uy
54,5% c¢ makpornoccueit. beumm ompenenensr cpennue 3HadeHus: SpO,, UJI B kaxmon
rpymme: 96,87+0,42 % wu 12,49+7,34/qac, 95,62+0,81% u 27,68+6,71 wac (c/6e3
MaKpOTIJIOCCUU COOTBETCTBEHHO).

Hamu Opin1 mpoBeneH ananu3 cpenuux mnokaszateneit UAIT, SpO,, Ul y neteit c
NaTOJIOTUEN HWKHHUX JIbIXaTeJbHbIX MyTed (XPOHUYECKH OpOHXHUT, TOBTOPHbBIE
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ITHEBMOHHSA, B TOM 4HCIIEe acnupanuoHHble). [lopakeHrne TpaxeoOpOHXHATBHOIO TpPaKTa,
JIETKUX CO3JAeT KOJUIANC aKTa JbIXaHUS U NPUBOAUT K 3HAYUTEIBHOMY YXYIIICHHUIO
cocTosiHuA nauueHToB. [Ipu onpenenenun cpegnux mnokazareneu SpO», W]l y nmereit ¢
MATOJIOTHMEeN HUKHUX JIbIXaTeNIbHBIX MyTe U 03, BhISBICHA JOCTOBEPHAS pa3HUIIA MEXKIY
stumu rpynnamu. Cpeanuii nmokazatenb SpO2 y 11 Gonbabix ¢ MIIC ¢ apixaTenbHbIMU
HapyIIeHusIMH ObUT gocToBepHo Huke (SPO, = 93,06+1,88) (73,5-98,5), uem y nereit 6e3
HapymeHus aeixanus (96,79+0,26) (91,7-99,2) (p =0,002).

IIpu cungpome XaHTepa TakKe BBIABICHO CHIKEHHE YpOBHS SpO2 y MaIMEHTOB C
OK Il - 94,03+1,97 (90,1-96) no cpaBuenuto ¢ naruentamu ¢ OK | - 97,26+0,41 (91,7-
99,2) (p=0,017). Cpenuue 3nauenust /] He oTiiMUanuch B 3TUX Tpynnax, XOTS CPEIHUE
nokazarenmu MJ| Obumm Beime y marmueHtoB ¢ @K Il 18,47+9,65 (0,5-58) u ®K IlI
19,33+16,37 (1-52) o cpaBHenuto ¢ naruentamu ¢ ®K | 3,25+1,13 (0,5-14,8).

Hapymienue ocaHku, HM3KHA POCT, MU3MEHEHHUs CKeleTra, aedopmanus TpyaHOU
KJIIETKM 4acTo BcTpedatomuecs y gered ¢ MIIC, npuBOIAT K CHUKEHHIO KU3HEHHOUN
E€MKOCTH JICTKUX U HapYIICHUIO BEHTUISIIMOHHON criocoOHocTu. M3 51 pebenka 32 (73%)
UMEJU 3HAYUTENbHYIO JepopMaluio rpyIHOM KISTKU W/WJIM HapylIeHHe ocaHku. B aToi
rpynne nanuenToB yaine Berpedanicas COAC (MAI'=20,81+4,38 (p= 0,014)) u cHukeHue
catypanuu (p=0,002).

Takum oOpa3om, coueTaHHE€ BBIPAKEHHBIX KOCTHBIX JepopMalluii ¢ aHOMAJUSIMHU
peCUPaTOPHOTO TPAKTA MPUBOAUT K PA3BUTHUIO JbIXaTEIbHON HEJIOCTATOYHOCTH. JIeueHue
JBIXaTeNbHBIX HAPYIICHUH MpH HAJIMYUM PECHUPATOPHOM HMHGPEKIUMU BKIIOYAET
NPUMEHECHUE WHTAISIIMOHHBIX CTEPOUAHBIX IIpEnapaToB JJii YMEHBIICHUS CTEIECHU
BocnajieHusi. OOOCHOBaHO Ha3HAY€HUE HU3KOMOTOYHOM KHCIIopojoTepanuu. JloctaTrouHo
4acTO HEOOXOJUMO MPOBEACHUE aJICHO- W/WJIM TOH3UJIIKTOMHH, 32 UCKIIOUCHUEM JIETEH,
HaXOJSIINXCS B TSAXKEIOM COCTOSHUHU B CBS3U C BO3MOXKHOCTBIO Pa3BUTHUSL OCJIOKHEHUU
MOCJIE€ aHECTEe3UHM W XUPYPTrUYeCcKoro BMellaTenbcTBa. HapyiieHue nbixaHus BO CHE
TSKEJION CTENEHU MOXKHO JIEUYWTh MYTEM NPUMEHEHHS! MOCTOSHHOTO IOJOXKHUTEIBHOTO
nasnenusi (CPAP), mpu KOTOpOM BO3AyX TMOJAETCs IOJ BBICOKMM JIaBIICHUEM C
WCIIOJIb30BaHUEM MACKH, IIPU 3TOM MPEIOTBPALIAETCA KOJUIAINC ABIXATENIbHBIX MYTEHl BO
BpEMs BJIOXa, YJYYIIAETCS KAayeCTBO CHA, YMEHBIIAETCS OJBbIIIKA W HOPMaU3yeTCs
KOHIIEHTpaIus ra3oB KpoBu. [IpoBenenue nonvmcoMHorpaduu Wik KapIuopecnupaTopHOro
MOHUTOpPUHTA SIBIISIETCSA HEOOXOIUMBIM JIJI BBISIBJICHHUS JCTEH CO CpPETHETSKEIOoe U
Tsokenoe TedeHue COAC ¢ mocnenyromed MNpoUIAKTUKONW —KU3HEYTPOKAIOIIUX
COCTOSIHUI, BO3HUKHOBEHNE KOTOPBIX BO3MOXHO NpH pa3nuuHbix Tunax MIIC.

B3anMocBsA3b MexKIy HAPYILIEHUSIMH AbIXaTeJIbHOM CUCTEMbI, CEPAECYHO-
cocyauctoit cucrembl 1 [IHC 1 HepBHO# cUCTEMBI Y NANMEHTOB Pa3JIM4YHbIMH
Tunamu MIIC

Haunbonee yacteim cumntomoM nopaxkenus: [[HC npu MIIC aBnsiercst HapyieHue
KOTHUTUBHBIX (yHKIUA. Pa3nudHblii MO CTENEHW BBIPAKEHHOCTH HHTEIICKTYaTbHBIN
nedunuT ObUT TUATHOCTHPOBAH C MOMOIIBIO HEHPOIICHXOJIOTHYECKOTO OOCIEIOBAHUS Yy
67% mnanuentoB. Bce manuentsl ¢ cungpomom Illeite, MIIC IV u VI tunos, umenu
COXpaHHBIM MHTEIUIEKT. [letn ¢ cunapomom I'ypriepa Bcerma MMEnu TKEIYIO 3aIEpPKKY
pa3BUTHS C MEPBOTO TOJa KU3HU C TMOCIEIYIONIEH yTpaToil MPHOOpPETEHHBIX HABBIKOB.
KapnaneHblii TyHHeNbHBIM cUHIpOM Obl1 BbIsiBIeH y 30 (26%) pereit. U3z-3a
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MHTEJUIEKTYaJIbHOTO Je(hUlnTa NalMeHThl YaCTO HE JKATYIOTCS Ha O0JIEBbIE ONLYIIIEHUS, YTO
CYILIECTBEHHO 3aTPyJHSET JIUArHOCTUKY JIaHHOW martosioruu. KiuHuyeckas KapTHUHA
HICITHOM MHEeoNaTHH, BO3HUKAIOIIEH BCIEICTBHE CIIABJICHUS LIEHHOTO OTJeNa CIIMHHOTO
MO3ra  YTOJIIEHHOHW  TBEpPAOM  MO3TOBOM  OOOJOYKOM WM  HECTAOMJIBHOCTH
aTJIaHTOAKCHAJIbHOTO cycTaBa Oblia BeisiBieHa y 21 (18 %) mereil. CamoctosarenbHas
xo1p0a oTrcyTrcTBoBaia y 23 neteit uz 110 (21%). ITo mepe nporpeccupoBanus 3a001eBaHus
y  TAIMEeHTOB  MaHH(ECTHUpOBal  IceBmoOynnOapHbi  cuHmpoMm  (p=0,001).
CumnromaTuueckasi snuiiencus Owbuia guarHoctupoBaHa y 17 (14,5%) mauueHTOB ¢
TSDKEIBIM M CPETHETSDKEIBIM TEUCHHEM 3a00JIeBaHUs. Y TAIMEHTOB C JIETKUM TEYCHHEM
3a00JIeBaHUSI OHA HE BCTPEYAIIHC.

B Hacrosiiee BpeMs B IuTEpaType NPaKTUUYECKU HE BCTPEUYAIOTCA Pa0OTHI O OLICHKE
TSOKECTH M pacyeTy TporHo3a TedeHus 3aboneBanmii w3 rpymmnbl  MIIC. Mar
IPOAHATIM3UPOBAIN 00CIIEI0BAHHYIO HAMU BBIOOPKY MAI[MEHTOB U BBISIBUJIM, YTO Hanboiiee
4acTO K TSKEIBIM, KU3HEYTPOXKAIOIIUM OCJIOKHEHUSIM MPUBOJUT MOPAKEHUE CO CTOPOHBI
CepACYHO-COCYAUCTOM, 3aTeM - apixarenbHor cuctem u IIHC. Hamm Obutm oTOOpaHbI
KJIIMHAYECKUE MPOSBIICHHUS, KOTOPBIE MPEACTABISUIN HAMOOJIBIITYIO OIMTACHOCTS JIJIs AIMEHTa
U TPUBOAWIM K Pa3BUTHUIO TSKENBIX OCIOKHEHUH Yy 0O0CIeIOBAaHHBIX OOJBHBIX C
pPa3IMYHBIMA TUIIAMH MYKOIIOJIUCAaXapuAa030B. TsKECTh KIMHUYECKON CHUMIOTOMATHUKH
OLICHMBAJIACh B 3aBUCUMOCTH OT BBIPAKEHHOCTH NPHU3HAKA U KOJIMYECTBA MOPAXKEHHBIX
cucteM. Kaxxiomy BBIJIEIEHHOMY KIMHUYECKOMY MPOSIBJICHUIO ObUIA MPUCBOEHBI OaJlIbL:
10 CTETEHH BBIPAXXEHHOCTH HapyuieHui (1, 2, 3) 1 HAIMYMIO/OTCYTCTBUIO MPU3HAKA WIIH
cumnToMma (1 v 2).

[Ipoananu3upoBaB M3yUYECHHBIE TaApaMETPbl, Mbl CO3JAIM HUHCTPYMEHT OLICHKHU
KJIIMHUYECKUX MPOSBJICHUM y MAIMEHTOB C PA3UYHBIMU THUIIAMH MYKOIOJIUCAXapHUa030B,
MPUBOJAIIMX K PAa3BUTHIO KM3HEYTPOXKAIOMINUX OCIOXHEHUW, OCHOBAHHBIM Ha OallIbHOMU
OLIEHKE Han0oJiee 3HAYMMbIX CUMIITOMOB 3a00JIEBaHUSI.

OueHka pucKa BO3HUKHOBEHHUS >KM3HEYTPOKAOIIUX OCIIOXKHEHHM y MAlMEHTOB C
paznmuunbiMu TUIaMu MIIC, ocHOBaHHas Ha TSYKECTH MOPAXKEHUS CEPJIEUHO-COCYAUCTOM,
neixarensHort U [IHC, mpousBoautcs mo ¢opmyse: O6miee konmmuectBo 0amioB= X+Y+Z,
rae X — KOJIMYECTBO 0aJioB, HAOPAHHBIX IO TSHKECTH COCTOSIHUSI CO CTOPOHBI ABIXaTEIbHON
cucTteMbl. Y - KOJUYECTBO OaJlJIOB, HAOPAHHBIX MO TSIKECTH COCTOSHHSI CO CTOPOHBI
CepACYHO-COCYAUCTON CHUCTEMBl. Z - KOJHMYECTBO OajljioB, HAOpAHHBIX II0 TSHKECTH
COCTOSIHMSI CO CTOPOHBI HEBPHOM CUCTEMBI.

[TaeHThI, UMEOIIME MUHUMAIBHBIM PUCK BO3HUKHOBEHMS >KU3HEYTPOKAIOIIUX
OCJIO)KHEHMM CO CTOPOHBI JBIXaTEJIbHOW, cepaedHo-cocyaucrton cucremsl u I[[HC,
HaOuparoT MeHee 13 6amioB (TO €CcTh, KTO HE UMEJIM HU OJTHOTO W3 BBIIICTIEPEUUCICHHBIX
IIPU3HAKOB).

[Tauuentsl, HaObuparomue 14 -26 6amioB (00JbHBIE, Y KOTOPHIX BBISIBIEH XOTS OBl
OJIMH TMPU3HAK YMEPEHHOW CTENEeHM TSHKECTH B OJHOM M3 CHUCTEM - J0 HaJu4yus BCEX
MPU3HAKOB BO BCEX CHCTEMAX B YMEPEHHOM CTENEHU BBIPAKEHHOCTH), UMEIOT YMEPEHHBII
PUCK BO3HUKHOBEHHUS >KU3HEYIPOKAIOUIUX OCJIOKHEHUI CO CTOPOHBI JbIXaTEIbHOM,
cepaeuHo-cocyauctoit cucremsl u [THC.

[TanieHThl, HMEIOUIME BBICOKUW PUCK BO3HUKHOBEHUS KU3HEYTPOXKAIOIIUX
OCIIO’)KHEHUH CO CTOPOHBI JIBIXaTENbHOM, cepledHo-cocyauctoi cucremsl 1 HHC — 27-34
OaIoB (Z1eTH, y KOTOPBIX BBISBIIEH XOTSA Obl OJWMH NpPHU3HAK B MaKCUMAJIbHOW CTETICHU
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TSOKECTH B OJTHOM M3 CHCTEM - JI0 HAJIM4Ms BCEX MPU3HAKOB B TSKEIION CTEMEHU BO BCEX
cucremax).

[TpumennB pazpaboTaHHBIH WHCTPYMEHT K COOCTBEHHBIM TPYIIIAM IMallUEHTOB, MBI
IIPOBETIM OLICHKY pAaclpeaelieHus] ACTeH C THKEIbIM W CPEIHETSHKEIBIM TEUCHUEM
3a00JIeBaHUS IO PUCKY PA3BUTHS KU3HEYTPOIKAIONTUX OCIOKHEHUH.

Tabmuma 14 — OCHOBHBIC KIMHUYECKHE MPOSBICHUS CO CTOPOHBI CEPICIHO-COCYAUCTON
(CCC), nprxarensHoit (JIC) u HepBHO# cuctemsl (HC), nmpuBoasiiiue
K Pa3BUTHIO KU3HEYTPOXKAIOIINX COCTOSTHUN U UX OIIEHKA B Oajuiax

Kiinnuveckue nposiBjieHus Ouenka B dajiax
JIpIxatenpHas cucreMa
1-HeT, 2-yMepeHHOE HapyLIEHUE,
(coueTanHoe MOPaKEHUE
3-TsDKeI0€ HapyIIeHUE
BEPXHUX M HUKHUX JIBIXaTEIbHBIX
yTeN)
AC XpOHUUECKUN OPOHXUT 1-ner, 2- na
[TaeBMonumn 1-ner, 2- na
CunipoM aOCTPYKTHUBHOIO alTHO?
cHa P PYK 1-Hert, 2-yMepeHHasl CTETICHbD,
3-TspKenasi CTeneHb
1-Het, 2-yMepeHHbIE HapyIICHHUS
Hapymenus putma cepna pUTMa,
3- AB-6mokana 3-4ct
Knananssle HapyuieHus 1-ner, 2-2ct, 3-34cT
CC CoueraHHasi TaTOJIOTUA CepAla
1-ner, 2-yMepeHHbIE, 3-
(knananHble  HapymeHus, JIT, R
KMIT) P
KMII 1-mner,2—na
JII 1-mner,2—na
1-otcyTcTBUE KOMIIPECCUU
CIIMHHOTO MO3ra
2-KOMIIpECCUs  CIIMHHOTO  MO3ra
Kommnpeccust cimHHOrO Mo3ra
(orcyrcrBue Buzyanuzanuu LICXK Bo
BCEX HAIMPABJICHUSX )
HC 3- MpU3HAKU MUEJIONATUU
Cnactuueckuii TeTpamnapes
parap 1-mner,2—na
CynopOXKHBIN CHHIIPOM 1- ner, 2-penkue, 3-yacTbie
KapnanbHblii TYHHENbHBIN | 1-HET, 2-cpegHed  TsxecTtd, 3-
CUHJIPOM TSDKEJIbIC HAPYIICHUS

[Tpum.: TCXK-uepebpocnuuanbHas xunkocth, JI[-merounas runeprensus; KMII-
KapJAUOMUOIIATHSL.
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Ta6nuna 15 — Pacrnipeienenue naiueHTOB C TSKEIbIM U CPEIHETSIKEIBIM TCUCHUEM
MIIC B 3aBHCHUMOCTH OaJIJIBHOM OLIEHKH TSDKECTH T€UYEHHUS 3a00JI€BaHU

ITammenTsr ¢ MIIC Bcero 27 - 34 14-26 Gamna Menee 13
O0aJuIoB 0aJJIoB
ITamueHTsI ¢
TSDKEITBIM 72 45 (62%) 17 (24%) 10 (14 %)
TE€YECHHEM
ITarmenTsl co
CPEIHETSIKEITLIM 37 9 (24 %) 14 (38 %) 14 (38%)
TE€YECHHEM

BobIIMHCTBO MAIMEHTOB C TSKEJIOW CTENEeHblo 3a0oseBaHus — 45 yenoBek u3 72
(62%) BXOaMIIM B TPYIITY BBICOKOTO PUCKA [0 PA3BUTHUIO KUZHEYTPOKAIOIIUX OCIOKHEHUN
CO CTOpPOHBI JbIXaTelbHOM, cepaeuHo-cocyaucto u I[HC. OtmenpHO HE0O0X0aUMO
OTMETHUTh TPYMIY JIeTel C TKEIbIM TEUCHHEM 3a00JIeBaHMs, Y KOTOPBIX OIICHKA I10
OanbHOM cucteme Obu1a MeHee 13 6amoB - 10 uenosek. [IpakTuyecku y Bcex MalueHTOB U3
JAHHOW TPYIIIbl TSDKECTh Te4YeHUs 3a0ojieBaHMs Oblla OOYCJIOBJIEHA MOPAXKEHHEM CO
CTOPOHBI LIEHTPAJIbHOW HEPBHOUM CUCTEMBI, a TaKkKe COMyTCTBYIOIIECH maToJioruei (HO He
CEPJICYHO-COCYIUCTON M JBIXaTCIbHBIX CHUCTEM). Y 8 MAIMCHTOB TCYCHHE 3a00JIeBaHUE
OBLIIO JIETKOM cTerneHu. B JaHHOM TpyIine HE BBISIBIEHO HU OJIHOTO MAIlUEHTa C BHICOKUM
PUCKOM Pa3BUTHS KUZHEYTOPOKAIOUIUX OCIOKHEHUM.

Ta6muma 16 — JleranbHble HCXOABI Y TAIIUEHTOB C TSKEIOM
1 CPEIHETSDKEIION CTENeHbI0 3a00IeBaHM

27- 34 14-26 Memnee 13
JleTanbHBIE NCXOJIBI Bcero
O0aJuIoB Oajuta 0aJJIoB
[TaueHTs! ¢ TAKEIBIM TEYCHUEM 9 9 0 0
[TarueHTsI CO CPEeTHETHKEITBIM 5 1 1 0
TEYECHUEM

3aKOHOMEPHO, YTO OOJIBIIMHCTBO JIETATHHBIX MCXOJIOB MPOU3OIILIO Y MAIMEHTOB C
TSDKEIBIM TeueHueM 3aboseBaHus. Bce OHM OTHOCHIIMCH K TPYIIIE BBICOKOTO PHCKA IO
Pa3BUTHIO JKU3HEYIPOXKAIOIIMX OCJIOKHEHUM CO CTOPOHBI JbIXAaTE€IbHOM, CEPAECYHO-
cocynuctoit u [IHC. U3 nByx nereit co cpenHeil CTeNneHbI0 TSHXKeCTH TeUeHUsI 3a00IeBaHus,
OJIMH PEOEHOK TaK)Ke MMEJN BBICOKMW PUCK PA3BUTHS KUZHEYTPOKAIONIUX OCIOKHEHHM
3a00sIeBaHuUS.

JInd  OLEHKM  B3aUMOCBSI3M  MEXAY IIOPAKEHUEM  CEpIAEYHO-COCYIUCTOM,
neixarensHot 1 [THC B cooTBeTCTBUM € MOKa3aTeIsiMHU, YKa3aHHbBIMU B Tabnuue 16, Obu1
paccurMTaH CyMMapHBIN Oajl HapyIIEHU CepJIeYHO-COCYAUCTOM, JbIXaTeIbHOM CUCTEM U
[MHC. i OUEHKM BEIWYWHBI CBA3M MEXIYy CYMMapHbIMH MOKAa3aTEJNsIMUA HapyLICHUN
CHUCTEM HCIOJb30BaH PAHroBbIM Kod(pduumeHt koppensuuu CrnupMeHa A Trpymnmn
MAlUEHTOB CO CTENEHBIO TSKECTU 3 U 2.
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Ta6nuna 17 — B3auMocBsI3b MOpaKeHUsl IbIXaTeIbHON CUCTEMbI, HEPBHOU CUCTEMBI,
CEPACYHO-COCYAUCTON CUCTEMBI C TSHXKECTHIO KIIMHUYECKONU KapTHUHBI
3a00JIeBaHUs MMAIIMEHTOB C pa3IuyHbIMU TUTIaMu MIIC

Cucrempr | MIIC TsKeI0i1 CTENICHU TIKECTH MIIC cpenneli CTENEHU TSKECTH
Ynicio Koaddurment Yneio Koaddurnuent
KOppesnuu P KOppesanuu P
OOJILHBIX OO0JILHBIX
CnupMmeHa CnupmeHa
HC-CC 12 0,295 0,012 37 0,370 <0,05
JIC-HC 12 0,404 <0,001 37 0,258 >0,05
CC-HC 12 0,412 <0,001 37 0,240 >0,05

ITpum.: JIC - meixatensHasa cuctema; CC - cepaeuHo-cocyaucras cucrtema; HC -
HEpBHAs CUCTEMA.

B rpynne nauuentoB ¢ MIIC ¢ Tsxkenol cTeneHblo TeueHusl 3a00JI€eBaHNsI OTMEUYEHA
3HaYMMasl CBSI3b MEXKJy HapYIICHUSIMU JbIXaTeIbHOW CUCTEMBI M CEPJICYHO-COCYIUCTON
cuctemsl (r=0,295, p=0,012), BbICOKO 3HAUYMMAas CBSI3b MEXJY JbIXaTCIbHOW CUCTEMOU U
neHTpaibHor HepBHOU cuctemoi (r=0,404, p<0,001) u cepaedHO-COCYTUCTON CUCTEMON U
neHTpaibHO HepBHOW cuctemon (r=0,412, p<0,001). B rpymme mnmamueHToB CO
cpeanetsbkenbiM TeueHueM MITC ormedeHa 3HauMMast CBSI3b TOJBKO MEXy HApYIICHUSIMU
JC u CC ((r=0,370, p<0,05).

Hamu Ob110 moka3ano, 4T0 KOMOMHUPOBAHHOE MOPAKEHUE CEPIICYHO-COCYIUCTON U
JIBIXaTeJIbHOW CHUCTEM, MPUBOJIAIICE K TSDKEIOMY TEYEHHIO 3a00JIeBaHMs, HE 3aBHCHUT OT
TUTIa MYKOIIOJUCaXapujao3a. Y MAIHEHTOB CO CPEIHETSIKENBIM TECYCHHEM 3a00JICBaHMS
BBISIBJICHA CTATUCTUYECKH 3HAUMMAsl CBSI3b MEXKTY TSKECThIO KIIMHUYECKUX MPOSIBIICHUM CO
CTOPOHBI CEPACUYHO-COCYUCTON U JBIXaTEIHHOM CUCTEM, YTO TOBOPUT O HEOOXOJAMMOCTH
KOMITJIEKCHOW OIIEHKH COCTOSIHUS peOeHKa M Mmoa0opa HEOOXOJIMMOMN Tepamuu B CBSI3H C
BBICOKMM PUCKOM YXY/IIIEHUS] COCTOSIHUSI peOeHKa.

Mykomnonucaxapugo3sl — Trpynmna 3a00JIeBaHUN, HWMEKIIMX POTrPEeIUEeHTHOE
teueHue. C Bo3pacToM 3a00JI€BaHHE HEYKJIOHHO MPOTPECCHUPYET, HEPEIKO MPUBOIS K
aetanbHOMY ucxony. @3T npumensiercs nmuuib ¢ 2008 roaa, v 60JbIIas YAaCTh AETEH Havana
nojyyaTh crnenuuyuecKkyro Tepanuio B Bo3pacte crapiie 10 Jyer, yxe umes TsKelble
KJIIMHUYECKUE MPOSBIICHUS 3a00JI€BaHMUS.

JletanpHbiil ucxon npousomen B 11 ciayyasx (9,4%), uz nux y gereit ¢ MIIC | - 1
(4,3%, ot obriero urciaa 6oabHBIX ¢ MIIC 1), ¢ MIIC Il -6 (10,9%), ¢ MIIC Il - 2 (8,3%),
MIIC VI - 2 (25%), cpenu nmanuenToB ¢ MIIC IV Ttumna neTanbHbBIX HCX0A0B HE OBLIO.

N3yunnu 4acToTy J€TaabHOr0 UCX0/1a Y MAlMEHTOB ¢ pa3nuyHbiMu Tunamu MIIC B
3aBUCUMOCTH OT JUTUTEILHOCTH 3200JI€BaHNs C MOMEHTA MOCTAaHOBKY JuarHo3a. s atoro
OBLJT MCTIONB30BAaH aHAJIN3 BRDKMBAEMOCTHU ¢ IpuMeHeHueM Metona Karrana — Maiiepa.

B nabmiomaemoit rpynme Ha MOMEHT HACTYIUICHHUS JIETAIHHOTO HMCXOJAa CaMOMY
crapiiemMy nanueHnty osuto 20 set, camomy MiasieMy — 10 mecsieB. B uccnenoBanuu Ml
WCIIOJIB30BaJIM BPEMEHHbBIE HHTEPBaJIbl, KpaTHbIC 5 rogam — 9, 10, 15 u Gonee 15 ner.

BonbIIMHCTBO JIETANbHBIX UCXOA0B PETUCTPUPOBATIOCH Y MAIMEHTOB B Bo3pacte 10-
15 ner. Bce manueHThl UMenu TskEnoe TedueHue 3abosieBaHusl. TsKECTh COCTOSHUS
NalMEeHTOB OblIa OOYCIIOBJIEHA MOPaXEHUEM CEPACUHO-COCYIUCTOM, AbIXaTEJbHOU H
LIEHTAJIbHOW HEPBHOM CUCTEM.
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Haubonpiiee KONMMYECTBO JETATbHBIX HCXOJIOB NPHUXOJIWUIOCH Ha TMAIUEHTOB C
TSDKENBIM TeueHueM 3aboiieBanmsa, uMmermmx OK I, K III, nHe3aBucumMo oT THIa
MyKorojucaxapuao3a. Cpenu MarueHToB ¢ JISTKUM TeYeHUEM 3a00JIeBaHUS JICTAIbHBIX
HMCXO0JIOB HE OTMEUEHO, BEIKMBaeMOCTh cocTaBuiia 100%.

Cpenu namueHToB, He noy4yaBmux @3 T, BeIsBICHBI 2 JT€TAIBHBIX UCX0/1a B BO3PacTe
9 ner, yTo NMPUBOAUT K cnaay Ha KpuBble H0kuTusi or 100% noxutusa go 78%. Ilpu
HaJIMYUU TEPAUU UMEET MECTO MOCTENIEHHOE YBEJINUECHUE BhIKMBAeMOCTH. He BBISBICHO
CTATHUCTHYECKH 3HAuMMOro BIMSHUA DO3T OTHOCHTEIHLHO BBEDKMBACMOCTH ITAIIICHTOB
(p>0,05), uto BeposaTHee Bcero obsicHsaeTcs TeM, uto O3T Obuta pa3paboTaHa JOCTATOYHO
HEJIJABHO M €€ MHULIMAIMS Y OOJIbIIIeH YacTH MAIMEHTOB MPOUCXOANIA B BO3PACTE CTapIIIe
5-7 ner.

1,07 -0-0-0-0-0+

057

0,8+

BbikHMBEaEMOCTE
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05— - HeT
—— pa-UgH3ypUPOBaHHEIE
O HeT-UgH3YpPUPOBaHHBIE

05 T T I I
0 g 10 15 20

Cpok Ha6noaeHWA OT MOMeHTa NOCTAaHOBKKU AMarHo3a
(nert)

Pucynox 9 — I'paduk dpyrkium noxurus namuentos ¢ MIIC B 3aBucumoctu ot OK (ma —
NAlMEHThl C MyKOIOJIMCAXapUuA030M, MOTy4YaBUIne (epMEHTO3aMECTUTEIBHYIO TEPAIUIO;
HET - NALHAEHTHI C MyKOIIOJIMCAXapua030M, HE TIOJIyYaBILINE
(epMEHTO3aMECTUTENFHYIO TEPAITHIO)

VY narnuentoB ¢ @K 2 nporcxoauT MmIaBHOE CHIKEHUE KPUBOU TOKUTHSI K BO3PACTY
15 ner, y nereit ¢ @K 3, HampoTUB, NPOUCXOIUT PE3KOE CHUKEHUE KPUBOW JIOKUTHUS
HauuHas ¢ Bo3pacta 10 ner u 3akaHumBasg 14 romamu. DTO CBSI3aHO C HEYKJIOHHBIM
YXYAIICHHEM COCTOSIHHS 3/I0POBbsI MAIUEHTOB, UMEIOIINX TsHKENyIo Gopmy 3a00sieBaHMs,
KOTOpasi B IEPBYIO OYEPEAb MPOSBIIETCS TXKEIBIM MOPAXKEHUEM CEPIIEUHO-COCYAUCTON
cuctembl B couetannu ¢ nopaxkenrem [{HC u gpixatenbHONW CUCTEMBI.

Crnenyer oTMEeTUTh, uTO BpeMs noxutus npu OK 3 cratucTudeckd 3HAUMMO HUKE,
yeM nipu OK 1 u ®K 2 (p<0,05).

IIpu tsoxenoit crenenn MIIC netanbHOCTH BbINIE, Y€M MPU JIETKOW U CPEIHEH,
OJIHAKO 3T Pa3InyuMsi HE UMEIOT CTaTUCTHYeCcKoi 3Haunmoctu (p>0,05).
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Pucynok 10 — I'paduk pynkumm noxutus nanuestoB ¢ MIIC B 3aBucuMocTu ot
CTETIeHU TshKecTH 3a0oseBanus (1 — MarMeHThl ¢ TepBbIM (QYHKIIMOHAIBHBIM KIIaccoM; 2 -
HAIUEHTHI CO BTOPHIM (DYHKIIMOHAIBHBIM KJIACCOM; 3- MAI[UEHTHI C TPETHUM
(YHKIIMOHATBHBIM KIIACCOM)

OObekTHBHAsE U MHOTO(AKTOpHAs OLICHKA COCTOSIHUS MallMeHTa IIOMOKET HE TOJIBKO
ONpeAeNuTh ONTHUMAJbHYI0 TAaKTUKY €ro BEIEHHUS, HO M pacCuuTaTh BEPOSTHOCTh
BbDKUBaHUA. [Ipu 3TOM, paHHSS JOUArHOCTHKa OOJE3HW U CBOEBPEMEHHOE Hayallo
cnenupuueckoir Teparuu MIIC mo3Bonsitor u30exkaTh (QOPMUPOBAHUS MATOJIOTUHU
CEpIEUYHO-COCYIUCTOM  CHCTEMBbI, UYTO HEMHUHYEMO YBEJIMYMBAET KOAP(ULIHEHT
BbDKMBaeMOCTH y narueHToB ¢ MIIC.

[ToBpimenne MHGOPMUPOBAHHOCTH Bpayeil O MYKOIOJMCAXapUA03aX MOCTEIIEHHO
npuBenéT Kk Ooyiee paHHEH MUATHOCTHKE IPYTUX JM30COMHBIX OOJIE3HEW HAKOTUICHUS, B
YaCTHOCTH — alibpa- U OeTa-MaHHO3UIOBO30B, CHAIN]I030B, (PYKO3U103a, MHOKECTBEHHOM
cyJb(aTuaa3HON HEAOCTATOYHOCTH, MYKOJIMINI030B, 001e3H1 Dapbepa. A TOCKOJIbKY st
JICYCHHS] YacTH OTHUX 3a00JieBaHMII HA paHHUX cpokax wucnoiszyercs TI'CK wnm
paspabatbiBaeTcs (hepMEHTO3aMeCTUTEbHAS TePaIlvs, TO BHISABICHHUE 3a00JICBaAHHI JAHHOU
Tpynmnbsl Ha TEPBOM TOAY JKM3HM CTAHOBHUTCS AKTyaJbHBIM U TEpPCHEKTUBHBIM
HapaBJIEHUEM COBpEeMEHHOM MeauuuHbl. [Ipodunaktuka pazBuTus HHBAIUIU3UPYIOLINX
OCIIO)KHEHUH y TAIMEeHTOB, CTPaJalOUIMX MPOTPECCUPYIOIIUMU HACIEICTBEHHBIMU
3a00JIeBaHUSAMU U3 TPYMIBI JIM30COMHBIX OOJIE3HEH HAKOIUICHUS, IMOMOXKET COXPaHUTh
KU3Hb U 3J0POBbE JI€TEH, KOTOPHIE IOTOM CTAHYT aKTUBHBIMHU YYaCTHUKaMU COBPEMEHHOT'O
oO1ecTBa

N3ydyeHne MONEKYyISIPHO-TEHETHYECKUX XapaKTEPUCTHK POCCUUCKUX TAIIMEHTOB C
JU30COMHBIMU OOJIE3HSIMU HAKOIJIEHUS, OCOOEHHOCTEN TEUEHUsl KIMHUYECKOM KapTHUHBI
3a00J1€BaHNsA, BO3MOKHOCTEN MMATOT€HETUUECKON U CUMIITOMATUYECKON Tepanuu MOMOKET
HE TOJIbKO OKa3aThb BCECTOPOHHIOK IOMOILb MMAIIMEHTOB, HO M BBIBECTH COBPEMEHHBIE
HayyHble pa3paOOTKU Ha HOBBIM Kaue€CTBEHHBI YPOBEHb.
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BbIBO/IbI

1. Jlo Hacrosimiero BpEeMEHM HMEET MECTO OTCpPOYEHHas JAUarHOCTUKA
MyKomosicaxapunoza B Poccuiickoit denepammu. Tak, cpeaHuii BO3pacT MOCTaHOBKU
JMarHo3a JJis MalueHTOB BCEX TUIIOB MyKoIonHrcaxapuaosa B Poccuu cocrasmser 46,61 +
2,99 mec (3 rona 10 mec), HECMOTpS Ha TO, YTO Kax bl BTopoil pedenok ¢ MIIC Ha nepBom
TOJly KM3HU YK€ UMEET XapaKTepHbIe KIMHUYECKUE posBiieHus. [Ipu 3ToM pelikue TUIIBI
00JIe3HU TUarHOCTUpYeTCs Mmo3xke, yeM Ooinee yacteie: MIIC IV - 65,43+£14,64 (5 net 5
mec), MIIC VI - 60,38 10,39 (5 net), MIIC III - 50,36 £5,95 (4 rona 2 mec.). MIIC II B
47,11 +4,34 mec (3 roxa 11 mec) u MIIC I — 30,83+ 6,4 mec (2,5 rona).

2. BrisiBnenne MIIC (He3aBUCHMO OT THIIAa) 3HAYUTENBHO YIYUIIMIOCH MOCIE
2008 r: Bo3pacTt AeTeid Ha MOMEHT noctaHoBku auarHo3a MIIC, poxaennsix 10 2008 T
coctaBui 47,45 mec. giug MIIC 1, 56,7 mec — MIIC 11, 65,8 mec.- MIIC 111, a mociie 2008 T.
cooTBeTCcTBeHHO 15,6 Mec., 22,2 mec, 37,2 mec (t-kputepuii Cteroaenta 0,009; 0,011, U
kputepun Manna-Yutau U=0,005, U=0,030), 4uTo MOXET ObITh CIEICTBUEM YIy4IIEHUS

MH(GOPMUPOBAHHOCTH MEIULIMHCKHAX pabOTHHUKOB 1ocie NIOSIBJICHUS
(epMEHTO3aMECTUTENBHON TEepaIruy.
3. [Topaxenus cepaua BeisiBiieHsI y Beex nmanuenTos ¢ MIIC [ u MIIC VI tuna, y

89% nanuenTos ¢ MIIC Il Tuna. Pexxe kapanHaibHble N3MEHEHUS 3apUKCUPOBAHBI y JeTEl
¢ MIIC III (71%) u MIIC 1V TunoB (43%). Haubonee yacto (HE3aBUCUMO OT THIIA)
MOpaXaeTcsl KJalaHHBIM ammapar cepaua: 4acToTa IMOPa)XKEHUsS MUTPAJIbHOTO KIlalaHa
cocrtasuia 73,5%, aopranbHoro — 38%, TpukycnugaibHoro — 14%, nerounoro — 2,6%. Ipu
5ToM y 4/5 OONbHBIX  KJAllaHHAas  HEJOCTAaTOYHOCTh  JJIMTENIbHO  OCTaeTCs
KOMIICHCUPOBAaHHON  0€3  BBIPAXXEHHBIX  KIMHUYECKHX MPOSIBICHUN  CcepaeuyHOU
HEJIOCTaTOYHOCTH.

4, [TaTonorus cepaedHo-cocynucToit cuctemsl y nanueHToB ¢ MIIC Obuia Takke
MpE/ICTaBlIeHa B BUJIE KapJAHMOMHOIIATUHN (JIOCTOBEPHO 4allle HaOJrogaiach y MaiueHToB ¢
MIIC I, MIIC I u MIIC VI), nerounoii runeprensuii (y gereit ¢ MIIC I u MIIC II (p<0,05)
U apTepuaibHoil runepTeH3un (npeodnagana y aereit ¢ MIIC VI (37,5 % cinyyaeB) u pexe
npu MIIC I (17%) u MIIC II (14,5).

d. Harpuitypetnueckuii ropmoH (NT-proBNP) sBisieTcs paHHUM J10CTOBEPHBIM
MapKEpOM pa3BUTHS XPOHUUECKOW CEPACHYHOM HENOCTATOYHOCTH y manueHtoB ¢ MIIC,
OTPAXKAIOIIUM BEJIUYMHY HWHIWBHUAYAJBbHOTO KapJUOBACKYJISIPHOTO pHUCKAa W MPOrHO3a
TeYeHUs1 3a00JeBaHUsA. YCTAHOBJIEHA CTATUCTUYECKH AOCTOBEpHasi CBs3b ypoBHs NT-
proBNP B kpoBu co creneHbl0 (yHKIIMOHAIBHOTO Kjacca XPOHHYECKOW CepIAeHHON
HegocTtaTouHocTH 1o Ross (r=0,576, p=0,001), pasButuem kapauomuonatuu (r=0,478,
p=0,008).

6. HezaBucumo ot tuna MIIC y nereid XapakTepHO pa3BUTHE HaPYIICHHS
JBIXaHUSI BO CHE TsDKENON cTerneHu (BbIABICHO Yy 66% obcnenoBanHbix geted ). K
TUTIOBEHTUIISIIIUY TTPUBOIWIIN TUTIEPTPO DU MUHAAIVH, aJICHONIOB, a TAKKE MAKPOTJIOCCHUS
¢ obOpa3zoBanneM neGOPMUPYIOMIMX OYAaroB MOPAKEHUN TIOTOYHO-TOPTAHHBIX CTEHOK U
MHO>KECTBEHHBIE HapYIIEHUS KOCTHOM CUCTeMBbI (AedopMaiiusi rpyJHON KIeTKH, Kuho3,
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ckonmno3). IlamuenTtsl ¢ rumepTpoduel axeHOWIOB UMEIH JTOCTOBEPHO 00Jiee BBICOKHE
(p=0,004) 3HaueHuss wuHAEKca anHOd-runonHod 20,23+4,51 (0,4-94) u wuHAekca
necatypauun (p=0,011), u B 3Toit x)e rpymnme y 77% Oonabubix (p=0,038) ObL1
JUArHOCTUPOBAaH CHHIPOM OOCTPYKTHBHOrO amHO? cHa. Cpeaw MalMeHTOB C
MaKpoOrjocCuel 3HaueHue MHJEKca almHod/ TUIOMHO? cocTaBuiio 16,78+4,04 (0,4-94), uro
noctoBepHo Bbimie (p=0,05), yem y nmereir O6e3 yBenmnueHUs s3bika. OTMEUYEHaA MpsMast
3aBUCUMOCThH CaTypalid KpOBH KHCIOPOJOM Yy JeTed C HaJu4yheM JbIXaTeIbHbIX
pacctpoiictB (p=0,028). B »Toil rpynme MamueHTOB JOCTOBEPHO Yalle BCTPEUYATUCH
CUHAPOM 00CTpyKTHUBHOIO arHod cHa (p= 0,014) u runokcemus (p=0,002).

1. Tsoxects Teuennss MIIC y gered HaxoauTcsi B OPSIMOM 3aBUCUMOCTH OT
KJIIMHUYECKUX MPOSBICHUM CO CTOPOHBI CEPJCUHO-COCYIUCTON U JIBIXaTEIbHON CUCTEM, UX
COUYETaHUE K€ SABJIACTCS MPOTHOCTHYECKU Haubosiee HeOIAronpusiTHbIM, MPUBOJIAIIUM K
yXyAlIeHuto coctosinug peodenka (1=0,370, p<0,05).

8. BrlisiBieHa JOCTOBEPHO BBICOKAsl YAaCTOTa BCTPEYAEMOCTH MOIUMOP(HU3MOB
renoB PLANH1 (5G(-675)4G) u FGB (G(-455) A) y nanuentoB ¢ MIIC no cpaBHEHUIO CO
3nopoBbiMu AeTbMu (p<0,017) (p<0,041), a Takke 3aBUCUMOCTH MEX]Yy MOIUMOP(OHBIM
BapuantoM 5G(-675)4G B rene PLANHI1 u BenoznsiMu Tpombozamu (p=0,004).
Y cTaHOBIEHO, YTO BEHO3HBIM TPOMOO3 Hallle BO3HUKAET NMpU HATUYUK noaumMopduszma 5G(-
675)4G B rene PLANHI1, cMemanubiii TpoM003 - IpHU HATMYUHU TOJIUMOP(PHBIX BAPUAHTOB
- G1691A B rene F5 (p=0,005), Leu33Pro B rene ITGB3 (p=0,04) u 677C> T- B rene
MTHEFR (p=0,05). BrisiBniena npsiMmas 3aBUCUMOCTb MEX 1y HanuueM noiaumopduszma SG(-
675)4G B rene muasmuHoreHa (PLANHI1) u pa3BuTMeM TakuX OCJIOXHEHUH, Kak
apTepHalIbHbIC, BEHO3HBIC U CMeIIaHHbIe TpoMO003bI 1 <0,313; 1 <0,339; r <0,247.

Q. DepMEeHTO3aMECTUTENbHAS TEPANUs JOCTOBEPHO CHUMXKAET YaCTOTY Pa3BUTHS
3a00JIeBaHUN BEPXHUX JIbIXaTEIbHBIX IMyTEH, B TOM YHCJIE MOBTOPHBIX ITHEBMOHUI
/petuuBupyrommx 6poaxuTto (p=0,039).

10. Ha ¢one depmenTozamecturenpbHo Tepamuu y mnamueHToB ¢ MIIC He
OTMEUYEHO YXYJIIEHUSI KapAHUOBACKYJSIPHBIX cUMITOMOB (p>0,05 mpu HabmoneHun B
teueHue 7 netr). OTMeHa mnpemapara Ha Cpok Oosiee 4-x HeAedb NPUBOAWIA K
3HAYUTEILHOMY perpeccy coctossaus y 100% mamueHToB B BUJIe HapacTaHUs CJIa00CTH U
OBICTPOl YTOMJIIEMOCTH, HApYIICHUH TOXOJIKH, CHA M PEYCBOM (PYHKIIUH, TOSBICHUS
NCeBA00YIHOAPHOTO CUHAPOMA, YBEIWYEHUs] CTENEHW pErypruTaldd Ha KianaHax,
YCWICHHS CHHAPOMA OOCTPYKTHUBHOTO anmHo? cHa (p<0,05)

11. PazpaboTaHHbIil MHCTPYMEHT, BKIIOUYAIOIINNA OAJIIbHYIO OLEHKY BBIPAXKEHHOCTH
KJIMHUYECKUX TPOSBJICHUM, IMO3BOJISIET C BBICOKOM JOJE€W JTOCTOBEPHOCTH OIICHUTH
BEPOSITHOCTh BO3HUKHOBEHHUSI >KU3HEYIPOXKAIOIIMX COCTOSHUM. B rpymnme manueHToB C
MIIC ¢ Tsokenoil CTeneHbl0 TeueHus 3a00JeBaHUsS OTMEYCHA 3HAYMMas CBS3b MEXIY
HapYLIEHUSIMU JbIXaTeJIbHOW CHUCTEMBI M CEpAEYHO-COCYIUCTON cuctembl (r=0,295,
p=0,012) 1 BBICOKO 3HAUMMasi CBSI3b MEXKIY JAbIXaTeIbHOW CHCTEMOM U IEHTPaIbHOMU
HepBHOU cuctemoit (r=0,404, p <0,001), cepieuHO-COCYTUCTON CUCTEMOM U LIEHTPATLHON
HepBHOU cuctemot (r=0,412, p<0,001). B rpynme mnanueHTOB CO CPEAHETSIKETBIM
teueHnemM MIIC oTmeueHa 3HaumMmasi CBsI3b TOJbKO Mexnay Hapymenusmu JIC u CC

(r=0,370, p<0,05).
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IHPAKTUYECKHUE PEKOMEHJALIUN

1. [TanrenTam ¢ MyKomoJimcaxapu03aMi HEOOX0AUMO MPOBOJUTH OLEHKY (PyHKLUI
JbIXaTENbHOM M cepaedyHo-cocyauctod cucteM (1 paz B rog OKI, OxoKI, xonreposckoe
MouutopupoBanue OKI, CyTOUYHBIi MOHUTOPUHI apTepuanbHOro nasieHus, OB/,
HOJUCOMHOrpaui0) s paHHEH JUArHOCTUKM, MNPO(YUIAKTUKUA  Pa3BUTUS  TSXKEIBIX
KU3HEYTPOKAIOIINX OCIOKHEHUN CO CTOPOHBI KapIMOBACKYJISIPHOM U JIbIXaTENbHBIX CUCTEM U UX
CBOEBPEMEHHOU KOPPEKIINHU

2. Jlis  Oosee TOYHOW JIMArHOCTMKM M OLIGHKM HCXOJOB KapAHOJIOIMYECKUX
OCJIOKHEHMH, 10100pa U MOHUTOpHHTa 3((HEKTUBHOCTH MPOBOAUMON Tepanuu y 6oabHbIX ¢ MIIC
HEOOXOJUMO  HCIOJB30BATh  KOJMYECTBEHHBIM  MapKep  CEpACYHON  HEAOCTATOYHOCTH
(ompeneneHne HATPUHYPETUYECKOTO TOPMOHA B CBIBOPOTKE KPOBH).

3. Bcem nmanpmeHTaM ¢ MYKONOJMCAaxapuao3aMH C LEIbI0  [PEAOTBPAllCHUS
TPOMOOTHYECKHUX OCIOKHEHHM HEOOXOOUMO O0O0CIeAOBaHUE TIeMOCTa3a KpOBH, BKIIOYAs
UCCIIeIOBaHUE  Koaryjorpammsl, Jl-nuMepa, arperauuu TPOMOOLMTOB, MOJEKYJSIPHO-
TFeHeTUYECKUI aHaJIW3 MOJUMOP(GU3MOB T'€HOB CUCTEMBbI CBEpPTBHIBAHUS KpPOBH. BbIsBIEHHBIE
U3MEHEHMSI MTO3BOJISIIOT OLIEHUTh PUCKU Pa3BUTHUSL TPOMOOTUYECKUX OCIOKHEHUN Yy MalUEHTOB C
MIIC.

4, C uenpio paHHEd AMArHOCTHKHU 3a00JIeBaHMSI HEOOXOJUMO BHEAPUTH MPOrpamMmy
CEJIEKTUBHOTO CKpUMHHUHIa 3a00JeBaHMN U3 TPYMIbl MYKONOJIMCAXapuI030B y MAIEeHTOB B
BO3pacTe 10 JBYX JIET, FOCIUTAIU3UPOBAHHBIX B OTACJIEHUS OTOJAPUHIOJOTUU, XUPYPTHH U
neAuaTpuu B CBA3M C YAaCThIMU OTUTAaMHU, OPOHXUTAMH, PUHOCUHYCUTAMH, PELUIUBUPYIOIIMMHU
IPbLKAMM.
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