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JlanHas KOJIIEKTHBHAs MOHOTpadus TOJATOTOBJIEHA HAa OCHOBE AHAIUTUYECKON
paboThel o oreHke 30-TEeTHErO OmbITa HAONIOACHUN 3a Pa3BUTHEM U PE3YJIbTATMH
JICYCHUSI JUCIUIA3WA COCIMHUTEIIBHOM TKAaHW Yy JETe M MOJPOCTKOB BEMYIIEH
poccuiickoil HayuHBIX 1TKONI mpodeccopoB B.M. fkosnesa, I'.1. HewaeBoii, mKomsl
akanemuka PAMH AWM. MaprteiHoBa. MoHorpadus co3maBaiack B TECHOM
COTPYJHMYECTBE C HAYYHBIMU IIKOJAMHU MeauaTpoB u dapmakonoroB MBanoBckon
rocyJapCTBEHHOM MEAMIIMHCKON akaJieMuu, rjae paboThl O JUCMHUKPOIIEMEHTO3aM
y JIETE€d W MOJIPOCTKOB MTPOBOAMINCH ¢ 1930X rogoB M aKTMBHO Pa3BHBAIOTCS B
HACTOSIIIEE BPEMS AaKTUBHO Pa3BUBAIOTCS.

[lens HAacTOSIEW KHUTHM — O3HAKOMHUTH Bpayel NMEPBUYHOTO 3BE€HA C OCHOBHBIMHU
IIPUHLIUIIAMU JUAarHOCTUKHU W JICYCHHs] HACIICICTBEHHBIX HAPYLIEHUU CTPYKTYPbI U
GYHKIMA ~ COEMHUTENbHOW TKaHW. B MoHorpaduum OTpakeHbl KpUTEPUU
JTUATHOCTUKHM JHUCIUIA3UH COCIUHUTEIBLHON TKaHU, KiacCUu(UKalUs, COBPEMEHHBIC
MOAXOJbl K HEMEIUKAMEHTO3HOMY M MEIUKAMEHTO3HOMY JICYECHUIO OOJIbHBIX.
IIpuBeneHbl anropuTMbl JEUCTBHM Bpada NEPBUYHOTIO 3BEHA MPHU JUATHOCTHKE
onpenenenHoro cungapoma JICT, cxembl Oecenbl C MallMEHTOM, OMHUCAHUS
KOMILUIEKCOB JIeueOHOM (DUBKYIBTYPHI.

JlanHasi KOJUIEKTHBHAsE MoOHorpadus NPEACTaBISET PE3yJbTaThl MHOTOJIETHHX
OPUTMHAJIBHBIX HCCIeAOBaHUN. KHUra sBISETCS aKTyaJlbHOM MPEXKIE BCErO s
MeMaTpoOB, Bpaueld OOIIel MPaKTUKA U TEPaAIeBTOB, IMOJ] HAONIOACHHE KOTOPBIX
nepeaarTcs MOAPOCTKU. YueT (akrtopa MUCIUIA3UU U, MPEXKIE BCEro, B MOJOIAOM

BO3pacTe — BaXKHBIN pe3epB A1 (HOPMUPOBAHUS 3J0POBOTO TTOKOJIEHUS POCCHSIH.
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INPEACTABJIEHUE

B mocnenHue roapl, MHOTHE MEIUIIMHCKHE CIEIUATUCTBHI CaMOTO BBICOKOTO
YpOBHsI 00pamaloT BHUMaHHE Ha HACTOPAXWBAIOIIEEC HApacTaHWE OTKJIOHEHUU B
COCTOSTHUSI 37I0POBBSI JIeTEH, HEYIOBICTBOPUTEIbHOE (U3NYECKOE pa3BUTHE U
COCTOSTHHE 37I0POBbSI IPU3BIBHUKOB B apMHUIO, YBEININBAIOITYIOCSI HHBATAIN3AIUIO U
CMEPTHOCTh  TPYAOCIIOCOOHOTO  HACENEHWs, YTO TPSIMO  YKa3bIBAIOT HA
HECOBEPIICHCTBO CYIIECTBYIONMIUX MPOPUIAKTUUECKUX CTPATETHH.

OgHuM W3 MEpCHEKTUBHBIX  HANpaBIEHUM  310pOBbE-cCOEperaronmx
MEJUIIMHCKUX TEXHOJOTUM MOXET OBITh OKa3aHWE CBOEBPEMEHHOW MEIUKO-
pOoPUIAKTHYECKON MOMOIIU TMAalUEHTaM C OUCHAA3UAMU COCOUHUMENbHOU MKAHU
(/[CT). Crnenyer  OTMETUTh  OYEBUAHOCTh  IIUPOKOrO  MOMYJISIMOHHOIO
pacnpoctpanenust JICT, B TOM 4yucie U Cpeau JHI], CUUTAIOMUX Ce0sl MPAKTUYECKU

310POBLIMMU. O6CHCI[OB21HI/I€ COBPECMCHHBIX IMKOJIBbHUKOB B HAMMCHBIICM IIPOLCHTC

CIIy4YacB BBISBIISIET TUITEPCTEHUYECKUI KOHCTUTYLIMOHAJIbHBIN THIIL,
HOPMOCTEHUYECKUN U ACTEHUYECKUN CPaBHUINCh [0 YacTOTE W  CTalU
MIPEBATUPYIOIIAMH.

Ha ceromnsimiHuii 1€Hb YCTAHOBJIEHO, YTO JUCIJIACTHKO-3aBHUCHUMBIE MOp(dO-
(GyHKIIMOHATBHBIE U3MEHEHHS CHCTEM OpraHoB  CYIIECTBEHHBIM  00pazom
CKa3bIBAIOTCS HA TEYEHUE COMYTCTBYIOIIUX 3a00JI€BaHUM, OMpeAesss 3aTsHKHOE
TEYEHUE W XPOHMU3AIMI0O OCTPBIX TMPOIECCOB, MEHBIIYI A()PEKTUBHOCTH
TPAAUIIMOHHBIX CXEM JICUeHUs, Oojiee JJIUTENIbHBIM TMeproj] PEKOHBAIUCLICHIIMU U
T.J.

CoenuHuTtenbHasi TKaHb — CTPYKTYpHasi OCHOBA IPAKTUYECKH BCEX TKaHEU
YeJI0BeUeCKoro opranusMa. OueBuaHO, 4To HemooueHka 3HaunMoctu [JCT Bemer k
HECBOCBPEMEHHOM  JUWArHOCTUKE  IPOTHOCTUYECKM  BaXXHBIX  COCTOSIHUM,
HETIOJTHOIICHHOCTH MPO(MIAKTUYECKUX MEPONPUSATUM, HEBEPHOMY BBIOOPY TaKTHUKU
BEJICHUs MALMEHTOB, YTO, B KOHEYHOM CYETE, OTPULIATEIIbHO CKa3bIBACTCs Ha
COCTOSIHUM 3JI0POBbSl 3HAUUTEIBHOW YaCTH POCCUMCKOTO HACEIECKHS U IMPUUYUHSIET
3HAYUTEBHBIN COLUATBLHO-?KOHOMUYECKHH yiiepO cTpaHe.

brnarogapst MHOTONETHUM HccienoBaHUSIM OMCKOW Hay4yHOU IIKOJIbI, HAKOIJICH



YHHUKAJIbHBIA OMBIT M3y4eHUs AUPPEpeHInpPOBaHHBIX U HeAu(PEepeHIIMPOBAHHBIX
dopm JACT. O1u OecrieHHBIE MPAKTUUECKUE 3HAHUS TOJKHBI MOCTYXUTh OYAYIOIUM
IIOKOJICHUSIM Bpadei U MalUEHTOB.

[IpakTueckoMy Bpady HEOOXOJUMO YETKO 3HATh AJITOPUTM HAOIIOAEHUS 3TOU
KaTeropuy MalKeHTOB, pacHojiaratb IOJHOM HH(OpManMe o0 BO3MOKHOCTAX
HEMEUKAMEHTO3HOW M MEJUKAMEHTO3HONM KOPPEKIMH JIHUCILUIACTUKO-3aBUCHMBIX
u3MeHenud.  Hacrosimas ~ MoHorpadus — mpenctaBisieT  coOOM  MOMBITKY
CUCTEMATU3UPOBATh HMMEIOIIMECS Ha CErOAHAIIHUN JEHb [aHHbIE O CTPYKTYpE
COCIMHUTENIbHON TKaHU U COOTBETCTBYIOIIMUX (PYHIAMEHTAIBHBIX MOJIEKYJISPHBIX
Mexanu3Max, stuonoruud JICT, merogax NMarHOCTUKHU, MPOPUIAKTUKA U TEparuu.
[Ipenmnonaraercs, 4To npeajaraéMble B 3TOW paboTe peKOMeHJaluu OyayT BechbMa
MOJIE3HBI MPAKTUKYIOUIUM Bpadam U OyAyT COBEPIIEHCTBOBATHCS BAMH, POCCUICUKHE
HeAUaTphl, 10 MEpPEe HAKOIUIEHUS COOCTBEHHBIX HAyUYHBIX 3HAHUM M MPAKTHUECKOIO
OIBITA.

Ha neauaTtpoB BO3JI0KEHA OTBETCTBEHHAS! MUCCHUSI MEIUIIMHCKOTO ITPOCBEILICHHUS
ceMbH. [[eTCTBO M MOAPOCTKOBBIM BO3PACT IMPEACTABIAOT I'POMAIHBIN PE3EPB 1A
dbopmupoBaHus 370pOBbIX Tporpamm pas3Butus. Juarnoctuka u nedenue JCT ¢
JETCTBA, pAlMOHAIBHOE NUTAHUE M KyJIbTypa JBW)XXEHHUS MOIYT IOJHOCTBIO
OpeIOTBPAaTUTh pa3BUTHE 3a00JIEBAHUN COEAMHUTEIBHONW TKaHHU B 3pPEJIOM BO3pPaCTe

WJIH, 110 KpallHEel Mepe, 3HAYUTENIbHO O0JIErYUTh UX TEUEHUE.

A.A. bapanosn

akademux PAMH, suye-npe3udenm PAMH,

oupexmop Hayunoco yenmpa 300poswvs oemeu PAMH,

2NIABHBIU CNeYUATUCT-IKCepm neouamp

Munucmepcmea 30pasooxpanenus u coyuanrbHo2o pazsumus PO,
npeoceoamens Hcnonxoma Coroza neouampos Poccuu,

suye-npe3udenm Eeponeiickotl neduampuyeckou accoyuayuu



MOJIEKVJISIPHA Sl BUOJIOT M1 COEJIMHUTEJILHOM TKAHU

Cocrasnsst okosio 50% wmaccel Tena, coequuutenbHas TkaHb (CT) saBasiercs
OJTHUM W3 YETHIPEX OCHOBHBIX THIIOB TKaHU B TPATUITMOHHBIX KiIaccHUpUKaNmsIX (B
JIOTIOJTHEHUE K SMUTEIHATBLHOM, MBIIICYHOW W HEPBHOW TKaHW). OcHo6Has pyHKyus
CT - omo cmpykmypHas no00epicKd, c80e20 pooa «IK30cKenremy OJisl cex Opyeux
mkaneu opeanusma (I pomosa O.A., Topwun U.IO., 2008). XpAi U KOCTb SBISIOTCS
OCHOBHBIMU PA3HOBUJIHOCTSIMU COCIMHHUTEIbHON TKaHU, JPYTHE€ THUIBl BKIOYAIOT
apeoSIPHYI0 COCTUHUTEIBHYIO TKaHb, CKPEIUIAIONIYI0  OpPraHbl W IUIOTHYIO
COCIMHUTENbHYIO TKaHU, (DOPMUPYIOIIYIO CBSI3KH U CYXOKHUITHSI.

B orauwume oT smuTenus, B KOTOPOM KJIETKH TIUIOTHO CBSI3aHBI BMECTE
MOCPEJICTBOM MEXAHU3MOB MEXKJIETOUHOM aAre3u IMOCPEJACTBOM HMHTETPUHOB U
KaJXEpUHOB, COEOUHUMENbHAS MKAHb OEeMOHCMpUpyem u30blmoK GHeKIemOYHOU
mMampuysl npu 00CMAMOYHO HeOOTbUIOM Hucie Kiemok. B MonekynsapHoil Ononoruu,
BHekieroyHas Marpunia (BKM) onpenenena kak cioxkHas ceTh, chOpMHpOBaHHAsS
MHOTOYHUCIICHHBIMA CTPYKTYPHBIMH MaKpOMOJICKYJIaMU (TakuMuU KaK
NPOMEOo2IUKAHbL, KONId2eHbl, U 2aacmun). B3auMonencTBys Apyr ¢ JIpyroM U C
KJICTKaMH, OHU MOJJICPKHMBAIOT CTPYKTYpHYIO IefocTtHOocTh TKaHew (Alberts B,
2002). mMeHHO BHEKJIETOYHASI MAaTPHUIlA TIOMOTAET JACPKATh KIIETKA M TKAaHH BMECTE.
Nmenno matpuiia oOecriedrBaeT OPraHU30BaHHYIO CpeAy B TMpefenax KOTOpOou
MUTPHUPYIONTUE KJIETKA MOTYT MEPEMEIIaThC U B3aUMOJICHCTBOBATh JIPYT C JPYTOM.
BKM cocTtouT ®3 NPUHIUINHAAILHO HEOOXOAMMBIX KOMIIOHCHTOB: 2e1e00pa3HOll
cpeovl, 6010KkoH u Kiemokx (hudpobdIacToB, 0CTEOOIACTOB MM XOHIAPOOJIACTOB, B

3aBHUCUMOCTH OT KOHKPETHOI'O THUIIA COCHHHHTGHBHOﬁ TKaHI/I).



Puc. 1. CTpykTypHbIE KOMIIOHEHTBI COEIMHUTEIILHON TKaHHU.
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(Puc. 2.).



Puc. 2. OcHOBHBIE KOMIIOHEHTBI IMPOTCOTITTMKAHOBBIX KOMIIJICKCOB.
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MHOTOYHCIICHHBIE METH MPOTEOTIMKAHOB MPUKPEIUISIOTCS K 0CO00MY BHUIY
[NIIOKO3AMUHOIJIMKAHA-  TIOJIMMEPY  THAIYpPOHOBOM  KHUCIIOTHI ~ HAa3bIBAEMOMY
euanyponanom. HuTn ruanypoHaHa CKpEIUISIOT CTPYKTYpYy Telii B €IMHOE IeNoe U
ATOT MOJUCAXAPUIHBIN "Telb" MOXKET MPOTUBOCTOSATH CHKATHIO U pacTskeHnio BKM
U, B TO XK€ BpeMms, oOecrieunBaeT OBICTPYIO MU(DPY3UI0 MUTATEIbHBIX BEIECTB,
CTPOUTEIBHBIX MaTEPHAJIOB W TOPMOHOB MEXKIYy KpPOBBIO H  KJIETKaMHU
COCIMHUTEILHOMN TKaHH. ['nanoyponan CUHTE3UPYETCS IOCPEJICTBOM
euanoyponancunmemas (remst HAS1, HAS2 wu HAS3) wu nerpagupyercs
nocpeacTBoM ruanyponnas (reast HYAL2, HYAL3, HYAL4 u HYALP).

@depMeHThl,  y4YacTByIOIIME B  OHOXMMHUYECKUX  MOAUDUKAIUAX U
MIPUCOCIMHCHUH TITFOKO3aMHUHOTIIMKAHOB, MOTYT 3HAUYNUTEIHHO BIHATH HA CTPYKTYPY
BHEKJICTOYHOW  Marpullel.  Hampumep,  odeguyum  xcunosun  6ema-1,4-
eanakmosunmpaucgepazvl 7 (ren BAGALT7) cBszan ¢ omguoit uz ¢popm JCT -
cunapoma Ounepca-/lanno (Okajima T, 1999) koTopblii MPOSBIIAETCA KaK CKIOHHOCTD
K BBIBUXaM, XPYIKasi WM TUTIEPIIACTUYHAS KOXKa, XPYIKHE KPOBSHBIE COCYBI U T.JI.
(rHomep mo OMIM 130000).

KoJsiareHoBbie BOJIOKHA NIPUIAIOT COSAUHUTEIBHOW TKAaHU IIPOYHOCTH U
JOJITOBEYHOCTh. Kaxkmoe KoJUIareHoBO€ BOJIOKHO HECKOJIBKO MHMKPOMETPOB B
TUaMETpe H COCTOMT W3 THICAY WHAWBUAYAJIbHBIX TOJMICTITHIHBIX —Ieren
KOJUTAreHOB TUIOTHO yrakoBaHHBIX BMecTe. Kommarens! (Puc.) - onnu u3 Hambosee

OOMJILHBIX OCJIKOB BO BHEKJIECTOYHOH MaTpuIie U B CO€JIPIHHTCJ'IBHOI71 TKaHH.

Puc.4. TpoiiHas cnupajib KoOJUIareHa, OCHOBHOIO KOMIIOHEHTa KOJIJIar€HOBBIX

BoJsiokoH (PDB kox 1cag).



VYHacjaenoBaHHBIE MyTalldd B OTHUX M APYIHX KOJJIar€HaX TMPUBOJAT, B
OOJIBIIMHCTBE CIIy4aeB, K AMCIUIA3UsIM Tuna Inepca-/launo. OnaHAKO, KOJUIareHbIe
00JIe3HM dYalle BCEr0 BO3HHUKAIOT HE CTOJIBKO HW3-3a TEHETHYECKHX NAe(PEeKTOB B
KOJJIareHax, CKOJIbKO BCIEACTBHE JE(PEKTOB B JIECATKAX F€HOB, KOTOPBIC BIMSIOT Ha
OMOCHUHTE3, TMOCTTPAHCISIIIMOHHBIE MOJU(PUKALUU, CEKPELHI0, CaMOCOOpKy U
peMojenupoBanue kosutareHoB. Hampumep, nuswiokcupasa (ren LOX), a Takxe
musuiokcuasze-nogoousie pepmentsl (renbl LOXL1, LOXL2, LOXL3 u LOXL4)
OCYIIECTBISIOT MOMEPEYHYIO0 CHIMBKY MOJUMENTHIHBIX IENed KoJlareHa TaKuM
0o0pa3oM yCHJIMBasi MEXaHUYECKYIO0 MTPOYHOCTh puodpui. edpunur akrusHoctn LOX
oOHapy)KUBaJICs y MAIMEHTOB ¢ cuHapoMoM Diepca-Jlanno (Di Ferrante N, 1975).

Jeepaoayus  (pemoodenuposarnue) KoNIACEHOBLIX BONOKOH NPOU3BOOUNICS
nocpeocmeom mampuxcHvix memannonpomeunas (MMII). Cneuudpuyeckue MMII,
KOTOPBIN JETPaJupPyIOT KOJUIAr€HOBBIE BOJOKHA TaKMM 00pa3oM ynassis OCHOBHbBIC
CTPYKTYPHBIC OTIOPBI COCTUMHUTEbHEH TKAaHW M3BECTHBI 110]T HA3BaHMEM KOJIIareHas.
[Ipaktuueckn Bce BHemMeMOpanHbie MMII xapakTepu3yrOTCs BEChbMa CXOXKEH
MOJIHOATOMHOW CTPYKTYpOH MHAMBUAYAIBHBIX TJIOOYN M Kaxkaas rimolyna ¢pepMenTa

2 2
BKJIIOYAET YyeThlpe 00s3arensHbix Ca”” u 1sa Zn” nona (Puc).

Puc.5. Tpexmepnas crpykrypa npodepmenta MMP1 genoreka. ['nodyna (PDB kox
1su3) depmenta comepxur dersipe noxa Ca’* (Goubmme cdepsl) U xBa HoHa Zn°"

(Masnble TeMHBIE cepbl) HEOOXOIUMBIX ISl KaTadu3a U cTabuin3aiuu Oenka.



Kaerku (pudpodaacTel, XOHAPOOJIACTBI, 0CTE00JIACTbI) — AKTHUBHBIN
KOMIIOHEHT BHEKJIETOYHOTO MAaTPHUKCA M COEAUHUTEIBbHOW TKaHHW. VIMEHHO KIETKH
BKM  CHHTE3UpYIOT ¥ NOJIEPKHUBAIOT CTPYKTYPHYIO  LEJIOCTHOCTH  BCEX
BBILIEPACMOTPEHHBIX KOMIIOHEHTOB COCIWHUTENBHON TKaHU — MPOTEOTIIMKAHOB
reneoOpa3HOl  cpelbl, KOJUIAr€HOBBIX M BJACTMHOBBIX  BOJIOKOH. Kitetku
CUHTE3UPYIOT OCJIKU U MOJUCcCaXapHu bl U3 KOTOPHIX (POPMHUPYIOTCS 3TH MEXaHUYECKUE
omopsl coenuHuTenbHON TKaHU. Kietkn BKM taxoke cekpeTtupyroT Bce (epMEeHTHI,
HeoOXoauMble g (POPMHUPOBAHUS U PEMOJCIUPOBAHUS COCAUHUTEIBHON TKAHU —

METaJUIONPOTEUHA3BI U JIP.

OITPEJEJIEHUE JE®UIIUTA COEUHUTEILHON TKAHU

B cBsi3u ¢ BhIpakeHHON (HDEHOTUITUYECKON MPOTSKEHHOCTHIO HACIEICTBEHHBIX
3a00JIEBaHU COEIUHUTENHLHON TKaHU B Poccuu mociennue aBaglaTh JeT HanOoee
4acTO MCIOJB3YyETCd TEPMHUH «JIUCIUIA3Usl COCAMHUTENbHON TKaHwy». OnHako, B

OTEUECTBEHHON JHUTEpaType MOSBUIIOCH 0oJiee NBYX MECATKOB APYTUX TEPMHUHOB,



XapaKTEPU3yIOIINX pazTuYHbIC «HEKJIaCCU(PUITUPOBAHHBICY,
«HemuddepeHIINPOBaHHBIC», «HECHHAPOMHBIE» (OPMBI BpPOXKIEHHONW MATOJIOTUU
COCMHUTEILHON TKaHU, KpOME TOTO YacTO YIIOMHUHAETCS MaJIOBBIpaKeHHas, JErKas
JCT, nacneactBeHHble KojuiareHonatuu (Kanunkuna O.M. , 1988; Axoenes B.M.
A U. Heuaesa, E.B. Kenmyxosa, C.M. Mascouu, 1990; U.F. I'opoon u op. , 1984;
Aroenes B M., I'U. Heuaesa , 1994, Axoenes B.M., I 1. Heuaesa, 2001).

OtnaBass MaHb YBa)KCHHUS TO3WIIMH aBTOPOB, MPEJIararoInX HCIIOIh30BaTh
TePMUHBI ¢ OoJyiee IMMHMPOKUM, JHOO0, HAOO0OpPOT, ¢ 0OoJiee Y3KUM 3HAUYCHHEM,
MPEACTABISIETCS 1IEIeCO00Pa3HBIM COXPAHUTh U PEKOMEHI0BATH ISl MPAKTHUECKOTO

3APaBOOXPAHCHUA TCPMHUH «AUCIIIIA3UA COCI[HHHTCHBHOﬁ TKaHW».

Jucnnazua coeOuHUmMenbHOU MKAHU — HYMPUYUATbHO U 2eHemu4ecKu
0emepMUHUPOBAHHOe COCMOsAHUE, O00)CI0GNeHHOe HAPYUeHUAMU Memaboiuma
COCOUHUMENbHOU MKAHU 8 OMOPUOHANbHOM U NOCHMHAMAIbHOM NEpuooax u
xapakxmepusyrowjeecss aHOMAIUAMU CMPYKMYPbl KOMNOHEHMO8 GHEKIemMOUYHO20
mampukca  (801OKOH U  OCHOBHO20  Gewecmeda 2ele0OpasHoll  cpeovl) ¢
npocpeoueHmubiMu MOp@hOo-pYHKYUOHATLHBIMU USMEHEHUIMU DA3TUYHBIX CUCTNEM U

OpP2aHos.

OTHOJIOI' A

B ocHoBe pa3BUTHs Kak CUHAPOMHBIX, TaKk U HecuHApoMHbIX (popm JCT nexar
(1) nyTpunmansubie hakTopsl U (2) renernyeckue Gakropsl. OOe rpymnmsl HakToOpoB
BHOCAT CyllecTBEeHHbIN Bkiaa B atrosioruto [ICT.

K wympuyuanvnveiv axmopam pazeumus JJCT OTHOCSATCS, NPEXIE BCETO,
BUTAMHHBI, MaKpO- U MUKPO3JEMEHTHL. AHAIN3 MOJIEKYJIIPHBIX MEXaHU3MOB yKa3all
Ha HENPEXOILIyI0 Ba)XHOCTb PAa3JIMYHBIX MHUKPOJJIEMEHTOB U, IPEXAE BCETO,
MarHug i (QYyHKIUOHUPOBAHMS (DEPMEHTOB, OOECHEUMBAIOIIUX MOAJIEPIKKY
CTPYKTYPBI COEIMHUTEIIHON TKaHU.

Honbl KaJjiysga, Mardivust 1 IIMHKa CHOCO6CTBYI-OT pPOCTy KOCTH MW IMOAACPKUBAIOT



MUHEpaJIbHYIO IJIOTHOCTh KOCTHON TKaHW (I pomosa O.A., Topwun H.IO., 2009).
Kanuii BakeH Mg mojaznepKaHUs KUCIOTHO-OCHOBHOrO OajaHca KOCTH. YPOBHH
MarHusi CBA3aHbl ¢ YPPEKTUBHOCTHIO BO3JEHCTBUS BUTaMUHA D Ha KOCTHYIO TKaHb.
Marnuii HeoO0XOoauM Jisi BHYTPUKIETOYHOM IMepellayd CUTHAJa OT PELENTOPOB
BuTamMuHa D, uto cnocoOcTByeT Goiiee 3 (HEKTUBHOMY YCBOSHUIO KAJIbLIHUS B KOCTH.
JInutenbHbIl  1eUIMT Mar"us, OCOOCHHO B COYETAaHMM C THUINOJAUHAMHEN U
AeUIIMTOM KalblMs - OJHO W3 YCIOBHM aisi (OpMHpPOBAHHS CKOJIHMO3a U
OCTEOXOHJIpO3a MO3BOHOYHMKA. PaXxWT - OJJHAa U3 OCHOBHBIX HO30JIOTHYECKUX (HOpPM,
CBSI3aHHBIX C MMATOJIOTHEW OoOMeHa Kaiablus W BuTamuHa D B koctu. Yxke 6oiee 30
JIET MEIWIIMHA PACCMATPUBACT PaXUT HE TOJBKO KaK HAPYyIICHHEe OOMEHA KaJbIUSI H
ButamuHa D, HO 1 Kak crneacTBue aeduiura maraus (Reddy V., Sivakumar B., 1974).

K eenemuueckum ¢haxmopam pazsumus J{CT OTHOCATCS pelKUe MyTallUU U
0oJiee 4acTo BCTpeUarolluecs HYKJICOTHUIHBIE MOIUMOP(PU3MBI B TeHaxX, MPOIYKTHI
KOTOPBIX OTBEUAIOT 3a CHUHTE3/KaTa0oJIU3M CTPYKTYPHBIX OEJIKOB COCAMHUTEIbHOU
TKaHH WM (PEPMEHTOB, YYaCTBYIOIIMX B OTHUX TMpoOIeccaX, KOJIMYCCTBCHHOE
U3MEHEHHE O00pa30BaHMs TMOJHOIEHHBIX KOMITIOHEHTOB BHEKJIETOYHOTO MAaTpHUKCa,
HapyueHus ¢udpworenesa (Axoenes B.M., Heuaesa I'H. 1998, Kaoypuna T.1.,
2000). Peanmuzanus reHETHYECKHMX ACTEPMUHAHT JIMOO Majl0 3aBHCHUT OT BHCIIHHX
yCIIOBUM, KakK B CJIyda€ MOHOTECHHBIX HACJEJACTBEHHBIX CHHAPOMOB (PEeIKUX
MyTaIui), 1100 B HAMOOJBIIICH CTEIICHW BHEIIHUMH YCIOBHSIMH OTIPEIEIAETCS, KaK
B cimyuae HecuHApoMHBIX Gopm JICT.

B wactu ciydyaeB /1l BO3HUKHOBEHHS 3a00JICBaHMS JIOCTATOYHO MYTAIlMH B
OJIHOM TeHe (HacJeACTBEHHbIC 0O0JIE3HU), HAIPUMEpP, MyTallus B reHe (GpuopuiinHa
15021 npuBoauT K pa3zButHio cuHApoMa Mapdana, mytanun B kosmareHax COL3AL,
COL1Al1, COL1A2 accouunpoBaHbl C OMNPEIEICHHBIM TUIIOM CHHIpoMa Jjepca-
HNanno u 1.1 OmHAKO, TaKMe MYTallMd JOCTATOYHO PEAKH B TMOMYJSAIUSX (MEHEe
1:1000). T'opazmo Oonee dYacTo BCTPEUAIOTCS HYKJICOTHIHBIE MOJIUMOPHU3MBI
(gactora BcTpeuaemoctu Oonee 1:100), mpuBoasiUe K MOHMKEHHOM aKTUBHOCTH
COOTBETCTBYIOIIMX TE€HOB M WX MNPOAYKTOB ((HEepMEHTOB U Jpyrux OeIKoB

noanepxxuBaromiux crpyktypy BKM wu, cinegoBaTenbHO, COEIMHUTEIBLHON TKaHM).



[lonpoOHBII COMCOK JTHX HYKICOTUAHBIX MOJIUMOP(U3MOB TPUBOAUTCS B
[Ipunoxenun.

['eneTnyeckuil nedekT win MNOIUMOPPU3M MOTYT MPOSIBIATHCS B JIHOOOM
BO3pacTe€ B COOTBETCTBHM C OCOOEHHOCTSMHM IE€HEHTPAHTHOCTU U XapaKTEpOM
CpeloBbIX (PAaKTOPOB, YTO MPUHIMIHMAIBHO OTIMYAET (PEHOTUIIUYECKUE MPOSBICHUS
JCT oT BpOXACHHBIX aHOMAJIMN Pa3BUTHs. B ONpEeneIeHHOM CMBICIIE, BpEMEHHAs
auHamuka GopmupoBanusi npuzHakoB JICT MOXKET CIy)XHTh OTpa)KEHHEM CTEICHU

«3HAYUMOCTH» T€HETUYECKOTro JeeKTa Win nojumopdusma.
MATHUI 1 JCT: MOJIEKVJISIPHBIE MEXAHU3MBbI

Henuddepenunporannas nucmiazus coenunutenbHol Tkanu  (HCT)
MPEICTaBIACT COOOM pPa3HOPOAHYIO TPyHIy MaTO(U3UOIOTUYECKUX IPOIIECCOB,
KOTOpPBIE, B CBOIO OYEPE/b, MOTYT IPEApACIIOnaraTh K IIMPOKO PacHpOCTPaHEHHBIM
XPOHUYECKUM 00Jie3HAM OpraHoB. Posb MarHus st GyHKIUH COEIUHUTEIHHOU
TKaHU JIOJITO€ BpEMsSl HENOOLEHHBaldach. MOMKHO CKa3aTh, YTO MarHui SIBISETCS
OJIHUM W3 OCHOBOMNOJIATAIOIIMX HYTPUIUAIBHBIX (PAKTOPOB, OMPEICISIONINX
(GU3HOTOTHYECKOE PA3BUTHE U POCT COCAUHUTENBHOM TKaHu. Jlamee, Mbl BKpaTIie
PACCMOTPUM MOJIEKYJISIPHBIE MEXaHU3MbI BO3JICHCTBUS MarHus Ha METa0OJM3M H
CTPYKTYPY COCIMHHUTEIbHON TKaHU. boyiee moapoOHBIN 0030p MNpeacTaBieH B
padotax (Topwun U IO., I pomosa O.A., 2008-2009).

Haub6oiee o6mmit addekt Bosaeiicteus Mg Ha TH00YI0 TKaHb 3aKIIIOYACTCS B
TOM, YTO HOHBI Mg2+ HEOOXOMMBI JjIsi cTradunu3arnuu Hekoaupyromux PHK. B
YaCTHOCTH, MOH Mg2+ CTAOMIM3UPYIOT CTPYKTYpy TpancmoptHoi PHK u medurur
MarHus TOpHUBEIET K YBEIWYEHUIO 4Yucia AUChYHKIMOHANBHBIX MoJiekyn TPHK,
TaKUM 00pa30M CHIDKASI M 3aMeJIsIsl OOIIYI0 CKOPOCTh OEITKOBOTO CHHTE3a.

Jlamee, nousl Mg”" MOryT MOZYIMPOBaTh AKTHBHOCTH COOTBETCTBYIOIIHX
OMOCUHTETUYECKHUX (bepMeHTOB. Hampuwmep, YIOMSIHYThIE paHee
euanoyponancunmemasvl HAS1, HAS2 nu HAS3 conep)xat noH MarHusi B aKTHBHOM

nentpe (Puc.). Jlebuuutr wmarHus TOpUBENET K IMOHWXKEHUIO aKTUBHOCTU



I'MaJIOYypOHAHCUHTCTA3 M, KaK CJICACTBHUC, K YXYAIICHUIO MCXAHUYCCKUX CBOMCTB

HHUTEH rHajJoypoHaHa rejaeo0pa3Hoil cpepl BHEKIETOYHOTO MaTpPHKCA.

Puc. 6. Monenps TpeXMepHOIl CTPYKTYpbI rHanoypoHaHcuHTeTasbl 1. [Tokazanbl
o Mg® (Gomburas, Gomee Temmas chepa) m moH Mn?* (MeHsimas cdepa)
pa3MelLICHHbIE B aKTUBHOM LIEHTpe epMeHTa. Moienb NpuroToBieHa Ha OCHOBAaHUU

CTPYKTYpHI TostncaxapuacuaTerassl (PDB 1qgq).

M3BecTHO Takke, YTO MarHuid CHOCOOCTBYET CHIDKCHHUIO  YpPOBHEM
memannonpomeunas (Ueshima K, 2003). CooTBeTCTBEHHO, ACHHUIMT MarHus
NPUBEICT K YBEJIUYCHHIO CyMMapHOH aKTHBHOCTH META/UIONPOTEMHAa3 W OoJee
arpecCHMBHOM  Jerpajald  KOJUIareHOBBIX  BOJIOKOH, YTO TakXe  YXYALIUT
MEXaHUYECKYI0 MPOYHOCTh COCIAMHHUTEIbHONW TKaHW. JIpyrMMH BO3MOXKHBIMH

MECXaHU3MaMHM BJIIMAHHUA Mar”dusga SABJIAIOTCA HW3MCHCHHUEC AKTHMBHOCTH 3J1aCTa3



(merpamupylomMx SJacTHYHbIE BOJIOKHA), TpaHCrIyTaMHuHa3bl ((opmupyromen
MOMEpPEYHbIE  TIyTaMUH-JIM3MHOBBIE  CIIMBKA  JJIACTHHA),  JIM3WIJIOKCHUA3bI
(momepeuyHasi CIIMBKa LENEH 53JaCTUHOB W/WIM KOJUJIAar€HOB) M YBEJIMUYEHUE
ayTOUMMYHHBIX peakiuii y HocutTened Bapuanta Bw35 rema HLA-B. Otm

MCXaHU3Mbl CYMMHPOBAHHLI HA PHUC.

Puc. 7. Ilpemynaraemble MeXaHM3Mbl CBA3bIBaOIIUE AePUUMT MATHUA CO

CTPYKTYPOU COCIUHUTEIHLHON TKAHU

-
OF Y
of ;‘!\\"r\ g‘

MoBbilweHHasa cekpeums MoBbiweHHas MNoBbilWweHHas
(aKkTMBHOCTBL) aKTUBHOCTb aKTUBHOCTL
MeTannonpoTenHas nMannoKcuaasbl TpaHCryTamuHasbl

,__/'

[MNoBbileHHan
aKTUBHOCTb
rmanypoHuaas

Oecrabunuszauus TPHK

[NoHwKeHHan
aKTUBHOCTb
rManypoHaHCUHTETa3

3ameaneHune cuHTe3a Genkos

SIIMAEMUOJIOT A



[Ipu oTcyTcTBUM OOIIECHPUHSTHIX KPUTEPUEB JUIsl TIOCTAHOBKM JUArHO3a,
MMEIOIMECS] Ha CErOAHSIIHUKA JIeHb JaHHble O yactore BcTpeuaemoctu JICT
HEOAHO3HAYHBI.

Pacnipoctpanennocts nuddepennupoBannbix  dopm JCT nHeenmka. Tak,
gacToTa cuHApoMa Mapdana B momyisauuu 1:10000 - 1:15 000. Hampotus,
Heauddepennmponannas JICT auarHoctupyercs B Poccuu 10CTaTOYHO YacTo:
okono 1:5, mo nmanueiM Heuaesou I'U., 1986; 8,5% B BbIOOpKE U3 400 yenoBek
(I'onosckoti b.B., 2002). Janubix pacnpoctpanernoctd HJCT mo apyrum ctpaHam
HE UMEETCSI U POCCUMCKUE UCCIE0BATENH SIBISIOTCS JIUJIEpaMU B TaHHOUM 00JIacTH B
00J1acTh TMarHOCTUKH, (PYHIAMEHTAIBHBIX MOJIEKYJISIPHBIX HCCIIEIOBAaHUHN U Tepanuu
H/ICT.

HNwmeronuecs: Ha HACTOSIIMN MOMEHT JIaHHBIE CBUJETEIBCTBYIOT, YTO 4acTOTa
Bcrpewaemoctu JICT 3aBucuT oT Bo3pacta oOcienoBanHbix null. [lpusnaku vACT
MPOSIBIISIFOTCS. B TEUEHUE KU3HU: B IIEPUOJ HOBOPOKJIECHHOCTH BBISIBJICHUE MTPU3HAKOB
H/ICT MmuHuManbHO; B Bo3pacTe 4-5 jeT HauuHaloT (OPMUPOBATHCS MPOJIATICHI
KJlanaHoB cepama, B 10-12 netr — topako-nuadparmansHbiii cHHAPOM (edopManuu
IPYJIHON KJIETKM W TO3BOHOYHMKA), IUJIOCKOCTOIHE, MHUOMUS, B TMOIPOCTKOBOM H
MOJIOJIOM BO3pacTe - COCyAUCThIM cuHapoM (Heuaesa I'.U., Axosenes B.M. u op.,
2008).

Kputndeckum nepuooM SBISIETCS MOAPOCTKOBBIM BO3pacT, KOrjga MPUPOCT
KOJIMYECTBA MPU3HAKOB AHCMOp(OreHe3a COeAMHUTEIHPHON TKAHU MOXKET COCTABIISTh
6onee 300% (Buxmoposa U.A., 2004)! Kak npaBuio, y abCOIOTHOTO OOJBITUHCTBA
nanueHToB ¢ HeauddepenuupoBanHoit dopmoit ICT B Bo3pacte crapmie 40 ner
PUCK TIOSIBJICHHMSI HOBOI'O MpHU3HAKa MHUHHUMAJEH, B JaHHOW BO3pPAaCTHOW TpyMIe
OCHOBHYIO TMPOOJIEMY COCTABJISIIOT OCJOXXKHEHUS JUCIIACTUYECKUX CHUHIPOMOB,
ONpEeEISIONUE WHBAIUAU3AIMIO MMAlMEHTOB M JIETAIbHBIE MOTEPU B TPYIIIE
(Buxmoposa U.A., 2004).

[logoOGHast ~ nuHaMuKa  OOBSCHSAETCS  NPOrPEIMEHTHBIM  XapaKTepoMm
manugecranuu npuszHakoB JICT B mepuone MaKCHMalbHOTO pOCTa OpPraHMU3Ma,

CBSI3aHHOM C YBCIINYCHUSA 06HICI>1 MAacChl COCIUHUTEIIBHON TKaHU. HCCOMHCHHO, qTo



MIPOBECHNE MOJTHOMACIITAOHBIX AMUIEMUOJIOTUYECKUX HCCIIEIOBAHUM
pacnpoctpanenHoctr JICT B momymnsiuu sSBISETCS HACYITHOW 3amadueii OivKaliero

OyIyIIero.

OEHOTUIIMYECKUE TTPOABJIEHN A

®enorununueckue nposieaeHuss JCT yclI0BHO MOXKHO pa3[eiuTh HAa TPYIIbI B
3aBUCHUMOCTH OT OPraHOB MU CHUCTEM, BOBJICYEHHBIX B JUCIUIACTUYECKUU IPOLECC.
IlepeunciieHHbIE HUXKE OTIOEIBHO B3STbIE IPU3HAKM HE SBIBIIOTCA  CTPOTO
cnenupuunabivu 111 JICT u Hy*)aaroTca B KIMHUYECKON OLEHKE U IPOBEICHUU TIPH

H€O6XOI[I/IMOCTI/I YTOYHAIOIICTO ,Z[I/I(i)(bepeHIII/IEUIBHO-,HH&FHOCTH‘{GCKOFO ITIOHUCKa.

1. KocTHo-cycTaBHbIE M3MEHEHUS
ACTEHUYECKHM TUIl KOHCTUTYLIUH
JlonmmxocTeHOMEIus
ApaxHOIAKTUIINS
Hedbopmarnuu rpy1HOM KIETKH (BOPOHKOOOpa3HbIE U KMIJICBUIHBIC)
Hedopmanyin 1MO3BOHOYHUKA (CKOJMO3, CHHIPOM TMPSIMOM CIHHBI, TUMEPKUO3,
TUNEPIIOP/I03, CIOHIUIIOJIUCTE)
Jedopmanmu yepena (akporedanus, apkoBUAHOE HEOO, MUKPOTHATHS, CKYUYEHHOCTh
3y00B)
Hedopmainu kKoHeUHOCTEH (BalibrycHasi, BapycHasi)
JHedopmanuu cTormbl (TIII0OCKOCTOMNHUE, T0JIasi CTora U JIp.)
['MnepMoOUIBHOCTH CYCTaBOB

2. N3MeHeHHuA KOKH U MBIIII]
Pactsoxnmas koxa
ToHkas Koxa
Bsinmas xoxa
3aKUBJICHHUE B BUJIC «TTATUPOCHON OyMarm»
Kennouansie pyO1bt
I'emopparunueckue nposiBJIeHUS (3KXUMO3bI, IETEXHH )
MpIieuHas TMIOTOHUS W/ WK TUIOTPOQUS
['perxu

3. Ipu3znaku JCT oprana 3penust
Muonus
[Inockas porosuna
[TonBeIBUX (BBIBHX) XpYyCTaJIUKa



4, Ipusznaku JICT cepae4HO-cOCYyAMCTON CUCTEMBbI
[Iponance! k1anaHoB
MukcoMaTo3Has AereHepalus KIanaHHbIX CTPYKTYP
Junstanust GuOpO3HBIX KOJIEIT
Pacmmpenne KopHs a0pThl
AHEBPU3MBI MEKIPEICEPTHON, MEAKKETYTOUYKOBOU MEPETOPOIKHU
Pacmmpenne u aHeBpU3MBI COCYAOB (aopTa, JIETOYHAs apTepus, IepeOpaabHbIC
apTepun)
Bapuko3Hnoe pacmmpenne BeH, ¢iiedonaTuu

S. Hpusznaku JICT OpoHX0/1€r04YHOM CHCTEMBI
TpaxeoOpoHxoMansus, TpaxeoOpOHXOMETranus
TpaxeoOpoHxuanpHasi TUCKUHE3US
bponxoskTaszbl
AnukanpHble OYyJUIbl U IEPBUYHBIN CIIOHTAaHHBIA THEBMOTOPAKC

6. Ipu3znaku ICT nueBapuTeJIbHON CHCTEMbI
MoTopHO-TOHWYECKHE HapyIIeHUs (PedIOKChI)
Hapymenus ¢ukcanyu opraHoB (racTpornTos, KOJIOHOITO3)
N3MeHeHust pa3MepoB U JITTMHBI TIOJIBIX OPraHOB (METaKoJIOH, JOJIMX0CUTMa U Ap.)

1. Hpuznaku ICT MouyeBbIACIUTEIbHON CHCTEMbI
Hedpontos, pedrokce

8. Ipusznaku JCT cucremMbl KPOBU
TpomMOonuTONaTN, KOAryaonaTHuu
['emornoOuHonaTHu

Q. Ipu3znaku ICT HepBHOI cHCTEMbI
Bererococyaucras qucronus

MAJIBIE AHOMAJIMU PA3BUTUSA

Oco0eHHOCThIO ACIUIacTUYecKOoro ¢peHoTuna sipiserca yacroe coueranue JJCT
C TIOpPOKaMH Pa3BUTHS W/WIM MalbiMu aHomanusimMu pasButus (MAP) co cToponsl
Pa3JIMYHBIX OpPraHOB U cUCTeM. [IOMBITKH pacIeHUTh MOPOYHOE PA3BUTHE OPTaHOB
WIM Majible aHOMauu pa3Buths Kak npusHaku JCT npuBoasT K rUnepArnarHoCTHUKE

JCT u 1e30pUEeHTUPYIOT UCCIIEI0BATENEH U IPAKTUYECKUX BPAUEH.

MaJjible aHOMAJIUHU Pa3BUTHA



Cohen M. M., Jr The Child with Multiple Birth Defects. 2 nd. Ed. New York, 1997.

I'osnoBa: Oo6s1acTh pTa U POTOBOM MOJIOCTH:
AHOMaNbHBIM PUCYHOK pOCTa BoJoC  Pacieruienue si3pruka
OpoOuTesbHast 00J1aCTh: AOGeppaHTHBIE y3/I€UKH MPEIIBEPHS PTa
ONUKAHTHBIEC CKIAJKU MukpoaeHTus

MOHroI0uaHBIN pa3pes rias3 AHOMAaJIHO pacTylIue 3yObl
AHTHMOHTOJIOWIHBIN pa3pes ria3 IHles:

KopoTtkue rinas3neie menu KpsuoBugHas mes

Jlucronus HapyKHBIX YIJIOB rjasa Kucrtu:

['unoTenopusm ymepeHHbII PynumMenTapHas monuaakTHINS
['uneprenopusm ymepeHHbIN AHoMasbHas gepMaroriuduka
IIto3 nerkuit KnnHomakTvumms MU3MHIIEB

YiiHble pAKOBUHBI: Ykopouenue 4—>5 nanbleB
[TpumuTuBHAsE popma [M'unonuazusi TepMUHANTBHBIX (PanaHT
JlapBUHOB OYTOpOK Cromnbi:

AHomanbHas popma 3aBUTKA Cunpaktiims 2—3 najibleB
OTtTonbIpeHHBIE CagnaseBUIHbBIC IIEIN

OrtcyTcTBHE KO3€EIIKa Koporkuit 1 manen

Pacmiennenne Mouku Hanosxenwne manbues (4-5)
OTcyTCcTBHE MOYKH Y ToJIEeHHbIE HOT'TH
AypUKYJSIpHBIE SIMKU KoskHble MOKPOBLI:

Hoc u puabtp: ['unepniurmeHTanyy KOy U HEBYCHI
I'mnonnazust KppUIbEB HOCA Monronounbie nsaTHa (y 6e10i pach)
VYumomeHHbIN GUIBTP JlemurMeHTau KOXHu
Brictynaromuit GunsTp J106aBOYHBIE COCKH UJTU apeOJIbl

CornacHO OOHIENPUHATOMY OIPEACIICHUIO, BPOXKACHHBIA MOPOK Pa3BUTHUS —
MOP(OTOTUYECKUI MITH aHATOMUYECKUN JAePEKT opraHa, YaCTH OpraHa WM o0yacTu
Tela B pe3yJbTaTe TeHETUYECKU JIETEPMUHUPOBAHHOTO HapyLIEHUS! IMOPHUOHATBHOM
muddepermmpoku (Spranger J., Benirschke K., Hall J. G. et al., 1982).

Manbie anomanuu pa3BuUTUs (IPU3HAKK AUCMOp(OreHesa) — aHATOMUYECKUE
BpPOKJCHHBIE U3MEHEHUS, BBIXOJAIIME 3a MPEAEbl HOPMAJbHBIX BapUalldii, HO HE
Hapyuaromue QyHKIUIO OpraHa.

MAP — pesynpTaT HapyuieHudl au@QepeHIMpoBKH B mepuoi 3MOpuoreHesa,
aHOMaJIbHbIE BApUAHTHI MOP(OJIOTUH OTJEIBHBIX OPraHOB UM TKaHEH, HE UMEIOIIINE
MEJUIIMHCKOTO 3HAYeHWs, T. €. He TpeOyromue neueHus. MAP - upesBwruaiino
BaXXHBII UAarHOCTUYECKHUM MpPHU3HAK, OCOOCHHO KOTJa MX HACUYUTHIBaeTcs Ooiiee
TPEX, CBUACTENBCTBYIOIIMM O BBICOKOM BEPOSITHOCTU CEPBE3HBIX HAPYLICHUU

MopdoreHeza B BHUI€ BPOXKICHHBIX MOPOKOB Pa3BUTHSI, TPEOYIOUIMX CHEIUATbHON



JAMArHOCTHKYU W HEPEIKO MOCIEAYIONINX XUPYPriuuecKuX BMemarenbpeTs (Spranger J.,
Benirschke K., Hall J. G. et al., 1982, Leppig K.A., Werler M.M. at al. 1987).

MAP  gBustorcs  HecneNU(PUUECKMMM  NPU3HAKAMH  SMOPHUOHAJIBHOTO
auMmopdoreHesa W yKa3bIBalOT Ha HEOOXOIUMOCTh 0ojiee  BHHUMATEIHHOTO
oOcietoBaHus OOJIBHOTO Ha MPEAMET BPOKIACHHON MIJIM HACJIEICTBEHHOM MaTOJIOTHN.

BHenpeHnne B IIMPOKYIO MPAKTUKy METOAOB  3XOKapAHOrpaduueckoro
HCCIIEIOBAHMS CEpALa PUBEIO K BblACIeHUIO Trpynibl MAP cepana, nox KOTOpsIMH
HOHUMAIOT 8pOJCOeHHble AHATOMMUYECKHE W3MEHEHMsI apXUTEKTOHMKH cepiaua u
MarucTpaJibHbIX COCYZOB, HE€ MPUBOJALIIME K TIpyObIM HapylmeHUsM (QyHKIUAN

CEpPIACYHO-COCYAUCTON CUCTEMBI:

"  yBEIMYCHHBIN €BCTAXMEB KIIAIIaH,

" OTKPBITOE OBAIBHOE OKHO (B paHHEM JETCKOM BO3pacTe),

"  mpoJabupyromye rpedeHYaThie MBIIIIBI B PABOM IPEICEePANH,

"  [OTPAaHUYHO Y3KUH KOPEHb a0PThI,

"  ACMMMETpHs CTBOPOK KJlaraHa aopThl,

"  TpabeKyJibl JIEBOTO KTy J0uKa (TonepevHasi, mpoaoabHas, A1ua
rOHaJIbHAA);

" HKTOMUYECKOE KPETUICHHE XOP/I,

"  HapyIIEHHOE PaCTPEEICHUE XOP/I,

" IOpXAIOIIUe» XOP/IbI,

"  JIOTOJHUTENBHBIC 1 AaHOMAIBHO PACTIOI0KCHHBIC MAITUJUTSIPHBIE
MBIIIIITBI.

Coueranue BpoxaeHHbIX MAP cepana m W3MeHEHUH KJIamaHHOTO CUHApPOMA,
00yCIIOBJICHHBIX HapylieHueM MeTabonm3ma coeauuutenbHot Tkanu (ICT), B
COBPEMEHHOM JIMTepaType yaile 0003HaYaloT KaK «IUCIUIa3usl Cepala» U CXOAHBIMU

TEPMHUHAMU.

KIIACCUOUKALIMA ACT

Knaccudukanus JICT — onuH W3 caMbIX OOCYXKIAeMBIX HAyYHBIX BOIPOCOB.
OtcyrcrBue enuuol, obmenpuusaTon knaccudukanmuu JICT orpaxkaeTr pasHoriacue

MHEHHMI ucclenoBarefied Mo JaHHOM mpoOjieMe B II€JIOM. YUWTHIBas, 4YTO



kinaccuukanus JFO00NW TATOJOTUHM HECET BaXKHBIN «IPUKIATHOW» CMBICT —
UCIIONIB3YETCSl KaK OCHOBa Ui  (QOPMYJIUPOBKH  JMarHo3a -  peLICHHE
KJIaCCU(DUKAIIMOHHBIX BOIMPOCOB SIBJIAIOTCS OYE€Hb BAXXKHBIMU C TOYKU 3pPEHUSA
KIIMHAYECKOW TTPAKTUKH.

B 3aBucuMocTH OT OCOOEHHOCTEH ATHOJOTUYECKOro (akTopa BBIACISIOT
muddepenurpoBanubie u Henudpeperrporannbie hopmbl ICT.

K  ouggepenyuposannvin  (cunopomnvim)  JJCT  oTtHOCAT  OOJIE3HU
MOHO(AKTOPHOTO XapakTepa C YCTAHOBJICHHBIM TE€HHBIM J1€(DEKTOM, H3BECTHBIM
TUTIOM HACJEIOBAaHUS M, KaK NPaBWJIO, C BBIPAKEHHOW W YETKO OYEpPUECHHOU
KIMHUYeCKOM cuMmnTomaTtukon. Krnaccmueckum mnpumepom cuHapoMHBIX JICT
ABIISAIOTCS cUHApPOMbl Mapdana u Dnepca-/laHiio, HECOBEpUIEHHBI OCTEOTeHE3 U
HEKOTOpPBIE JAPYTUE PEIKHE TeHETHUECKUE CHHAPOMBI.

Heouppepenyuposarnwvie G opmol JCT UMEIOT MOJIUT€HHO-
MYyJIbTU(PAKTOPUATIBHYIO TMPUPOIY, T.€. B MX BO3HMKHOBEHHM WIPAIOT POJIb Kak
noJMMOP(U3MBI MJIM MyTalliu OOJBIIOTO YKCIA TEHOB B PAa3jMYHBIX COYETAHUSX,
TaK U BO3JIEUCTBUE pa3HOOOPa3HBIX (haKTOPOB BHEITHEHN CPEIbI.

Knunnueckue mnposiBiaenust HeauddepenuupoBanHod JCT He ykiaabIiBaroTCs
HU B OJIHY W3 W3BECTHBIX TU(DPEpEeHIIMPOBAHHBIX HACJEICTBEHHBIX OOJIe3HEH, XOTS
WHOTJ]a MOTYT WX  HamnoMuHath. [IpuHSATO  BBIACHATH  MaphaHOUTHBIM,
anepconogoOHbii 1 MASS-mogo6HbIN ¢deHoTun (mo mepBbIM OykBaM Hambosee
yacTelx (eHotunmueckux mnpusHakoB JICT — amrm «Mitral valvey, «Aortay,
«Skeleton», «Skiny), mpenmonaras €JUHYIO TE€HETHYECKYIO CYIIHOCTh JaHHBIX

COCTOSTHUU.

MECTO JACT B MKb-10

B momenknarype 6onesneit BO3, neguddepennmporanusie Bapuanthl JJCT
HE BBIJICJICHBI B OTJICTILHYIO PYOPHKY, YTO HECOMHEHHO 3aTPyIHSET padoTy
MPaKTUYECKOTO Bpaya.

Onnako, py BHUMaTeIbHOU padote ¢ kinaccudukamnueit MKb MoxHO HalTH



COOTBETCTBYIOIMIUHN KoA Jyuist moboro npossienus ICT. B kauectse
OCHOBHOTO 1I€JIECO00pPA3HO BBIOUPATH KO BEIYILETO KIMHUYECKOTO
IPOSIBJICHUS], TOCITY>KMBILIETO HENOCPEACTBEHHON NPUYMHON 00palleHus 3a
MEAMLIMHCKON nToMoIbio. HeobXxonuMo Takke yuuThIBaTh TPEOOBAHUS
HOPMATHUBHBIX JOKYMEHTOB, PETJIAMEHTUPYIOIIHX NOPSIOK OIUIATHI
CTPaxoBOI'0 ClIy4as B paMKax 00s13aTeJIbHOI0 MEIULIMHCKOTIO CTPaXOBAHHU.

[Tpumeps! KogupoBaHus HanbOJIee YacThIX (DEHOTUITNYECKHUX TTPU3HAKOB
JCT npuBeaeHbI HIXKE.

e PyoOpuka I 00-99 «boJie3Hn cuCTEMbI KPOBOOOPAIIIEHUS»

O

O
O
O

| 34.1 [Iponarc MUTpaILHOTO KJIamaHa,

[ 71.2 AneBpur3Ma U pacciIOCHUE aOPTHI,

[ 27.1 Kudockonuoruueckas 00Jie3Hb cepaua,

I 83 Bapuko3Hoe pacliupeHre BEH HUKHUX KOHEYHOCTEH;

e PyoOpuxa G 00-99 «bosie3Hr HEPBHOM CHCTEMbI»:

O

G90.9 PaccTpoiicTBO BEreTaTUBHOW HEPBHOUM CUCTEMBI;

e PyOpuxa H00-99 BoJjie3Hu ria3a u ero npuJIaTo4yHoOro anmnapara»:

O
O

H52.1 Muonus,
H27.1 IlonBbIBUX (BBIBUX) XPYCTaJINKA;

e PyOpuka J00-99 «bose3Hn OpraHoB AbIXaHUS»:

O
O

J93.1 CrioHTaHHBIN THEBMOTOPAKC,
J43 Dmbuzema;

e Pyopuka K00-99 «boJie3Hu OpraHoB nuieBapeHus»:

O

O O O O O O O

K07 AHnomanuu npukyca,

K21 T"actpoazodareansbHsliii pedrokc,
K40 ITaxoBas rpsxa,

K41 benpennas rpeixka,

K42 ITynounas rperxka,

K43 I'peka nepeaHeit OproIIHOM CTEHKH,
K59.3 MerakoJioH,

K63.4 DuTeponTos;

e Pyopuxa L00-99 «bose3Hn KOKHM U MOAKOKHON KJIETYATKH:

@)
@)

L90 Atpoduueckue mopakeHHs KOXKH,
L91.0 Kenounnsiii pyoer;

e Pyopuxa M00-99 «bojie3HH KOCTHO-MBIILIEYHON CHCTEMbI U
COeIMHUTEIbHON TKAHW:

O

M35.7 I'unepMOOUIBHBIN CUHIPOM,



M40.0 Kudo3 mo3urmoHHbIH,

M40.3 CunapoM NpsMOil CIIUHBI,

M40.4 Jlpyrue 10pao3sl,

M41.1 FOHomecknii HANOIIATUYECKUM CKOINO3,
M42.0 FOHomeckuii 0CTE€OXOHIPO3 MO3BOHOYHHKA;

O O O O O

e Pyopuxa N00-99 «boJie3Hr M0OY€ENO0JI0BOIi CHCTEMbI»
o N28.8 Hedponros;

e Pyopuxa Q00-99 «BpoxkaeHHble aHOMATHUH (IOPOKHM PA3BUTHA),
aegopManu 1 XpOMOCOMHBIE HAPYLIECHHUS» MPEACTABJICHBI

Q21.9 AHeBpu3Ma MEXKEITYTOUKOBOM MEPETOPOIKH,

Q25 BpoxeHHbIE aHOMAIMK IOPOKHU Pa3BUTHUS KPYIIHBIX apTEpUN,

Q32.0 BpoxneHnasi TpaxeoMalisius,

Q32.2 BpoxnenHast OpoHXOMaIIsIus,

Q67 BpoxeHHbIe KOCTHO-MBIILIEYHBIE Je(hOpMaIK TOJIOBbI, JIULIA,

MMO3BOHOYHMKA U TPYIHOM KIIETKH,

Q76 BpoxxneHHble aHOMAJIMK TO3BOHOYHUKA U KOCTEU IPYTHOU KIIETKH,

Q78.0 HecoBepuieHHBIN OCTEOTEHES,

Q87.4 Cungpom Mapdana,

Q79.6 Cungpom Dnepca-lanmno u T.4.

O O O O O

0 O O O

IMPUMEPBI ®OPMYJIMPOBKHU JIUAT'HO3A

IManment A, 15 ser. OcHoBHOe 3a0osneBaHue: cuapom WPW (1 45.6). ITapokcusmanbHas
MeplaTeabHasi apuTMUs.

®donosoe 3a6oneBanue. JICT: Topako-auadparMaabHblil CHHIPOM (KHJIEBUAHAS AedopMarius
rpynHoit knetku [ cremeHu, KugoCKoImo3 TpyAHOro oOTAena mo3BoHouHMKa Il crenenn).
AcTeHn4eckuil BapMaHT Topako-aunadparmanbHoro cepiuna. Ilpomanc murtpansHoro kiamana Il
CTeNeHH 0e3 peryprurauuy; Merabonuueckas KapAuMoOMuomaTtus | CTeneHu; Berero-cocyaucras
JUCTOHUS; MUOIIHS CPEHEN CTENIEHH TSKECTH; IIJIOCKOCTOIIHE.

Ocnoxaenns: XCH A, ©KII

MMauuent b, 17 roa. OcuoBuoe 3a6oneBanme: [ICT, mpomanc mutpampHOoro Kiamana Il
crenenu ¢ perypruranueit 1 crenenu (1 34.1).

donoBoE 3a00JIeBaHMe: BETeTO-COCYANCTAs JIUCTOHHS. JIOTMXOCTECHOMETHS.
Boponkoobpaznas nedopmarus rpynHoit kinetku Il crernenu. KOHCTpUKTUBHBIN BapHaHT TOPAKO-
nuapparMalbHOTO cepala, MeTaboimdeckas KapJauoMHuomnmaThs | CTENeHW, JHacToIMmdecKas
nucyHKIHs. Muonusi cpeiHel CTENeHH TSXKECTH.

Ocnoxuenust ocHoBHoro: XCHI1, Kl

IMauuent B, 45 ner. OcHoBHOe 3a00jeBaHHE: XPOHUYECKUH HEOOCTPYKTHUBHBIM OpOHXWUT,
oboctpenue (J41.0).

®onoBoe 3aboneBanue: JICT, Topako-auadparManbHblil cuHApOM (KUiIeBUAHAA AedopmMarus
IPYIHON KIJIETKH, KU(OCKOIMO3 TPYIHOrOo OTAE€da MO3BOHOYHMKA, MPABOCTOPOHHUM pedepHbIi
rop0). Topako-auadparmanpHOe JIErOYHOE cepjue, KommeHcarus. Ilponanc mutpanbHoro 1
CTeleHH Oe3 peryprutanuy, TPUKYCHHAAIbHOTO KiamnaHa 2 CTENeHW C perypruTanuen,
MeTabonuueckas kapauomuonartus |l crenenu. IlpaBocTopoHHSAS maxoBasi rpbKa.



Ocnoxuenus: [TaeBmockiiepos. JIH I, XCH A, ©K II.

JIMATHOCTUKA ®EHOTUITMYECKUX ITPOSIBJIEHUN ICT

HNuarnoctuka JICT u mocnemyromee oOCIeI0BaHHE BKIIIOYACT CIIECIYIONTUE
sranel: COop anamue3a; OuszukambHoe U 7a00PATOPHO-UHCTPYMEHTAJILHBIC
oOcnenoBanue; ['eHeasornueckuii aHamHe3. TmarenbHO COOpaHHBIM aHamMHE3
o0OecreynBaeT IMOJy4YeHUE BaXHOW HH(OpManuMM O MaHH(EcTaluu, TeMIax
nporpeccupoBanus JCT, Hamuuuu (HakTOpOB pUCKA, NMPU3HAKAX MOPAKEHUS TOTO
WJIM MTHOTO OPTraHa UM CUCTEMBI.

---Bpe3Ka

Pexomenganuu no coopy anamuesa y nauuenTos ¢ {ICT

1. lannsie, CBUJIECTENbCTBYIOIINE 0  JHCIUIACTUKO3aBUCUMBIX
M3MEHEHHSIX OPraHOB U CUCTEM

2. Bospact nposiBienus Toro uinu uaHoro cuaapoma JICT

3. JlanHple, CBUACTEIBCTBYIOIIME O HATUYUU  COMYTCTBYIOIICH
MaTOJOTUH

4. HacnenctBenHas otsroiieHHocTh: Hamnune JICT y poACTBEHHHKOB
MepBOM JIMHUM poAcTBa; HacneACTBEHHass OTATOIIEHHOCTh MO
cuHApoMHbIM dpopmam JICT

5. ®akrtopel pucka HeOmarompustHoro nporHo3a [CT: Cunapomuas
dopma JICT; Hammume MAP, mnopokoB pa3Butus; BreipaxkeHHbIe
MPOSIBJIICHUS KJIalaHHOTO, apUTMUYECKOI0, COCYIUCTOrO CHHIPOMOB
HenuddepennupoBanso JICT; HaciencrBeHHas OTATOIIEHHOCTH 10
ClydassM paHHEM WM BHE3anHOM cMmeptH; Peannmanus wim
WHTEHCHUBHAs Tepanus B aHamHe3e; Kypenue; HepammonanbsHoe
nutanue w/wunu runorpodus; Hwuskas ¢dusmveckas aKTUBHOCTB;
XpOHHUYECKHE BOCHAIUTEIbHBIE 3a00JI€BAHNS;

6. [IpemamectByromas Tepamnus, ee 3pHEKTUBHOCTh U EPEHOCUMOCTb

/. XapakTepucTuKa TPyAOCIHOCOOHOCTH (B TUHAMUKE)



BaxxHbIM KOMIIOHEHTOM CTpYKTypHOro ananusa coctossHus JICT sBnsercs
npogedeHue 2eHeanocUdecKo2o Uccied006anus. BBIICHEHHE COCTOSHUS 310pOBbs
POJICTBEHHUKOB Hepeako mniomoraer pacno3HaBanuio JICT, ocobeHHo npu
OTPAaHUYCHHBIX €€ IMPOSABICHHUIX B OTACIBHOM CHUCTEME WIH JaXe OpraHe,
OIIPE/ICNICHUIO TUIIA HACJEIOBAaHUS ATOro 3a00J€BaHMs B JAHHOW CEMbE, BEIIMYMHBI
pUCKa TIOBTOPHOrO 3a00JieBaHUS M MEAMKO-TEHETHYeCKOoro mnporrosa. Coop
POJIOCIIOBHOW JOJDKEH OBbITh MAaKCHUMAaJbHO HCUEPIBIBAIOMIMM M HWH()OPMATHBHBIM.
IIpu cocTaBiaeHUH pPOJOCIOBHBIX MUHUMAJIbHBIA 00bEM CBEECHUI JOKEH BKIIOYAThH

MH(}OpMAIHUIO O TPEX MOKOJIEHUAX CEMBHU.

OO0cienoBaHue  NMANMEHTOB ¢ JCT  npoBomsitcs B  CTpOrou
MTOCIEA0BATEIBHOCTH, B COOTBETCTBUU CO CIIEAYIOIIMMU 3a1a49aMHU:
* Briisnenune MAP u mopoKoB pa3BUTHS;
* BrsiBnenue penotunuyeckux npusHakos JICT;
= JludpdepenuuanbHas AMAarHOCTUKA CUHIPOMHBIX M HECUHAPOMHBIX (GOpM;
* OueHKa CTeNeHH NPOrPEIUEHTHOCTH TEUEHUS;
= OnpeneneHue pucKa Pa3BUTHS OCIOKHEHUM TEYEHUS, BO3ZHHUKHOBEHUS
aCCOIMUPOBAHHOM MATOJIOTUH, BHE3AITHOW CMEPTH;
* QOleHKa CTETIEHU TPYA0CIOCOOHOCTH.
[Touck ¢enorunuyeckux npuzHakoB JCT gommkeH NOpoBOAUTHCS MpHU

(I)I/IBI/II(EU'IBHOM 06CJ'ICI[OB21HI/II/I LOCJICHAIIPABJICHHO U ITOCICAOBATCIIBHO.

1. ACTeHUYeCKHUil TUI KOHCTUTYIIHU
OcmoTp: y3Kas TrpyaHas KIeTKa, Mpeo0JaaHre pocTa HaJ — BECOM,
snuractpaibHbiii yron Menee 90°. Ununekc [lunse = poct, cm — (macca Tena, Kr +
OKPYKHOCTh TPYAHOM KJIETKH, cM. [Ipu acTeHWYecKoM THUIE KOHCTUTYLHMH HHICKC

[Tuabe Gousbire 30.

2. Jeduuut Macchl Tejaa

Y peren 1o 7 NEeT M JUL CPEOHErO M ITOXKHUIIOTO BO3PACTOB HCIIOJB3YETCS



nHneke Bapru. Mnoexc Bapeu = macca mena, 2 / pocm, cm® — eospacm / 100.
Bennunna nnaexca Bapru 1,7-1,5 — ymepeHHOE CHM>KEHUE MacChl Tena, MeHee 1,5 -
BBIPQXCHHBIN TEPHUIIUT MACCHI TEA.

VY B3pocibix ucnonb3yercsa unaeke maceol tena (UMT). UMT = macca mena (8
Kunoepammax) /pocm?® (6 mempax). Bemmanna UMT Mmenee 18,5 pacueHHBaeTCs Kak
CHIDKEHHE MAacChl Tela, MeHee 17 — HeJ0CTaTOYHOCTh MHUTAHUS CPEIHEH CTETICHH,

MeHee 15 — TspKerast HeJOCTaTOYHOCTD MTUTAHUS.

3. J1oJauXoCTeHOMETUs
(zomaxo- + Tpey. stenos y3kuii + melos yacTh Tea, KOHEYHOCTH) - HECOPA3MEPHO
JUIMHHBIE CErMEHTHI Tea. J{narHocTupyeTcst pu MOMOIIM CIEAYIOIINX WHIEKCOB:

1. OTtHomenue pasmax pyk/ poct > 1,03;
2. OTHollleHne BEpXHUM/ HIKHUM cerMeHThI Tena < 0,89. (BepXHUM CerMeHT -
pPOCT cHliA OT CTyJia O MaKyIIK{; HUKHUNA CErMEHT — Pa3HOCTh pOCTa CTOS U
pocTa cus);
3. OTtHotieHue JyIrHa cTorbl/poct > 15%

4, OTtHotenue JunHa kuctu/poct > 11%

4, ApaxHOAAKTHJIUA

(apaxno- + Tpeu. daktylos maner) - yJUIMHEHHE ¥ YTOHUYCHHUE MAJIbIICB PYK U HOT.
JlnarHocTUpyeTcs ¢ MOMOIIIBIO TECTa «OOJBIIIOTO MATBIIA», TECTA «3AMSCThHS».

Tecm «bonbwioco nanvya» 3aKiOUYaeTcss B (DUKCAUM €ro TOMNepEK JiaJoHU:
TIOJIO)KUTEIIBHBIM CUMTACTCS, €CJTM HOTTeBas (pasaHra O0JIBIIOrO Majblla BRIXOINUT 32
YJIBHAPHBIN Kpai JIAIOHHU.

Tecm «3anscmvsy OICHUBACTCSA MPU 00XBaTe 3aIsACThs OOJBIIMM TaNbIEM U

MU3HUHIOCM. MOJI0XKUTEIbHBIN B clIydac, €CJIIM TUCTAJIbHBIC @aHaHFI/I HaKJ1aAbIBAKOTCA

IpYT Ha Apyra.

5. Medopmanuu rpyIHoOi KJIETKH

Hedbopmanuu rpyAHON KIETKH UACHTUPUIUPYIOT KaK BOPOHKOOOpAa3HbIE WU


http://medarticle17.moslek.ru/articles/16598.htm
http://medarticle17.moslek.ru/articles/6922.htm

KWieBUHbIE. KpoMe TOTro, OHU pa3fensitoTcs HA CHMMETPUYHBIE U ACUMMETPUYHBIE.

Bopoukoobpasnas degpopmayus mpenctaBuser cobod  KpaTepooOpazHOe
BJaBJiCHUE B JIIOOOM 4YacTU TPYAMHBI, Yallle B HIKHEW TPETH, WIM PaBHOMEPHOE
JaBEBUIHOE BIABICHUE TT0 BCceMy JUTMHUKY TpyauHbl. [To popme BopoHKOOOpa3HbIe
nedopmalii pa3aeistoT Ha OObIYHBIE M IJIOCKOBOpOHOYHBIE. [lnockoBopoHOUYHAs
nedopmals MpeACTaBIsieT cOOOM paBHOMEPHOE YIUIOMICHUE TepeaHed TpyIHOM
CTEHKH C YMEHBIICHUEM IEpeHEe-3aJIHETO pa3Mepa, MOKET ObITh CUMMETPUYHON U
ACUMMETPUYHOM.

CreneHb BOpPOHKOOOpa3HOU jAedopManud ONpeNeseTcs MpU KIMHUYECKOM
obcnenoBanuu: 1 creneHs - 00bEM BAaBieHUA 15 M (cTojoBas J0KKa BOJBI); 2
cTerneHp - 6onee 15-20 mur; 3 creneHs - BIABJICHUE, 3aHUMAIOIIEE BCIO MEPEIHION0
TPYIHYIO CTEHKY, pUOIMKaroIeecs BEPIINHOMN K  TO3BOHOYHHKY.
Pentrenonornueckuii  Meron omnpenenenus crenenn BJII'K, mnpennoxeHHbIM
[.Gizycka (mut. B.K. Vpmowac, HUHU. Kouopawun., 1983), Ha TpaKTUKE
HCIIOJIb3YETCS PEJIKO B CBSI3U ¢ HEOOOCHOBAHHOM JIy4eBOM HArpy3KOM.

Kunesuonass  oegopmayus  epyonou xiemku - CUMMETPHUYHOE  WJIH
ACHMMETPUYHOE HMCKPUBJIICHUE KIEPEAU TPYAMHBI U COWICHSIOIIUXCS C HEW peodep.
Brigenstor MaHyOpHOKOCTaIbHBIN THI — BRIOYXaeT 00JaCTh COUJICHEHUSI PYKOSITKU U
TeJa TPYAUHBI; KOPIIOPOKOCTAIBHBIN — BRIOYXAeT TEJIO TPYAUHBI U 00JacTh pEOEepHO-

IPYJIMHHBIX COWJICHEHHI; KOCTAIbHBIA — U3TUO BIEpe1 peOepPHBIX XPSIICH.

6. Jdedopmanuu mno3BOHOYHUKA
CKonuo3vl 3aHUMAIOT TIEPBOE MECTO Cpeau 3a00JIeBaHNi IO3BOHOYHHUKA Y JIeTeH
U TMOJPOCTKOB, MX YaCTOTa B TOMYJSIIIUU TIpeBbimaer 15%, B Tom ducie rpyobie
CKOJIMO3BI C BBIPAKCHHBIMA KOCMETHYECKUMHU M (QYHKIIMOHATBHBIMHA HapYIICHUSIMU
cocrasisor 1,5-1,7% (Panayotis N., 1997).
[To Bo3pacrty pa3nuyaror:
UHGaAHMUIbHbLE CKOJIUO3bL (C MOMEHMA POAHCOEHUsL 00 4 iem);
106eHUNbHbIE CKONUO03bL (om 4 00 10 1em);

noopocmkoeuwte ckoauo3zwvl (om 10 0o 20 nem);



CKO1U03bl 83pocavix (cmapuie 20 nem).

Ckomuo3  NO360HOYHUKA  JUATHOCTUPYIOT  KIMHUYECKHM TMPU  OCMOTpE
(acummeTpust TPYIHOM KIETKH, pa3HbId YpPOBEHb JIONATOK, KIIIOYHWIL, IUIeY
MOSICHUYHBIX TPEYTOJIbHUKOB, ATOJMYHOM CKIAIKU, MEPEKOC Ta3a), C MOMOIIBIO
npoObl ¢ OTBECOM M TecTa AjlaMca (B MOJIOKEHUM HAKJIOHA BHEPEN PerucTpupyeTcs
ACUMMETPUYHOE BBIOyXaHHE pEOEP M MBIIICYHBIN BAJIMK B TPYIHON WU TMOSICHUIHON
00J1acTH ¢ OJTHOM CTOPOHBI MO3BOHOYHUKA). MOOUIBHOCTD JeOpMaIlui ONPEAETSIOT
M0 MU3MEHEHHUIO (POPMBI JIMHUM OCTUCTBIX OTPOCTKOB IPH HAKIOHE TYJOBUIIA BO
dbponTansHOM TiockocTH (bending test).

[Ipu pentredorpaduu (crioHAwIOrpaduu) BHIYUCIAIOT YTOJd CKOJMO3a TIO
B.[.Hakmuny (I crenens — 0-5 rpagycos, Il crenens — 5-15 rpamgycos, Il crenens —
15-80 rpanycos, IV crenens — 6osee 80 rpamycoB).

KommbroTeprass ontuueckasi tomnorpadus MO3BOJISET OLEHUTH J1ePOpMaIIUio
MMO3BOHOYHHMKA BO (PPOHTAILHOW, CaruTTaJbHOW W TOPU3OHTAIBHOM TIOCKOCTSIX,
OJIHOBPEMEHHO PACCUHUTAB CTAHJAPTHBIE KOJIMYECTBEHHbIE OTKJIOHEHHUS MMOKa3aTeleu
OT HOPMATUBHBIX WJIM CUMMETPUYHBIX.

Ckonuoz cuumaemcsi KOMNEHCUPOBAHHBIM, €CU Y CMOoAWe20 Nayuenma AuHus
omeeca, GepmMuKaIbHO onywenHas om ocmucmozo ompocmka CVII-no3eonka,
NPOXOOUM NO MeNHCBLA200UYHOU cKaaoke. Ecli 0TBEC OTKIIOHSETCS, TO PACCTOSIHUE OT
HET0 /10 MEXbITOJUYHON CKIIAIKU OMPEACIISIIOT, KaK BEJIMYHMHY JE€KOMIICHCAIIMU U

HU3MEPAIOT B MUJIUIMMCETpPaAX.

Kiaccuduxanus
UIMONATHIECKUX cKono30B moapoctkoB (King H. et al., 1993)

i (l)oTpll/\l::lunn Xapakrepucruka aedpopmanuu
S-00pa3HbIii CKOIHO3: TPABOCTOPOHHSIS TPY/IHAS, JIEBOCTOPOHHSIS MTOSCHUYHAS

King | nyra. BennunHa nosICHUYHOTO HCKPUBJIEHHS IPEBBIIIAET BEIUYNHY IPYAHOM TyTH.
[Mosicanunas ayra 6onee puruanas. OcHOBHas (MIEpBUYHAS) AyTa - osicHrYHas LI
— LIV-V. Jedbopmarus 00pI9HO KOMIIEHCUPOBaHHAS.

King II S - 00pa3HbIil CKOINO3: MPABOCTOPOHHSAS IPyAHAsL, JIEBOCTOPOHHSS OSCHUYHAS

ayra. BenuyuHa rpyITHOr0 HCKpPUBJICHUS IIPEBBIIIAET BEIUYUHY ITOSCHUYHOMN TYTH.



[Tosichnunas ayra 6onee mobmbHas. OCHOBHas (MepBUYHAs) ayra - TpyaHas TIV-
V — TXI — TXII. dedopmarust 0ObIYHO KOMIIEHCHUPOBaHHAs!.
[TpaBocTroponHMit rpyaHol C-00pa3HbIi ckoaro3. [TosiCHHYHOE HCKPUBIICHHE
King 11 OTCYTCTBYET Wi MHHUMaNbHO. Jlyra - o6srano TIV-V — TXII - LI,
JlexoMIieHcalusi He3HAYUTENIbHA WA OTCYTCTBYET.
[TpaBocTropoHHMI rpyaonosicHu4HbIN C-00pa3Hblid ckommo3. Jlyra juiHHAs,
HKHUN 103BOHOK — LII-LIV. 3HaunTensHas neKkoMeHcanus.
S-00pa3HbIii CKOJINO3 C ABOWHOM IPYAHOM Tyroi: BepxHss JeBocTopoHHss T1 -
King Y TIV, anxusist — npaBoctoponusis TIV-V — TXI-XII. O0e nyru cTpyKTypHBIE,
BEpXHsIs - O0oJiee puUruHasl.

King IY

Cunopom mnpsamoti cnuHvl TUATHOCTUPYETCS MPU OTCYTCTBUM (CIIJIaKEHHOCTH)
(U3NOIOTUYECKOTO MIEHHOTO JIOPA03a, TPYAHOTO Kr(h0o3a WM MOSICHUYHOTO JIOP/03a.

T'unepxughos epyonoco omoena no3eoHOYHUKA PETUCTPUPYETCS TPU yCUICHUHU
¢dusnonornyeckoro Kudosza BHU3yalbHO: CIOWHA CyTyJlasg, JIOMATKH  YacTo
OTTOIIBIPCHEI.

l'unepnopoo3z noscuuynoco omodena — yCWICHHE (PU3UOJIOTHYECKOTO JIOPA03a
MMO3BOHOYHHKA.

Cnonounonucmes - CMEIIEHNE MMO3BOHKA OTHOCUTENBHO HIKenexkaiero. OnHoi
U3 MIPUYHMH Pa3BUTHUS SBIAETCS OCiIabiieHne CBI30YHOTO arapara mo3BOHOYHHUKA.

Bo Bcex chmywasx 1enecooOpa3HO TOATBEP)KICHHE UArHO3a C IOMOIIBIO

peHTreHorpaduu mo3BoHouynunka uia MPT.

7. MoouabHocTh cycTaBoB (TecT Beighton-Horan)
KaxxnoMmy nanueHTy npoBOJIUTCS MOCIEI0BATENBHO 5 TECTOB:

e [IlaccuBHOe crubaHue MeTakapmaJIbHOTO cycTaBa V masbiia 90
rpagycoB B 00€ CTOPOHBI.

e [laccuBHoe crubanue | manpila B CTOpOHY crubaTeneit mpeariedbs
IpU CrUOAHUU B JTy4e3alsiCTHOM CYCTaBe.

e [Ilepepasrubanue 060UX JOKTEBBIX CYCTaBOB CBhIIIE 10 rpaaycos.
o [lepepasrubanme 000MX KOJEHHBIX CyCTaBOB CBhIIe 10 rpamycos.

e Haxknon Brepen nmpu (pUKCUPOBAHHBIX KOJIEHHBIX CYCTaBax, MPH 3TOM
JIAJJOHU JOCTUTAIOT I10JIA.



Ouenka: MakcuMalibHasl BEJIMYMHA MOKa3aTeNsl MO 3TUM TecTaM paBHsieTcs 9,
npuueM | Oann oO3HayaeT MATOJOTHYECKOe Mepepa3rnOaHue OJHOTO CycTaBa Ha
onHo# ctoposne. [lokazatens oT 0 10 3 coOTBETCTBYET (HU3HOIOTUYECKONH HOpME, OT
4 no 6 — KaK yMEpPEHHOW TUMEPMOOUIBLHOCTH, OT 7 710 9 Ga/mioB — BBIpAKEHHOU

FI/IHCpMO6HHLHOCTI/I CyCTaBOB.

8. OueHkKa COCTOAHUS KOKH

[TpoBoauTCA TIpH OCMOTpPE U C TMOMOIIBIO crenuaibHbIX Mpo0. IlpuzHakamu
JCT sBisItOTCS: HAJIMUME TUIEPPACTSHKUMOCTH KOXH (0€300J1€3HEHHOE OTTSATUBAHUE
KOXXM Ha 3 cM B 00JAacTH ThUIa KHCTH, Ha JIOy, B 00JIACTHU JIOKTEBBIX CYCTaBOB,
JaTepaibHbIX KOHIAX KJIIOYUIl, BO3MOXHOCTb (POPMHUPOBAHUS CKIIAJKU KOXU Ha
KOHYMKE HOCA); CHUMIITOMBI «TOHKOI» M «IIPOCBEUYMBAIOLIEH» KOXKH; MOSBICHUE
KPOBOIIOJITEKOB, AKXMMO30B, METEXUW MpPU MNPOBEACHUM MNPOO IIMIKA, XIyTa U
MaH)XETKH; OCOOBIM THIl 3aXHUBJICHUS, MPEACTABISAIOLMI co00il IIOB B BHJE

ManupPOCHON OYMaKKH.

9. Ilpono/ibHOE M MONEepeYHoe MJI0CKOCTONHE

Omnpenensiercs METOOM IUIaHTOrpaduu 1mocjie HaHeceHus: pactBopa Jlroroms
Ha MOJONIBBl M aHaiM3a Ha Oymare Harpy3oyHoro otmneuyaTka crom. llomepeunoe
IJIOCKOCTOMNKE  (MOMEPEYHO paciulacTaHHAas CToma) OOBIYHO COYETAeTCs C

HATOMNTHIIIIAMH 1107 BTOPHIM, TPETHUM MaJIblIaMHU CTOMBI K YacTo — ¢ hallux valgus.

10.BeHTpaJsibHbIE U IAX0BbIE IPHIKU
[TarmenTa mpocsaT Ha (a3e BIOXa HATYKUTH >KUBOT. JIMarHOCTUPYIOTCS Takxke
JIMAcTa3 MPSAMbBIX MBIIIIL )KUBOTA U PACIIMPEHUE MTYTTOYHOTO KOJbIA KaK MPEIUKTOPbI

TPBIK.

11.Bapuko3Ho pacuipeHHbIe BEHbI
BBISABISIOTCS TPU OCMOTPE HOT M PYK BHUAE IMOAKOXKHBIX KI'YTOB, MMEIOITUX

YeTKOOOpa3HbIE PACIIUPEHUSI.



JUATHOCTHUKA OCHOBHbBIX KIIMHNYECKUX CUH/IPOMOB

Huarnoctuka JICT ocHOBaHa Ha aHaiIM3e *ajao0 MmanueHTta, coope anamHesa (B
TOM 4YHUCJE TE€HEAIOrMYEeCKOro), JAETAJbHOM KIMHHUYECKOM M  JabopaTOpHO-

MHCTPYMEHTAILHOM 00CIIeIOBAaHUN OOTBHBIX.

JlabopaTopHble M HHCTPYMEHTAJIbHbIE METO/IbI HCCJIEI0OBAHUS

HccaenoBanus, JlomoTHUTEJIBHO Yray0JieHHoe o0cie10BaHne:
peKoMeHayeMble peKoMeHayeMble

00513aTEJILHO: HCCICI0BAHNSA:

» OAKu OAM » V3IAI JKTpa- u
» BAK (oOmmii Genok, | » VY3IAI COCYJIOB: | MHTPAKpPaHUAJIbHBIX CErMEHTOB
MOYEBHHA, KpeaTHUHHH, | HIXKHUX KOHEYHOCTEH, | lepeOpanbHbIX  apTepuil ¢
OenKoBBIE (dpakuuy, | KPyImHBIX coCyn0B | (pyHKIIMOHAIEHBIMU TIPOOAMH
JIATTUAHBIA CIIEKTp, | BUCLIEPATIbHBIX OpraHoB, » CrpeccOxoKI'

rmoko3a, AcAT, AnAT, | sktpa- u uHTpakpanuaibHeix | » YIIDC

OounupyOouH, MakKpo-U | CETMEHTOB nepedpanbHbix | » KamHomerpust
MHUKapOdETIeMEHTHI aprepuii aJIbBEOJISIPHOTO BO3AyXa
(kanpuuii, MarHuii, LWHK, » [lynabcoxcumerpust » KT opranoB rpyaHO#
CeJieH)™, nokazarenu | » BOM KJIETKH, OPIOLITHON MOJIOCTH
MeTabonu3ma » 6mMWD » @®BC

coeMHUTENbHOW  TKaHu: | » Koarymorpamma, » @OKC

OKCHUIIPOJIMH  CBIBOPOTKH | (haKTop BunneOpanra, | » Cwuia IpIxaTeIbHBIX MBI
KpOBH, o0t u | (pubpuHOTEH, » Koponapoanruorpadus
CBOOOJHBIN OKCHUIIPOJIMH B | aKTUBUPOBaHHAss arperanus | » MccienoBaHue — ra3oBOTO
CYTOYHOH MouYe, | TPOMOOIIUTOB, TOMOIICTEMH | COCTaBa KPOBU

(bUOPOHEKTUH mwia3mel | » DI'JIC » MPT no3BoHOYHHKA
KpOBH, » OB (poba c| » PenreHorpadus cycraBoB
TTIMKO3aMHHOTJIUKAHBI, OpPOHXOJIUTUKOM) » MonekynspHo-
YPOHOBBIE  KHCJIOTBI B » Xonrep-AJl T€HETUYECKOE UCCIENOBAHNE
ocaJike MOYM U ChiBOpoTke | » Y3U cycraBoB
KpPOBH) » Ta"Torpadus

» DOKT,

» OxoKI

> VY3U-abpoMuHATBEHOE

» Penrtrenorpadus

OI'K

» OB]]

» OcMoTp oKynHcTa

» Xontep-OKI'

*6onee uHghopmamueHo onpeoenenue coOepHCaHUusi MaKkpo- U MUKPOIIEMEHMOE 8 80J10CaAX U
HO2me8oU NiacmunKe



AHanu3 xanod MPOBOAUTCA B COOTBETCTBUH C CHUHAPOMAIBHBIM MOAXOJOM.
IIpu cOope aHamHe3a HEOOXOIMMO yTOYHUTH Hanuuue npusHakoB [ICT y wieHos
CEMbH, BpeMs MOSIBICHUS OTJEIbHBIX IPU3HAKOB M yKa3aHUS Ha MPOTPEIUEHTHOCTh
UX TEUCHHMsI, HAJTMUME COMYyTCTBYIOLIEH BPOXKICHHON U MPHOOPETEHHOM MaTOIOTHH.
BbisiBIeHHE CHMITOMOB, XapaKTEPHBIX [UIsl OINPEAEICHHOIO KIMHUYECKOTO
CHUHJpPOMA MpPEANOojaraeT COCTaBJICHUE IUIaHa JabOopaTOPHO-MHCTPYMEHTAJIbLHOTO
oOcnenoBanus. C MPaKTUYECKOM TOUKH 3pEHUS 11eJ1IeCO00pa3HO BBIIEIUTH MEPEUCHD
00s13aTeNbHBIX 00CIET0BaHUM (JOJKHBI OBITh MPOBEACHBI KaxaoMy nanueHty ¢ JICT
HE3aBUCUMO OT BBISBIICHHOIO CHHJPOMA) W JOMNOJHUTENbHBIX OOCIEAOBAHUM,

KOTOPBIC HA3HAYAIOTCA IIPU HAJTUIUHU MMOKa3aHUii.

ACTEeHMYEeCKHUIl CHHAPOM

ACTEHUYECKHIM CHHJIPOM BBISBJISETCS B JIOIMIKOJBHOM H, OCOOCHHO SPKO, B
IIKOJIBHOM, MOJIPOCTKOBOM M MOJIOJIOM BoO3pacte, conpoBoxkiaas nauueHToB ¢ JICT
Ha TPOTSHKCHUM Bceld km3HU. (OTMedaeTcs 3aBUCHUMOCTh  BBIPOKCHHOCTH
KIIMHAYECKUX TPOSBICHUN acTCHHH OT BO3pacTa OOJIBHBIX: Y€M CTapIlle MaIueHTHI,
TeM 00JIblIE CYOBEKTUBHBIX 5KaJI00.

Ocob6enHocThi0  cyObekTHBHOrO ctaryca marueHToB ¢ JCT sBisercs
IMPEUMYIIIECTBO  ACTEHMUYECKUX Jkao0. Haumbomee yHUBEpCalbHBI W3  HHX:
MOBBIIIIEHHAS] YTOMJIIEMOCTh, BSJIOCTb, 00Ias caaboCTh, OCOOCHHO IO yTpawm,
pPa3IpaXUTEIbLHOCTh, OBICTpas  MCTOIIAEMOCTh, TPYAHOCTh COCPEIOTOUYCHUS W
KOHIICHTpAIlMd BHUMAaHUWs, CHUXCHHE pPabOTOCITOCOOHOCTH, CHIDKCHHE TaMSTH,
IJIOXOM COH, amaTus U T.1.

Ilnan ob6cnedosanusn: KoHCynpTallsg TICUXOTEpaneBTa TPH  BBIPAKCHHOU

CUMITTOMATUKE W/WJIK OTCYTCTBUH 3P (DEeKTa OT JICUCHHUS.

KocMmeTnueckuidi CHHAPOM
[Mammenter ¢ JICT wacto npeabsBISIOT KajloObl Ha JeeKThl BHEIIHOCTU
(Hu3KUi Bec, TUMOTPOGUS MBI, HeOObYHAs (hOopMa TOJOBbBI, HEMPABUIBHBIA POCT

3y00B, AedopMaiusi TPYAHOW KIETKH, UCKPUBIEHUE IMO3BOHOYHHMKA, X-00pa3HbIe



win O-o0pa3Hble HOTH, BapUKO3HO pACUIMPEHHBbIE BEHBI W T.1.). Hekotopslie u3
MAalMEHTOB TSHKENIO MEPEKUBAIOT CBOM HEJOCTATKH, TIIATEIBHO CKPBIBAIOT UX, YTO
CIIYKHUT TPUYUHON (HOPMUPOBAHMS XaPAKTEPOJOTUYECKUX OCOOCHHOCTEW JTaHHOU
rpynibl OONBHBIX U 3aTPYIHSAET UX COUUAIBHYIO aAanTaluIo.

Inan ob6cnedosanus: KoHCynbTallUK CIICITUATIMCTOB T10 TTOKAa3aHUSIM

CuHApPOM HEBPOJIOTHYECKUX HAPYIIEHU I

[IposiBnenus BereraTuBHOM quchyHKmK HabmonaroTcs y nanuentoB ¢ JICT c
CaMOr0 PaHHETO JIETCTBA U SIBJIAIOTCS OJTHOM M3 CaMbIX YaCThIX IPUYUH OOpaIllEHUS K
Bpauy. Ilpaktuuecku ¢ poxxaenust aisi nanveHtoB ¢ JICT xapaktepHbl ObIcTpas
CMEHa OKPAaCKU KOXH, MOTIUBOCTh, METEOTPOITHOCTD, 35I0KOCTh U T.II.

[Ipu oneHKe MCXOAHOTO BETETAaTUBHOTO TOHYCA y MAIlMEHTOB, KaK MPaBUJIO,
BBISIBIISIETCSI CHMIIATUKOTOHUS, PEXKE — BaTOTOHMS.

[TaniueHThl MPEaBSABISAIOT Kajdo0bl HA JUIMTENbHBIE HOIOIIUE WM KOJIOIINE
0o B 00JacTu cepila, CBSI3aHHBIE C SMOLMOHAIBHOW HArpy3KoM, MCUe3aroliue
MoCJie MpUeMa CeNaTUBHBIX CPEACTB WJIM OTHbIXa. XapaKTEpHO MOsBICHHUE O0sei B
paHHEM IoHOoIecKoM Bo3pacte.Hapsiny ¢ kapAuadruueckuM CUHAPOMOM Y OOJIbHBIX
¢ JICT ormeuaroTcsi kojebaHusi aprepuaibHOro aasieHus. CUHIPOM apTepuaIbHOM
TUNIOTEH3UU OOHapy>KUBaeTcsi Oojiee 4YeM Y IMOJIOBHHBI MAIMEHTOB, TMPH 3TOM
OOJMBHBIX  OCCIIOKOSAT TOJOBHBIC OOJH, TSHKECTH B TOJOBE, 0O0mas caadoCTh.
['onoBHBIE 6ONM YaCTO MPHOOPETAIOT COCYAMCTO-MUTPEHO3HBIM XapaKTep, MOTYT
CONIPOBOXKIATHCS OPTOCTATUUECCKUMHU MPOSBICHUSIMH.

YacTelM MPOSIBICHUEM BETETATUBHOW MUCHYHKIIMHU SBISIIOTCS HEUPOTCHHBIC
NbIXaTeJIbHbIE ~ pacCTpOMCTBA B BUJE€  ONIYIICHHS  HEXBAaTKM  BO3/yXa,
HEYJOBJICTBOPEHHOCTH BJIOXOM, TOTEpU aBTOMaTu3Ma JbIxaHus. [lamueHTsI
MBITAIOTCA TIYOOKO JBIIIATh, OTKPHIBAIOT OKHA, YTOOBI JaTh JOCTYI CBEXKEMY
BO3JIYXY. XapakTepHbI MEPUOANYECKUE TIIyOOKHue BIIOXH, 3€BOTa.
['MnepBeHTUIIAILIMOHHBIE PACCTPOMCTBA MOTYT COMPOBOXKAATHCS O3HOOOMOIOOHBIM
TUMIEPKUHE30M,  MBIIIEYHO-TETAHMYECKUMHU  cla3mamu, napecte3usimu.  Kak

ITPOSBIICHUEC BEr€TaTUBHOU ,Z[I/IC(bYHKHI/II/I paCcuCHUBACTCA apTCpUaJIbHAsl T'MIIOTCH3MUA,



MPOSIBJISIIONIAsICS ~ KajoOaMu  HAa  CJIabOCTh,  TOJIOBOKPY)KEHHE,  IIOXYIO
MIEPEHOCUMOCTb Harpy30K.

BereratuBHas auchyHKIMSA, KaK MPaBWIO, COYETACTCS C HEBPOTHUUYECCKUMH H
JETPECCUBHBIMU PACCTPONCTBAMMU.

Ilnan ob6cnedosanus: ViccnenoBanue TicuxoBereraTuBHoro craryca. MPT
rosioBHoro mosra, ®BJI, SKII', Y3/I' cocynoB TrojlOBHOTO MO3ra, KallHOMETPUS
anbBeoJIpHOTrO Bo3ayxa, CMA/I, KOHCyJIbTallMM HEBPOJIOTa, MCHUXOTEpaIeBTa MpU

HeA(DPEKTUBHOCTH JICUCHUS.

Cunapom runepmoOuIbHocTH cycrasos (CI'MC)

CoueraHue MBIILIEYHO-CKEIETHBIX JKajl00 U U30BITOYHON MOJBHKHOCTU
CyCTaBOB TMpPU OTCYTCTBUM OOBEKTUBHBIX IPU3HAKOB JPYTHUX CHUCTEMHBIX
3a00JIeBaHUN COEIUHUTENBbHOM TKaHU. CHHAPOM TUIEPMOOMIBHOCTH CYCTaBOB
HEKOTOpbIE aBTOPbhl CUMTAIOT CHHOHMMOM cuHApoMa OJnepca-llanno Il Tuma
(runepmoOunbHbld  Tun) [ns guarHoctukn CI'MC  wucnosb3ytotr bpaiiTtoHckue

kputepun (Keer R., Graham R., 2003).

BpaiiToHcKkHe KpUTEPHH CHHAPOMA IMIIEPMOOHILHOCTH CYCTABOB
(umt. mo Grahame et al. 2000)

Boabmmue kpurepun | Majbie KpuTepuu

1. TumepmoOibHOCTE | 1. T'umepmoOunsHOCTh MO miKasie beditona 1,2 wmm 3-9
CyCTaBOB IO IIKaje (cuér mo bewitony 1-3 mpu Bo3pacte 50 uiu Gomee jer)
beiirona 4-9 6annos

2. Aptpanrus > 3 mMecsieB B 1-3 cyctaBax wind 00Ju B

2. ApTtpanrus CIIMHE > 3 MECSIEB, CIIOHIUIIOINUCTES, CIIOHIUI03
MIPOJIOJKATEITLHOCT
pt0 He MeHee 3 |3. [lonBeiBHXHM, BeIBUXH Oojiee yeM B | cycraBe Wiu
MecsieB B 4 w peunauBupyromue B 1 cycrase
0oJiee cycraBax

4. DNUKOHJIUIUT, OYPCUT, TCHOCUHOBUT

5. MapdanononobHass BHENTHOCTh (ACTEHHYECKUU THI
TEJIOCIOKEHHS, BBICOKMM PpPOCT, apaxHOJAKTHIIMS
(MOJIOKUTEIBHBIA ~ TECT  3amsiCThsl),  OTHOUIIEHUE




BEpXHETO cermMeHTa K HmwkHeMy < (.89, oTHouieHHe
pocTa K pazmaxy pyk > 1.03)

6. Kocka: HWCTOHYEHAa, TIOBBIIICHHA PACTSKUMOCTh
(ckiazka Ha ThUIE KUCTU OTTATHBAETCS > 3 CM), CTPUH,
IIOB «TAMKUPOCHAst OyMaXKKay

7. I'mazHbie CHUMIITOMBI: HaBHCAIOIIIHE BEKHU,
AHTUMOHTOJIOMHBIN pa3pe3 a3

8. Bapuko3Hble BeHBI, BEHTpaJIbHBIC TPBDKHU, MPOJIATIC
MATKH, IPSIMON KUIIIKU

CI'MC ycraHaBiauBaeTCsi MPU HAIMYUK JIBYX OOJIBIIUX KPUTEPUEB WM OJHOTO
OOJIBIIIOTO U JIBYX MaJIbIX, MJIM TOJBKO YETHIPEX MAJIBIX KPUTEPHUEB

JInsg nered W TOJAPOCTKOB C TUNEPMOOHIBHOCTBIO CYCTaBOB XapaKTEPHBI
HecrenM(UYecKue  pa3iuThle CYCTaBHbIE W MBINICYHBIC OOJNH, YTPEHHSS
CKOBAaHHOCTb, IIEIYKH B CyCTaBax, MOJBBIBUXU U BBIBUXHU (HAIKOJCHHUKA, TUICYA),
00JIb B TOSCHHYHOM U TPYTHOM OTJIENaX IT03BOHOYHUKA, BBIIOT B CYCTaB,
PELUANBUPYIOIINE PACTSDKCHHUST CBS30K, YYBCTBO «YSI3BUMOCTH CYCTaBOBY.
CUMITOMBI YaCTO BO3HUKAIOT B KOHIIC JIHS, IPOBOIUPYIOTCS WA YCHIMBAKOTCS MIPH
MHTECHCUBHBIX, PE3KUX JBIXCHUSIX MM TOCIE JUTUTEILHOTO MEPUOo/Ia THIIOJUHAMUH,
TaKOW Kak JUINTENIbHAS TOE37Ka Ha aBTOTPAHCIIOPTE, CHACHHE 3a KOMIIBIOTEPOM.
JleTsiM ¥ TIOAPOCTKAM C TUIIEPMOOMIBHOCTBIO CYCTaBOB TPYIIHO CHETh Ha CTYyIe 0e3
OTOPBI JIJIsI CIIUHBI. MHOTHE IETH C THUIMEePMOOMIIBHOCTBIO CYCTABOB JKAIYIOTCS Ha
Hapacrarone HouHble 6onmu B Horax (Keer R., Graham R., 2003, Grahame et al.
2000 ).

Hekoropsle uccnenoBarenu cuutatoT, 4to ['C MOXeT ObITh MPOBOIMPYIOLIUM
(akTOpOM B MaTOreHE3e XOHAPOMAISIIUN HAJIKOJICHHHUKA, MPOSBIISIONICHCS 0OJIbIO B
rOJICHOCTOIIHOM, Ta300empeHHoM cyctaBax u moschuiie (Al-Rawi Z., Nessan A.N,
1997; Keer R.., Graham R., 2003). ITatuents ¢ I'C npenpacmionioskeHbl K MPOTPY3UU
JHMCKOB TMOSICHUYHOTO OTJ/eNa TI03BOHOYHWKA W  CIOHIWIONHCTE3y. Takxke
XapaKTepPHbI CHHOBUHT, TEHAWHUTHI, SITUKOHTUITUTHI.

Yacto CI'MC He AMarHOCTUPYETCS, a CYHMTAeTCs, 4YTO PEOCHOK HMeeT

IOBBLIIICHHYTO 6OJ'ICBYIO YYBCTBUTCJIIBHOCTb WJIM OMOIMOHAJIBHO-BOJICBBIC HpO6J’I6MBI



(Graham R. et al, 2000).

IInan obcneoosanus: Otupenenenne mobOwibHOCTH 1o P.Beighton et F.Horan.
Pentrenorpadus cycraBoB, Y3U cycraBoB, MPT cycraBoB 1o MOKa3aHUSIM.
Koncynmpramms  opromena.  MeOuMKO-TEHETHYECKOE  KOHCYJIBTHPOBAHUE  JUIS

uckiouenus nuddepennrpoBannbix Gpopm JACT mo nmokazaHusM.

CHUHIpPOM NaTOJIOTHH CTONBI

[TaTonorust crombl, GOpMHUPYSICh B JAETCKOM BO3pacTe, SBIAETCA OJHUM U3
cambix panHux nposieneHuid JICT. IlaumeHThl npeabsBIsAIOT XajdoObl Ha 0OIU B
MOJIOIIBE, B IIEHTPE CBOJA CTOIBI, Ha THUIE CTOMBI B HEHTPAIbHOW YaCTH, MEXIY
rOJIOBKaMHU MPEIIUIIOCHEBBIX KocTed. OOBIYHO 0OJM HapacTaloT K Beuepy Iociie
JUTATEIBHOTO MpeObIBaHUS HAa HOTaX M OCJIa0eBalOT IMOCie OTIbIXa. XapaKTepHBI
TPYAHOCTH ¢ 1oa0opoM 00yBu. Hepenko HabmogaeTcsi MacTO3HOCTh CTOI, OTEYHOCTh
B o0ylacTu HapyXHOU JonbbKKH. [lomepeuHo-pacmuiactaHHas croma (MOnepeyHoe
IJIOCKOCTOITHE) YacTo codeTaeTcs ¢ oTkiaoHeHneM 1 manbia kHapysxu (hallus valgus).
B pesynbrare m3aMeHeHuss OMOMEXaHUKH, TMEPEHANPSDKEHUS MBI U (aciuid,
KOMIIEHCATOPHOT'O THUIIEPJIOPI03a Y ITUX MAlMEHTOB OTMEUAIOTCS OO B MBIIIIIAX
roJIeHHW, B KOJIGHHOM W Ta300€ApEHHOM CycTaBax, B Oeape, 00JaCTH MOSCHUIIBI.
Hanuuune cuHapoma naTosioruu CToIbI eie O0osbliie HapylaeT (U3nIecKoe pa3BUTHE
nauveHToB ¢ JICT, dbopmupyer ompeneneHHbI CTEpEOTHUN KU3HU U yCyryoJser
MICUXO-COLUATbHBIE TPOOJIEMBI.

lInan ob6cneoosanusn: llnantorpadus. PentreHorpadust cycTaBoB CTOMBI.

Koncynbranus opronena.

BepreOporeHHblii CHHAPOM

Jedbopmariiin MO3BOHOYHUKA MOTYT BBISBIISITHCS B JOIIKOJILHOM BO3pacTe, HO
Haunbonee dwacto — B Bospacte 10-15 ner. ['umepMoOWIBHOCTE B 0O0JacTH
MO3BOHOYHMKA BeJET K (OPMUPOBAHUIO (PYHKIIMOHAIBHOTO OOJIEBOTO CHUHApPOMA C
XapaKTEepPHOW aHAMHECTHYECKOM ¢  OOBEKTHMBHOM  KIMHUYECKOW  KapTHUHOM.

Oco0eHHOCTAMU BEpTEOPOT€HHONM CUMITOMATUKHU MPU TMIEPMOOUILHOM CHHIPOME



ABIIIIOTCSL HOYHbIE W YTpPEHHHE OOJIM B MIEMHOM M TMOSICHUYHOM OTHAEIax
MO3BOHOYHMKA, yCWJIeHHE Oonu mpu Xoan0e mo achanbTy, MpH IJIUTEIHHOM
yIep>KaHUU TO03bl B HEYJIOOHOM MOJOXKEHUU. [lOBBIIEHHAs 3JaCTUYHOCTH CBS30K
npu JICT crmocoOCcTByeT (OpPMUPOBAHUIO CHOHIWIONHCTE3a (CMEIEHUE IMO3BOHKA
OTHOCHUTEJILHO HUKEJIEXKAIIET0), W OCTEOXOHPO3a.

Oco0oe BHMMaHHE y JIeTell U MOAPOCTKOB CIEAYET YAENINUTh Takoil jkanobe,
kak Oonpb B criuHe. [lo Muenuto Ginzburg, B oTau4Me OT B3pOCIBIX HATUYHE KaI00
Ha OO0JM B CHMHE HE XapaKTEpHO JUIsl CKOJINO30B JAETel U MmoapocTkoB. Crolikue,
JUTUTENIHOCTBIO Oosiee 2 Heleab 00JIM B CIIMHE y MAI[MEHTOB 3TOT0 BO3pacTa J0JKHBI
CIIy>KUTb TIOBOJIOM K TIOMCKY OPTaHWYECKUX MPUUYMH UX BOSHHUKHOBEHHS, U TOJIBKO B
cllydae HX MCKJIIOYEHHUS CKOJMO3 MOXET ObITh NpU3HAH MPUYMHON 00JI€BOTrO
CHUHJIpOMa.

B mnnane ompeaeneHuss OpPOrHO3a  MPOTPECCHPOBAHMS  CKOJIMO3a  C
(opMuUpBOaHHEM  CKOJMOTHYECKMX  Ayr,  mpeBblmatonmx  50°)  MOXHO

OpUEHTHUPOBAaThCS Ha ciexayrowmue naHuelie (Kasomun A.U., Kon U.U., Benenvkuil

B.E. 1981):

Cpoxu nepBU4HOIO BepositHocTh hopMupoBaHus
BbISIBJICHUS CKOJIMOTHYECKOH xyru > 50°
10 3 et 100%
ot 7 no 10 net 26%
ot 10 go 12 ner 12%
ctapiie 12 net 8%

Lonstein J.E, Carlson J.M. (1984) mpu oueHke puCKa HPOTrpeCcCUPOBAHUS
CKOJINO3a TOMHMO CpPOKOB  BBISIBJICHHS, YYHTBIBAIOT CTENCHb HAaYaJbHOU
nedopmManuu:

Bo3spacrt BbisiBJIeHUA IIpoueHT nporpeccupyromux aepopmManuu

nedpopmauyu (roabl) 5-19° 20-29°
1o 10 net 45 100
11-12 et 23 61
13-14 ner 8 37
crapue 15 et 4 16

IInan obcneoosanus: Pentrenorpadus oTaenoB no3BoHounuka, MPT otnesnos



IT03BOHOYHMKA, KOHCYJIbTALMs OPTOIE/A.

HeoOxoaumMocTh B JTOMOJHUTENBHBIX MeTOJax JydeBod auarHoctuku (MPT,
muenorpaguu, KT) BO3HHMKAaeT Npu BBISIBICHWHM HEBPOJOTMYECKUX PACCTPOUCTB,
HaJIMYMe KOTOPBIX HE XAPAKTEPHO I €CTECTBEHHOI'O TEYEHUS CKOJIMO3a y JETEN U

IMOAPOCTKOB, a TAKIKC TOT'Ia, KOI'Ia I[e(bOpMaHI/I}I HMCCT IIPU3HAKN ATUITUYHOM.

Topako-anapparmManbHbIi CHHAPOM

Coueranue nedopManuii rpyAHON KJIETKH (BOPOHKOOOpA3HOM, KUJIEBUAHON) U
M3MEHEHUH MO3BOHOYHOIO cT00a (KM(POCKOINO3bI, THIEPKU(PO3bI-TUIIEPIOPAO3bI U
T.J.) COIPOBOXIAIOTCS HW3MEHEHHEM Xoja pedep, MOoJoXKeHHs auadparmbl C
OrpaHMYEHUEM €€ OJKCcKypcuu. Hamuume Topako-auagparMaJbHOrO CHHAPOMA
ONPENEIIIET YMEHBIIEHNE IbIXATENbHON TOBEPXHOCTH JIETKUX, CMELIEHUE U POTALIUIO
cepaLa, «IepeKpyT» BEHO3HBIX CTBOJIOB, YMEHBIIEHUE €MKOCTH COCYAUCTOIO pycia
nerkux. [loBplllieHWE BHYTPUTPYIHOTO JABJICHUS CIIOCOOCTBYET IOBBIIIEHUIO
JABJICHUS B CHUCTEME MAajoro Kpyra KpOBOOOpAIll€HHs, BOSHHUKHOBEHUIO APUTMHUUN
cepaua.

HavanbHble mpHU3HAKU CKENETHBIX AegopMmanuii y OOJBIIMHCTBA MAlMEHTOB
dopmupytorcs B 5-6-netHeM Bo3pacte. C BO3pacToM BBIPAKEHHOCTb M KOJIMYECTBO
KOCTHO-MBILIEYHBIX NPU3HAKOB HapacTaer, AeQopMalii MO3BOHOYHHUKA CTAHOBSTCS
(MKCHUPOBAHHBIMH, HE MOAAIOLIMMUCSA AKTUBHOM U MMACCUBHOW KOPPEKLIUU.

IInan ob6cnedosanusn: Pentrenorpadus opraHoB TpyaHou kietku, MPT
OTJAEJIOB IO3BOHOYHMKA, KOHCYJbTallMsl OpPTONENA, TOPAKAIBHOTO XHUpYypra.

[{enenanpaBiaeHHBIN MOUCK MPU3HAKOB TOPaKo-IuadparMaibHOTO cepalla.

Topaxko-guagpparmajnbHoe cepane

Tepmun «Topako-auadparmaibHoe cepaie» BrepBbie BBeaeH .M. Hewaeroi
(1994) nns xapakTepuUCTHUKHM W3MEHEHUW CcepAla y NalueHTOB € AUCIUIa3ueu
COEIMHUTENbHON TKaHHU, UMEIOUIUX PA3IMYHbIE BApUAHTHI TOPAKO-auadparMaibHOro
cuHApoMa (T.e. pa3IW4YHBIE BAapUAHTHI W CTEMCHW BBIPAXKEHHOCTH aedopManuii

pr,Z[HOﬁ KJICTKU W/ WU HOSBOHO‘IHI/IKa) Ha OCHOBE€ aHajlInu3a MHOI'OJIETHETO



KJIMHUYeCKoro HaOmoaeHus: 280 manueHToB B Bo3pacTe oT 14 mo 35 met, uMeronmx
npusHaku HIACT nu6o cunapomuoit popmer ACT (cunapomer Mapdana, Denpca-
JlaHy0, HECOBEPIIIEHHOTO OCTeOreHe3a, "npsoioi kKoxu", cuaapoM CTUKIIEPA).
Hcxoas U3 UMEIOIIMXCA Ha CETOAHSIIHUN J€Hb JAHHBIX, MOKHO TNPEIJI0XKUTh
cleAymolIlee omnpeeieHue JaHHOMY TEPMHHY: mopako-ouagpazmanivHoe cepoye -
KOMILJIEKC U3MEHEHUI T€OMETPUYECKON KOH(UTYpallud Cep/illa U BHYTPUCEPIACUHON
reMOJUHAMUKH, OTPAKAOITUX JTUHAMUYECKUM npouecc aJIalITUBHOTO
PEMOJICIUPOBAHUSl KamMep cepjla TMpu JUCIUIA3UU  COCIUHUTEIBHOM TKaHW,
Pa3BUBAIOIIMICS BCJIEJICTBUE JJIMTEIBHOIO BIMAHHS MPOrPECCUPYIOMIETO TEUECHHS
JUCIIIACTUKO3aBUCUMBIX JIe(popMaIiuii rpyJHON KJIETKH /MU TO3BOHOYHUKA.
AcmeHuueckuii apuanm mopako-oua@dpazmMaibHo2o cepoyd XapaKTepu3yeTcs
YMEHBUICHUEM pa3MEpOB KaMep cepila MpU HEU3MEHEHHOW TOJIIMHE CTEHOK H
HOpPMAJIbHOM  TIOKa3zarelie  MUOKApAUAIbHOM  Macchl  («Majioe  Cepue»).
llcesdoxoncmpukmuenblil sapuanm mopaxko-ouaghpazmaivbHo2o cepoya
(«mepukapauTONOA00HOE CEpJle») Pa3BUBAETCS B YCIOBUSAX YMEHBIICHHS oObeMa
ITPYJHOM TIOJIOCTH, XapaKTEPU3YETCS YMEHBIICHUEM MAaKCUMAaJbHBIX Pa3MEPOB
cepllla C HU3MEHEHHUEM TE€OMETPUM MOJOCTEU. JIodcHOCmeHomu4ecKuti 8apuaHm
mopaxo-ouagpazmaibHo20 cepoya Pa3BUBACTCA B  Pe3yjibTaTe BbIPaXCHHOMN
nedopManuy TPYIHOM KIETKH TMPU CMEIISHMH Ccepilia, Korja oHo '"yxomauT"' OT
MEXaHUYECKUX BO3JACHUCTBUN KOCTSIKA TPYJHOW KIJIETKH, POTUPYS U COIMPOBOKIASICH
"mepeKpyTOM" OCHOBHBIX COCYIUCTBIX CTBOJIOB. [1ce8000unsimayuoHHbli 8apuanm
mopaxo-ouagpazmaibhozo cepoya («IIapOBUJIHOE CepAle») HabIogaeTcs vy
NalMEeHTOB ¢ KuJeBUIHON nedopmanuenn rpyaHoit kinetku Il m Il crenenu npu
YBEIIMYEHUH YCTHEB aAOPThl M JIETOYHOM apTEepUH, CBA3aHHOM CO CHUYKEHHEM
YOPYrOCTA COCYIOB U 3aBUCAILEM OT CTENEHU TSKECTH AepopMauuu. V3meHeHus
FEOMETPUHU CepAlla XapaKTepU3YyIOTCd KOMIICHCATOPHBIM YBEJIMYEHHEM Pa3MEPOB
JIEBOTO JKEIyJ0YKa B JUACTOJNy JHOO B CHCTONy, B PE3yJbTaT€ YEro TMOJOCTh
npuobperaer mapoBuaHyr (opmy. Topakxo-ouagpaemanvroe necounoe cepoye
pPa3BUBAETCA TMPU COYCTAHWUU BBIPAKCHHBIX JedopMariii TPYAHOU KIETKA W

IIO3BOHOYHHMKA B PE3YyJIbTaTC q)OpMI/IpOBaHI/I}I BBIPAXKCHHBIX TI'CMOIWHAMHWYCCKHX



paccTpoicTB,  XapaKTEpU3YeTCsl  KOMIICHCATOPHBIM  CHIDKEHHEM  OOIIEro
nepu@eprudecKkoro COCyIMCTOr0 COMPOTUBICHUSI U HEYKJIOHHBIM POCTOM JIETOYHOTO
COCY/AIMCTOTO COIIPOTUBJICHMUS.

IInan obcnedosanus: IKI', IxoKI', xonrepoBckoe MonutopupoBanue, CMAJ,
KT OIK, GyHKIMS BHEUIHEro JbIXaHWs, O-MHUHYTHas IIaroBas Mmpooa,
ctpeccOxoKI', Benospromerpusi. MoneKyIsIpHO-TEHETUYECKUE HCCIEAOBAHUS IS
uckmoueHuss auddepenuumporannbix  popm JCT. Koncynpramum kapauosnora,

KapJIuoXupypra.

KinanaHubii CHHAPOM

Hauyunaer ¢popmupoBatbcs B aeTckoMm Bo3zpacte (4-5 ner). JlnmurensHoe BpeMs
MAalMEHTbl MOTYT HE NPENbABIATh CIHEHUPUUECKUX Kajao0, 3a HCKIIOUYEHUEM
MPOSIBJICHUI BEreTaTUBHON AUCHYHKIMU. |'eMOIMHAMUYECKUA 3HAUUMBbIE TTOPAXKEHUS
KJIAIIAHOB TMPUBOJAT K PAa3BUTUIO XPOHUYECKOM CEPACYHOM HENOCTATOYHOCTH,
MPOBOLIMPYIOT PA3BUTHE APUTMUYECKOTO CHUHAPOMA, SIBISIOTCS (DaKTOPOM pHCKa
TPOMOOIMOOTMYECKUX TOpaKeHUH, HUH(PEKIMoOHHOro »HHAOKapauTa. Hawubonee
XapaKTEpHbl HU30JIMPOBAaHHBIE M KOMOWHHPOBAHHBIE MPOJANChl KJIamaHOB cepAlla,
MHKCOMATO3Has JEreHepauus KiamaHoB. Yaine BCEro IUArHOCTUPYETCS IPOoJIaric
muTpasibHoro kianana (ITMK) - no 70%, pexe - nponanc tpukycnuaansaoro (I1TK)
unu aoptasibHoOro kiamnanoB (ITAK).

OxoKI' — nHaubosee WHGOPMATHUBHBIN HEWHBA3WBHBIA METOJ| UArHOCTUKHU
I[IMK. IlponabupoBanue KiamnaHa Ha 2 MM U 0ojJee OT MHUTPAJIHLHOIO KOJbIIA,
PETUCTPUPYEMOE B NApaCTEPHAIBHOM MO3UILMHU O JUIMHHOW OCH JIEBOT'O KEITYJI0YKa
U B JPYruX NO3UIMIX, U OCOOCHHO KOIJla CMBIKaHHE CTBOPOK HAOIIOAAaeTCs Ha
NPEACEPAHON CTOPOHE ATPUOBEHTPUKYJSIPHOIO KOJIBLA, JEMOHCTPUPYIOT BBICOKYIO
BepositHocTh [IMK (Guidelines for the Management of Patients With Valvular Heart
Disease, 2008).

Mukcomaro3Has aereHepauuss MUTpaiabHoro knanana (1.4.Cmopoowcaxos, I'.C.

Bepewaeuna, 1998):



0 — mpu3HAKK MUKCOMATO3HOM JIET€HEPAIINHA OTCYTCTBYIOT;

| — Hebompmoe (3-5 MM) yToNIIEHNE OAHOW WM 00EMX CTBOPOK MHUTPATHLHOTO
KJ1anaHa 0e3 HapylIeHUs CMbIKaHMUS;

Il — 3HaumrenbHOE yTOmmeHue (5-8 MM) M YIJIMHEHHE CTBOPOK, TIIyOWHA
NpoJadMpOBaHUs BBIPAKEHHAS, PACIIMPEHUE MUTPAIBHOTO KOJbIA YMEPEHHOE,
BO3MOXHBI €IWHUYHBIE pPa3pbIBbl XOpJ, CMBIKAHUE CTBOPOK HAPYIIEHO WIIU
OTCYTCTBYET;

1l — yrommenue ctBOopok Oosnee 8 wmwm, rayouna [IMK wmakcumanbHas,
3HAYUTEITLHOE PACIIUPEHUE MHUTPATBHOTO KOJbI[a, MHOKECTBEHHBIC Pa3phIBBI XOP,
CMBIKaHHE CTBOPOK OTCYTCTBYET.

BaxxHplil Npu3HAK - HAJIMYME WIM OTCYTCTBHE MUTPAIbHOW pPErypruTaiuu
(Guidelines for the Management of Patients With Valvular Heart Disease, 2008).
He3nauurenbHas MuTpaigbHash peryprurtaius, OOYCJIOBJIICHHAs HEIOCTATOYHOCTHIO
3aJIHe-MEeIMaIbHOM KOMHCCYPhl MUTpAJbHOTO KjamaHa, BcTpeudaercs y 40-60%
3nopoBbix il (Illunnep H., Ocunose M.A., 2005), iMarHOCTUYECKOE 3HAYECHNUE UMEET
TOJIBKO TO3/IHSSI CHCTOJIMYECKAs WM MAHCUCTOJIMYECKAss MUTPAIbHAS PETypruTaIusi.

[Tponanc aopranbHoro kiamnana (ITAK) moxxeT ObITh M307UMPOBaHHBIM (B TOM
9yucjie, C MHUKCOMATO3HOM JIEHErpanuend CTBOPOK), MOXET COYeTaThCs C
pacHIMpeHreM KOpHs aopThl (B HOpME JMAMETP KOPHS aOPThI HE MPEBBIIIAET 3,5 cM)
(ILlunnep H., Ocunoe M.A., 2005). PaciiupeHue KOpHS aopThl Yallle BBISBISIETCS Y
MAlMEeHTOB C KUJIEBUIHOM ne(opMaliny rpyTHON KICTKH.

[Tponanc TpuxkycnuaansHoro kianana (IITK) penko ObIBaeT M30IMPOBAHHBIM,
no4uTH B MojioBuHe ciydaeB conpoBoxaaeT [IMK (Ilunnep H., Ocunos M.A., 2005).
BripaxkeHHOCTh  TPUKYCHUAQIBHOW HEIOCTATOYHOCTH MOXKHO  OIEHUTh TpHU
W3MEPCHUH TUIONIAIN IEHTPAIbHOW pPETypTrUTHUPIIONICH CTpyH: JierKas — IUIOIIaIb
MeHee 5 eM; yMepeHHast — momajpb 5-10 cm®; Tsxenast — 6oree 10 em® (Llunnep H.,
Ocunos M.A., 2005).

Ilnan  obcneoosanusa:  DKI,  DOxoKI,  xonrep-OKI,  ctpeccOxoKT,
BEJIO3ProMeTpus. MOJIEKYIIPHO-TEHETUYECKUE WCCIEAOBAHUS I HCKITFOUCHHUS

muddepenumpoBanubix hopm JCT. Koncynbranuu kapauoaora, Kapauoxupypra.



CocyaucTblii CHHAPOM

[lopacxxeHnue apTepuidi B BHJIE€ HUAMOMATUYECKOTO PACHIMPEHUS] CTEHKH C
dbopMHEpOBaHUEM aHEBPHU3MBI JJIUTEILHOE BPEMS MOXKET IIPOTEKATh OECCUMITOMHO 1
oOHapy>KUBaThCS TIPU CIy4YaHOM WM lieJeHanpaBieHHOM noucke. [lopakenue BeH
(maTonmoruyeckasi MU3BUTOCTh, BAapPUKO3HOE PACIIMPEHUE BEH BEPXHUX U HWKHHUX
KOHEYHOCTEH, TeMOPPOUAAIBHBIX M JAp. BEH) MNPUBOAUT K TMOSBICHUIO Kalo0
KOCMETHYECKOT0 XapakTepa, a 3aTeM Kajao0 Ha O0JM U MapecTe3nd B HOraxX, OTEKH,
Tpo(pUUECKUE PacCTPOMCTBA, XAPAKTEPHBIE ISl PA3IMYHOM CTENEHU XPOHHUYECKOU
BEHO3HOM HEJOCTATOYHOCTH.

MoskeT BBIABIATBHCS pACIIMpPEHUE CTBOJIA JeroyHou aprepun (Hopma 0,9-2,9
cM). HeGonpimasi, GyHKIMOHATBHAS, PETYPTUTAIMS Yepe3 KiIanaH JIETOYHON apTepuu
oOHapyxuBaetTcsi moutu y 80% 310poBbIX JroAeH (IpU aycKyJdbTalldd OHA He
CIBIIIIHA, HO OOHApYXUBAaeTCs TMpU JONIUIeporpauueckoM HUCCICAOBAHHH.
BrIpakeHHOCTh HEIOCTATOYHOCTH KJIAlaHAa JIETOYHOW apTEepUMl MOXKHO TIPH
U3MEPEHUU JUIMHBI PETYPTrUTUPYIONMICH CTPYW B BBIHOCSIIEM TPAKTe IPABOTO
KeTynouka: Jerkas - npu jaiuHe ctpyu menee 10 mm (Illunnep H., Ocunos M.A.,
2005). AmneBpusmbl cuHycoB BambcanpBel  mpu  OxoKI MPOSIBIISIFOTCS
HECUMMETPUYHBIM PACHIUPEHUEM KOPHS aOpThI, CUCTOJMYECKHM BBITISTYMBAHUEM
pacIIMpeHHOTO CUHYCA.

Ilnan ob6cneoosanusn: DKI, DxoKI', xontep-OKI, CMAJl, KT OIK,
OYTJIEKCHOE  CKAaHHPOBaHME BEH  HIDKHUX  KOHEYHOCTEH, Koaryjaorpamma.
MonekynsipHO-TeHETHUECKHE WCCIICTIOBAHMSI TUTSI UCKITFOUCHHUS
mupdepennmpoBanubix popm JCT. Koncynpramuu kapamosnora, COCYIUCTOTO

XUpypra, KapJuoXupypra, NpoKTOJIOora o nNoKa3aHusM.

MeTabonuyeckass KApAMOMHONATHSA
Kapmuommonaruss mnpu JCT He wumeer cneuu@uyeckux CyObEKTUBHBIX
CUMIITOMOB M KJIMHUYECKUX MposBieHUi. [IposiBusiercss kapauaiarusiMd, BO3MOKHO

Pa3BUTHC APUTMHYCCKOI'O CUHApOMaA BCJICACTBUC HapyHmICcHUA IIpoueCCoOB



penonsipuzatmu.  JluarHoctupyercss npu  npoeaeHun  OKI: | crenens
MeTaboIMUeCKUX HapylieHui: yBenuuenue ammntyasl T V2-V3, cunapom T V2 >
TV3; Il crenenb: unBepcus T, cmemenue ST V2-V3 Bum3 Ha 0,5-1,0 mwm; Il
crenienb: uHBepcus T, kocoBocxomsmee cmemienne ST mo 2,0 mm (I"H. Heuaesa,
1994).

Inan oocneoosanus: IKI', 9xoKI', xonrep-OKI', 6-MuHyTHas maroBas mpooa,

ctpeccOxoKI', Benoapromerpusi. KoHCybTanus kapauosora.

ApPUTMHUYECKUI CUHAPOM

[lanpeHThl TpeAbsSBISIIOT ajnoObl Ha mnepebon B pabore cepaua. I[lpu
MHCTPYMEHTAJIBHOM OOCJIEI0BaHUU Yallle BCETO IUArHOCTUPYIOTCS >KEITyIOYKOBas
DKCTPACUCTOJIMSI  PA3NMYHBIX  IpajalivMi,  NOpeacepaHas  dKCTPACUCTOJNHS,
apOKCU3MAJIbHBIE TaxXUapUTMUH, MUTPALAH BOJUTEIIS pUTMa,
aTPUOBEHTPUKYJISIPHBIE M BHYTPH)KEIYJIOUKOBBIE OJIOKAbl, CUHIPOM yJIMHEHUS
narepBana QT. Cungpom ymmmHeHHOoro QT kKak BO3MOXKHBIM NPOrHOCTUYECKHIMA
KPUTEPUIl BHE3AIIHOM CMEPTH OMMCAaH BO MHOTMX HMCCJENOBAHMSIX Yy MAILUEHTOB C
IIMK. YacroTta ero BbISBICHHS BapbUPYyET B IIUPOKUU MpEAEnax B 3aBUCUMOCTU OT
METOJIa TUarHOCTHKU: pu peructpamuu K -mokos - 2,5-26,5%, npu Xonrep-OKI
— 10 35,7%, ipu UIIDC — no 42,6% (I".H1. Heuaesa, 1994).

Ilnan  o6cneoosanus:  OKI,  DOxoKI',  xontep-OKI,  ctpeccOxoKI',

Benoapromerpusa UITDC. KoHcynpTanuu kapauosiora, apuTMoIiora, KapJuoxupypra.

BpoHxo-1ero4Hsblii CHHAPOM

XapakTepHbl KajdoObl Ha XPOHWYECKUH KaIllelb, KaK TMPaBWIO CYXOH,
«JTAIONIHI», YacThIe 3aTsDKHBIE pecrpaTopHbie nHpekun. [Ipu nHCTpyMeHTaIbHOM
o0ce10BaHUH JIUarHOCTUPYIOTCS TpaxeoOpOHXHalIbHAs JTUCKUHE3MS,
TPaxeoOpOHXOMAJISAIIUS, pekKe — MNpuoOpeTeHHble OpOHXOdKTa3bl. Becbma
xapakTepHbiM 11 naudeHToB ¢ JCT sBnsiercs BO3HUKHOBEHHE CIOHTAHHOIO
MTHEBMOTOPAKCa, KOTOPbII BOSHUKAET Ha (hoHE OyIsIe3HOM sM(PU3eMBbl U MOKET UMETh

PELUUANBUPYIOIIMI XapakTep.



Inan oocneoosanusn: KT OT'K, ®BC, ®BJI, nmpoba ¢ 6porxomutukom, IxoKI',
MyJIbCOKCUMETPHsI, KAITHOMETPHUS, HCCICIOBAaHWE Ta30BOTO COCTaBa KPOBH.

KOHCYJII)T&HHH ITyJIbMOHOJIOT'A.

CuHAPOM NaTOJIOTMH MUIIEBAPUTEIBHON CHCTEMBI

XapakTepHbl anoObl Ha OOMM B JKMBOTE HEONPEACICHHOW JOKaJIu3aluHy,
M3KOTy, OTPBDKKY, B3AyTHE JKMBOTA, HEYCTOWYMBBIM CTyn, Kak mpaBuio, B 3TOM
ClIly4yae IMArHOCTUPYIOTCS IUCKUHE3UU OPraHOB KEIYJOYHO-KUILIEYHOI'O TPAKTA,
IyOJE€HOracTpalibHble M TracTpod3odareanbHble PEQPIIOKCHI, HECOCTOSTEIBHOCTD
C(OUHKTEPOB, JAMBEPTHKYJbl MHILEBOJA, KUIICYHHKA, TPbDKA NUIIEBOJHOIO
OTBEpCTHS AUadparmpl. ITO3bI OPTaHOB.

Ilnan obcneoosanus: OUAC, OKC, uppurockonusi, Y3 abmomMuHaibHOE,

PCHTI'CHOCKOIINSA JKCIIY KA. KOHCYJIBT&III/IH raCTposHTCpOJIOra.

CHHAPOM MaTOJOTUH MOYEBBIIEIUTEIbHON CHCTEMBI

HedponTo3 MoxeT He UMETh KIMHUYECKUX MPOSIBICHUN M JTMArHOCTUPOBATHCS
Mpu UHCTPYMEHTaIbHOM oOcnenaoBanuu. Codetanue HedpornToza U pedIroKCOB
CIIOCOOCTBYET BO3HUKHOBEHMIO PELUIUBUPYIONIEH M XPOHUYECKON YPOUH(PEKIINH.
Co cTOpOHBI PENpPOIYKTUBHON CHUCTEMBI HauOoOJiee TUIIMYHO Pa3BUTHE IMpoJiarca u
BBITIQJICHUS )KCHCKUX TTOJIOBBIX OPTaHOB.

Ilnan  obcneoosanus: Y3  abpomumnHampHOEe  (cTOs, Jyexka), Y3U
THHEKOJIOTHYECKOe, HCCleoBaHne Mo4M Mo HeunmopeHko, GaKTepHOIOTHYECKOE
UCCJICIOBAaHWE MOYM, BHYTpUMBEHHass yporpadwus, KoHcymnbTamus ypoJora,

Hedposiora, rTHHEKoJIora.

CuHApPOM MaTOJI0rUU OPraHa 3peHust

[TaneHThI MPEeIBABISAIOT Kal0Obl HA CHUXeHue 3penus. [Ipu obcnenoBanum y
OKYyJIUCTAa JMArHOCTUPYETCS MUOMMS, BBIBUX (MOJBBIBUX) XpycTanuka. Muonus
MIPOSIBJISIETCS. B PA3JIMYHBIC TIEPUOJBI JKU3HHU, Y OOJNBIMIMHCTBA OOCIEIOBAHHBIX - B

IIKOJIbHBIE TOJbI (8-15 set) u nporpeccupyet 10 20-25 netr. B HEKOTOPBIX cliydasx



OHa BEIET K OCJIOXKHEHUIO JUCIUIACTUKO3aBUCHUMBIX HW3MEHEHUM - OTCJIOWKE
CETYaTKH.

Kpome xaiiob Ha CHM)KEHHE 3peHUE MAIMEHTOB OECIIOKOUT YYBCTBO JIABJICHUS,
nuckoMdopTa B 00J1aCTH TIIA3HBIX SIOJIOK, TOJIOBHAS 00JIb, CBSI3aHHAS C ITUTEIHHBIM
HaNpsDKCHUEM TJ1a3.

IInan o6cnedosarnus; KOHCYIbTAIUS OKYJIHNCTA

CHHAPOM HMMYHOJIOTHYECKUX HAPYIIEHUI

XapakTepHbl ~ JKajgoObl HAa  3aTsDKHBIC, XPOHUYECKHE  JIMOO  YacTo
peruauBUpyomue  3a0oneBaHus  WHQPEKIMOHHOTO  TeHe3a, TOPIHUIHBIE K
TPaAUIIMOHHON Tepanuu (pecnupaTopHble MH(PEKIUU, repreTudeckas UHPEKIUs U
T.0.). Ilauentel ¢ JICT Oosiee CKJIOHHBI K BO3HUKHOBEHHUIO aJUIEPTHMUYECKUX U
ayTOMMMYHHBIX PEaKITHH.

Ilnan ob6cnedosanus: WCClenOBaHUE HMMYHHOro crtaryca. KoHcynbramus

MMMYHOJIOTA.

I'emopparuyeckne remaToMe3eHXUMaJIbHbIE TUCILIA3HA

[TaniueHThl MOTYT TPENBSABIATH KAT0O0bl HA TETEXUATbHBIE KPOBOW3IIUSHUS,
Jerkoe o0pa3oBaHUE reMaToOM, KPOBOTOUMBOCTD JIECEH, HOCOBbIE KpoBoTeueHus. [Ipu
o0cneoBaHUM  JUArHOCTUPYIOTCA  Pa3IMYHblE TEMATOJIOTMUECKHE CHHIPOMBI
(remMorIOOMHOIATHH, CUHJIPOM Panmro-Ocnepa-BebGepa, HaCIIEJICTBCHHAs
nucyHKIUS TpOMOOLIMTOB, CUHIpOM Busnebpanaa, runeparperaiusi TpOMOOIMTOB,
NEPBUYHBIA  aHTU(HOCHOIUITUIHBIA  CHHIPOM, THUIIEPTOMOIIMCTEHHEMUS U T.1.),
MOKET BBISIBJISITHCSI CTUICHOMETAJTHSI.

Ilnan  obcnedosanusa:  Pa3BepHYThI  aHaiIM3  KPOBHM, KOAaryJorpaMmma.

KOHC}’HBTaHI/IH rémaroJiora.

JAUATHOCTHUKA TUPPEPEHIIMPOBAHHBIX ®OPM JACT

HuddepenuupoBannsie  popmbl  JICT mnpencraBistor  co00il  T0BOJBHO



OOIIMPHYIO TPYNIly MOHOTCHHBIX HACIEACTBEHHBIX 3a00JIeBaHUN, K KOTOPHIM
OTHOCAT cuHApoM Mapdana, cunapom Dnepca-/laHiio, HECOBEPIICHHBII 0CTEOTEHE3,
cunapoM Ctukiepa, CHHAPOM AJbIopTa, OyJIe3HBIN SMUEPMOIIU3 U JIPYTHUE.

Hwuxe npuBeneHsl MEXAYHAPOAHBIE PEKOMEHIAMU 110 TUATHOCTUKE CUHAPOMA
Mapdana u Onepca-lanno. HecmoTps Ha [0OCTATOYHO CIOXKHBIA aJITOPUTM
JUArHOCTUKH Bpay MEPBUYHOTO 3BEHA JIOJKEH OBITh 3HAKOM C JIAHHBIMU KPUTEPUSIMU
JUIA  TOTO, YTOOBI CBOEBPEMEHHO OIEHUTH BbIpakeHHOCTh mpu3HakoB JICT,
3aMoJ03pUTh HAJMYME HACJIEICTBEHHOro 3a00JIeBaHMS U HAINpaBUTh IallME€HTa Ha

MCANKO-TCHCTUYCCKYIO KOHCYJIbTAIUIO.

Cungpom Mapdana

Huarnoctuka cunapoma Mapdana (CM) ceronns ocHoBaHa Ha ['e€HTCKUX
kputepusx (De Paepe A.et al.,1996). B ocHOBY airopuTmMa JMarHOCTHKH IMOJIOKEHO
BbIJICJICHUE OOJIBIIIUX W MAaJIbIX KPUTEPUEB, XapPAKTEPU3YIOIIUX BBIPAKEHHOCTD
W3MEHEHUW COEIWHUTEILHOW TKAaHW B PA3JIMYHBIX OpraHax U cucremax. bonbime
KPUTEpUHU  CBHUJAETEIBCTBYIOT O HAJIMYMM B  COOTBETCTBYIOUIEH  CHUCTEME
MaTOJOTUYECKU 3HAYMMBIX U3MEHEHHH. Masible KpUTEepUH, a B HEKOTOPBIX CIIydasx
— OoAuH OOJNBIIOW KpUTEPHUH, CBUACTEIBCTBYIOT O BOBJICUECHUU TOW WU WHOU
CUCTEMbI B TATOJIOTHIO COCAMHUTENIbHOW TKaHU. llepedeHb OONBIIMX W MaJbIX

KPUTEPHUEB ITPUBEJICH HUXKE.

I'enTcKkue KpUTEpUU IMATHOCTUKM cuHApPoMa Mapdana
(De Paepe et al., 1996)

boabmme npu3Haku Mauible NpU3HAKH

KoctHbIe

Hanuuue 4 NMPU3HAKOB u3 8 |  Ymepennas BoponkooOpaszHas aedopmariust
HUZKeC/Ie1YIOIIMX: TPYJAHON KJIETKU
1. Kunesunnas jpedopmanus TPYIHOH | ¢ T'umepMOOHILHOCTH CYCTaBOB
KJICTKH e ApxoBugHOE HEOO CO CKYUYEHHOCTHIO 3y00B
2. BoponkooOpa3znas nedopManus | o Jleopmanun uepena (pommxouedanms,
IpyJIHON KJICTKH, TPEOYIOWAs | rypomiasust CKyIOBBIX KOCTel, SHOQTAIbM,

2941 010 R 1S9 OIS BN S 2 CKOIIICHHBIE TJIa3HBIE IIE]TH, PETPOTHATHSI)
3. OTHOIIEHUE BEPXHETO U  HHUKHETO

cermeHTOB Tenma <0,89 wmiam oTHOIICHHE
MEXIy pa3MaxoM pyK u poctom > 1.03
4, IlonoXHUTETBHBIA TECT <BalsiCThbsI» H




«OOJIBIIOTO ITAIBIAY

5. Ckoau1o3 Ooitee 20° 5 R0
CIIOHIUJIOIHCTES

6. BeinpsimiieHue JIOKTEBOrO CycTaBa 0
170° u meHee

1. MenuanbHOe CMEIICHHE MeaualbHOM

JIOJIBIKKH, TPUBOALIECE K INIOCKOCTOIHIO
[IpoTpy3ust BepTIIy>KHOW BIAAMHBI JIIOOOH
CTEIICHH (moaTBepIKIEHHAs
PEHTI€HOBCKUM CHHUMKOM)

Hszmenenuss 6 KOCMHO-CKeNemHOU  cucmeme COOMBEMCMEYIOn 00bUiOMY Kpumepuio,
namon02u4ecKu 3HaUUMble UBMEHEHUA, eClU BblAGNIAemcs He MeHee 4 U3 6blueHa36aHHbIX 8
oonvuux npuznaxos. Kocmuo-ckenemnas cucmema 6061e4eHa, eciu GbIAGIAIOMCA. He MeHee 2X
OONbUIUX NPUZHAKOB, UIU 00UH OOILUOU U 2 MATLIX NPUSHAKA.

3puTenbHas cucreMa

[ToxBeIBUX XpycTaarKa e AHOManmpHO TIUIOCKas poroBuma (Io
pe3ylibTaTaM KepaToMETPUUECKUX U3MEPEHUH)
e VYjinuHEHHWE OCH IJIa3HOro s0y0ka (110
naHHbeIM Y 3W) ¢ muonuen

e [umomnasusi pagyKHOW OOOJOUKH WU
MEepUATEIbHOMN MBIIIIbI, BbI3bIBAKOLIAS MUO3.

3pum€ﬂbHCL‘l cucmema 6o0ejieduena, eciu 6blA6J/1€Hbl 08a MAabIX NpU3HaKa

Cep)leqﬂo-cocy)chaﬂ CUCTEMA

. Pacmupenue Bocxonsiiend aoptel C [ e  IIponamnc MUTpalbHOIO KilaraHa
aopTaJIbHOM perypruranued uinu 6e3 TakoBOM | e PaciuupeHue CTBOJIA JIETOYHOM apTepuu
U BOBJCUCHHEM KaK MHUHMMYM CHHYCOB | IIpH OTCYTCTBUH KJIAIIaHHOTO WIIH
BanbcanbBsl; nnm nepu@epruyeckoro JEroyHoro CTeHo3a WIn
. Paccnoenune Bocxonsuieit aopTsl ar000i  apyroil OuUeBMAHOM MPUYUHBI, B
Bo3pacte 10 40 ner;

e  OOBI3BECTBICHHE MUTPAIBHOTO KOJbIA B
Bo3pacte a0 40 ner;

Pacumpenne  nubo  pacciioeHHEe — CTEHKHU
IpyIHON MM OPIOIIHOW aopThl B BO3pacTe 10
50 ner

Cepoeuno-cocyoucmas cucmema 061€4eHa, eciu 8biisieH 00UH O0IbULON U OOUH MATbLLL
Kpumeputl

Jlerounasi cucrema

OTCcyTCTBYIOT e (CroHTaHHBII MTHEBMOTOPAKC
e AnukaibHble OyJUIbl, TOATBEP)KICHHbIC
PEHTIreHOrpaMMOM TPYTHON KIIETKH

Jlecounas cucmema 6o6neueHa, eciu 8vis6Aemcs 0OUH MANblLL NPU3HAK

KoxHble TOKPOBbI

OtcyTCcTBYIOT e ATpoduueckue CTpHM, HE CBSI3aHHBIE C
BBIPQ)KCHHBIMU M3MEHEHHMSAMH MacChl Telna,
OEpPEMEHHOCTBI0 MM YacThIM  JIOKAJIbHBIM
MEXaHUYECKUM BO3JIEHCTBUEM
e PemuauBupyromme WA
MOCJICONEPAMOHHBIE TPBIKH

Koorica 606/1€4€eHd, ecilUu 8bli6/leH O0OUH MAJbLL NPpU3HAK

TBepaast Mo3roBasi 000J104Ka




[losicHn4HO-KpecTIOBass AypajibHas JKTa3us, | e OtcyTCcTBYIOT
BblsiBiIeHHAs npy KT nim MPT

OTﬂFOHIeHHaﬂ HACJICACTBCHHOCTDb

o Hanuuume  OMu3KMX  POACTBEHHUKOB, | OTCYyTCTBYIOT
KOTOpBIE YIIOBJIETBOPSIOT JTAHHBIM
JTUArHOCTHYECKUM KPUTECPHUSIM;

— Haymuue Mmytaruu B FBN1, u3BecTtHON B
KaueCTBE MPUYMHBI BOZHUKHOBEHUSI CUHAPOMA
Mapdana; unu

—Hammmune  JJHK ~ mapkepoB  cunapoma
Mapdana

Bosneuenue npu Haaiuduu 00H020 OONLULO2O NpusHaKa

TpeboBanusa k auarHoctuke CM pazauyaroTcsi B 3aBUCMMOCTU OT JaHHBIX
HACJICJICTBEHHOIO aHaAaMHE3a

JJist 00cJ1eryeMoro naumMeHTa:

eEcau ceMeliHBII WM HACJEACTBEHHBIM aHamMHE3 He otsaromensl, CM
YCTaHABJIMBAIOT TIPU HAJIWYMU OOJBIINX KPUTEPHUEB, IO MEHBIIEH Mepe, B JIBYX
PAa3IMYHBIX CUCTEMAX U BOBJIECYEHHOCTHU TPETHEUW CUCTEMBI OPTaHOB.

e B ciiyyae ycTaHOBIJIEHUS MyTallMi, KOTOpasi M3BECTHA Kak Bbi3bIBatomasi CM y
JIPYTUX, JOCTATOYHO OJHOTO OOJIBIIIOTO KPHUTEPHS B OIHOM CHCTEME OPraHOB H
BOBJICYEHHOCTh BTOPOI CUCTEMBI OPTaHOB.

s i, HaxoaAImMXcsi B POJACTBEHHBIX OTHOIIEHUSIX C MAIMEHTOM, Y KOTOPOTo
JTUarHOCTUPOBAH CHHIpOM MapdaHa, TOCTATOYHO HAIUYWS OOJBIIOrO KPpUTEPHUS B
CEMEMHOM aHaMHe3e, a TaKKe OJHOTO OOJBIIOr0 KPUTEpHUs B OJHOM CHCTEME
OPraHOB M BOBJICUEHHOCTH JPYTOM CUCTEMbI OPTAHOB.

B cnyuae svinonnenus I'enmckux kpumepues ouaenocmuku CM nacmosmenvHo
PeKoOMeHOYemcs npoBedeHUe MOJIEKYISAPHO-2eHeMULeCcK020 UCCAe008aHUs OJisl NOUCKA
MYymayuti 2eH08, KOOUPYIOUWUX PUOPUTLTUHDL.

Hamnpotus, eciu y 006cieayeMoro OTCyTCTBYIOT JiBa OOJIBIITUX KPUTEPHUS B ABYX
CHUCTEeMaX M MPU3HAKH BOBJICUCHUS TPEThe cucTeMbl, auaraio3 CM He MOXKeT OBITh
nmocTtaBieH. M3 Ccka3aHHOTO ClemyeT, 4YTO OOJIbIIOE YHCJIO TMalUueHTOB, HE
OTBEUAIOIIUX ['€HTCKUM KPUTEpHUSIM, BCE K€ MMEIOT MPU3HAKUA BOBJICYEHHUS JIBYX U
oonee cuctem. O4YEBHAHO, YTO WX HEJIB3S OTHECTH K TPYMNIE 3JA0POBBIX JUI[ U

BBIPAKEHHBIE OTKJIOHEHHUS CTPYKTYPbl U (PYHKIUU COCAMHUTEIIbHON TKaHU, CIEAYyeT



0003HauaTh KaK MapparnonoodooHulll ernomun.
[Tomumo CM, aBTOpBl ['€HTCKHX KpUTEpPUEB BBIICISIOT dbenoTunuyecKu

cxoanbie cocrostaus (Malfait F. et al., 2006).

HacaeacrBeHHbIe pacCTPOMCTBA ¢ YACTHYHO COBNAAAINMMH (PeHOTHIIAMU,
poacTBeHHbIe cuHApoMy Mapdana. B ckoOkax ykazaHbl KOJbl 3a00JIeBaHUH 110
0a3ze manaeix OMIM («Online Mendelian genetics In Many).

e BposxJieHHast KOHTpakTypHas apaxHoaakTuius (121050)

e CemeitHas aneBpu3Ma rpyaHoit aoptsl (132900)

e CemeliHoe paccioeHue cteHku aopThl (132900)

e Cemeitnas sxTonus xpycranuka (129600)

e CemeiiHas Mmap@aHOHIHAs BHEIIHOCTh (BO3MOXHO, 154705)

e MASS -denortun (157700).

e CUHAPOM HACJIEICTBEHHOI'O MPOJIarica MUTPAJIbLHOIO KilanaHa

e Cunnpom Cruxiepa (108300)

e Cunapowm IlInpuntuena — [N'onpadepra (182212)

e [ oMouMCTHHYpHS

e Cunnipom Dnepca — Janno (kuockoITnOoTHUECKUI THI)

e CUHJIPOM TUTIEPMOOUIILHOCTH CYCTaBOB

Bce BbllIenepeyncIeHHbIE HACIEACTBEHHBIE PACCTPOWCTBA COCIMHUTEIBHOM
TKaHU UMEIOT OOIIKe KIMHUYECKHUE YepThl ¢ CHHAPOMOM MapdaHa 1 moToMy CTOJb
BOXXHO CTPOTO COOJIO/aTh KPUTEPUU JHATHOCTUKM cuHApoma Mapdana,

COrJIacoBaHHBIE AKCEpTaMHU MpHU padoTe Haa ['eHTCKUMU pPEKOMEHJAUsIMHU.

Cunapom Jaepca-danno

Huarnoctuka cunapoma OInepca—/lanno (C3J]) ocHoBaHa cerogHsi Ha
Bunsdpanmickoit knaccuduxanuu (Beighton P. et al., 1998). B neit BmMecTo paHee
NPU3HAHHBIX JICCATH BBIJICJCHBI IIECTh THIIOB: KJIACCUYSCKHUM, THUIIEPMOOUIIBLHBIMH,
COCYIUCTBIH, KH(POCKOJIMOTHICCKUI, apTpoxaiasus, AepMarocnapakcuc. bombime u

MaJIBIC JUATHOCTHUYCCKHUC KPUTCPUN ONPCACIICHBI OJISA KAKAOI'O THUIIA WU AOIIOJIHCHBI



M0 Mepe BO3MOXHOCTH JaHHBIMU JaO0OPAaTOPHBIX HMcchenaoBaHuil. Huke npuBeneHs

pasnensl Kraccuukanuu, Hanoosee pacnpocTpaHeHHBIX TUIoB CO/I.

Knaccuuxkanus tunos Jiepca — Jlanio

boabmmue KpPpUTEPpUH Maumble KPUTEPUH

Knaccnueckunii Tun

[loBeIlIEHHAs pacTsHKMMOCTb KOxkM. | ['nmagkas, 6apxarucras Koxa.
[ToaxokHBIE KHCTONOIOOHBIE Y3€EIIKH.
upokue arpoduueckue pyousl | [logkoxHbie chepuueckre 0Opa3oBaHMs.

(mposiBieHue c1aboCTH TKaHEH) OcnoxHeHust TUIEPMOOUITBEHOCTH CyCTaBOB
(pacTsbkeHHE CycTaBa, BBIBUXM U TOJBBIBUXH,
['unepmMoOUIBLHOCT CYCTaBOB. IJIOCKOCTOIIHE).
MpliieuHass ~ TUTIOTOHMSI,  3aJiep’KKa  Pa3BUTHUSA
MOTOPHUKH.
Ymubsl ¥ KPOBOMOATEKU TMPU HE3HAYUTEIIbHBIX
yaapax.

BblpakeHHBIE  TPOSBICHUS  PaCTSDKUMOCTH U
cJ1a00CTH TKaHeH (IpbKa MUIIEBOJHOIO OTBEPCTHS,
QHIBHBIA  IPOJIAIIC B JCTCKOM  BO3pacre,
LIEpPBUKAJIbHASI HEJAOCTATOYHOCTH ).

Xupypruyeckue ocioKHeHus (mocieonepanuoHHble

I'PBIKU
I'eneTnyeckas npeapacooKEHHOCTh K
3200JI€BAHUIO.

I'unepMoONJIBbHBIH THII
Koxnsie natosnorndyeckue | PeumauBupyromye cmenieHus (Mo BbIBUXH)

MpOsABJIEHUSI (TUNEPPACTSHKUMOCTD | CYCTaBOB.

u/ W riagkas, OapxaTtucras | XpoHHUYECKHe 0OJH B CycTaBaX / KOHEUHOCTSIX
KOXa). ['eneTnyeckas mpeapacoyioKeHHOCTh K
I'enepanus3oBanHas 3a00JIeBaHUIO.

TUIepMOOUIIBHOCTh CYCTaBOB

CocyaucTblii THII

ToHkast, mpocBeunBaroIas Koxa. Axkporepusi.

AptepuanbHast/ ['MnepMoOUIBHOCT MAJIBIX CYCTAaBOB.

UHTECTHHANbHAs  /  MaToyHas | Pa3pbIB CyXOXWIMI U MBIIILI.

c1aboCTh WM Pa3pPhIBHI. OKBUHOBapyCHasl nedopmanus CTOIIBI

OO1unpHbIe KPOBOMOATEKU U (K0COManocTh).

MIOBEPXHOCTHOE TPaBMUPOBAHUE. Bapuko3Hble BEHBI B FOHOILIECKOM BO3paCTE.

XapakTepHbI BHEIIHUHN BUJ TULA. | ApTepUOBEHO3HAs KapOTHIHO-KaBEPHO3HAas
¢ucryna.

[THeBMOTOpaKC/THEBMOT€MOTOPAKC.
Henopa3ssutue necHsl.

['eneTnueckas NperpacnoaokKEeHHOCTb K
3a00JIeBaHNIO, BHE3AITHAS CMEPTh OJIM3KUX
POJCTBEHHUKOB.

Kudockoanoruyeckuii Tun

I'enepanuszoBanHast CnabocTh TKaHel, BKJI0Uas arpoduyeckre pyoubl.
THIIEPMOOHMIIBHOCTh CYCTaBOB.




Tsoxemas MpIeyHast Jlerko BO3HHUKAIOIUE T€MATOMBI.

THIIOTOHUS C POXKIICHHSL. Pa3prIB apTepuii.
BpoxaeHnslii cKonos, MapdanouaHbIi 00THK.
MPOTPECCUPYIONIEe TCUCHHE. PoroBwuiia upe3amepHO MaJIoro quamerpa.

CnabocTh ckiep M pa3pslB IN1a3HOro  Pajguonormyecku 3HauuMoe HapyLIEHUE
s0710Ka. OCTEOTeHe3a.

CeMeliHbIN aHaMHe3, HanpuMep, 00JIe3Hb CHOCOB.

ApTpoxanasus
Tsoxenas reHepainu3oBanHas | [IoBBIIEHHAs PACTSKHUMOCTD KOXKH.
TUTIIEPMOOUIIBHOCTE  CycTaBoB ¢ | CmabocTh TKaHeH, arpodudeckue pyoib.
PELHIUBUPYIOIIUMHU Jlerxo BO3HUKAIOUIHE T€MaTOMBI
TIO/IBBIBUXAMH. MplieyHast THIIOTOHUSI.
BpoxenHoe 1ByCTOpOHHEE Kudockommos.
CMEIICHHE Ta300eIPEHHOTO Jlerkuii ocTeonopo3 (pagruoIoruuecKoe
CycTaBa. UCCIICIOBAHHE)
Jdepmatocnapakcuc
Tspxenas popma c1aboCTH KOKH. Msirkasi, pbixjasi TEKCTYpa KOXKH.
[TpoBucaromas, U3MTUIIHSAS KOXKa. Jlerxo BO3HUKAIOIUIHE T€MaTOMBI
[TpexneBpeMeHHBIN Pa3phIB IUIOAHBIX 000JOYCK.
bonbuine rppiku (ynOBUHHBIE, 1AXOBbIE).

[Tpoune hopmbr

TpeOoBaHus K AMATHOCTUKE CHHAPOMA Jyiepca — /lanJio
o Jns KIMHUYECKOW AMArHOCTMKM HEOOXOJUMO Halluuue XOTsA Obl OJHOTO

oonpioro kputepus. Hannuue onnoro muiau 0osnee OONbIINX KPUTEPUEB TPAKTUUECKU
rapanTupyer mnoareBepxkaenue COJ] Ha mabopaTopHOM ypoBHE (pedb HJIET O
TUCTOXMMUYECKOM aHanmze koyuareHoB tumna |, I, V u monexynspHoMm aHanuze
kosutarenoB Taknx kak COL1A1, COL1A2, COL3A1L, COL5AL, COL5A2 u op).

e Mayiple KpuTepuu 007adal0OT MEHBIIMM YpPOBHEM  JTHArHOCTHYECKOU
cenuduyHocTu. Hamuuue ogHOTrO Miu Oojiee MajibIX KPUTEPUEB BHOCUT BKJIAJ B
JUArHOCTUKY TOTO niy nHoro tuna CO/I.

e [Ipu orcyTcTBUU OOJBIIMX KPUTEPUEB Majble KPUTEPUH HEIOCTATOUHBI JIJIS
YCTAaHOBJICHHSI IuarHo3a. Hanumuue MalibIX KpUTEpUEB JAeT OCHOBAHUE IMOJaraTh
HaJu4yue cocTosinus, mogooHoro COJI, xapakTep KOTOPOro OYJeT BBISICHITBHCS IO

MCpPC TOI'0, KaK CTaHCT U3BECTHOM €ro MOJICKYJIsIpHas OCHOBA.

Cunapom crukiIepa
Hacnencreennas aprpoodranmemonarust (OMIM: 108300) (Ahmad N.N., et al.

1993, Uemura S. et al, 1991). 3to MyabTHCHCTEMHOE 3a00JIeBaHKE C MOPaKEHUEM



rnas, kpaHuodacuualbHbBIMU AeQeKTaMud U BOBJICUECHHEM, MO KpailHeil mepe, emié
OJIHOM CHUCTEMbI OpraHoB. THUMHUYHBIMU HAXOJKAMH MOTYT OBITh: BBICOKAs MHUOIIHUS,
JereHepanus CTEKJIOBHUIHOIO Tella M CETYaTKH, OTCJIOMKAa CEeTYaTKH, TIIyXOTa,
apTponaTHs; yMepeHHas (M3pelKa MpOSBISETCS Ha MEpPBbIX TOJaX KU3HH)
CHOHAWJIOANHU(U3ApHAS JTUCIIA3Us; TUNEPMOOUIBLHOCTh CYCTaBOB; THUIIOIUIA3MUs
CpelHel YacTu JHIa; MUKPOTHATUS, apKooOpa3zHoe HEOO, Mpoiarnc MUTPAIbHOIO

KJIaIlaHa.

CunapoMm mnpuHT3eHa-roas0epra (182212)
BmecTe co ckeIeTHBIMU aHOMAJIUSIMU, HAallOMHHAIOMUMHU cUHIpoM Mapdana,
MALMEHTHl CTPAJAOT KPAaHUOCUHOCTO30M M 33JE€PKKOM YMCTBEHHOI'O Pa3BUTHSL.

MosxeT umeTh Mecto auiaranus aoptel (McKusik V. A., 1992).

HecoBepiuieHHbIN 0CTEOreHe3

HecoBepuiennslii octeorenes (osteogenesis imperfecta, ycrap. — BpoxaeHHas
JIOMKOCTb KOCTEW, BHYTPUYTPOOHBIN paxuT, OCTEONOPO3 BPOXKIECHHBIH, OCTEONOPO3
(deTanbHbIA, OCTEONCcaTupo3 BpokAeHHbIHN, [lopaka — J{fopaHTta CUHIPOM, CUHIPOM
Bponuka, OGone3nnr JloOmTeitHa) — Tpynma HACICACTBEHHBIX MMAaTOJOTHYECKUX
COCTOSIHUM, XapaKTEepU3YIOIIUXCSl HEIOPA3BUTUEM KOCTHOW TKAHU, CKIOHHOCTBIO K
MaTOJIOTMYECKUM TEepEeIOMaM, MHOTJA ToJIyObIM I[BETOM CKIIEp U OTOCKIJIEPO30M.
Boeigensitor BpokneHHyto Gopmy (AETH pPOXIAIOTCS MEPTBBIM WM TOTHOAIOT B
NEpBbIE HEJEIH XKU3HHU, UMEIOT YKOPOUYEHHBIE U 1e(POPMUPOBAHHBIE KOHEYHOCTH C
MHOXXECTBEHHBIMHM  TI€peJioMamMH) M TMO3JHIOK, KOTOopas MaHU(ECTUpYyeT B
MMOCTHATAJIBHOM Tepuojie (HECOBEpIEeHHBbIN ocTeoreHe3 JloOmireliHa, CHUHIpPOM
Jlobmireitna, cunapom JloOmTeitHa — DKMaHa, HECOBEPIIECHHBIM 3aMeJICHHbBIN
ocTteoreHe3). 3abojeBaHHE HaACJIEIyeTcsl MPEUMYIIECTBEHHO 10 ayTOCOMHO-
JOMUHAHTHOMY THITy, HO CYIIECTBYET M ayTOCOMHO-perieccuBHas (opma. Yacrora
1:40000-60000. B ocHoBe maroreHesa JiekaT MyTalldd T'€HOB CHUHTE3a KoOJUIareHa
koctHOM TKanu — COL1A1 (ue menee 50 BapuantoB) COL1A2 (okono 30 BapuaHTOB

MyTaluii). DTU U3MEHEHHsS MPUBOJAT K HAPYIICHUIO CTPYKTYpbl KOJUIareHa —



YMCHBUICHUTO IOINCPCYHBIX CIIUBOK, YBCIMYCHHUIO IIPOJIMHA U IIP.

JEUYEHUE JUCILIA3ZAU COEJUHUTEJBHONU TKAHU

B HacTosiliee Bpemsi, OTCYTCTBYIOT BO3MOKHOCTb MHPOBEICHHUS STHOTPOIHOMN
renHor Tepanuu JICT W HUKakue METOJbI JICUCHUS] HE CIIOCOOHBI BBIKIIOUUTH
MYTaHTHBIA T€H WM MPOU3BECTU OOPATHYIO MYTAIMIO MATOJOTHYECKOTO aJljessl.
Onnako, BKJIaJ  HACJAEJACTBEHHOCTH B  Pa3BUTHE  MYJIbTU(AKTOPHUAIBHOTO
3aboneBanusi, k koTopbiM otHocutcs U JICT, cocraBusier He Oonee 20%. Ha monro
AKOJIOTUYECKUX BO3JCHCTBHUII M BO3MOXKHOCTHM KJIMHMYECKOM MEIUIIMHBI B
YIIYUIIEHUH 370pOBbsl mpuxoautcs okoio 30%, a ocHoBHoe 3HaueHue (50%) mpu
pa3BUTUU 3a00JIEBaHUS UMEET 00Pa3 KU3HU NMALMEHTA.

C KJIMHUYECKOW M MPOTHOCTUUYECKON TOUKHU 3PEHUS, HECUHIPOMHBIC TUCIIIA3UHU
MOAPA3JACIAIOTCS Ha TPU OTUYCTIMBO Ppa3IMYMMBbIC TPYIIIBI, 4YTO Tpedyer
nudepeHIIMPOBAaHHOTO TMOJX0/a K peaau3aiuu  JieueOHO-MPOPUIaKTHIECKUX

TexHoJiorui (puc.8.).

Puc. 8. KimHuueckass  XapakTepuCTHUKa, MpPOTHO3UpyeMas  JIMHAMUKA,
colepkaHue JIedeOHO-TPOPIIIAKTHIECKON paboThl 1O Tpynmam HaOII0IeHUS
MAalMEeHTOB C AUCIUIA3USIMU COCTMHUTEIILHON TKaH!

I'pymma | I'pymma Il I'pymma 11

v v v

1.ATK + nedopmanus rpyaHoit
KJICTKH W/WITH TI03BOHOYHHUKA |-2
creneHu 6e3 Mopdo-
(hyHKIIMOHATIPHBIX U3MEHEHUH
BHYTPEHHUX OPTaHOB,

ATK+ nedhopmanmu rpyaHoOit
KJICTKH W/UITN TI03BOHOYHUKA +
n3MeHeHus: popMooOpazoBanust 6e3
W3MEHCHUS (PYHKIUU BHYTPECHHHUX
OpraHoB

ATK + nedopmanuu rpynHoOi
KJICTKH W/WIIN TI03BOHOYHUKA +
Mop(}o-hyHKITMOHATHHBIE
W3MEHECHNS BHYTPEHHUX OPTaHOB
4. cunapomusie hopmer JJCT

1. ATK+ nedopmammu
TPYIHON KIETKU W/HITH

IMO3BOHOYHHMKA + U3MEHEHUSA

(hopmoobpazoBanus 6e3
W3MEHEeHHs (yHKINH
BHYTPEHHHX OpIaHOB

ATK + nedopmaruu rpynHoi
KJIETKU W/WJIY TO3BOHOYHUKA +

Mop(ho-(hyHKIIMOHATIBHEIE
W3MCHCHHSI BHYTPCHHUX
OpraHoB

ACTHUYECKHHA THTT
koHcTUTyIHH (ATK)
ATK +
JIOJMXOCTEHOMEIIHS
ATK + nedopmarus
TPYIHON KIETKU W/HITN
MO3BOHOYHHKA 1-2
crenenu 6e3 mopgo-
(yHKIIMOHATBHBIX
W3MCHCHHUY BHYTPEHHUX
OpraHoOB




[Ipn BeIABIeHMM npusHakoB JCT B 1Oerckom BO3pacTe IO COBOKYIHOCTH
KJIMHUYECKUX MPOSBICHUM, aHAMHECTHYECKHUX JMJAaHHBIX (OTArOLIEHHOCTh (heHaMu
JCT ponctBeHHUKOB | M 2 JTUHUN POACTBA) MOXKET OKa3aThCs IEIECO00Opa3HBIM
paHHee TeHeThyeckoe oOcnefoBaHHEe M 0o0Jiee MHTEHCUBHbBIE MNPO(UIAKTHUYECKHE
BMeIIaTenbcTBAa. B a0coioTHOM OOJBIIMHCTBE ClydyaeB, OCHOBHAas 3ajada
HAOJIOICHUST TAIMEHTOB MOJIOJIOTO BO3pacTa - COXpPaHEHUE 3I0pOBbA WU

npeaynpexIeHue MPOrpecCUPOBAHUS TUCTIIIACTUYECKUX MPOIIECCOB.

OcHoBHBbIC NPUHIUIBI JIedeHus: nanuenta ¢ JICT:
1. PanHsg q1MarHocTHKA,
2. nauBuayalibHbIN MOAXOA B 3aBUCUMOCTH OT BBISIBJICHHBIX KIIMHUYECKUX
CUHPOMOB,
3. IlpeeMCTBEHHOCTh BEACHUS MALUEHTA: AKYUlep-2UHEKO0102 — NeOuamp —

nOOpPOCMKOBBLIL 6pay — mepanesm,



Panunonanbnas nuerorepanus,

dapmakoTepanus, B T. 4. METa0OIMIeCKas Teparus,
dusnorepanusi, Je4eOHBI MacCax,
[IcuxoTepaneBTryeckas NOAIECPIKKA,

NunuBuyanbHo ogo0panHas JieueOHast GU3KyIbTypa, IJIaBaHue,

© ©o N o g &

[Tomoup ciennanucTa (Kapauosor, opTalbMOJIOT, OPTOIIE, TACTPOIHTEPO
JIOT ¥ Ap.) P BBISBIICHUH COOTBETCTBYIOIIMX nposiBaeHuit JCT,

10.AkTHBHOE Y4aCTUC IMallMCHTAa U CCMBH B IIPOICCCC JICUCHU .

KOHCYJIbTUPOBAHUE U OBYYEHHUE

[lear KOHCYNBTHpPOBaHHUS M OOYYEHHS — JIaThb COOTBETCTBYIOIME 3HAHUS,
oOy4YlTh HEOOXOAUMBIM HAaBBIKAM M YMEHHUSAM, C(OPMUPOBATH MOTHUBALMIO K
U3MEHEHUSIM HE3JI0OPOBBIX NPUBBIYEK M MOJJAEPkKaTh CTPEMIICHUE MalMEHTa K
BBITIOJIHEHUIO PEKOMEHJALUN U Ha3HAaYCHUH Bpaya.

B kaxaoM KOHKPETHOM cCjydae HEOOXOJIUMO OMNPEACNIUTh WHAUBUIYATbHBIE
NICUXOJIOTUYECKHUE, TOBEICHYECKHE OCOOCHHOCTH TAIlMeHTa, €ro TrOTOBHOCTH
BBITIOJTHUTh COBET Bpaya. YCIEUIHOMY KOHCYJbTUPOBAHHUIO  CIIOCOOCTBYIOT
B3aMMOIIOHMMAHUE W YYBCTBO COMEPEKUBaHMs, a Takxke d(QexkTuBHas oOpaTHas
CBs3b (YMEHHE CIyIIaTh, OOCYKIaTh, YETKO DPA3bSICHATH IIEIM OOy4YEHUS W TIp.).
CoBeTbl BOCHPUHUMAIOTCS JIy4llle W JACHCTBYIOT Oosiee yOEIUTENIbHO, €CIU OHHU
MPOBOASATCA C AKUEHTOM Ha TMOJOXHUTEIbHBIE AacCOIMallud, HE COJepxkKaT
TPYIHOBBINOJHUMBIX PEKOMEHAIMI U HE BOCHPUHUMAIOTCS MAIIMEHTAMU KaK 4TO-TO
JUII HUX HEECTECTBEHHOE, Tpelyroliee YCUIWA | JIONOJHUTEIbHBIX CPEACTB.
JKenatenpHO CONPOBOXKIATh COBETHI BbIAAYEHM IMMCBMEHHBIX PEKOMEHIALNM,
aMsITOK, OpOIITIOp, PEIENTYP PEKOMEHYEMBbIX OJTI01 U T.1.

B mpomecce oOmeHus ¢ maMeHTOM, JIeHamieMy Bpady pPEKOMEHIYeTCs

MPEIOCTABUTH MAIMECHTY CIIEAYIONTYI0 HH()OPMAITHIO:

o Ymo maxoe JICT u xaxue uzmeHeHusi 8 COCOUHUMENLHOU MKAHU NPU



5MOM NPOUCXO005M ?

o Kaxue npuznaxu /{CT ecmv y nayuenma?

o Kakue cywecmayom memoovl jleueHus?

o Kakxue Oelicmeus OMHOCAMCS K HE300P0BOMY 00paA3y JHCUSHU U UMO
B03MOINCHO UCNPABUNDL?

o  Ymo oarom cnopmuenble mpeHuposKU U HACKOIbKO OHU Oe30nacHbul?

e Kax nposecmu npo@uiakmuky cycmaeuvix Ooneti u Ooneil 6 cnume,
BAPUKO3HOU DOIe3HU, 2eMOPPOS, NIIOCKOCMONUSL, CKOIU03a?

o Kaxosbl CcuMnmombl OCHONCHEHUU CO CMOPOHbL cepoyd,  KPYHNHbLIX
cocy0o08, enas?

o Kakue uccnedosanus u 6 KaKue cpoxu Heobxooumo nposooums 8 Yejsix
npoghunakmuxu?

o Kakxosvl oepanuuenus 8 npogpeccuoHaibHom gvloope?

e Ymo makoe 6b100p cynpyaa no «2eHemudecKum npeonoymeHusim»?

Pe:xum nus

[Ipyn OTCYTCTBUU 3HAYUTEIBHBIX (DYHKIIMOHAJIBHBIX HAPYIICHUN TAlUEHTaM C
JCT mokazaH oOumii pexuM ¢ MPaBUIBHBIM 4YepelOBaHWEM Tpyla U OT/AbIXa,
11eJ1Ieco00pa3Hbl YTPEHHSISE THMHACTHKA, 4YE€pPEOBAHHE YMCTBEHHOM HArpy3Kd H
¢bu3nuecKoil Harpy3KH, MPOTYJIKA Ha CBEKEM BO3/yXe, MOJHOIEHHBI HOYHOW COH,

KOPOTKHUU OTJBIX JHEM.

Xapakrep ABUraTeJIbHOM AaKTUBHOCTH

Heobxoaumo mpaBuibHO BbIOpaTh BUA (PU3MYECKON aKTUBHOCTH, a/IeBaTHYIO
Harpy3Ky ¥ TeMI TPEHUPOBKHU. B mpeaine, ¢ KaXXIbIM MallMEHTOM JIOJKEH paboTaTh
KMHE30TEpaneBT, KOTOPBIA MOJOMPACT UHIUBUAYAIbHYIO MPOrpaMMy (PU3UUECKHX
TPEHUPOBOK. OTH TPEHUPOBKU HAIPABJICHHBl HAa Pa3BUTUE OINPEAEIECHHBIX TPYII

MBI JUTS TOCTUKEHUS TPABUIIBHOM OCAHKH.

Opuenmupo8ouHbll KOMNAEKC YAPAHNCHEHUL eHCeOHEBHOU SUMHACMUKU



1. W.no. (ucxomHOE MOJIOKEHNE) — OCHOBHAs cToMKa. [[0HATh pyKH BBEpX U B CTOPOHBI - BIOX;
OITYCTUTb PyKH — BbLIOX (5-6 pa3).

2. W.n. — ocHOBHas cTOWKa, pyku Ha mosice. [loodyepenHoe MmOgHMMaHUE HOT, COTHYTHIX B
KOJIEHSIX C HAKJIOHOM T'OJIOBBI BIIEpEN - BbIAOX; U.I1.- BAOX (3-4 pa3a).

3. W.n. — ocHOBHas CTOMKa, pykH B CTOpPOHBI. IIOIHATBCS Ha HOCKH, PYKH AyramMu BIIEpel
(CKpecTuTh pyKH) — BbIIOX; HU.II. — BJIOX (4-6 pa3).

4. W.m. — cros mpaBeIM OOKOM K OIIOpe, MpaBasi pyka Ha omope, jeBas B cTopoHy. [lomHsATh
JIEBYIO MPSIMYIO HOT'Y B CTOPOHY — BJIOX; U.II. — BbLAOX (3-4 pa3a). Bo Bpems ynpakHeHUs ClIeAUTh
3a OCAHKOM.

5. W.n. — To xxe. Max neBoiil Horoii Bnepes — BbIJOX; Max Ha3aj — BAoX (3-4 pa3za). [loBroputs
TO K€ MPaBOX HOTOM. JIpIXaHUE HE 3aEPKUBATh.

6. W.n. — cTos AMLIOM K Omope, pyKu Ha orope. Max JieBoil Horoit Ha3aja — BIOX; U.II. — BBIJJOX
(4-6 pa3z). 3arem TO *e MPaBO HOTOH.

7. W.m. — crost Ha KOJEHSIX, CECTh Ha MATKH, I'OJIOBY OIYCTUTh, PyKH BHU3 — Ha3zaJl. MeajieHHO
MOJIHATBCSA Ha KOJIEHM, PYKH BIepel — BBepX. Bo3BpaTuthes Hazaa B U.0. (6-8 pa3). [bixaHue He
3aJ1epKHUBATh.

8. W.n. — ocHoBHas cToiika. Pyku BBepX — BAOX, MOAHATHCS HAa HOCKH, MOJY-IIPUCE — BBIIOX
(4-6 pa3s).

9. Ipsenkku co ckakamkoit, 30—40 pas.

10. Xonp6a Ha HOCKax, MEUIEHHO MOJAHMMAs PYKH B CTOPOHBI — BBEpX — IIIYOOKHI BIOX,

oIycKasi pyKHd BHU3 — BbIIOX (4-6 pa3).

B pa3ymHBIX mpemenax MOKHO 3aHUMAThCS JIFOOBIM BHJIOM CITOPTa, CO3/1aBast
OTIpEJICTICHHBIC YCIOBHS NJIsi KaXKIOTO Ciiy4ash WHAUBUAyalbHO. [lymbc BO Bpems
TpeHUpOBKHU He Oosiee 110 ymapoB B MUHYTY, B cllydae IpueMa OeTa-0JI0KaTOpOB —
He 6osiee 100 ynapoB B MUHYTY.

IIpeanoyTuTe/bHbI:  JUHAMUYECKHE  HArpy3ku  (IJ1aBaHHWe,  XOJb0a,
IIPOTYJIOYHBIE JIBIXKH, BEJIOCHTIe ], 0aIMUHTOH, THMHACTHKA YIITY).

HeuesiecooOpa3npl: 3aHATHS 0AJIETOM M TaHIAMHU, TPYIIIOBBIE UTPOBBIC BUIIBI
CIIOpTA, CBSI3aHHBIE C OOJIBIIION BEPOSITHOCTHIO TPaBM, MPOGECCHOHATBHBIC 3aHATHS
MY3BIKOM, 0COOEHHO (hopTEeNHaHo (JJIUTEIbHOE CTATUUECKOE HAIIPSKEHNUE).

IIpoTuBOMOKAa3aHbI: TSDKENAs ATICTHKA, MOJHSATHE TSDKECTEH, CIPUHTEPCKHE

Harpy3KH, IJIaBaHUE C aKBAJIAHTOM, TAWBUHT (pe3Kue Mepernajbl JaBiIeHUs ), TPbIKKA



B BOJY, IPBIKKHU C MAPAIIIOTOM, TOPHBIE JIBDKH, TSDKEBbIA (PU3NUECKH TPy, KOHHBIC
BUIBl cropTa, (GyTOOJ, XOKKEH H.T.J., OECKOHTPOJIbHBIC PpACTSXKKH, BUCHI U
BBITSDKCHUS IMO3BOHOYHUKA. Taxoke, MPOTHUBOMOKAa3aHbl aCCUMETPUYHBIE CTATUYECKHE
(urpa Ha CKpHUIIKE, HOIIECHUE TSKECTeW B OJHOM pyKe W JAp.) U JUHAMHYECKHE
Harpy3ku (accuMmerpuyeckue (pu3nyecKue ynpaxHeHUs, YIPaXHEHHUS TUMA «9acOB»
C HaKJIOHaMU BIPABO U BJIEBO).

[ToBTOpUM emie pa3, YTO TPUBEJICHHBIC BHIINIE PEKOMEHAAIMA HUMEIOT
J0CTaTOYHO oOmmMi Xapakrtep. Bpauam, Benymum naunuentoB c¢ JCT, tpeGyercs
B3STh Ha BOOPYKXCHHE TIEPCOHATM3UPOBAHHBIN TMOAXOA K KaXJAOMy IaIUEHTY.
[Tomors KMHE30TEpANEeBTa TAK)KE UMEET HEMPEXOsIee 3HaUCHUE I MPABUILHOTO
(opMUPOBaHKS MBIILIEYHOIO KapKaca, MPeJOTBPAIIAIOIIErO TSKENIble KIMHUYECKUE

nocaenctus CT.

JAuerorepanus

OCHOBHOM 1LENBIO JHETOTEPANMM  SBIIAETCS IPENOCTABIEHUE OpPraHUu3My
JOCTaTOYHBIX  KOJMYECTB MHUKPOHYTPUEHTOB (BUTAMUHOB, MHKPODJIEMEHTOB,
BUTAMUHO-TIOJIOOHBIX BEILECTB U JIP.), HEOOXOIUMBIX ISl MOJAEPKaHUSI 3JJ0POBOTO
mMeTabonu3ma COEIMHUTEIILHOMN TKAHM. Juertorepanus JOTIOJTHSETCS
(apmakoTepanueld C HUCHOJb30BAHUEM BHUTAMHHO-MHUHEPAJIbHBIX KOMIUIEKCOB U
MOHO(pOpPM BUTaMHHHBIX (BUTamMuHbl D,C, U 1p) W/Miam MUHEpAJbHBIX MpEenapaTroB
(MmoHOMOpMBI MarHus, IIMHKA, MW, Maprania, 6opa u ap). OcobeHHo ciemyer
orMeTUTh posiu BuTaMuHoB C, E, Bg u D. Cpenu MuHepanoB, Marauii uMeeT ocoboe
3HaUYEHHE AJIA MOJJIEPKAHUSI CTPYKTYpPhl COSAMHUTENIbHON TKaHU. Bce ke, cienyer
MOMHUTb, YTO (DU3HOJIOTHYECKHE J103bl BCEX BUTAMHUHOB M BCEX 3CCEHIMAIBbHBIX
mukpoaaementoB (Ca, Mg, K, Na, Se, I, F, Cu, Zn, Mn, Cr, V, Ni, Fe, Co, Si)

a0COJIFOTHO HCO6XOI[I/IMBI AJI IO AACPKKH MeTabomn3Ma COCHHHHTGHBHOﬁ TKaHH.

Buramun C
Buramun C HEIMOCPEACTBEHHO y4acTBYET B dbopmMupoBaHUT

IPOCTPAHCTBEHHON CTPYKTYPhl KOJUIareHOBBIX (PUOpWi, 0o0pa3oBaHMs JTM3WHOBBIX



MOCTUKOB MEXJYy BOJIOKHAMHU KOJJIJal€HA W MEXAY BOJIOKHAMH 3JIACTHHA.
[TorpeOHOCTH B BuTammuHe C M TOIACPKaHUS HYXK] COCTUHUTEIHLHOW TKaHU TIPU
JCT HeckonbKO BHIIIE, YeM T.H. aHTU-IMHTOTHAs 1032 (60-100 Mr): aiist perynsiauu
CHUHTE3a COCIMHUTEILHOM TKaHW, HeoOxomuMmas jo3a ButamuHa C cocrtabmiser 350-
500 mr/cyt. Kosnaren — OCHOBa COEIMHMTENIBHOM TKaHU U «CKPEIUIAET» KIIETKU
COCYZIOB, KOCTHOW TKaHH, KOH, CIIOCOOCTBYET 3a)KMBIIEHUIO paH. [lomumo 3TorO,
ButaMmuH C TpUHUMAeT y4yacTHe B OOpa30BaHMM  MYKOIOJIUCAXapHI0B
COCIMHUTENLHOMN TKaHU (THATypOHOBAs U XOHJAPOUTHUHCEPHAST KUCIIOTHI).

Butamua C  CymIecTBEHHO  YJy4IlIa€T COCTOSIHUE KOXH, YCTpaHSIET
IIEPOXOBATOCTh, OJIEIHOCTh, CYXOCTb, NPEMSATCTBYET OOpPa30BAaHUIO MOPIIUH H
MUKpOKpOBOM3IUsiHUN Ha Tene. [lpu nedunmre BuUTamMuHA OTMeEuaroTcs 0o0Jid B
MBIIIIAX M CycTaBax, HPOTPECCUPYEeT MNapOJOHTUT, apTepuaibHas THUIOTOHHS,
pa3BUBaeTCsl cepacyHas HenoctatouyHocTh. Ilo manneiM HUM nutanus PAMH nHa
2008 rox, nmedumut BuTamumHa C JHIUPYET CpPEAU THIIOBUTAMHHO30B >KHUTENEH
Poccun.

MosnoTepanus BUTaMUHAMU HE BCerjia JocTatoyHo ¢ dexktrBHa U ButamuH C —
He uckmodyeHue. Kodakropom Butrammua C SBISIIOTCS pa3iWyHbIE PacTUTEIbHbBIC
O0noiaBOHOUIBI, KOTOpPBIE COJEP)KATCA B 3HAUUTENBHBIX KOJMYECTBaX B
IMIIOBHUKE, IUTPYCOBBIX, TOPOXE, KAMyCTE, TPELIKUX OpPeXax, 3€JIEHOM 4Yae, KpaCHOM
nepue, BUHOrpaje u rpeunxe (pyruH). COBOKYMHOCTh TakuxX OMO(IaBOHOUIOB Kak
PYTHH, KBEpPLETUHBI, KAaTEXWUHbl Ha3bIBAIOT 6SumamuHom P (0T JIaTUHCKOIO
permeability - mnponunaemocts). JlaHHBIH (AKTOp 3HAYMTEIBHO YCHIMBACT
ouonornueckue d¢pdexte BuTamMuHa C, yMEHBIIAET pPacXo] OPraHU3MOM
OHJOTEHHBIX AHTHOKCHUIAHTOB, CHOCOOCTBYET HWMMYHOCTHUMYJSIIMA U, C TOYKHU
3pEeHUS COSAMHUTEILHON TKaHU, YKPEIJICHUIO KOJUIareHa.

Pacmumenvnoe cvipbe u npodykmel €O 3HAYUMENbHBIM COOEPIHCAHUEM
sumamunos C u P: cBexue ooy, (pyKThl, YEpHOIUIOAHAs psOWHA, dYepHas
CMOpOJIMHA, IIWUIOBHUK, CJAJKUM KpacHbIM Mepel, TropoX, KIyOHHKa, Kaiycra
(xouanHas, OproccenbcKas, OpPOKKOJHM), XBOs, KIIYOHWKA, MaHIAApWUHBI, aleIbCHUHEI,

rpedn@pyrt, MNOMHUIOpPHI, 3€JI€Hb NETPYIIKH, yKporna W MH. 1p. CoXpaHEHHuIo



aCKOp6HHOBOﬁ KHCJIOTBI B PACTHUTCIIBHBIX ITPOAYKTAX CHOCO6CTByeT HaJIn4Mue€ B HHUX

AHTUOKCUIAHTOB (hTABOHOUTHOM ¥ MOIMGPEHOTBHON TTPUPOJIHI.

Taonmuuna. KOJIMYECTBO ®PYKTOB, IIOKPBIBAIOILIINX
EXEJHEBHYIO IIOTPEBHOCTDb OPI'TAHU3MA B BUTAMMHE C

Conepxkanue B3P
®PYKT | BuTamuna C B JAETH oC
bl cLe100HOoM JIBI

YacTH E

mr/100 r [ pammel
1.Yepnas 120 25 40
CMOpOANHA
2.AnenbcuH, 60 50 75
KITyOHHKA 0K0JIO 45 70 100
3.JIuMoH,
rpeundpyt
4. KpacHas oko10 30 100 150
CMOpPOJIMHA, 25 120 180
KPBDKOBHUK,
MaHIapUHbI okoJ10 20 150 225
5.Jlp1Hs, TyTOBAS 10 300 450
Aro/a
6.AHanac, 6 500 750
MajuHa 4 750 1100
7.banan, BUIIIHS,
abpukoc,
YepHHKA
8.Ilepcuk, ciuBa
9.I'pymua,
BUHOTPAI,
s10J10KO

"Valnet J. Traitement des maladies par les legumes, les fruits et les Cereales.
Paris. — 1985. — P.147.

Buramun P
JIaBHO HM3BECTHO, YTO MOHOTEpAIlUsi CHHTETHUYECKON aCKOpOMHOBOW KHCIOTOM
HE KynupyeT Bce mposiBieHus aButamuHo3za C. OnHako, pacTUTENbHBIE COKH,

AKCTPAKTHI, CBEKUE OBOILIM U (DPYKTHI OKA3adUCh AOCTaTOYHO 3(pdexTuBHbl. Eie B



1936 r. A. Szent-Gyorgy ¢ coTpyaHUKaMu YCTAHOBWJIM, YTO 3KCTPAKTHI KPACHOTO
nepua ¥ JUMOHA ropasfo OBICTpEe YCTPaHSIOT IMOBBIIIEHHYIO NPOHULIAEMOCTh U
XPYNKOCTh KalWJIISIPOB MPHU IUHTE, YeM MOHO(POpMa aCKOPOMHOBOM KUCIIOTHI.

@d1aBOHOMJBl BUTAMHUHA P SBISIOTCA CIyTHUKaMH aCKOPOMHOBOW KHCJIOTHI B
PACTUTEIBHOM MHUPE U JIMIIb B €€ MPUCYTCTBUU OTMEYAETCS MOJIOKUTEIbHBIN
sbdext ux nerctBus. OTU (IABOHOWIBI CTUMYIHPYIOT CHHTE3 KOJUIareHa B
¢ubpobracTax  KOXHM  4YEJIOBEKa,  CTAOWIM3HPYIOT  OCHOBHOE  BELIECTBO
COCJIMHUTEIILHOM TKaHHW MyTeM WHIMOUpOBaHMs rHanyponuaassel (Stipcevic T, 2006).
[loTtpeOnenue pauersl, OoraTo KBEPLETHHOM (B YacCTHOCTH, JYKOBBIM cCyI),
crocoOCcTByeT (HOpMUpPOBAHHMIO Oo0Jee KAuYeCTBEHHOW COCIUHUTENIBHOW TKaHH,
(bopMHPOBaHKIO HOPMAIBHOTO PyOIIa NP 3a)KUBJICHUU PaH.

Dnasonoudvl codeporcamcsi 6 HNOBbIUEHHOM KOIUYecmee 6 Cleoyioujux
NPOOYKMAx U JIeKAPCMEEHHbIX pPACMeEeHUsAX: JIUCTbs 4Yasl (KaTeXWHbI, (PIaBOHOJbI),
JUCThSL PYThI Maxyuel; MUTpycoBbie ((hIaBOHOJBI, (DJIABOHBI); TJIOJBI HIUITOBHUKA
(anTo1MaHbI, (hJ1aBOHBI, (PIIABOHOJIBI); MJIOABI PIOUHBI YEPHOIJIOAHONW (aHTOIMAHBI,
¢dbaBoHONBI, (yIaBOHBI); IBETKH Tpeunxu, codopsl ((haaBoHBI, (PIaBOHOIBI); TpaBa
ropua NOTUYBErO, JIUCThSl  MOJOPOXKHUKA  OOJIBILIOTO, TpaBa  BOJIOAYLIKU
MHOTOXHJIbYATOM, acTparajia mepCTUCTOIBETKOBOTO, JIUCThsSI OOSIPBIIITHIUKA KPOBABO-
KpPacHOTO, KalllTaHa OOBIKHOBEHHOTO, Ay0a ((hIaBOHBI, (PJIABOHOJIBI); TUIOABI YEPHUKU
OOBIKHOBCHHOM, KalWHBI  OOBIKHOBCHHOM, 3CMJISHHUKHA  JICCHOM,  MAaJIMHBI

OOBIKHOBEHHOM (aHTOIIMAHBI).

Buramuu Bg (nupuaoxcun)

Jebunut BUTAMUHA MPUBOJUT K MICIYIICHUIO KOXKH, TIEPXOTH U JJAXKE IK3EME.
OcHOBBIMH KOQEpMEHTHBIMH (hOpMaMH, B KOTOpBIE MPEBpANIAETCS MHUPHUIOKCHH,
SABISIOTCS  mupuaokcanbdochar u nupumokcamuHdpocdar. I[Mupumokcanb-docdar
y4acTByeT B TpPAaHCAMUHUPOBAHWH, JAC3aMUHHUPOBAHUU, J1EKApOOKCUIUPOBAHHUH
aMUHOKHCIIOT W TPEBPAICHUSAX CEPy-COJEpKalINX aMHUHOKHCIOT. Butamua Bg
YBEJIMYHMBAET YPOBEHb SHJIOTCHHOTO ITUCTenHA. [[UCTenH — OCHOBHAsI aMHHOKHCIIOTA

B COCTaBE KepamuHd, TIABHOTO CTPYKTYPHOTO O€lKa COCTUHUTEIHLHON TKAHU KOXKH,



BOJIOC U HOT'TEM.

[Ipu nemoctatke BuTamMuHa Bg Moxker HaOmonmatecs runodocdarasus,
XapaKTepU3yIoIIascss HU3KHUM ypOBHEM IMIENOYHON (ocdaTazbl W aHOMAIUSIMU
pasButus ckenera (Igbal S.J. et al., 1998). HemamoBakHoe 3HaYCHHE MMEET TOT
¢dakT, yTO BUTAMHUH Bg SBISETCS YHHUBEPCAIBHBIM IMEPEHOCYMKOM MarHus BHYTPh
KIICTKH.

Pacmumenvnoe cvipbe u npodykmel €O 3HAUUMENbHBIM COOEPIHCAHUEM
sumamuna Bg: x1e0 U3 Myku rpy0oro nomosna, 3epHa 3J1akoB, 0000BbI€, TPEUHEBAS U
OBCSIHAasl Kpymbl, OaHaHBI, Kamycra, KapToQenib, MSICO, MEUeHb, IMOYKH, JOMAITHSISA

MITUIIA; MOJIOKO, TBOPOT, ChIP, pblOa, IPOAOKH.

Buramun D

Butamun D Bnuser Ha oOmuii 0oOMEH BEIIECTB MPH META0O0JM3ME KalbIIUs
(Ca®™) u docdara (HPO*,). Buramun D moaepuBaeT ypoBeHb HEOPTAHHIECKOIO
docdopa u KadbIUsA B TUIa3MeE, MOBBIIIACT BCACHIBAHWE KAJIBIHS B TOHKOW KHIIIKE,
UMEET CYIIECTBEHHOE 3HAUCHHE JIJII MUHEPAIU3AlIUA KOCTHOM TKaHH.

Y nmerell, HEMOCTATOK BUTaMWHA D mMposBIsSeTCS pa3BUTHEM paxuTa C
HapyIICHUEM OOBI3BECTBJIICHUS KOCTeH, achopmaliiel MO3BOHOYHUKA, HIDKHHUX
KOHEUHOCTEH, 3aMEUICHHBIM OOIIMM  pa3BUTHEM peOeHkKa. Y  B3POCIBIX,
TUTIOBUTAMUHO3 D TIPOSBISIETCS] ocmeomanayueti u 0cmeonopo3om

buonornyecku-akTuBHBIE POPMBI BUTaMUHA D CUHTE3UPYIOTCS B KOXKE TIOJT JIEH -
ctBueM YD HU3TydeHUs COJHEYHOTO CBETA. DTOT MPOLECC 3aBUCUT OT JIJIMHBI BOJIHBI
Y@, nurMeHTaIuu KOXHu U YpOBHsI 3arpsisHeHHocTH atMocdepsl. [ToaTomy, HemocTa-
TOK BUTaMHuHa D - mpenmyIecTBeHHO 3UMHSISI TIpoOiema.

Pacmumenvhoe cvipbe u npooykmsi O 3HAUUMENLHLIM COOEPAHCAHUEM
sumamurna D: medyeHb TyHIa, TPECKH, MaNTyca, KUTOB, CENb/b, JIOCOCh, Cap/IUHBI,

JKEJITKM SHIa.

Buramun E

Butamna E [moHavyajlly BOCIHPpUHHUMAJICA HCKIIOYUTCIIbBHO KaK BHTAMUH



CHECYITUH TOTOMCTBO» (JIOCTIOBHBIA MEPEBOJ TPEUECKOTO CJIOBa «TOKO(epon»). B
HACTOSAIIEE BPEMsI CTaJ0 U3BECTHO, YTO BUTAaMHUH E BakeH M 310pOBbA KOCTEU U
COCAMHUTEIbHON TKaHU. Butamun E oObenuHseT Tpylmy COeIUHEHUIH-TO-
Ko(eposioB, 00JATAIONTUX CXOMHBIMHA OMOJOTHUYECKHMMH CBOWCTBAMH. B THIIEBBIX
MPOAYKTaX BBIABIAIOTCS -, [-, Y-Tokodeponbl. Hambomee 3HAUNTETHHOM
aKTUBHOCTBIO 00JIalaeT O-TOKO(Eposd, CoAepXk aluiicss B CBEXHUX OBOIIAX.
AnekBaTHOe MOTpeOeHrE O-TOKO(depoia CBA3aHO C MPENOTBpAIIeHHEM CBOOOIHO-
PAaIUKAIBHOTO TOBPEKJCHHUS KIETOK MpPU JUCHUPKYISITOPHBIX PacCTPOICTBAX,
apTpuTax, Karapakre W  HU30BITOYHBIX  (PU3MYECKUX  Harpy3skax (B  T.4.
npo(heCCUOHATIBHBIN CIIOPT).

Kak Obul0 oTMeueHO paHee, OJHOM M3 HauOonee 3(PPEKTUBHBIX CTpPATErHid
npobunaktuku u JaedeHus JICT sBasercs co3gaHue HAASKHOTO MBIIIEYHOTO
KOpCETa, OCYLIECTBIIAIOLIEIO JOMNOJHUTEIBHYIO IOJAEPKKY HECOCTOATEIBHOU
COCAMHUTEIPHON TKAaHM CBSA30YHOIO ammapara W xpsued. M3BectHo, 4dro npu
MBIIIEYHON TUNOTPOGUN WM TMOTPAHUYHO C HOPMOM Pa3BUTHEM MBIIIECUHOTO CJIOS
ycnex tepanuu JICT Bcemu apyrumu Mmetogamu mano dddextuer. [Toaromy To, 4TO
BUTaMUH E cTUMyNHpyeT AesATeTbHOCTh MBIIII, CIOCOOCTBYET HAKOIUJICHHUIO B HHUX
[JIMKOTE€HA, HOPMAaJM3yeT OOMEHHBIE TPOIECCHl B MBIIIIAX W MPEMSITCTBYET
BOCHAJICHUIO JeJlaeT JMETY HachllleHHyl0 BUTamMuH E u Qapmakxorepnuio anbda-
ToKodeposioM oueHb BaxkHOU aiist manmenta ¢ JICT.

Pacmumenvnoe cvipbe u npodykmel €O 3HAYUMENbHLIM COOEPAHCAHUEM
uUMAMUHA’ 3apOJbIIIN 3JAKOBBIX KYJIbTYp, 3€JICHBIE OPTaHbl OBOILEH; KyKypYy3HOE,
OJIMBKOBOE, BUHOTPAJIHOE, JIBHSHOE, MTOJACOJHEYHOE W JIPYTUE PACTUTEIIbHBIE MaCIIa,
MHOTHE OBOIIM U (PYKTHI, MEUYEHb, MACO, PbIOA, CIMBOYHOE MAaciO M MOJIOKO.
Butamun E HaxomuTcsi TakKe W B CICAYIOIIMX JICKAPCTBEHHBIX PACTCHUSX: TLIOIBI
o0nenuxu KpYHIeBUAHOW, MAacjio IUIOJOB Opexa TPEIKOro, IUIOAbI PSOWHBI
YEpHOIUJIOIHOM, CMOPOJIUHBI YepHOH, eKeBUKU cu3oil. KonnuecTBo TOKO(eponoB B
Macne obnenuxu Moker mocturath 300 mr/100 r. OCHOBHOW KOMIIOHEHT (-

ToKO(epo.



Maruuii

Cpennn MUKpPODJIEMEHTOB, MarHWii, MeIb M MapraHel] OCOOCHHO BaXKHBI IS
noaJiep KaHusl  (PU3MOJIOTMYECKOr0 MeTa0oIM3Ma COCIUHUTENbHOM TKaHu. Jlis
CTPYKTYPBI COCTUHUTEILHON TKaHU, KpaitHe BayKHA POJIb MdA2HUsl, KOTOPBIN SBIISETCS
OJlHUM U3 OCHOBHBIX OHORJIIEMEHTOB, OOECIEYUBAIOIIUX (PU3HOIOTUUECKUN
METaboNu3M coeauHuTenbHo TKauu (Topwun MH.FO., Ipomosa O.A., 2008).
dyHIaMEeHTAIbHBIE MEXaHU3MbI BIIMSIHHS MarHusi Ha COCIMHUTEIbHYIO TKaHb (Puc.

9.) 6bLTH paccMOTPEHBI B TOCOOUM paHEe.

YckopeHue cuHTesa 6enkoe coeAuHUTENbHOWU TKAHU

TToHUuxeHue

Ctabunusaum
AKTUBHOCTU \ a TPHK
nusnnokcua |
Hopmanusaums nonepeyHow
BocnonHeHue
CLUIMBKU KOMNAreHOBbIX BONOKOH
marHusa
TToHUxeHue
(aKTUBHOCTD)
3ameaneHue perpaaaumm 6enkos coeaYHYEERBAO PER@HA
1 n2

Pacmumenvhoe colpve u npooykmuol co 3HAUUMETbHBIM COOEPHCAHUEM MACHUSL.
MajTyC, CEMEHA THIKBBI, SUYMEHB, I'peuka, HOTYpT, 000OBbIC, MMHUHAT. BBICOKMM
colepKaHUEM  MarHusi  OTJIMYAeTCs  T.H.  «CPEAU3EMHOMOpPCKAas  JUETay,
XapaKTEPHU3YIOMIAsICd HU3KAM  IOTPEOJICHUEM IKHUBOTHBIX JKHPOB, BBICOKUM
noTpeOIeHrne phIObl W ApP. MOPEMPOAYKTOB, BKIOYAION[As OOMIIbHBIE KOJMYECTBA
CBEXEH 3eJIeHH, CBEXHUX (PYKTOB U OBOIICH, HEpapUHUPOBAHHBIX KpyM, Xjieba ¢
BBICOKUM cojiepkaHueM oTpyOeii. HecOanancupoBaHHOE MUTaHKE, YBEIWMUYCHUE JTOJIN
KUBOTHBIX TPOMYKTOB 3a CUET PACTUTEIBHBIX, BBICOKOE MOTpeOICHUE OCNKOB W

JKUPHas IMUIa IMOBLIMIAXOT HOTpC6HOCTB B Mardouu.

Mpn koppekuumn rnybokoro marHueBoro gedwuuuta TPyAHO OBONTUCHL TONbKO



aneton UM, vacto, Tpebyetca papmakoTepanus.llpenapatammn  Bbibopa  Ons
OONTOBPEMEHHOM  MPOUNaKTUKM U fledyeHus  geduuuta  MarHus  ABhsOTCA
nekapcTBeHHble (bopMbl AN NpMema BHYTpb.

Mpn Koppekuun MarHusa, Kak M B KOppekunn ApYyrux AUCMUKPOINEMEHTO3OB,
NCNONb3YyT pasnuYHble NOKONeHUst npenapaTtoB. K nepBoMy MNOKOMEHMIO npenapaTos
MarHusi MNPUHATO OTHOCWUTb HEOpraHMYeckne KOMMO3ULMW: MarHus Ookcua, cynbdar,
xnopug v T. O.; KO BTOPOMY — OpPraHM4eckMe COefMHEHUs: MarHusa nakrat, opoTarT,
nugonaT, rMUUMHaT, acnaparvHat, uuTpar, ackopbuHaTt. MiccnegoBaHus GuoHakonneHus
pas3nuMyHbIX NpenapaTtoB MarHMs Ha KpbiCax [danu OCHOBaHME yTBepxaaTb, 4TO
OMOOOCTYNHOCTb OPraHU4YecKUX COMen MarHusi MNo4YTU Ha MNOpsSAoK  Bbie  Yem
HeopraHuyecknx (Coudray ¢ coasm. 2006). NMpn 3TOM, OpraHMYECKME CONN MarHusa He
TONbKO 3HAYUTENbHO Jyylle YCBaMBAKTCHA, HO W Jlerye nepeHocaTcss OOoSbHbIMM.
HeopraHudeckne conv MarHusa Xyxe MNepeHOCATCS M 4alle AalT Aucnentuyeckue
OCNOXHEHUS Takue Kak anapes, poTta, peau B xuBoTe (Grimes, Nanda, 2006).

JleyeHne 6ypet adbbekTMBHEE, €Ccn BBOAUTbL OOHOBPEMEHHO W MarHumn wu
MarHesmoukcaTop: BUTaMuHbl Bg B1; rmnumnH, opoToByto KMCNOTY N, 0COBEHHO, MHCYMWH -
CTPOro no HeobxoguMocTu. HepocTtaTtkamu NepBOro MOKOMNEHWSI NpenapaToB ABMASKOTCS HE
TONbKO HU3KME BCACbIBAEMOCTb M YCBOEHME, HO M craboe BKMOYEeHWE B MeTabonuaw,
no6oyHble adhdeKkTbl (MPMBKYC MEeTansoB BO PTy, TOWHOTa 1 peoTa). 3a nocnegHue 20 ner,
NPOrpeccuBHble  PapMaKOSIOrMYECKME KOMMaHMM aKTUBHO MNEPEXOOAT Ha BTOPOE MU
nocreayoLwme MoKoNeHNa npenapaTtoB, B KOTOPbIX MWHeEpanbl cogepXxaTca B Buae
OpPraHN4YecKkMx Coremn, KOMMMEKCOB C aMUHOKUCIoTaMu (Hanpumep, JfaktaT MarHus,
acnaparvHaT uMHKa, CeneH-MeTUOHMH, XpOMa MUKOSNMHAT U Op.) N 3K30rE€HHbIMU NraHgaMmm
OMONOrMYECKOro NPONUCXOXAEHMS.

Puc. 10. BuoycBosieMOCTb HEOPraHNM4YeCKMX U OPraHNYeCKUX CONie MarHus.



brnoycsosemoctb Mg (per 0s)

BunoopraHuyeckmne coeanHeHus

HeopraHquCKMe conu

Ronade VV, 2001

Ta6n. CoaepxaHue 35ieMEHTApHOro MarHUA B NeKapCcTBeHHbIX hopMax Ans npuema

BHYTPb

OHTepanbHbie (hopMbl MarHus

JlekapcTBeHHas hopma OneMeHTapHbIN MarHns B
MI B  NeKapCTBEHHOM

dopme (Tabn. pactBop

AN NUTbs)
MarHusa untpat Tab. Wunyune 0,15 24,3 mr
MarHusa rntokoHaTt Tab.0,5r 27 mr
MarHus opotar Tab.0,5r 32,8 mr
MarHua nakrat (B coctaBe | Tab. 470 mr 48 mr

MarHe B6 B Tabn.)

MarHna naktat mn wmardug | 10 mn pacteopa (1122 wmr | 100 mr

nugonat (B coctaBe MarHe | conen)




B6 B coctaBe pacTtBopa ons

nnTbLS .)

Cpenu mpenaparoB, UCIOJB3YEMBIX ISl KOPPEKIMH MarHueBOro neduiuTa,
npenapar Marae B6 uMeer paspemnieHue sl IpUMEHEHUS B TieauaTpun. TabmeTku
Marune B6 paspemiensl netsam crapiie 6 yer (Macca tema Oonee 20 kr), mo 4-6
Tabnetok B cyrku. @opma Marnme B6 B Buae pacTBopa Mg HpUeMa BHYTPb
paspelieHa kK npuemy y aetei crapuie 1 roga (macca tena 6osee 10 xr), 1-4 ammyn B

CYTKH.

Menb
Jeduuut Menu NpuBOIUT K HAPYLIEHUIO (POPMHUPOBAHUS CEPACUHO-COCYTUCTON

CUCTEMBI, CKeJieTa, KoJulareHa W »sjacTuHa. Hapymienne wmetabonusma mpu
HEJOCTATOYHOCTH MEIW TPUBOAUT K Pa3TUYHBIM TATOJOTHUYECKHM CHHIPOMAM,
HEPEJKO MMEIOLIMM IFeHeTUYeCKyto npupoay (cunapom Mapdana, CO/ u ap.). s
neduIrMTa MEIM CUMTACTCS XapaKTEPHBIM Pa3BUTHE ITUCIUIA3UU COCTUHUTEIHHOU

TKaHH, COHpOBO)KI[&IOH.[CfICH MTOBBIIIICHHOM PaACTXKUMOCTBIO KOKH, TUIICPIJIaACTO30M.

Hon Menu sBiIsIETCS] MHTErPATbHOM YacThI0 aKTUBHOTO IIEHTPA JIU3UI-OKCUOA3bL,
dbepMeHTa, 00ECIEeYNBAIONIETO0 XUMUYECKYI0 MOJIU(PUKAIIUNIO KOJIJIareHa U 3J1acTHHA
COCIMHUTENbHON TKaHW. HapyrieHus: akTUBHOCTH (hepMEHTa MPU HEJOCTaTKE MEIH
NPUBOAAT K HAPYIICHUSAM METAa00JU3Ma COCTMHUTEIIBHON TKaHU, MPOSBIISIONIEMCS B

BH/JC BACKYJHNUTA, OPUTCMBbI, CHUKCHUSA 3JIACTUYHOCTHU KOXKHW U T.[.

Puc. 11. IIpoctpancTBenHas cTpyktypa ausmwiokcuaassl (red LOX). Mon menu
(TemHas cepa, BEpXHsisl HACTh PUCYHKA) HAXOUTCS B aKTUBHOM LIEHTPE, NOHbI
Kanblug (qBe 6obre chepbl) U Maraus (Tpu Maible cepbl, BHU3Y) HaXOASTCS B

AJUTOCTEPUYECKUX CAaUTaX CBI3bIBAHUA.



Pacmumenvhoe colpve u npodykmsi co 3HAUUMENbHBIM COOEPHCAHUEM MeOU.
M€YEHb, ITOYKH, MO3TH, MOPENPOIYKThI, TPEUYHEBAs Kpyla, MUH/IJIb, pera, aBOKao,

IIITMHAT.

Mapranen

Mapranel - 3cCeHIMAIBHBIA 3JIeMeHT B KodakTop Oonee yem 30 pepmeHTOB.
Baxneitmas pons  Mn - anTHokcupaHTHas —myteM  perymsmuu - Mn-
cynepokcuaaucMyTasbl. Mn ygacTByer B 00pa30BaHUM KOCTHOM M COSAMHHUTEIBHON
TKaHEW depe3 peryaupoBaHUE CHHTE3a XOHAPOUTHH Cyib(hara. Mapraner BXOJIUT B
COCTaB TPEXMEPHOU CTPYKTYPBI 2UAI0YPOHAHCUHMEemMA3bl, 00ECTICUNBAIOITYIO CHHTE3
ruajoypoHaHa — KeJeo0pa3HON OCHOBBI COSAUHUTENLHON TKaHU. MapraHell BXOAUT
B COCTaB psa BUTAMUHO-MHHEPAIBHBIX KOMILIEKCOB, Tipemapar «buomapranein
Ha3HavaeTcs JUIsi CTUMYJIMPOBAHUS XOHJIPOWUTHHCYNb(aTa, KeparaH cyibdara,
0COOEHHO Yy TAIMEHTOB C CUHAPOMOM Jnepca-/lanio.

Pacmumenvhoe cvippbe u npoOyKmsvl €O 3HAYUMENbHLIM COOEPAHCAHUEM
Mapeanya: TPOPOIICHHAS IMIIEHUIIA, OpeXH QYHIYK, MyKa MIIICHUIHAs, XJIe0 U3 MyKH

LEIHHOT0 TOMOJIa, Kakao-000bl, MUHAAIb, XJI€0 pPiKaHOil, Kpyna rpeuHeBas, Gacods.

MeankaMeHTO3HasI MeTaldoanYecKas Tepamnusa



Hocur 3amecTuTenbHBIA  XapakTep W MPOBOAUTCS MO  CIEAYIOLUIUM

HAIPaBIICHUSM:

1. Ctumynsinus KoJUlareHooOpa3oBaHUsl (aCKOpOMHOBAs KHUCJIOTA, BUTAMUHBI
rpynmnsl B, npenapatsl Mmeau, IIMHKA, MarHusi, KaldblHsl, aHTUTUIIOKCAHTHI);

2. Koppekiuss HapyiieHuid cuHTe3a M Karaboliu3mMa TJMKO3aMUHOTJIMKAHOB
(xonapoutuHcynbdat, xonapokcua, JOHA);

3. Crabunuzanus MUHEpaabHOro oOMeHa (BUTaMuH D2 1 ero akTUBHBIE (HOPMBI,
npenapathl KajabIus);

4, Koppekuuss  ypoBHsS  CBOOOAHBIX  AMHHOKHUCIOT  KpPOBH  (METHOHMH,
TIIyTAMUHOBAs KUCIIOTA, TIUIUH;

5. VYiayuymienue  OMOIPHEPreTHUECKOTO  COCTOSHUS — OpraHu3Ma  (puOOKCHH,

MUJIAPOHAT, JICUUTHH, JUMOHTAp).

IIpumep Kypcosoi memaboiu1eckol MeOUKAMeHmMOo3HOU Mmepanuu.

1-11 kypc: MarneB6 no 2 tabnetke 3 pasza B AeHb 14 nHei, 3atem, 2 TaOIeTKH 2
pasa B JIeHb 110 2 MecsieB (¢ 18 yer, BO3M0XHO TpUMEHEHUE npenapara Maruepor,
o 2 TabyieTku 3 pa3a B ieHb B TeueHue 1 Henenu, naiee — 2-3 TaOJIeTKH B CYTKH J10 2
MECSIIeB), aCKOpOMHOBasi KUCIOTa (MPU OTCYTCTBUM OKCAJIATypUM M CEMEWHOIO
aHaMHe3a ModekaMeHHOU Ooisie3nu) a0 0,6 T B AeHb — 4 HEAeNnu, MIWJIAPOHAT 5 MII
pactBopa B/B Ha ayTokpoBHu Ne 10, nanee - mo 250 mr 2 pa3a B ieHb 12 qHEl;

2-1i Kypc: TWHKAT 1o 1 Tabnetke 2 pasa B AeHb 1,5 Mecsia, pubokcun 10 mu
2% pactBopa B/B Ne 10, 3aTtem mo 1 Tabierke 3 pasza B JieHb 2 MecsIIa.

3-u xkypc: cynabdar menu 1% pactBop, 10 kanens Ha mpueMm 3 pasa B JeHb, 4
HeJenn; Kaiubiui-canno3 gopre 500 mr/ cyT 1-2 mecsna, Wik KaiablleMUuH aaBaHC |
TabJ1. 2 paza/cyt 10 4 MecsieB (MHAUBUIYATBHO)

Ha done ykazaHHBIX KypCOB, pEKOMEHIYeTCSI TPUMEHEHHE JIMM(POTPOITHBIX TPaB
(KOpeHb IUIIOBHUKA, TpaBa MaHXETKH, KPOBOXJICOKH) B BUJE OTBapoB 2-3 pasa B

JIeHb C 3aMEHOM cocTaBa cOopa KaK/Ible 2 HEeICIIH.

TAKTHUKA BEJAEHUSA U JTEYEHUSA BBISIBJIEHHBIX CUHIAPOMOB



ACTEeHMYeCKHUIl CHHAPOM

Xopomo noafaeTcs KOPPEKIMH € IMOMOIIBI0 KOMIUIEKCHBIX MEpPONPUATUN
o0miero xapakrepa — jJeueOHoN (PU3KYIbTYphI, TUETHI, pEKUMa CHa-00PCTBOBAHUS
U, Ipu HeoOxonumocTH, mncuxorepanuu. I[lpm HemocTaTouHOW 3(PdexkTUBHOCTH
BO3MOKHO KYpPCOBOE€ IIPUMEHEHHE AaHTUACTEHUYECKUX MpenapaTtoB (IHEPUOH,
aaanTos u Ap.), aAanTOreHOB (KOTUTYM, UUTPYJUIMH, aprUHUH, OEMHUTHII), HOOTPOIIOB
(nupaneTram), TOHU3HUPYIOIIUX CPEACTB (PKEHBLIEHb, 3JIEYTOPOKOKK, JUMOHHUK U
ap.). IlaroreHeTnyeckum  JIEUEHHEM  ACTEHMYECKOTO  CHHApPOMA  SIBIIAETCA
BOCCTAHOBJICHUSI PHEproodOmeHa (mpexxae Bcero, cuHte’a ATD B MUTOXOHIPHUSX).
JIEHCTBYs. Ha 3TO AIpO IATOT€HE3a, OPraHWYECKHE Ipenaparbl MarHus SBISIIOTCS

npenaparaMmu BeIOOpa JIsl JIECUEHUSI aCTEHUYECKOTO CUHIPOMA.

Kocmernueckuii cHHAPOM

OCHOBHOWM METOJl JIEUEHUS — palMOHAJIIbHAS IICUXOTEpAaNMsl B paMKax
KOMIIJIEKCHOI'O BOCCTAaHOBHUTEJIBHOTO JICUEHUS], IPY HAIMYMU MPU3HAKOB TPEBOXKHO-
NEMPECCUBHBIX ~ PACCTPOMCTB  BO3MOXKHO  MEQUKAMEHTO3HOe  JiedeHue. llo
BO3MOKHOCTH TIPOBOJUTCS IUJIAHOBOE OOCJIENOBAaHUE M JICYEHHE CHHAPOMOB,
HOCTYKUBIIUX MPUYMHON HETOBOJBCTBA BHEIIHOCTHIO (KOPPEKLHMS MaccChl Tena,
MmbIimieyHor maccwl, JI®OK u T.4.). Ilpu BbIpakKeHHBIX KOCMETHYECKUX JedexTax

1esecoo0pa3Ha KOHCYJIbTalUs KOCMETOJIOTa, TUIACTHYECKOTO XUpypra.

CHvHAPOM HEBPOJIOTHYECKUX HAPYIIEHUH
JInst  KOppeKIMM HMMEIOMIEHCsS BETeTaTUBHOW JUCHYHKIIMM MOTYT OBIThH
PEKOMEHIOBaHbI TIpenapaThbl, ONTUMHU3UPYIOIIME METab0IU3M TOJOBHOIO MO3ra C
MoKa3aHHOW dA(PPEKTUBHOCTHIO TIPH CHHAPOME BETeTO-COCYAMCTONW JTUCTOHHH,
aHTUTUITOKCAHTBI. C 3TOM MENbI0 MOXKET HCIIOIB30BaThCS EpeOPOITM3UH, MEKCH IO,
Jns  KOppeKUMH HEBPO30B M  HEBPO3OIMOAOOHBIX COCTOSHHH TOMHMO
paIrMOHAIBHON MICUXOTEPATUA 0OOOCHOBAHHBIM SIBJISIETCSI MCTIOIH30BAHNE aJIEKBATHOM

ncuxodapmakorepanuu. Ilpu TpeBore, CONMPOBOXKAAIOUICHCS BEreTaTUBHBIMU



MPOSIBJICHUSIMU, TIOKa3aH Kypc jedenus (1-1,5 mec.) npemaparamu marnusi (Marne
B6 u T.1.), 3KCTpakTaMu BaJIepbsiHbI, MMOHA, YaOpena, YCIOKAUBAIOLIUE TPaBsSHbIE
coopel M Ap. Vcmonp3oBaHHME TPAHKBUIIU3ATOPOB, OCOOEHHO B JECTKOM U
MOJIPOCTKOBOM TMpAaKTHUKE, CIeAyeT MPOBOAUT KpaiHe ocTOopoxHO. I[Ipom3BoibHOE
IIPUMEHEHHE TMPENapaToB M3 IPYIIbl OeH30/IMa3enuHoOB (Todu3onam (rpaHIaKCHH),
nmpasenam (IeMeTpuH), Kioba3zam ((hpuszuyMm), THAPOKCU3WH (aTapakc)) BBI3BIBACT
(apMaKOJIOTHYECKYI0 3aBUCHMOCTb, UYTO CO3/a€T YCIOBHUS ISl Pa3BUTHS APYTUX

BHUI0B 3aBHCHUMOCTH.

CuHapoM runepMoOMILHOCTH CYCTABOB

JleTn ¥ MOJAPOCTKH C TUMEPMOOUILHOCTHIO CYCTAaBOB YacTO OTOMPAIOTCS ISl
TUMHACTUKU U Oanera. Heo0XoIuMo 3HaTh, YTO OHU MOJIBEP>KEHBI 00JIEE BHICOKOMY
PHUCKY TpaBMaTH3aIlMH, YEM T€, KTO UMEET OOBIYHBIN JUana3oH JBUKEHUN CYyCTaBOB.
TpaBMoli yallle mopaxaroTcsi KOJIEHH, CTOIbI U MOSICHUYHBINA OTJIENT O3BOHOYHUKA.
«'unepMoOUIbHBIe» NIE€TH U TMOAPOCTKU UYBCTBUTEIBHBI K CIHOPTHUBHBIM TpaBMaMm
TaKXe Kak ¥ B3pOCJIble, HO Ha MPAKTUKE Yallle TPAaBMHUPYIOTCS MOJPOCTKU, YEM JETH.
JIns oco3HaHUsI TeHe3a TpaBMbl OCOOCHHO Ba)XXHO TMOHUMAaHUE (PUBHUECKUX,
(U3HOTOTUYECKUX U TICUXOJIOTUYECKUX U3MEHEHUI y TTOJPOCTKOB, KOTJ]a Mbl IMEEM
JIEJIO C «TUTIEPMOOUITBEHBIMIY CIIOPTCMEHAMMU.

I'unepmo6unbHOCTH cycTaBoB (I'C) cuntaerca kauecTBOM, 01aronpusTCTBYOIIUM
3aHSATUSAM MY3BIKOM, OHAa YJIy4lllaeT JOBKOCTh M MO3BOJISIET MasibllaM JABUTATHCS
MaKCHUMAJIbHO OBICTPO. DTO HEPEJIKO MPUBOJUT K TpaBMaM y My3bIKaHTOB. [TloaTomy
Mosiofible MYy3bIKaHThl ¢ ['C HOMKHBI BBITIONHATH PAa3MUHKY, Pa30rpeBaroIIue,
paccnabJstromue u cuioBsle ynpakuenus (Keer R.., Graham R.., 2003).

JleTssM U uX pOAUTENSIM HEOOXOAUMO OOBSCHUTH, YTO OOJEBON MBIIICUYHO-
CYCTaBHOM CHHAPOM KYIUPYETCS HpU pPecYIiapHOM  GbINOJIHEHUU KOMNIEKCa
VIPANCHEHU, HANPABNIEHHbIX HA YKPENIeHue MblUedH020 KapKaca 6OKpy2 Cycmasa u
Gdopmuposarue npasuibHOU MOOEIU OBUNCEHUL, KOMOPAs UCKII0Yaem OaumeilbHbule
cmamuyieckue nosvl U nepepaszeubanue 8 cycmasax.

Kpome ¢usnueckux ynpaxxHEHUH HCHOIb3YIOT CYNMUHATOPHI JI KOPPEKIUU



MJIOCKOCTOIHUSA, 3JaCTHUYECKHE TOBSI3KM TpuU TpaBMax. HeoOXoaumMo HCKIIOYHTH
HOIIIEHUE CYMKH Ha OJHOM Iuieue, oO0yCTpouTh paboyee MecTo peOeHkKa (CIUHKa
CTyJa C TOJJCPKUBAIOIIUM YCTPOMUCTBOM ISl TIOSCHHUIIBI, TMOJCTAaBKa JUISI KHUT)
(Russek L.N., 2000).

[TarueHnTaM ¢ TUTIEPMOOMIIBHOCTBIO CYCTaBOB HE PEKOMEHIYIOTCS KOHTaKTHBIC
BUJIBI criopTa (BoJieri0os1, 6ackeT001, yT00II, XOKKEH U Jpyrue), TshKelas aTiaeTHKa,
npodeccroHaNbHOE 3aHITHE CIIOPTUBHBIMH TaHIIAMU, 0aJIeTOM.

Ilepsviii 5man HEMETUKAMEHTO3HOTO BOCCTAHOBHUTEIIBHOTO JICUCHHSI: TPEHUPOBKA
nuadparMabHOTO JIBIXaHUS W TIOMEPEYHBIX MBI JKABOTA (TAIMEHT JODKCH
BTATUBATh HIDKHIOID YacTh JKMBOTA), HANPSDKCHHWE TMOSCHUYHBIX MBI C
COKpAIIICHUEM MBI >KUBOTA, COXPaHSsl HEHUTPAIBbHOE IMOJIOKEHUE B MOSICHUYHOM
oTzesne no3BoHOYHMKA (0e3 nporuba). Hanpspkenue cienyer yaepxxusaTth 10 cexyHa.
CoxkpallieHue MBI JOKHO BBITIOJHATHCS ¢ YMEPEHHOW WHTEHCUBHOCTBIO, U TpU
BO3HUKHOBEHUHU YCTAJIOCTU WIM HANPSHKEHUU JPYTUX TPYII MBI YIPaXHEHUS
HEOOXOUMO TPEKPATUTh. YTPAKHEHUS HEOOXOTUMO BBITIONHATH PETYJSIPHO, Kak
MUHHUMYM OJIUH Pa3 B JICHb.

Bmopoti sman BOCCTaHOBUTEIBHOTO JiedeHHs. M30KMHETHYECKHE YNPAKHEHUS C
UCTIOJb30BAaHUEM T'MMHACTUYECKUMX MSYEW, OCHaHAepoB B UrpoBod  (dopme.
TpeHupoBKH TOJDKHBI BKIIIOYATh TUMHACTUYECKHE DJIEMEHTHI, KOTOPbIE MHTEPECHBI
JETSIM U TTOJIPOCTKAM, YIIPAKHEHNUS Ha paBHOBECHE.

He PEKOMEHIyeTCsI npuém HECTEPOHIHBIX u CTEPOU THBIX
IPOTHUBOBOCTIATMTENBHBIX CPEACTB ¢ oOe30onmBaromel menpio. st KynmupoBaHuUs
CYCTaBHBIX Oo0Jeli WCIONB3YIOT JJIEKPOCTHUMYJIINIO, PYYHOW H BHOPOMACCaK,

penakcanuto. [TonoxxurenbHbI 2)PEeKT OKa3pIBaCT IIaBaHUE.

CHvHIPOM MaTOJIOTHM CTONBI
Pexomennmanuu mo moadoopy 0OyBH, YMPaKHEHHSIM JJIsi YKPETUICHUS MBIIIII
CTOTIBI.

Komrneke ynpaxkHeHU 7151 YKPETUIEHU S MBIIIIL] CTOIbI

1. XoxneHne Ha HOCKaX, PYKH COEAMHEHBI Ha 3aThLIKE, JIOKTU Pa3BEpPHYTHl B CTOpoHHI (30
CEKYH[).



2..n. — cuns Ha CTyJle W JAepKach PyKaMH 3a CHJCHUE Y CIIMHKHU CTyJa. BBIIPAMUTH HOTH,
HOCKH BBITSHYTHI («HOKHHIIBI»). [To 10 pa3 kaxmoit HOToil.

3.W.1. — o xe. Bpamenue cronamu. [To 10 pa3 mo 4acoBoi cTpenke U MpOTUB.

4..n. — HOTW BpO3b, pyKH Ha mosce. [IpucecTb Ha HOrax, pyKd BBITSHYTH BIIEpel, BAOX,
BEPHYThCA B U.IL., BbIIOX. [loBTOpUTH 6 pas.

5..n. — Horu Bpo3b. Pyku uyepe3 CTOpPOHBI MOAHATH BBEPX, MOATSHYTHCS, MOAHUMASCh Ha
HOCKH, IOCMOTPETh Ha KUCTHU PYK, BIOX. BepHyTbCs B u.11., BBIIOX. IloBTOpHTSH 8 pas.

6.Xoap0a Mo KoMHaTe ¢ BBICOKMM MoaHuMaHueM Oenpa (20 cekyHn), xoapba Ha Hockax (20
CEKYH[).

7..n. — nexxa Ha KOBpUKE HA CIIUHE, PYKH BAOJIb Teja. [[oaHSITh npsiMble HOTH BBEPX, OMHUPASCh
pykamu o mnoi. «Benocunen» ¢ BBITSHYTBIMM HOCKaMu HoT. Jlpixanue mnpousBoisibHOe. [lo 15
NBIKECHUH KaXKI0W HOT'OM.

8..m. — To xe. Horu Ha mmpune 1uiey. Bpamenue cronamu. Jlpixanue npousBonsHoe. I1o 15
JBUKEHH 110 YaCOBOW CTPEJIKE U MPOTHUB.

9.XoeHune monepeMeHHo Ha HOCKaxX U MATKax, | MUHyTa.

BoccranoBurensHoe nedenue. [Ipu HeoOX0AMMOCTH — KOHCYJIbTAIIMS OPTOIIEA.
BepreOporeHHblii CHHAPOM

Pexomennanuu 1o OCOOEHHOCTAM JIBUTAaTENbHONM aKTUBHOCTHU, KOMILIEKC
YIPAXXHEHUN JJIs1 YKPEIUIEHUS MBIIIL] CIIMHBI U KMBOTA, COBETHI IO PAIMOHAIBHOM
opraHuzanuu pabouero wmecta (MpeaynpekIECHUE UIUTEITLHOTO CTATUYECKOTO
HaATPSHKCHUS).

CxeMma 3aHATHM JJI TAOMCHTOB C HAPYHICHHUAMU OCAHKH U CKOJIMO30M

Paznen ConeprxaHue 3aHATUA Bpems 3amauu pazaena
3aHATHUS
I gacte — | Xoawsba. DnemMeHTapHbIE 5-7 ITocTenneHHO ITOATOTOBUTH
BBOJHAs | OOIIepa3BUBAIOLINE YIIPAKHEHUS IS MHUH. | OPTaHM3M K OCHOBHOM
BEPXHUX U HIKHUX KOHEYHOCTEH. Harpyske
JlpIxarenpHble ypaKHEHUSI.
[T yacts — | Pexxum cpeanux Harpysok npu YCC 110- 30 VYyduienue ncuxo-
ocHoBHas | 130 B MuH. O01IEyKpETIISIONIEE U MHH. | SMOLIMOHAJIBHOTO CTaTyca.
CIENUATIEHO KOPPUTHUPYIOIIIHE 3akperuieHre HaBbIKa
YIOpaKHEHUS (CUMMETPHUYHBI U MpaBUIBHON OCAHKH.
ACCUMETPUYHBIE). dopMHupOBaHUE
N.n. — ucxoaHoe MoiaoKeHue Jexa Ha «MBILIEYHOTO KOPCETa.
CIIMHE, )KUBOTE, OOKY, CTOS Ha KOJICHSX, VYaydienue
KOJIEHO-JIOKTEBOE MOoJIoXKeHue. B (YHKITMOHATTLHOTO
3aHATHUSAX UCTIOIB3YIOTCS TAHTEIH, COCTOSIHHSI CEp/Illa U OPTaHOB
CKaMEKH, TMMHACTUYECKast CTEHKa, JIbIXaHUS.
TUMHACTUYECKHE MMAJTKH, MSTUH.
[l yacte | CTaTUCTHYECKUE U JMHAMUYECKUE 10 CHikeHue o011Iel Harpy3Ku.
3aKJIIOYUT | JbIXaTEIbHbIE YITPAKHEHUS Ha MUH.
eJIbHas paccnabrienue, Xo1p0a.




Komrmuieke ynpaxHeHn! 1 yKPEIJIEHNs] MBI CIIMHBI U )KUBOTA

No |HMcxoaHoe mosioxeHue BrinosiHeHue ynpaxHeHust Ho3upoBka | Meroauueckue
n/n pEeKOMEHIaLuN
1. |Jlexa Ha criuHe, pyku |1 — pyku 4epe3 CTOpOHBI BBepX, |3 —4 pa3za |1 — Bmox uepe3
BJI0JIb TYJIOBHIIIA BBITSHYTCS, 2 — PYKHU 4epe3 HOC, 2 — BBIJIOX,
CTOPOHBI BHU3, 3 — 4 — TO %e HOCKH HOT
BEITSIHYTh
2. |Jlexa Ha cnuHe, pyku |1 — mOgHATH rOJIOBY BBEpX, HE 4 — 6 pa3 Hpixanue
B CTOPOHBI JIAZIOHSAMH  |TIOAHUMAS TIIEY U PyK MIPOU3BOJIHOE
BHH3 2-3 — ep>kath roJIoBY B
CTaTUYECKOM IOJIOKEHUH,
CMOTpPETh Ha HOCKH 4 — H.II.
3. |Jlexa Ha ciuHe, pykH |1 — pyKu COTHYTH B JTOKTEBBIX 4 — 6 pa3 1 - Bnox
BJI0JIb TYJIOBHIIIA CyCTaBax, CTOIIbI HOT Ha ce0s 2 — BBIJIOX
2 —u.m. 3-4 — 10 ke
4. |Jlexxa Ha criuHe, pyku |COTHYTh HOTH B KOJIEHHBIX Haunnate ¢ |BemonHsATh B
IOJ1 TOJIOBOM, JIOKTU  |CyCTaBaxX — Kpyrosoe jBrkeHue |10 cueToB, |cpeaHeM TeMile,
MIPHKATHI K MOy HOT BIIEpE/l — UMUTANUS €3bl HA  |TIOCTEIICHHO |IbIXaHHE He
BEJIOCHUIIE/IE, TO K€ — Ha3a/l. YBEJIMYUBAs |3a/1€PKUBATh
1o 60
5. |To xe, uto u B 4 [loouepenHoe nopHUMaHue 4 — 6 pa3 1 - Boox
yIpaXHEHUH MPsIMOIA HOTU BBEpX.l — MOJHATH 2 — BBIJIOX 4epe3
2 — OMYCTHTH HOC
6. |Jlexa Ha criune, pyku |[logHUMaHHE TPYIHOTO OTAETA 4 — 6 pa3 [Iporuyrscs
COTHYTHI B JIOKTSIX, M03BOHOYHHUKA TOJIBKO B IPYTHOM
BJI0JIb TYJIOBHIIIA oTaeIne
7. |JIexa Ha )XUBOTE, [ToouepenHoe MOJHUMAHUE 4 — 6 pa3 JlpIxaHue He
PYKH TTOJT MPSIMOI HOTH BBEPX 3aJIepKUBATh
Mo100POIKOM
8. |Jlexxa Ha )KMBOTE, 1 — noaHsATH TUIeYH, TONIOBY M pykH (3 —4 pa3a |1 —Baox
PYKH BIiepen BBEPX 2 — BBIIOX
9. |JIexa Ha )xuBOTE, 1 — ofHOBpeMEHHO COTHYTh HOTH B |3 — 4 pa3a
PYKH TTOJT KOJICHHBIX CycTaBax .2 —
o100POAKOM BBINPSAMUTH.3 — 4 — TO ke
10. {JIexxa Ha ciuHe pyku |1 — pyku yepe3 CTOpOHBI BBepX, |23 paza |1 — BHOX, HOCKH
BJI0JIb TYJIOBHIIIA 2 — PYKH 4epe3 CTOPOHbI HOT BBITSIHYTh
OITyCTUTB, 3 — 4 — TO *Ke. 2 — BBIJIOX, HOCKH
HOT Ha ce0s

BoccranoButensHoe jieuenne. O0sg3aTeabHas KOHCYJIbTalIuA OpTOIICaAa.

Topako-anadparmajbHbIA CHHAPOM

OO1ue pekoMEeHAAlN COOTBETCTBYIOT PEKOMEHIAIMSAM MPH BEPTEOPOreHHOM
curapome. [Ipu BoipaxkeHHOH nedopmanuu IpyIHONW KIETKH BO3MOXKHO NPHUHSITHE

peUICHNUA 00 OIICPATHUBHOM JICHCHHUMU.



Cxema 3aHATHI I MAIMEHTOB ¢ AeopMalusIMy IPYIHON KICTKU

Pa3nen ConeprxkaHus 3aHATUS Bpem 3agauu paszaena
3aHATHS Fi
[ yacte OO6mepa3BUBarOIIIee, TbIXaTCIbHbBIE 7-10 | IloaroToBUTH BCE CUCTEMBI
BBOHAs YIpaXHEHUS, CIIOKOHHAs X0ap0a MUH | OpraHu3Ma K OCHOBHOM
Harpyske
[Igyacts — | Pexxum cpennux Harpysok npu YCC 30 VYiydienue nepugepuaeckoro
OCHOBHas 110-130 B muH. PaboTa y cTeHKH MHH. | KpOBOTOKA.
"3nopoBbe" B TeueHUM 15 MuH. TpenupoBka
KonuyecTBo MOAX00B BKIIFOYAIOIIHX S- KapIMOPECTTUPATOPHOM
6 yIpaXHESHHUH ISl pa3TUIHBIX TPYIIIT CHCTEMBI.
MBIIII UHAUBUIYAIBEHO U OIPEIEIIIeTCs VYay4dmenue
TEMIIOM HX BBIITOJHCHHS. 15 IICUX03MOIIMOHAILHOTO
Benorpenaxepsl. MHH. | COCTOSHHS IallMEHTA.
Il yacte - | JIpIxaTenbHble ypakHeHus, xonpba. B | 5 CHH3UTH OOIIYIO HarPY3KYy.
3aKJIIOUUTE | JIETHEE BpeMs — JTyIl MMH.
JIbHAs

BoponkooOpa3Has nepopmManus rpyaHoON KIETKH

l. XUpYypruvyeckoe JCUYCHHUE.

AOGCOIIIOTHBIMU MTOKA3aHUSMHU K orniepaTuBHOMY JeueHuto BJII'K sBisroTcs:

1. Hedopmarus 1 cT.;

2. Hedopmanus |l CT. B CyOKOMIIEHCHPOBAHHON M JE€KOMIIEHCUPOBAHHOM
CTaausIX;

3. CoueTtanne BOPOHKOOOpPA3HOW TPYAH C CHUHIPOMOM «IUIOCKOW CIUHBD)

WJIM PE3KO BBIPAKEHHBIM CKOJIMO30M;
4, Hanuuuwe runeptpoduu mnpaBoro >Keiyaoyka cepaua, BbIPAKEHHBIX

HapyIIeHW TeMOJMHAMHUKN MaJjior0 Kpyra KpOBOOOpPAIICHHS M 3aCTOMHBIX SIBJICHHIMA

JIETKUX;
S, Hanuuwne cepiedHo-neroyHon HeJOCTAaTOYHOCTH;
6. Hannuue cnumunBoro nepukapauTa.

CoBpeMeHHbIE METOAbl TOPAKOIJIACTUKA B OOJBIIMHCTBE CIy4yaeB JaroT
XOPOIIHHA WIH yIOBIECTBOPHUTEIbHBIN KocMeTHaeckuit apdext. OmHako B HACTOSIIIEE
BpeMsi HET yOeIUTENbHBIX JAHHBIX O TMOJOXXKHUTEIbHOM BIUSHUU XUPYPTUUECKOIrO
JICYeHUsI Ha COCTOSIHUE KapHoO-pecrnupaTopHoOi cuctembl y 6ombHBIX ¢ BJAI'K, 31O
ellle pa3 MOJATBEPKIAET MHEHUE O TOM, YTO JedopManus TpyJHONU KIETKHU SBIISETCS

JIOKaJIbHBIM MPOSIBIIEHUEM cucTeMHOTOo mpotiecca. [loatomy Bompock! euenus BIAT'K



HC OTOJKHBI CBOAUTHCA NCKIIOYUTCIIBHO K XUPYPIrUiCCKOMY BMCIIATCIILCTBY.

Il. KoHcepBaTuBHBIE METOIBI JJEUEHUS U peaOMINTALINN:

1. Komrutekc HeMeIMKaMEeHTO3HbBIX MEPOTIPUATHIL: leueOHas (GU3KyIbTYpa,
Maccak TPYIHOM KJIETKH W MO3BOHOYHHUKA, TJIABAaHUE U JPYTUE BOJTHBIC
IpOIEeTyphl, ICUXOTEPAITHS;
2. MenukaMeHTO3Hasi METa0OIMYECKas Teparus;
I1l. JleyeHue COMyTCTBYIOIIEH MATOJIOTUM CO CTOPOHBI JBIXaTEIIbHOM H
CEpAECUHO-COCYTUCTON CUCTEM;
V. Jledenne ocinoxHEeHHI (J€rOUYHAast TUTIEPTEH3US, CepAeYHas U AbIXaTelbHas

HEJIOCTAaTOYHOCTb)

Topako-quadparmaiabHoe cep/ie
HanpapiieHust jgedeHus onpeaessroTces: GopMUPOBAHUEM JICTOYHOMN THITEPTCH3UH
M CEpJCYHOM  HEIOCTATOYHOCTH, OCYIICCTBIIIIOTCS B COOTBETCTBHH  C

CYIIECTBYIOIIUMH CTaHJapTaMHU.

KinananHblii CHHAPOM

[Taruentsr ¢ [IMK ¢ xano6amu, 00yCIOBICHHBIMHM MOBBIIICHUEM TOHYCA WM
PEAaKTUBHOCTU CHUMITATUYECKOW HEPBHOM cHUCTEMBbl (cepiiedueHue, Kapauairu,
OJIBIIIIKA), YACTO TOJIOKUTEILHO pPearupyroT Ha Tepanuio Oeta-0mokaropamu. B psije
CIIy4aeB JIOCTATOYHO OTKA3aThCs OT TAKUX CTUMYJISTOPOB Kak KOGEWH, aJKorojb U
KypeHue. OpTOCTaTUYECKYH0 CHUMITOMATHKY (TIOCTypajibHasi THUIOTEH3US W
cepAleOrueHrne) MOKHO YMEHBIIUTh MOBBIIIIEHUEM MOTPEOJICHUS KUJIKOCTH U COJIH,
HOIICHHWEM  KOMIIPECCHOHHOTO  O€Nbs, B  TSKENIBIX  ClIy4asX  MPUEMOM
MUHEPATOKOPTUKOUIOB.

[Tpuem aneTmicamuiuaoBoi KUCIOTHI (75-325 Mr/cyT) mokaszaH marieHTam C
[IMK ¢ TpaH3UTOpPHBIMH HWIIEMUYECKUMH aTaKaMH MPU CHHYCOBOM pHUTME H 0e3
TpOMOOB B JIEBOM NpeAcepAud. DTH MAlMEHThl JOJDKHBI M30eraTh ynoTpedieHus
OPAJIBHBIX KOHTPALENTUBOB M KypeHus. llpueM aneTmncanuuuioBOM KHUCIOTHI

IIOKa3aH IMallMCHTaM C HMK, NEPCHCCIINM HMHCYJIBT, HO HC MMCIOINIUX IIPHU3HAKOB



MUTPAIBHOM peryprutauuu, GUOPWUIALMN TNpeAcepauii, TPOMOOB B JEBOM
MpeacepAr Uiau yToleHus (5 MM U 0oJiee) CTBOPOK MUTpaIbHOrO Kjianasa. [Ipu
HQJIWYUKM STHUX COCTOSIHUM WIM HE3(PPEKTUBHOCTU alleTUICATMLIUIOBON KHCIOTHI
nokasaH npuem Bapdapuna c renessiv MHO 2,0-3,0.

VY nanuentoB ¢ [IMK u ¢ubpwuianueit npencepauii BEIOOp MEXIy Teparuen
aCIMPUHOM U Bap(apuHOM OINpeAessseTcss Bo3pacToM (MOJIoXKe Uiy crapiue 65 Jer),
HaJU4YMEM MHTPAJIbHOM pPErypruTalyy, YTOJIMIEHUS MW H30BITOYHOCTH CTBOPOK
MUTPAJIBHOIO KJIAIIAHA, aPTEPUAIIBHOM THIIEPTEH3UH U CEPACYHON HEJOCTATOYHOCTH.

AHTHOMOTHKH Uil NPO(QUIAKTUKK MHQEKIHMOHHOTO SHIOKapAWTa MpH BCEX
MaHUMNYJIAIUSAX CONPOBOXKIAIOIIMXCS OakTeprueMueii, Ha3HadaroT nanueHTam ¢ [IMK,
B OCOOEHHOCTH MpU HATUYUHM MHUTPAIBHOW pErypruTanuu, yTOJIIEHUS CTBOPOK,
YJIMHEHUH XOP/l, IUJIaTalliU JEBOT0 KeJIyA0YKa WM Ipeacepaus.

Nmerorcst nutepaTypHble JaHHbIE 00 3()PEeKTUBHOCTH MpenapaToB MarHus MpH
nepsuyHoM [IMK. Beio mokasaHo, 4To 4epe3 1IECTh MECSLEB PEryJIIPHOTO MpHUeMa
npenapara maruepot (mo 1-2 tabd. 3 paza B AeHb) HE TOJbKO HOpManu3oBaiaucs YCC
1 ypoBeHb AJl, CHU3WJIOCH YHCIIO 3MM30[0B HAPYLIECHU pPUTMA, HO U JIOCTOBEPHO
yYMEHbIIWIACh TIyOHWHA MpOoJIadMpOBaHUS CTBOPOK MHTpAJIbHOrO KiamaHa. Kpome
TOTO, OTMEYEHBl 3HAYMUTEJIBHOE YMEHBLIEHUE BBIPAKEHHOCTH U3MEHEHUN KOXHU U
JNECTPYKLMH U I€30PTaHU3aMN KOJUIAr€HOBBIX U 3JIACTUYECKUX BOJIOKOH.

XHUpYpru4ecKkoe  JIEYEHHE  II0OKA3aHO  NPU  THKEIOM  MUTPaJIbHOU
HEJ0CTaTOYHOCTH, B 0COOEHHOCTH, 00YCIOBIECHHON pa3phIBOM XOP/, TPUBOISAIINM K
(GOpMHPOBAHMIO MOJIOTSIIEH CTBOPKM MHUTpAIbHOrO KianaHa. B OoJplmImHCTBE
cinyvaeB nipu [IMK s¢ddextrBHa pekOHCTpYKTHUBHAs omnepaius (B 0COOEHHOCTH MpuU
MOPAKEHUHU 3aJHEHd CTBOPKH) C JIYYIIMM JOJIOBPEMEHHBIM IPOTHO30M IO

CPaBHCHHIO C IIPOTC3UPOBAHNEM MUTPAJIBHOI'O KilallaHa.

Cocyaucrblii CHHAPOM
[Ipu aunaranuy aopThl MOKa3aH MOCTOSHHBIN KOHTPOJIb 32 ypoBHeM AJl, mpuem
0eTa-0J10KaTOPOB HE3ABUCUMO OT Bo3pacTa. IMeIoTCs JaHHBIE O MOJIOKUTETEHOM

BJIMSIHMM Ha AuameTp aopThl nepungonpmia (Ahimastos A.A. et al., 2007);



[Ipodunaktuyeckoe neiictBue OeTa-OIOKATOPOB HamOoJiee BBIPAKEHO NpU
auameTpe aopThl 6osee 4 cM. DakTopamMu pUCKa PacCIOCHHSI A0PTHI CIIEAYET CUUTATD
yBEJIMUEHHE JIMaMEeTpa aopThl HA YPOBHE CUHYCOB BanbcanbBel Oosiee 5 cM, ObICTpBIN
TEMIT HapacTaHUs AUaTaluu aopThl (6osee 5% uim 2 MM B TOJ1 y B3pPOCIIBIX) a TaKXKe
yKa3aHUE Ha pACCIOCHHE aoOpThl y OJM3KUX POACTBEHHUKOB. XUPYpPrHUECKoOe
BMEIIATEIBCTBO JUIsl MPOPMIAKTUKUA PACCIOCHUSI M pa3pbiBa aOPThI MOKA3aHO MPU €e
paclIMpeHH Ha YPOBHE CMHYCOB BasibcanbBbl 10 5,5 ¢M y B3pocibix uin 5,0 cM y
JETEN.

Bapuko3Hoe pacmiupeHre BE€H HUKHUX KOHEYHOCTEW TpeOyeT BBIIOJIHEHHUS
pekoMeHAanuid 1o o0pa3y JKM3HM U JBUTAaTE€JIbHOW aKTUBHOCTH (M30eraTh
JUIMTENIbHBIX CTAaTUYECKUX HAarpy30K, HOIIEHUE YJI0OHOW 0O0YyBM, HCIOJIb30BaHUE
KoMmIipeccuoHHOro TpukoTaxa, JIOK, kypcoBoe mnpumenenue nerpanekca. I[locre
KOHCYJIbTAllUM COCYJIUCTOrO0 XUPYpPra ONPEIECISIOTCS MOKa3aHUsl K XUPYPruuecKoMy

JICUCHHIO.

ApPUTMHYECKHUIT CHHAPOM

Ycerpanenne — OpUYMH @ QPUTUMHAYECKOTO  CHUHJpoMa  (TMIIMarHuemus,
TUMIOKAJIMEMUS, TUIIOKCHS). MeIuKaMEeHTO3HOE JICUEHUE B 3aBUCMMOCTH OT BHUJA
HapyuieHus: putma. KoHcCynbTalus Kapauojora, apuTMOJIOra, KapIuoXupypra.

IIpenapatsl MarHust 3p(HEKTUBHO COCOOCTBYIOT KYTUPOBAHUIO TaXUKAPAHH.

BpoHXxo0-1ero4Hslii CHHAPOM

Hanpaprnenuss ~ jeyeHuWs:  ympaBiieHWE — KanuieM  (TPOTHBOKAIIJIEBBIC,
MYKOJIUTHKHN), KOPPEKIUS OpOHXOOOCTPYKTUBHOTO CHHApOMA (OpOHXOIHUTHKH),
KOMITJICKCHI YIIPaXXHEHUHN JUIT TPCHUPOBKH JIBIXaTEIbHBIX MBI, MPOPUIAKTHKA U
nedeHne WHQPEKIMOHHBIX o0ocTpeHuit. Hammuwme OysuiesHoit smduszembl TpedyeT
KOHCYJIBTAIIMM  TOPAKaJIbHOTO  XHpypra HJis  ONpEeACNICHUS TOKa3aHuil K

OIICPATUBHOMY JICUCHHUIO.

CUHAPOM NaTOJIOTUH MUIIEBAPUTEIBHOI CHCTEMBI



O0s3aTeabHbI PEKOMCHAAIIMU 11O AUCTC U PCIKUMY IMHUTAHUA, B COOTBCTCTBUU C
CymCCTBYIOIINMU CTaHaapTaMu IMPOBOJIUTCA JCUYCHHUC ACCOMHNPOBAHHBIX

KHUCIIOTO3aBUCUMBIX 3a00J1€BaHUM, peIIIOKCHON OOJIE3HHU.

CuHApPOM MaTOJI0rMU MOYEBBIICJTUTEIbHOU CHCTEMbI
PexoMmengauuu 1o auere U NUTbeBOMYy pexuMy. IIpenynpexnenue u nedyeHue
OCTphIX HMH(EKIIMOHHBIX 3a00JICBaHUN MOYEBBIBOMSIIUX ITyTEH, MPHU MPOJIATICEe

JKCHCKHX ITOJIOBBIX OPIraHOB — XHUPYPTHUICCKOC JICUCHUC.

CI/IHI[pOM MaToJOrum opraHna 3pcHus
Ha6HIOII€HI/Ie H JICUCHHUC Y O(I)T&JIBMOJIOI’&, IMOAKIIOYCHUC CIICHUAIIU3UPOBAHHBIX
BUTAMHWHHO-MHUHCPAJIbHBIX  KOMINICKCOB  JUJIA  IMOAJACPIKKH (1)YHKI_[I/II/I 3pCHUA

(Kommusut Odransmo, Jlrorenn Komruieke u 1.1.).

CHHAPOM HMMYHOJIOTHYECKUX HAPYIICHUM
BeimonHeHne 00mUX peKoOMEHIanuid 1o 00pasy JKW3HHU, JIBUTATEIbHOU
AKTUBHOCTH, JHWETE, BOCCTAHOBUTEIIBHOE JICYEHWE KypcaMH. PacTurenbHbie

aJalirrTarcHbl. KOHCYJ'II)TEU_II/ISI HMMYHOJIOTa OJIA n0n6opa MGHHK&MGHTOSHOﬁ TCpallnu.

I'emopparnyeckue reMaToMe3eHXMMAJIbHbIE TUCIIIA3UU
KoHcynpranmsi temaronora uisi moa0opa ajaeKBaTHOW MEIUKaMEHTO3HOM

TEparnu.

TaxkTuKa BeleHUs MAUUEHTOB ¢ cuHapomom Mapdgana
[Tatosiorus cepJIeuHO-COCYIUCTON CUCTEMBI SBJISICTCS MPUUYUHON cMepTH ¥ 95%

MalKMeHTOB B MOJIOAOM Bo3pacte — A0 40 JeT npu HeCBOEBPEMEHHON JUArHOCTHKE U
obOpamenun. JlokazaHo, YTO CKEJIETONMATUM YYacCTBYIOT B (POPMHUPOBAHUU TOPAKO-
nuadparManabHOTO CHUHJpPOMA, a pOTrpeAUEHTHAs HEJIOCTATOYHOCTh
COCIMHUTEIPHOTKAHHOTO KapKaca cepala MPUBOAUT K €ro pPeMOACIUPOBAHHUIO C
Pa3BUTUEM CEPACYHON HEIOCTATOUHOCTH B MOJIOJIOM BO3pacTe.

Oco0oe BHMMaHHUE yJENseTcs AuiaTalliid aopThl C perypruTanuei, KoTopas



MOXKET TMPOTpPeccCUpoBaTh romamu. HaOmropeHwe Kkapauoiora MpeaycMaTpUBaeT
€XKETOHOE MPOBEIACHUE IXOJONIUIepKapauorpadu, a Mpu pacImpeHun 0oyiee yeM
Ha 50% OT HOPMBI — KaXIble IMOJroJa ¢ OO0A3aTENbHOW KOHCYJbTalMen
kapauoxupypra (Shores J., et al. 1994; Dieckmann C., Nienaber C. A., 1999;
Kodolitsch Y. V., Raghunath M., 1998).

B 1981 roay B CIIIA opranm3zoBano oomecto National Marfan Foundational,
oObequHsAIOMEe OOMBHBIX C CcuHApoMOM Mapdana, I pacrnpocTpaHEHUs
MOJIOKUTEIIBHOTO OMBITA MO BEJACHHUIO U JICYCHHUIO STOW MaToJOTuu. TakTuka BeJeHUs
OTUX TAIMEHTOB «OTpabaThIBajgach» B XOJE HECKOJBKHX MEXTYHAPOIHBIX
CHUMIIO3UYMOB, 0000IIaI0MKX JOoKa3aTeabHble (hakThl Mo cuHapoMy Mapdana: 1988
roa — B bantumope, 1992 ron — B Can-®panuucko, 1994 ron — B bepiune, 1996 ron
— B JlaBoce, I/ie ¥ MPUHATH COBPEMEHHBIE THATHOCTHICCKUE KPUTEPHH.

B Owmcke 3a nnuTenbHBIA TEpHOj]] HAOMIOJAEHUS OOJBHBIX C CHHIPOMOM
Mapdana (Gosnee 20 5neT) mHaMEHTHl MO3HAKOMWIMCH, AKTUBHO OOIAIOTCS U
MOICP)KUBAIOT APYT Apyra B CIOXHBIX J>KHUTCHCKUX cuTyarusax. OcoOeHHOCTH
MICUXOJIOTUYECKOTO CTaTryca JHUIl C CUHApoMOoM Mapdana npu BBIPAKEHHBIX
KOCMETHUYECKHX JedeKTaX, OorpaHuYCHHBIC (DU3NICCKUE BO3ZMOKHOCTH OTIUYAIOT MX
OT JIPYTUX YJICHOB OOIIECTBA U IUKTYIOT HEOOXOIUMOCTh OO bETUHEHHUS.

Iumanue 6onvubiM ¢ cunopomom Mapgana Ha3HAYAECTCS C YIETOM BEIYIIETO
KIIMHAYECKOTO CHUHApPOMA. Tak, KapIuOJIOTHUECKHE MPOOJIEMBbI TPE/IIoIaraioT
HazHauenne guetel Ne 10. Tlpum ckenmeromaTusix JA€PUIUT  HEKOTOPHIX
MaKpO3JIEMEHTOB (KaJblMi, MAarHui, LHUHK, M€Ib) M OEJKOB, Yy4YacCTBYIOUIUX B
«CTPOUTEIBCTBEY» COCAMHUTEIIBHON TKAaHU TpEJIoaraeT Ha3HauyeHne OMOJOTHICCKU
aKTUBHBIX JT00ABOK M KOMIUIEKCAa MaKpo- M MHKpodjaemeHToB. WHpopmarus o0
3¢ ()EKTUBHOCTH THIIEBBIX JO0ABOK MPH «PACCTPONCTBAX COCTUHUTEIHLHOW TKAHM

pasMemieHa Ha caute  (http://www.ctds.info). st KOppeKuuMHM CKeJleTOnaThi

PEKOMEHIYIOTCSl 100aBKH, COepXalllie MarHui, KajablHi, HUHK U Melb, a TAKXKe
TMaTypOHOBYIO KHCIIOTY, TJIIOKO3aMHH, XOHAPOUTUHCYIb(aT, BuTaMud K, BUTaMUH
D. HckyccTBeHHOE TOPMOXKEHHE pOCTa KOCTEM SCTpPOreHaMu B MOJPOCTKOBOM

BO3pacTe, PEKOMEHJJOBaHHOE paHee MHCTUTYTOM lleanaTpuu u JeTCKON XUpypruu, B
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HACTOSIIIIEEe BPEMsI HE UCIIOIb3YETCS.

Axmuenocms 6onvHbIX ¢ cunopomom Mapgana. Heobxoaumo mpHUCIIOCOOUTH
o0pa3 KU3HM MalKMeHTa K 3a00yieBaHuI0. PerynsipHasi yMepeHHast TPEHUPOBKA Yy JIUII €
cuaapoMoM Mapdana BakHa JUIsl COXpaHEHHUsI OOIIETO 30POBBS U MOJAJEPKAHUS
¢usznueckoro U mcuxudeckoro Onarononyuusi. OCHOBHOWM 3ajiadyedl TPEHHUPOBOK
ABJISIETCSl YKPEIUICHUE MBI CIHUHBI, CYCTaBOB, KOCTHOW CHCTEMBI, a TaKXe
TPEHUPOBKA  CEPJIEUYHO-COCYIUCTOM  cucTeMbl.  (OcCOOEHHO  MOAXOASIIUMU
Pa3HOBHUJIHOCTSIMU CIIOPTA SIBIISIFOTCS T€, IPU KOTOPBIX BCET/Ia MOKHO OCTAaHOBHUTHCS
U OTAOXHYThb, €CJIM TIOYYBCTBOBaJl ce0s ycrtano. bmaronpusTHoW ¢uznuecKon
AKTUBHOCTBIO SIBJIAIOTCS IMyTELIECTBUS, X0Ap0a MEIIKOM, KOM(OPTHOE KaTaHUE Ha
BeJOCUIIe/ie, JIETKUN 0acKkeTOO0J, HACTONBHBI TEHHUC M 3aHATUS C OYEHb JIETKUMU
rauTessiMi. HyXHO BbIOMpaTh TakylO [€STEIbHOCTh, KOTOPYIO MAI[UEHT MOXKET
UCTIONHATH 3-4 pa3a B Henemnto no 20-30 MUHYT «IILyTsD».

OAHO3HAYHO OTPULATENBHO PELIEH BOIPOC O KOHTAKTHBIX, @ TAKXKE IPYIITIOBBIX
BUJIaX CIIOpTa, paboTe c TskecTaMu. HyxHO m30eratrh NesITeNbHOCTH, TPeOyIoleH
U30METPUYECKON paboThl, HampuUMep, TSHKEIYI0 aTJIETUKY, MOJBEM IO KpPYThIM
nectHuniaM U T. A. Ilpu cungpome Mapdana ocoOEHHO MOAXOAST TaKUE BHUIBI
CIOpTa, KaK IJIaBaHUe, €3/1a Ha BEJIOCUIIe/IEe U JIETKHUIl Oer, HO 0e3 yJyacTusl B KaKuX-
aubo copeHoBanusx (Dieckmann C., Nienaber C. A., 1999; Kodolitsch Y. V.,
Raghunath M., 1998). Eciau manmeHT nmpuHHMaeT [B-0J0KaTop MU BeparmaMui, TO
nyJasC J0JKeH ObITh MeHee 100 ynapoB B MUHYTY, €CilM He mpuHuMaeT — Ao 110
yIapoOB B MUHYTY.

[Ipy mnogHMMaHUU TsKecTed B OBITY HEOOXOIMMO OOY4YUTh MalMeHTa
HCIIOJIb30BaTh KakK MOJBEMHHMK CBOM HOTHM, a He cnuHy. HeoOxomumo uzberatb
PE3KUX U3MEHEHUH B aTMOC(EpPHOM JIaBJIEHUHU, HApUMEp, MOJETOB B CaMOJIeTe, TaK
KAaK MMEETCS CKJIOHHOCTh K CIIOHTAHHOMY ITHEBMOTOPAKCY, U MOJBOJHOE IIaBaHUE.
HeoOxomumo 3apanee mnoaymaTh O Npo¢decCHOHAIbHOW OpUEHTALMH OOJBHOTO.
Cnyx0a B apmuu npotuBorokazana (Raghunath M., 1998).

HccnenoBanue Bompoca O BIMSHHM JO3UPOBAHHBIX (PU3NYECKUX HArpy30K

(Axoenes B.M., /[youneu I'.C., 1996; Heuaesa I'U., Axosree B.M. u op., 1997) Ha



COCTOSIHHE KapAHO-PECIUPATOPHON CHCTEMBI MAIlMEHTOB ¢ CHHApoMOM Mapdana c
TOJICPAHTHOCTBIO K (u3uUeckoil Harpy3ke Oonee 50 BT mpu Bemospromerpun
MOKa3aJI0 BO3MOXKHOCTb 3aHSITHUH B TPEHUPYIOLIEM pexuMe 1o 45 MUHYT 3 pas3a B
HEJIENI0 MPHU OTCYTCTBHMM NPOTHUBONOKA3AaHUW: MNPOrPECCUPYIOLIEE pPaCUHIMPEHUE
KOPHSI a0pThl U POCT MUTPAJIbHOM peryprutanuu. B 0OCHOBE MOCTPOEHHS MTPOrpaMm
JICKUT KOHIICTIMS WHIMBUAYAJIbHOTO TMOAXOAA K JO3UPOBAHUIO (HU3UUECKUX
Harpy30K B 3aBHCUMOCTH OT aJalTal[MOHHbBIX BO3MOXHOCTEM OpraHu3Mma.
[IpeaycmarpuBancs pexxuM Maiblx Harpy3ok oT 25 go 50 Bt (150-350 KI'm/mumn),
YTO YBEJIMYUBAJIO YaCTOTY CEPJICUHBIX COKpaIleHUM BO BpeMs 3ansatuil 10 100-110 B
MuHyTy. llocne 10-HemenbHOTO Kypca 3aHATUM OTMeEYanach MOJIOKUATEIbHAS
HAIPaBJICHHOCTh MOKa3aTejeil TeMOJMHAMUKN UM (DYHKIIMM BHEIIHErO JbIXaHUs Ha
(doHe ynyunieHus: CyObeKTUBHOIO COCTOSHUA.

Cxemvl  memabonuyeckou mepanuu npu cunopome Mapgana TOTKHBI
BKJIIOYAaTh aCKOPOMHOBYIO KHUCJIOTY (TP OTCYTCTBUM OKCAJIATYpPHUH U CEMEWHOTO
aHaMHe3a 10 MOYEKaMEHHOM MaToJOorMu) B BUJE KOKTEWJIEH ¢ MOJIOKOM, HOTYypTOM;
no3a — He 6oisee 1,0 r B IeHb B 3aBUCHMOCTH OT BO3pacTa, y aerei - 250-500 mr/cyT.
N30bITOK aCKOPOMHOBOM KHCIJIOTHI, MOJOKUTEIBHO BIUSSA HA CHUHTE3 KOJUIareHa U
oOpa3oBaHME TMOMEPEUHBIX CIIMBOK B €ro MaKpPOMOJIEKyJe, OTPHUIATEIbHO
CKa3bIBACTCSl HA THAypOHaHE (THAIIypOHOBOM KHCIIOTE), BBI3BIBASI €r0 JErpajalrio.
Hcnonb3oBanne acKOpOMHOBOM KHUCIOTBI 03 BHTamMHMHA P pe3ko CHMIKaeT ee
BO3JICMICTBHE HA COCIMHUTENbHYIO TKAHb.

BTOphiM KOMIIOHEHTOM CXe€M METabOJIMYECKON Tepanuu SBISIOTCS Mpenaparsl,
colepKaliie KOMIIOHEHTbl COEIMHUTETbHONM TKaHu (THATypOHOBYIO KHUCIOTY,
XOHPOUTHHCYIh(}AT, TIIOKO3aMUH) W MarHuil. Hampumep, rirokozamMuHCYIbGDAT;
no3a B Bo3pacte 12 sier u B3pocibix — 1o 1,5 r 1 pa3 B 1eHb BO BpeMs €1bl, 3alIUBATh
0OJIBIIMM KOJMYECTBOM BOJBI, Kypc — 1,5 Mecsna. B crnenyromeM Kypce MOXKHO
WCIIOJIB30BaTh TIpemaparthl, cojepKamue XoHApouTuHcynbdar. Jloza: nersm B
Bo3pacte a0 1 romga — 250 mr, ot 1 roga g0 5 et — 500 mr, ot 6 10 12 ner — 500-750
MT, B3pociabiM — 1,5-2,0 T BO BpeMsl €bl; 3amuBaTh OONBIIMM KOJTUYECTBOM BOJIBI;

Kypc — 2 Mmecaua. [Ipenapar Marne B6 cnocoOcTByeT akTHUBalMM MeTabOIM3Ma



COCIMHUTEIILHON TKAaHW M PEKOMEHAYETCS ISl pUeMa JITUTEIbHBIMUA KypcaMu (T10
6-12 mecsnes). Tabmetku Marae B6 paspemiens! netsM crapiie 6 et (Macca Tena
oonee 20 kr), mo 4-6 tadneroxk B cyrku. opma Marne B6 B Bume pacTBopa mJis
IpueMa BHYTPb pa3pellieHa K npuemy y aeteil crapuie 1 roma (macca tena 6onee 10
Kr), 1-4 aMI1y;1 B CyTKH.

B kadectBe MerabosnMTa B KypC MOMKHO BKJIOYUTH SHTAPHYIO KHUCJIOTY (B
kancyse 100 mr); mo 1-2 kancysnsl 2 pa3a B JIeHb, Kypc — 3 HECIH.

Kapuutuna xjopuj ucrnonb3yercs BHyTpb kak 20 % pacTBop; J03a JETSM B
Bo3pacrte 1 rox — no 5-10 kanens, ot 1 rona no 6 et — o 15 kanens, ot 6 1o 12 mer
— o 30-40 xanenp, ctapme 12 net — no 1 4aitHOM JIOXKKe 3 pa3a B J€Hb, MTOCIIE €bl;
Kypc — 1 mecsan. MungpoHat — mpemnapar MeTaboIM4ecKoro eHCTBUS IMOKas3all
XOpOIITUE PE3yabTaThl MO BOCCTAHOBICHHIO (DM3MUECKON afamnTalud, WMMYHHOTO
cTaTyca y JUI] ¢ JUCIUTa3UsIMU COCTMHUTEIHHOM TKaHU, BKIIIOYasi cuHApoM Mapdana
(Axoenes B.M., [[youneu I'.C., 1996, Heuaesa I'.U., Sxoenes B.M. u op., 1997).

B  Tepamuum  peKOMEHIYIOTCSI  BUTAaMHUHHO-MUHEPAJIbHBIE  KOMILUICKCHI:
«KommmmBut AxtuB», «buomake» Kypcamu mo 1 Mecsily exeKkBapTajibHO; aKTH-D,
b0 OHMOJIOTMYECKM AaKTUBHAs J00aBKa, cojaepxkamiyro L-mu3uH; 103a — B
3aBUCUMOCTH OT BO3pacTa; KpaTHOCTh MpueMa — 2 pasa B JIeHb; Kypc — 1 Mecil.

[IpumeHeHre aHTUOKCUAAHTOB SBJISICTCS TPaJAWIMOHHBIM: BuTaMuH E (0-
ToKO(epos uim cMech TokohepoJioB); 103a B Bo3pacTe 12 neT u B3pocibiM oT 400 10
800 ME B cyTku; Kypc — 3 HEJEH.

B nHamelt kTuHUKE XOpOoIIne pe3yiabTaThl TOKa3al aHTUTHUIIOKCAHT aKTOBETHH
npu nepopasibHoM (1o 200 mMr 3 pa3a B JeHb mepel €40i) U MapeHTepalbHOM
HazHaueHuu (1o 5-20 mu exXeAHEBHO 2-3 HeJleNn).

[Tpumenenue B-0710kaTOpOB MOKa3aHO IS MPO(PHUIAKTUKA aHEBPU3MbI aOpPTHI B
Cllydae pacUIMpPeHHOTO0 KOpHS aopThl MPU HAJIMYUU PETYprUTallid, U OCOOCHHO
JuuaM ¢ aHeBpu3sMoil cuHyca BanbscansBel. B 1994 rony ycraHoBieHa ux
3¢ (PEeKTUBHOCTh JUIsI TPENOTBpAllleHHs] MPOrPECCUPOBAHUS AHEBPU3MBI  AOPTHI
(Shores J., et al. 1994; Roman M.J. et al; 1993). B-anpeHOOI0KATOPHI YMEHBIIAIOT

BLI6pOC B a0pTy M COOTBCTCTBCHHO HArpy3Ky Ha CTCHKH BOCXOIAIICTO OTACIIA,



KOPPHUTUPYIOT COIMYTCTBYIOLIYIO T€MOJINHAMHUYECKYIO ApTEPUATIBHYIO TUIIEPTEH3HIO.

Perypruramus npu IIMK, a Takxke cCHMOTOMBI THUNEPKATEXOJIAMHUHEMUH,
CeplieyHble apUTMUU TMpEJIoJiaraloT Ha3HaueHue [-agpeHoOnokaTopoB. Cuuraercs,
4T0 [-aapeHoOI0KATOPHI MPEeI0TBPAIIAIT PUCK BHE3ANHOH CMePTH y MAIMEHTOB
¢ mpoJjarcoM mMuTpajibHoro kiamana (Silverman D.1., et al, 1995; Roman M.J. et al;
1998). Jlo3a mpompanoioia MoxeT 0Tk 0T 40 m0 200 mr/cyTku. IlenecoobOpasnee
HCIIOJIb30BaTh JUIUTEIBHO JEUCTBYIOIINE -aApEeHOOIOKATOPBI, HAIPUMED, ATEHOJIOIN
B 03¢ OoT 25 no 150 mr/cytku wim metorposion 50-200 mr/cytku. o3y y nerer u
B3pOCIBIX HApallMBAIOT O TEX IOp, MOKa OTHOUIEHUE IEpPUOJ MpeaBbiOpoca K
nepuoly BeiOpoca He yBenuuutcs Ha 20%.

B nacrosimee Bpemst nokazaHo, uro f-agpeno6sokatopsl npu [IMK nepenko
MPUBOJAT K YXYJIIEHUIO CAMOUYYBCTBUS, TaK Kak OOJbIIMHCTBO maiueHToB ¢ [IMK
UMEIOT HOPM@JIbHOE WM [OHWKEHHOE AapTEepUalbHOE JaBJICHUE. Y CHICHHE
rOJIOBOKPY’KEHUS, C1abOCTh, CHIDKEHNE PAa00TOCIIOCOOHOCTH, JIETIPECCHs, CHUKEHHE
MOTEHIMU Ha (OHE YCYryOJIeHUsI TUIIOTOHUHU MPUBOJAT K OTKa3y OT TPAAUIIMOHHOIO
nedeHusi. OTaudHbi A3Q(PEKT y TaKux MalMeHTOB UMEIOT MPaBUIBLHO MOI00paHHBIC
JI03UpPOBaHHbIC (PU3UYECKHUE HATPY3KH IO CXEME, OMUCAHHOM BhIlie (Axosnes B.M.,
Iyouneu I'.C., 1996, Heuaesa I'.U., Axoenes B.M. u op., 1997). OnHako HEKOTOpbIE
00JIbHBIE MMEIOT HHU3KYIO TOJIEPAHTHOCTh K (DU3MUECKOM Harpys3ke — JOCTHKEHUE
cyOMaKCUMaJabHOM YacTOThI CEPJICYHBIX COKpalleHud Ha Harpy3ke 50 Bt, uro He
MO3BOJIAET TPOBOAUTH (u3nueckyro peabwiurtanuio. llpemnoxena Meronuka
NAaTOr€HETUYECKOM KOPPEKUHUHU TUIMOKMHETHYECKOTr0 THNA TEeMOJUHAMHUKU C
TTOMOIIIBIO BEHOTOHUYECKOTO npenapara AUOCMUH (merpasexc-500),
HOPMAJIM3YIOIIETO CTPYKTYPY BEHO3HOTO MPUTOKA Y JIHL] C HU3KOM TOJIEPAHTHOCTHIO
Kk ¢pusnueckuMm Harpyzkam u [IMK. Ilocne npuema npenapara no 2 tabneTke B JBa
npuema B TeueHue 4 Hepenb B 100% oTMewanoch yiydileHHME CaMOYyBCTBHS,
CHUKEHUE YTOMJIIEMOCTH, YBEJIMYCHHE paboTOCrocoOHOCTH, B 62% ciaydaeB —
YMEHBIICHUE MPOSIBJICHUN BEreTaTUBHOW AUCPYHKIUU (CUHYCOBOM TaxuKapAuu U
JBIXaTeJIbHOM apUTMUM) C OTYETIMBOM TEHAEHIMEW K YBEIWYEHUIO YIApPHOTO U

MHUHYTHOT'O 00BEMOB IIpaBoOro u JCBOI'oO XCIyJO4YKOB.



Kapauno-BackyJisipHble 0c/I0KHeHus pu cuuapome Mapdgana

Haubonee crnenu@uuHbIM U TSHKEIBIM OCIOXXHEHHEM CO CTOPOHBI Cepilla |
KPYMHBIX COCYJOB Mpu cUHApoMe MapdaHa SBISETCS aHEBpU3Ma a0pThI, KOTOpas
yale BCero HaumHaeTcs ¢ cuHycoB Bambcanbpsel (Steinhilber W., 1996; Raghunath
M., 2000).

AHeBpu3Ma aopThl 0€3 JIEYEHUS MOXKET TPUBECTH K HEAOCTATOYHOCTH
AOpPTAJILHOTO KJlalaHa WM K pacciIOeHUIo aopThl. IlanueHTs! ¢ paccioeHnemM aopThl
OOBIUHO KaNMyIOTCSI Ha 00Jb B TPYAHON KIETKE (3a TPYAUHOW WIU B CIIMHE, MEXIY
JoTIaTKaMHM, TOcienHee Oojiee XapaKTepHO), XOTs MPH aHEBPU3ME HUCXOJAIICH H
OpromHOM aopThl (4TO OBbIBa€T 3HAYHUTENIBHO pexe) O0db JOKaIu3yeTcss B
ANUTacTpajgbHON 00JacTu. PaHHMM PU3HAKOM pacCIOCHHS] aHEBPU3MbI BOCXO/ISIIEH
aopThl, KpoMme OoJiel B IpyAHON KIIETKE, SBISIOTCS OXPUILIOCTh royioca, TMCKOMpOopT
B TPYJIHOI KJIE€TKe, Kalllelib, OJbIIIKa, nucdarus, pBoTa WU KpOBOXapKaHbe (TMpu
cnassHHOCTH ¢ Oponxom). Ilpm paccmoeHnn WM TPOTPECCUPOBAHUU AHEBPU3MBI
a0OPThI MOXKET MPOUCXOAUTH OKKIIFO3USI OTXOSAUIMX OT a0PThl COCYJI0OB, YTO MIPUBOJIUT
K 0OMOpOKaM, Maparuieruy, UIIeMUN JTUMOAIbHBIX CTPYKTYP, ACHMMETPHUH TTyJIbCa.
OKT BbIABIISIET MOBBIIIEHUE CETMEHTA ST B MPaBbIX TPYIHBIX OTBECHUAX, UMUTUPYS
OCTpBI TNepuoJ HH(papKTa MUOKapja IMepeaHe-IeperopogoyHoN 00JacTH JIEBOTO
xKemygouka. Bo3mokHbl HeOobIKe KoieOanust (pepMeHToB: KpeaTuH(OoChHOKUHA3BI,
TpaHCaMHHAa3, JaKTaTAeruaporeHasbl. B Takoil cuTyanuun HeoOXoauMma 3KCTpEHHas
OXOKIT', a 3areM aoprorpadusi Ajis YTOUHEHHS] PAaCIPOCTPAHEHHOCTH MOPAKEHUS.
JleueHue TONBKO XHPYyprudeckoe — TMPOTE3UPOBAHHWE AOPTHl JHIO- WJIH
AK30IPOTE30M. XUPYpPruuecKue METOJbl mpu cuHApoMe MapdaHa MmokaszaHbl, €Ciu
aHeBPU3MATHUECKHU PACIIMpPEHHAs aopTa COCTaBisieT Oosee 6 CM WM OTMEYaeTcs
OBICTpOE MporpeccupoBaHue pacmupenus m0 5-6 cm (Steinhilber W., 1996;
Raghunath M., 2000).

B cinydae oTcyTcTBUSI aJeKBaTHOW IMOMOILIU MPHU PACCIOEHUU A0PThI CMEPTH
HactynaeT y 80% Hemeu€HHBIX mamueHToB B TeueHue 14 mneit. HambOonee spkwmii

npuMep - Ciydail co 3Be3JI0M aMepUKaHCKOTo BOJIeHOOJa, YJIEHOM OJIMMIIUNHCKOM



coopuoit Flo Hyman, koTopslit ymep OT 3T0r0 ocinokHeHus B 1986 r.

[TocpencTBOM CBOEBPEMEHHOW JTUATHOCTUKH M TPO(HUIAKTHKHA BO3MOYKHO
NpeaynpekIeHue OMAacHBIX JUIsl JKU3HU OCIOXXHEHHH. OCHOBOM MpOQUIaKTUKU
ABJISICTCST MHGOPMHUPOBAHUE TAIMEHTA O BO3MOXKHON (DM3MUECKOW aKTHUBHOCTH,
paBUIbLHOM TPO(EeCcCHOHANBEHON OpUEHTAIINH, PETYJISIPHON TI03UPOBAHHOMN Harpy3ke
Opyu aJCKBAaTHOM MEIMKAMEHTO3HOM mnoaaepxkke. Ilpm >TOM  KOHTpOJBbHBIE
HCCJIEIOBAHUS CEPACYHO-COCYAUCTON CUCTEMBI CIIEAYET MPOBOJAUTH €KETOTHO.

B CBOEBPEMEHHOM  JMAarHOCTUKE  Pa3JIMYHBIX  OCJIIO)KHEHUW  IIOMOTAeT
MOHMTOPHPOBAHHE OKCHUIIPOJMHA M TJIMKO3aMHHOIJIMKAHOB CYTOYHOM MOYH,
AKCKpEIUs KOTOPBIX MPH PE3KOM MPOTrPECCUPOBAHUM JWJIATAIMA 3HAYUTEIBHO
yBenuuuBaetcss (B 1,5-3 paza). JloCTOMHCTBaMM UCCJIEIOBAaHMS METaOOIUTOB
COEIMHUTEIBLHON TKAHU B CYTOYHOM MOYE SIBJISIETCS TO, YTO 3TO MPOCTOU U JICIIEBBIN
METOJl II0 CpPaBHEHUIO C HHCTPYMEHTAIBHBIMU, BBICOKO UYBCTBUTEJIBHBIN,
HEJ0CTaTKOM — TO, YTO OH HE CTOJIb CHEIU(UUYCHBIN JJIs1 KOHKPETHOTO OCIIOKHEHHSL.
Ero MoXHO pEeKOMEHIOBaTh KaK CKPUHUHIOBBIM METOJl JTUATHOCTUKHU Pa3IMYHBIX
OCIIO)KHEHHMH. YBeJIWYeHHass HKCKpelHsi METa0OJHMTOB COCAMHUTEIILHOW TKaHU
MO3BOJISIET TPEACKAa3aTh HE TOJBKO OCJIOXHEHHSI CO CTOPOHBI aopThl, HO U
IPOrPECCUPOBAHUE TMPOJAOUPOBAHUS KIIAMMAHOB TOCIe HUH(EKIUUA W JIUXOPAIKH,
OTCIIONKY ceTyaTKh, OOOCTpEHHE XPOHUYECKOro TmuenoHedpura, obocTpeHue
0CTE0apTpO3a, JEFOUYHBIE OCIIOKHEHUS — CHOHTAHHBIN THEBMOTOPAKC, THEBMOHUIO U
HekoTopbie Apyrue (Jlucuuenxo O.B., 1986, Bukmoposa U.A., 1993)

Xupyprudyecknue MeTOAbl Je4dyeHUs: pu cuHapome MapdaHa HMEIOT CBOU
noka3zanud. K TpoTEe3MpoBaHUIO HSHIO- WM SK30MPOTE30M AHEBPU3MATUUYECKOTO
OT/Iesia aOpThl MPUOETAIOT B Ciydae pacimupeHus ero 6osee 6 cm (Shores J., et al.
1994; Roman M.J. et al; 1993). B 1968 roay npodeccop Bentall BrepBrie onwmcan
Croco0 orepaluy Ha a0pTe CO CII0KHOU OTKPBHITON TPAHCIUIAHTAIIUCH.

[Io nureparypHbIM HOaHHBIM H3BeCTHO, uTo npu IIMK, naxe B ciydae
BBIPA)KEHHOM CTAOWJIBHOM peryprurtaiuy, MpoTe3upoBaHUE KJlalaHa HE MPOBOJAT,
TaK KaKk OH UMEET OTHOCHUTEILHO OJIATONPHUATHOE TEYCHUE M MPOTHO3 B OTCYTCTBHUH

ocnoxkuenuii (Pyeritz R.E., Wappet M.A., 1983; Silverman D.l..et al., 1995;



Devereux R.B., et al., 1987).

Xupypruyeckass  Koppekuus  AedpopManMH  IPyAHON  KJIETKH H
NMO3BOHOYHMKA  IIMPOKO HE  MPHUMEHSAETCS  BCIEACTBUE  HEIOCTAaTOYHOM
3¢ (PEKTUBHOCTH U OOJBITION TPABMATHYHOCTH, HEPEIKUX OCIOKHEHUSAX TIIICBPUTAMH,
NEPUKAPIUTAMH, IMHEBMOHUSAMHU B PaHHEM M IIO3IHEM MOCIEONEPAMOHHBIX
nepuojgax. B Hamel mnpakTHUKe OTMEUYaIUCh PELUMIKUBBI  BOPOHKOOOPA3HBIX
nedopmanuii, 1axe mocie GUKCAUK TPYTHON KICTKH CHEIUATBHBIMEA MTH()TaAMH B
TE€YEHHUE roja.

CpaBHeHre 1moOKazarened TEMOAMHAMHUKMA JO W IIOCHE  OINEPAaTHUBHOTO
BMEIIaTeIbCTBA MO TOBOAY JAedopManuii TpyIHOW KIETKH 2-3 CTENEeHW Y JIHII,
IPOONIEPUPOBAHHBIX B OO0JACTHOW TpaBMaTojoruyeckod OosbHHIE T. OMcka,
[I0KA3aJl0, YTO  OKHMJAEMOIO  YyJIy4YIIEHUS TEMOJMHAMMKA B  TMO3JHEM
IIOCJICONIEPALIMOHHOM IIEPUOJE HE IIOJYYEHO, XOTS OTMEYAINCh HEKOTOPBIE
IIOJIO)KUTENIBHBIE CIABUTM B PAHHEM IIOCJIECONIEPALMOHHOM Iepuojae. JTO el pas
MOJTBEPKAAET MHEHHUE O TOM, YTO BBIABJISIEMBIE KapAUO-PECITUPATOPHBIC HAPYIICHUS
npu JICT B Oojbllell CTENMEHW CBA3aHBI C COOCTBEHHO OPraHo0Opa3yIOIIUM
neEeKTOM  COCTUHUTENIBHOM  TKaHM, YeM C  MEXaHMYECKUM  BIIUSHUEM
nehopMUPOBAHHOMN TPYIHON KIETKH Ha BHYTPUTOPAKAIbHBIE OPTaHHbl.

Bonpoc o nenecooOpazHOCTH TOPOKOIUIACTUKM MHOTOKPAaTHO OOCYyKJajics Ha
cumnosnymax B OMCKe, MOCBAIIEHHBIX AUCIUIA3USAM COCOUHUTENBHONW TKaHU. bbuio
MPUHATO penieHue 00 OrpaHUYeHUH XHUPYPTUYECKOW KOPPEKIUU CIydasMu
BOPOHKOOOpa3HOU nedopmaiuu 3 CTENEHU C TSHKEIBIMH KapauO-pecHUpaToOpHbIMU
HApYUICHUSIMU: CIIABJICHUEM JIETKUX, CMEIIEHUEM CepJilla U MEPEKPYTOM KPYITHBIX
cocynoB. Omepanuu 10 BOCCTAHOBJIICHHIO ITOBEPXHOCTU TPYAHOM KIETKH C
KOCMETHYECKOM IIeIbI0 B HACTOsIee BpeMs HE MNPUMEHSAIOTCA. B 3apyOexHOiM
JTUTEpPAType HWMEIOTCS aHAJOTHYHBIC TOKa3aHUSA K TOPOKOIUIACTUKE: OOJBIIHE
CTereHu BOpoHKooOpasHoit nepopmanuu (Paepe A. Et al., 1996).

Ipodpunakruka MHEPEKUUOHHOIO IHAOKAPAUTA TIPU XUPYPTHUYECKUX
BMEIIIATEIILCTBAX JIOJDKHA MPOBOJUTHCS Y JIMII C CHHApoMOM Mapdana npu

MHUKCOMATO3HO M3MEHEHHbIX CcTBOpkax kinanaHoB u I[IMK c¢ perypruranueit



(Dieckmann C., Nienaber C. A., 1999; Kodolitsch Y. V., Raghunath M.; 1998).

[Tpu cpenneii cteneHn pucka (CTOMATOJOTUYECKUE BMEIIATEIbCTBA: YAAICHUE
3y0a, JieueHue TMEPUOJIOHTUTA, BCKPHITHE KAHAJOB): aMOKCUIIWJUIMH 2 T BHYTPH (Y
netert mo 0,06 Ha Kr mMacchl Tena) 3a 1 Jac 10 BMemaTeaIbCTBa MW aMITUIIWIIIMH 2 T
B/M win B/B (y nereit 200 mr/kr Macchl Tena) 3a 30 MUHYT 10 BMEIIaTeIbCTBA.

[Ipu HemepeHOCUMOCTH MEHULIUJUTMHOBOTO psifia MPUMEHSIOT BAHKOMUIIUMH 1 T
(y mereii 20 Mr/kr maccel Tena) B/B, uHGY3US TpOBOAUTCA B TedeHne 60 MUH U
3akaHyuBaeTcs 3a 30 MUHYT 70 BMEIIATENbCTBA, OJHOKPATHO.

IIpu BbICOKOH cTenmeHM pucka (omepauud Ha OpIOMIHOMW MOJOCTH H
MOYECTIONIOBBIX ~ MYyTSIX, KapAUOXHPYPTUUYECKHUE  OIEpariu): MapeHTepaIbHOe
NpUMEHEHUE aMIUIWUIMHA 2 T B/M uiu B/B (y aeteit 200 mr/kr maccsl Tena) 3a 30
MUHYT J0 BMENIATEIhCTBA, & 3aTE€M MOJOBUHHYIO 103y OT MEPBOHAYAIHHON B/M WK
B/B yepe3 6 4acoB IOCIIE€ TIEPBOTO BBEACHUSI HEOOXOAUMO COUYETaTh C TeHTAMUIIMHOM
no 1,5 mr/kr, Ho He Oonee 120 mr B/B unu B/M 3a 30 MUHYT O MpOILEAYpPHI
omHOKpaTHO. [lpm amnepruv Ha MEHUIWLIAH MPUMEHSIOT BAaHKOMWIIMH IO CXEMe,
OTHMCAHHOMU BBIIIE, BMECTE C TEHTAMUIIMHOM.

HccnenoBanus, mpoBeI¢HHBIE HA Ta0OPATOPHBIX JKUBOTHBIX, MIOKA3aJIM, YTO TIPH
UCKYCCTBEHHOM TIOBPEXKJICHUH aOpThl OAIJIOHOM M B TOCJIEIYIONIEM JUETE C
BBICOKMM COJICp)KaHUEeM Mar"us, uaET Oojiee OBICTpOE BOCCTAHOBJICHHE aedeKTa,
YeM TIpU TUeTax ¢ HOPMaJIbHBIM U HU3KUM coxaepkanuem maruus (Dietz H.C. et al.,
1998). [Tpumenenune marae-B6 (o 1 tabnetke 3 pasa B AeHp win 10 M — 1 ammyia
NUTHEBOTO pacTBopa 1 pa3 B aeHb 3 Hemenu), marHeporta (mo 1 tabnetke 3 pasa B
JC€Hb) WM JIPYyTUX TPEmapaToB MarHus  COMPOBOXKAAIOCH  yIydIIEHUEM

Cy6T>eKTHBHOFO CTatyCa 1 YMCHBIICHUCM CUMIITOMOB BCTCTATHUBHOT'O I[I/IC6aJIcha.

OCOBEHHOCTHU KYPALIUU [TAITMEHTOB C ACT
PA3HBIX BO3PACTHBIX I'PVIIII

Kypauusi pgered B mnepuoae HOBOPOXKAEGHHOCTH [OJDKHA  BKIKOYATh

MCPOIIPUATHA, HAIIPABJICHHBIC Ha HNPCAYHNPCIKACHHUC ITOABICHUSA HOBLIX IIPHU3HAKOB



JCT mnporpeccupoBanne umeromuxcs mnpusHakoB JCT. JuddepennupoBanubie
PEKHUMBI  BBIXQ)XXKHMBAHHUSI TPEAYCMOTPEHBI i  KOPPEKLUUH  COIYTCTBYIOLIUX
opToneanyeckux mpodieM. Poaureneirt HeoOXonumMo HMHPOPMHPOBATH O TOM, YTO
WH(QEKINN, aJeHOUHBIC BEreTallid, HEPErylsipHOe M HEMOJIHOLEHHOE MHUTaHHE
ABISIOTCS (PaKTOpaMu pUCKa MaHU(ECTALUU TEHETUYECKH 3allpOrpaMMHPOBAHHOTO

COCTOsHUA.

Kypauusi faereii IIKOJBLHOTO BO3PacTa, MOAPOCTKOB, MOJIOABIX JIHI[ C
npusHakamu JICT no/bkHa MPOBOAMTHCA C BBIACICHHEM YIPOKAOIIUX KU3HU U
TPYIOCIIOCOOHOCTH CHUHIPOMOB: CEPACUYHO-COCYIUCTHIX, OPOHXO-JIETOUHBIX, MCUXO-
colMalibHOM Nie3amantanuu. Kypaiusi BKIIOYaeT SKCHEPTU3y TOJHOCTH K CIIykOe B
apMuu, Mpo(OPUEHTALNIO U KOMIUIEKCHOE BOCCTAHOBUTEIBHOE JIEYEHHUE TOJIPOCTKOB
U MOJOJBIX JUI. JloMKHBI pPEeKOMEHI0BAThCS TMpaBuia (PU3MYECKON aKTUBHOCTH,
BBIOOp TMPENNOYTUTENILHOTO TapTHEpa B Opake, OMpeAeNsiTbcsi BO3MOXKHOCTH
OEpeMEHHOCTH M POJAOB, MPOBOIAUTHCS AIKCHEPTH3A TPYI0CIOCcOOHOCTH. OCHOBOM
IIPOTPAMMBI BOCCTAHOBUTEJIBHOTO JICYEHUSI JOJKHBI SIBIATHCA HEMEIUKAMEHTO3HBIE
METOJIbI BO3JECUCTBUS: (PU3MUEeCKre adpOOHbIE TPEHUPOBKHU KapAUO-PECHUPATOPHON
CUCTEMBI B COYETAHHH C WHIMBUIYATM3UPOBAHHONW TMMHACTHKOW, (pr3moTeparnuei,
PYYHBIM MacCa)X€M B 3aBHCUMOCTH OT JIOKOMOTOPHBIX M OPraHHBIX MPOSBICHUN
JCT, ncuxoxkoppekius (ABaxasl B roA 1o 12 Hemenb ¢ MOOIAEpKaHUEM
JOCTUTHYTOIO pe3yjbTara MEXJIy Kypcamy 3aHATHUM IUIaBaHUEM, KaTaHUEM Ha

JIbDDKAaX, Ha BCJIOCHUIICAC B TEMIIC, KOM(l)OpTHOM JIIAA HaHI/ICHTa).

Oco0eHHOCTSIMH KYpPAaUMH NALMEHTOB CpPeIHero M IOKUJI0r0 BO3pacra
ABJISIFOTCS HEOOXOAMMOCTD THIaTebHOM Auddepenimanus y Hux npusHakoB HCT u
aCCOLIMMPOBAHHOM MAaTOJIOTUH, 3KCHEPTHU3a TPYAOCHOCOOHOCTH, NCHUXHUYECKas U
dusnueckas peabunuranysa. 3HAYMMOCTh  PEAOMIIMTAIIMOHHBIX ~ MEPOIPHUSTUI
(;leyeOHass  QU3KyJIbTYpa, MaccaXX, HOpPMaJM3allUsg MacChl Teja, HOIIECHUE
cHeuaibHbIX CTeNeK Npu riockocronuu u apyrue) y qui ¢ JICT ¢ Bo3pactom He

YMCHBIIACTCA, a JaX€ BO3paCTAaCT, YUYWUThIBAsA IIPHUCOCIVMHCHHC aCCOHHHpOBaHHOﬁ



IMaTOJIOTMXU U 3HAYUTCIIbHOC CHMKCHUC Ka4CCTBA JKU3HU C BO3PACTOM.

ITPOI'HO3

[Ipornoz mpu JCT omnpenensiercss XapakTepoM U BBIPAXKEHHOCTHIO
JTUCIUTACTUYECKUX TMPOSIBICHUHM, CPOPMUPOBABIINXCS KIMHUYECKUX CHHJIPOMOB,
0COOEHHOCTBIO BO3ACHCTBHSI (PAKTOPOB BHEIIHEH Cpe/Ibl M 00pa3a KU3HH MallMeHTa.
Hau6Gonee nmonno uzyden nporro3 npu [IMK. Tonmunaa cTBOPOK MUTPaIBHOTO
KmamaHa 5 MM u 0oJee acCOUUpyeTcsl C TOBBIIICHHEM CYMMapHOTO pHCKa
BHE3AITHON CMEPTH, SHIOKapAUTa M 3MO0IuM uepeOpanbHbiX cocynoB (R.A.
Nishimura et al., 1985), pucka sunokapauta (3.5% vs. 0%, p<0.02), ymepeHHO# U
TsDKeoW MuTpansHOU peryprutaruu (11.9% vs. 0%, p<0.001) u HEOOXOTUMOCTH
orepaluyd Mo 3aMeHe MUTpajgbHoro kimamana (6.6% vs. 0.7%, p<0.02), ne Biusis
nocToBepHO Ha puck uHcynbra (Marks A.R. et al.,1989). Ilo manusim Zuppiroli et al.
(1994) cymecTByeT CBsI3b C TMOBBIIIEHHBIM PHUCKOM JKEIYAOYKOBBIX ApUTMUUN
(p<0.001). ITpu IIMK B 8 pa3 yaie, yeM y 310poBbIX, BcTpeuaercss WPW-cunapom

(Imaoxux H.H., Hz00a A.B., 2007).

Crpatudukanus pucka. O61me 1 AUCIIACTUKO3aBUCUMBIE (DaKTOPHI,
OTPEAEISIOUIME MOBBIIIEHHBIN PUCK OCIOKHEHUN, paHHEH W/WIIK BHE3AITHON CMEepTH
(Heuaesa I'. 1., Axosnes B.M., JIpyx U.B.)

O6mue ¢akropsl | ICT ¢ gerkumu wim | ICT c BbIPa:KeHHbIMHU
pucka YMepEeHHBIMU MOp(popyHKIHOHATbHBIMU
HeO0JIArONPHUATHOIO0 | (PYHKUHOHAJBHBIMH HApyLICHUSAMH.

MPOrHo3a U3MEHEHUSIMH. Bbicoknii  pUCK  OCIOXKHEHMH  W/WIH

He6omnbioi mim ymepeHHbIN
PHUCK OCIIOKHEHUI*

paHHEW 1 BHE3AITHOM CMEPTH

» Hanuuue
MTOPOKOB PAa3BUTHS

> Hammune MAP
» Tlon

> CeMelHbli
aHaMHe3 paHHen
H/Uau BHE3aITHOM
CMepTH

» HepannonaibHOE
MMUTaHUE H/UIn
rUnoTpodus

» BereratuBHas
TUCHYHKITUS

» Topako-
nuadparMaibHBI CHUHIPOM
0e3 PECTPUKTUBHBIX
HapyumeHni OBJ{

» [lponamncel  KJTarmaHoB
6e3 MHUKCOMAaTO3HOH
JIereHepalni, c
peryprutanueii 1 creneHu
HIIM 0€3 TaKOBOM,

» Cungpomuas ¢popma JICT

» Tlpomnarncer KJIalIaHOB C
MHKCOMAaTO3HOU JereHepanuein
(TonmmHa CTBOPOK 3 MM H Oojee) u/uiu
perypruramuen 2-4 creneHu

» Pacmupenne KOpHS aopThl, CHUHYCa
BanbcanbBbl, yCThS JIETOYHOM apTepUr

» AHeBpU3MBI 1IepeOpaTbHBIX COCY/IOB,
AOpTHI

» JKuzneyrpoxaroriue HapyLICHUS
pUTMa: CHUHAPOM CJIa0OCTH CHHYCOBOTO




» Huskas
¢buznveckas
AKTUBHOCTh

» Kypenue

» XpOHUYECKHE
BOCIAJIMTCIIbLHEIC
3a00/1eBaHUs

> Peannmanusa uian
MHTEHCHBHAs
Teparnus B aHaMHE3e

» Merabonmnueckast
KapauomuonaTus 1 crenenu
» Hapymenue puTMa:
CHUHYCOBast TaxuKapIus,
SV-3kcTpacucronms,
€IMHUYHBIC JKETyT0YKOBHIE

9KCTPACHUCTOJIBI, MUTpAIUs
BOJIUTEIS puTM™a,
TpaH3UTOpPHAs AB -

6mokana | crenenu

» ACTEHHYECKHH,
IICEBJIOKOHCTPUKTUBHBIN
BapHaHTHI TOpaKo-
nuagparMaibHOIO cepana
» @nebonaruu

» TpaxeoOpoHxuanbHas
JTCKUHE3HSI

»  Huckunesun XKT

y3ia; KeIyI0UKOBast TaxXUKapIus
ySI3BUMOTO TIEpUoJia W moJauMopdHas
KT; Kenymo4ykoBBIE HKCTPACUCTOJIBI,

npeacTasisiomue codoit coueranue III-

V-ii rpamanmuii  (mo  kiaccudukanuu
Jlayna u Bonbda); KopoTkue, CIIOHTAaHHO
MpeKpaIIalonrecs STH30/IbI
bubpuILISIIIN W ACUCTOJIUU
KEIyTOUKOB

» Merabonnyeckas — KapIHOMHOIIATHS
2-3 cremneHu

» Topako-nuadparmanbHoe cepaLe:
JI0KHOCTEHOTUYECKHIA,
TICEBI0AUIIATAIMOHHBIN BapHUaHTHI,

JIETOYHOE Ceple

» PecTpukTHBHBIC WIH OOCTPYKTUBHBIE
BEHTWISILIMOHHBIE Hapymienus ¢ JIH 2-3
CTEIICHU

» bymesnas
TpaxeoOPOHXOMAITSITUS
» Bapuko3Has 00Jie3HP BEH HWKHHX
KOHEUHOCTeH, Majoro taza ¢ XBH 2-3-
CTEIICHU

» 3HaYUTEIbHOE CHHIKCHHE
BaprabeIbHOCTU CEPJCYHOI0 PUTMA

» XCH ¢ jauacToiaudveckod — W/win
CUCTOJIMYECKOM AuchyHKIMEen
JuBeptukynes nousix opraHos JKKT

ambpuzema,

*

IPOTHO3a

CTCIICHb pPHUCKA TIIOBBIIIACTCA NPH HAJIAINU 06H_[I/IX (l)aKTOpOB pUCKa He6HaI‘OHpI/IHTHOFO

Puck nndexnmonnoro suaokapaura npu [IMK 6e3 peryprutanuu nouTu Takoiu

*e, Kak U B obued nonyssiuu — 0,0046%, npu [IMK ¢ n3o1MpoBaHHBIM MO3HEE-

nin rojocuctonmdeckum mymoMm — 0,059% (Imaoxux H.H., H200a A.B., 2007).

AOCOTIOTHBIA PUCK Pa3BUTHUS ATOTO OCJIOXKHEHHUSI B II€JIOM YpE3BbIYAiHO HHU30K

(Guidelines for the Management of Patients With Valvular Heart Disease, 2008).

Octpast MuTpanbHas HEJOCTaTOYHOCTHh y mamueHToB ¢ [IMK moxer ObITh

CJIEJICTBUEM OTpPbhIBa MUKCOMATO3HO M3MeHeHHBIX Xopa. [To manxasim Takamoto et al.

(1991) TommMHA CTBOPOK MHUTPAIBHOTO KiamaHa 3 MM W 0Oosiee, W30BITOYHOCTH

JUTHHBI, HU3Kas DXO0-IJIOTHOCTh — TOBBIIIAIOT PUCK pa3pbiBa Xopa (48% vs. 5%).

Buezannas cmepth — penkoe ocinoxHeHue I[IMK, 3apeructpupoBaHHOe IO

JaHHBIM IIPOCICKTUBHBIX I/ICCJ'IC,Z[OBaHI/Iﬁ MeHee YeM B 2% W3BECTHBIX CJIy4acB

(Guidelines for the Management of Patients With Valvular Heart Disease, 2008).




I'"U. Cmopooicaxos ¢ coas. (2001) npennoxui BbIACIATh TPYNIbl OOJBHBIX IO
CTETIEHU PUCKA PA3BUTUS OCIIOKHCHUM:

I'pynna Huzko2o pucka — TAUUEHTBl C HAIAYAEM H30JUPOBAHHOTO
cucronuyeckoro menuyka, rinyomHa IIMK wmenee 10 MM, MukcomaTo3Has
nereHepauua (0, KIMHUYECKHE TMPOSBICHHUS OTCYTCTBYIOT WM  SIBJISIFOTCS
POSIBJICHUSIMU CUHAPOMA TICUXOBETETaTUBHON AUCHYHKIIUU.

I'pynna cpeoneco pucka — TALMEHTBI C HAIAYUEM HM30JMPOBAHHOIO
cucronnyeckoro memuka, rimyounoit IIMK Gonee 10 mMm, pu DxoKI' BeisiBisieTcs
Mukcomato3Hast aerenepanusa [-II ct., mutpaneHas perypruramusa 0-I ct., Bo3pact
crapiie 45 ner.

I'pynna evicoko2o pucka — NAUKUEHTHl C HAIMYUEM CHCTOJIMYECKOTO IIEYKa U
Mo3Hero cucroiaumyeckoro myma, npu OIOXoKID' raoyouna IIMK Oonee 12 wmwm,
MuKcomaTo3Hass nereHepauus II-III cr., murpansHas perypruranusa II-III crT.,
Bo3pact crapme 50 Jer, HalMuhe MEpUATEIbHOW apuUTMUH, apTepHaTbHOM
TUNEPTOHUU. BBIsABIsETCS yMEpeHHOEe pacllupeHue TNoJocTel cepaua 0e3
3HAYUTEIBHOTO CHIXKEHUS MTOKa3aTelield COKPAaTUMOCTH, CEPACUHAsI HEIOCTATOYHOCTh
He B Bblle [1 OK.

I'pynna ouenv 6biCOKO20 pucka — TAUUEHTHl C CHUCTOJIMYECKUM IIECITYKOM H
MO3THAUM CHUCTOJIMYECKUM IIyMOM WJIM HW30JIMPOBAHHBIM CUCTOJIMYECKAM IIYMOM,
MHKcoMaTo3Hou nerenepanueit 11 cr., murpansnon peryprurtanuen III cr., 9xoKI -
MIpU3HAKAMU pa3pbiBa XOP/, MEPLATEIIbHOW apUTMHEH, YBEIIMUEHUEM KaMep cepala,
cepaeunor HepoctaroyHocThio [II-IV @K, TpaH3UTOpHBIMH HWIIEMHUYECKUMU
atakamMmu  wiaum  nepeHeceHHbiM  OHMK, nepeHeceHHbIM  HMHQEKIIMOHHBIM
SHJO0KAPJUTOM WJIM MPU3HAKAMH TEKYIIETO SHI0KAPIUTA.

[To manubiM, ipuBeaeHHbIM B Guidelines for the Management of Patients With
Valvular Heart Disease (2008) ¢akTopamu pucka pa3Butus ociokuHeHuid npu [IMK
SBJISIFOTCSL TOJIIIMHA CTBOPKM 3 MM © Oojiee ¢ MPU3HAKAMU MHKCOMATO3HOM
JiereHepanuu (pUCK pas3pbiBa XOp[); TOJIIMHA CTBOPKU 5 MM M OoJiee (CyMMapHbIN
PHUCK BHE3AITHON CMEPTH, JHJIOKApANUTa U 3MO0HH 1epedpanbHbix cocynoB (p<0.02);

puck sHaokapauta (P<0.02); puCK yMEpEeHHO TsHKEJIOH MUTPaIbHON perypruTaiuu



(p<0.001); HeoOXoaMMOCTh 3aMEHBI MUTpaidbHOro Kimamana (P<0.02); puck
KOMIUIEKCa KenyaoykoBbeiX aputMuil (P<0.001)); BHyTpeHHHUIl IUAMETpP JIEBOTO

KCIyao0odKa 60 MM u Oonee (HGO6XOI[I/IMOCTI> 3aMCHBbI MHUTPAJIBHOI'O KJIallaHa

(p<0.001)).

MEJIMKO-COLINAJIBHAS SKCIIEPTU3A
Bormpocsl Menuko-conuanbHol 3kcneptussl y nanueHtoB ¢ JICT pemarorces
UHIAUBUAYAJIBHO B 3aBUCUMOCTH OT HW3MEHECHMI, BBIABICHHBIX IPU KIWHHUKO-
MHCTPYMEHTAJIbHOM o0cienoBaHni. HeoOXoaumMo MOMHUTB, YTO OCHOBAaHUSIMHU IS
MPU3HAHUS TPaK/IaHWHA UHBAJIUIOM SIBJISIOTCS:

1) HapylieHHe 370pOBBbSI CO CTOMKHM PAacCTPOMCTBOM (DyHKUMH OpraHu3Ma,
00yCIJIOBJIEHHOE 3a00JIEBAHUSIMU, OCIEACTBUSMU TPABM WM Ie(PeKTaMu;

2) OorpaHMYEHHE >KU3HENEATEIBHOCTU (IOJHAS WM 4YacTH4Has yTpara JHUIOM
CIIOCOOHOCTH WIN BO3MOYXHOCTH OCYLIECTBJISThH camMo00CITy’)KUBaHUE,
CaMOCTOSITENIbHO TIE€PEIBUTaThCsl, OPUEHTHUPOBATHCS, OOIIATHCS, KOHTPOIUPOBATH
CBOE MOBEACHNE, 00yUaThCsl WA 3aHUMAThCS TPYAOBOH 1€ATEIBHOCTHIO);

3) HEOOXOIMMOCTh OCYIIECTBIICHUSI MEP COIMATBLHOM 3aIUThI TPAKIaHUHA.

B cBs3u ¢ Tem, urto B Hacrosmee Bpems JCT He wumeer craryca
CaMOCTOSTENIbHON HO30JI0rHYecKoi popMbl, npu HampaieHud Ha MCD B kauecTBe
OCHOBHOTO JIMarHo3a LejaecooOpa3HO yKa3blBaTh Beayllee 3a0oJieBaHUE WIIU
CUHAPOM, MOCITY>KMBIIMI HEMOCPEACTBEHHON MPUYUHON yTpaThl TPYJOCHOCOOHOCTH
(Bapuko3Hast OOJie3Hb HUXHUX KOHEYHOCTEH, Mpojarnc MHUTPAIbHOTO KIlanaHa,
OysuiesHas smduzema, CKOJIUOTHYECKas AedopMaius MO3BOHOYHWKA W T.1.). [lpum
ATOM HEOOXOIMMO TOAYEPKHYTh TOJHMOPTaHHBIA  XapakTep MaToJOTUU U
nepeuucinuTb Bce octanbHble mpossieHus JCT B rpade «comyTCTByrOIIMe
3aboneBanus». Jis Toro, uToObI IpenocTaBuTh B 610po MCD MakCHUMAaJIbHO MTOTHYIO
UH(GOPMAIIMI0O O COCTOSSHUU OOJBHOTO, IMepeyeHb HEOOXOIMMBIX O0CIe0BaHUN
IIEJIECO00PA3HO PACIIUPUTH B COOTBETCTBUU ¢ anroputMoMm auarHoctuku JICT. B

MCINITMHCKHX JOKYMCHTax 6OJIBHI>IX, HaIpaBJICHHBIX Ha MCQ, Ba’XHO



OXapaKTepU30BaTh TCUCHHE 3a00JICBAaHUS W OKA3aHWE MEIMIIMHCKON MOMOINU TpHU
HEM, CPOKHM JIUArHOCTUKH, JJIMTEIBHOCTH 3a00JIeBaHUs, YAaCTOTYy OOpalleHuid 3a
MEIWIIMHCKOW  TIOMOIIbIO, O0BEM M  KA4eCTBO  MEJMIMHCKOW  TTOMOIIIH,
TUCTIAHCEPU3alliK, TOCHUTANIM3AIMN, a TaKXe pe3yibTaThl  IPOBEICHHBIX

peadbMIIUTAlIMOHHBIX MEPOTIPUATUH.

BOEHHO-MEJJUIIMHCKAS DKCITEPTU3A
[IpuroTHOCTHh K BOGHHOM CIIY»KO€ OIPEIeIIeTCSI B COOTBETCTBUM C PACIIMCAHUEM
OoJyie3HEe M TaOJMILEH JOMOJHHUTENbHBIX TPEeOOBAaHUA K COCTOSIHUIO 30pPOBbS
rpaXJaaH TPHU3BIBHOTO Bo3pacTa. B pacnucanum Oone3Hedl mpemycMaTpHUBaIOTCS
TpeOOBaHUS K
® COCTOSIHHIO 3JI0POBBSl TpaKAaH NPH TICPBOHAYAIBHOW IMOCTAHOBKE Ha
BOMHCKHUU y4ET U IPU3bIBE Ha BOeHHYIO cyk0y (| rpada),
® BOCHHOCIYXAalUX, MPOXOJAIIMNX BOEHHYI Cclyx0y 1o mnpussiBy (Il
rpaca);
® BOCHHOCIYXAIMX, MPOXOMSIINX BOCHHYIO CIYXOy I0 KOHTPAaKTy M
odurepos 3anaca (Il rpada);
e TrpaxaaH, NpeJHa3HavYaeMbIX ISl TPOXOXKJICHUS BOCHHOM CITYy)KOBI Ha

noaBoAHbIX Joakax (IV rpada).

Hecmotps Ha TO, 4TO B HOPMATUBHBIX TOKYMEHTaX OTCYTCTBYET YIIOMHUHAHHE O
JICT xak 00 oTAenbHOM HO30JI0TMYECKOW (hopMe, MHOTHE JUCIUIACTUKO3aBUCUMbIE
M3MEHEHHUS OTPaHUYMBAIOT TOJJHOCTh K BOGHHOMU CITyXk0e.

Hanpumep, Hanmune nponanca MATPaJIbHOIO KJlanaHa ¢ MPU3HAKaMU CepAEYHOM
HegocrarouHoctd (1 @K) oOycnaBnuBaer MNpUHATHE pEIIEHHS O TOAHOCTU
OCBHJIETEIbCTBYEMBIX JIMII K BOCHHOM CIIy)kO€ M K MOCTYIUICHHIO B YUYWJIMILA U
BOCHHO-y4€OHbIC 3aBEICHUSI.

B T0 Xe BpeMmMs, HaJIMYME CTOWKHMX HApyLIEeHUM pPUTMA CepALA W
IIPOBOAUMOCTH, NAPOKCHU3MAJBHBIX TaXHMapUTMuM, a Takxke cuHapoma WPW mnpwu

ocBugerensctBoBanuu 1o | u |l rpadam omnpenensroT HErogHOCTh K BOCHHOM



cyx6e; mo Il rpade — orpaHmueHHyI0 TOIHOCTH K BOEHHOU ciryxOe. [Ipu aTom,
cepaeuyHas  HemocToyHocth  1-2 ®K  pmomknHa  OBITh  MOATBEpXKICHA
KapUOreMOAMHAMUYECKUMU MOKa3aTeNSIMU, BBISIBISIEMBIMH MPU dXOKapauorpaduu,
pe3yJbTaTaMu BEJIO3PrOMETPUU JJISI OLEHKU WHAMBUIYATbHONH NEPEHOCUMOCTH
(bu3HUecKo Harpy3Ky U aHAIM30M KJIMHUYECKUX MPOSBICHUHN 3a00J1eBaHUSI.

B HOpMaTuMBHBIX JOKYMEHTaX COJIEp)KAaTcsl CBEIEHUs 00 DJKcrhepTuze MpH
nedopManusax TMO3BOHOYHHKA, IUIOCKOCTOIMHM, MUOMHH, JASHUIINTE MacChl Teda,
BEreTaTUBHOMN JUCPYHKIIUU, ACTEHUIECKOM CUHAPOME U T.II.

B 3agaun Bpaya nepBUYHOrO 3B€HA BXOJUT 3HAHUE HOPMATUBHBIX JOKYMEHTOB,
neranpHas AuarHoctuka (¢genorunuueckux npusHakoB JICT, oOcnenoBanue
NpPU3BIBHUKA B COOTBETCTBUM C BBIABICHHBIM CHUHAPOMOM U  TIIATEIbHOE
obopmIICHUE MEAMIIMHCKOW JOKYMEHTAallUM C YYE€TOM CHCTEMHOTO XapakTepa

I1aTOJIOTHH.

[MPOOUNJIAKTUKA ACT 10 3AHATHA U BO BPEMS GEPEMEHHOCTHU

[To manueiM Heuwaeoit I u coart. (2009), puck poxnenust pedenka ¢ JICT
MOBBIIIEH TIpU OepeMeHHOCTH B Bo3pacte oT 14 mo 20 jer B CBS3U C TE€M, YTO
OJTHOBPEMEHHO C POCTOM IUIOAa MPoAOKaeTcs POPMUPOBAHUE OpraHU3Ma MOJIOAON
YKEHIIMHBI. PUCK 3HAUMTENBHO yMEHbIIAETCA B Bo3pacte oT 21-35 ner. OgHako, mpu
MPOMEXKYTKaxX MEXay poaamu <2 ner, puck poxaecHus pedenka ¢ JICT cHosa
BO3pacrtaeT. B Bo3pacTHol rpymme 35-45 net, puck poxxaenus pedenka ¢ JICT Takxke
BO3pACTaeT BCJIEACTBUE 3HAYUTEIHLHO YMEHBIIIEHN UHTEHCUBHOCTH METa00IMYECKUX
IIPOLIECCOB (B T.4., CHHTE3a COEAUHUTENBHON TKAHH).

besycnoBno, puck JACT mpodunaktupyercs mpu OTKaze OT JETOPOXKICHUS B
Opakax ¢ KpPOBHBIMHU POJICTBEHHUKAMHU.

[IToMUMO TIIAaHUPOBAHMS JIETOPOXKIACHUS, CIEIYET YUYWUTHIBATH PUCK BHOBB
BO3HUKAIOIMX MYTallUi BCIEJACTBUE HEOIAronpUsITHON HKOJIOTHYECKON 00CTaHOBKU
B TOM WIM MHOM PErMOHE WIM Ha OMNPEACNICHHBIX MNpou3BoAcTBax. s 3Toro

HCO6XOI[I/IM KECTKUM KOHTpPOJIb COACPKAHWA MYTAarcHOB MW TCPAaTOICHOB B



OKPY’KAIOILIEH Cpelie U Ha NIPEAIPUATHSX.

Meouko-cenemuyeckoe  KouCynbmuposanue -  BaXKHas  COCTaBJISIOIIAS
NePCOHAIM3UPOBAHHON MEIUIIMHEL. [IpuHATHE BpadyaMu BO BHUMaHHE T€HETHYECKUX
ne(heKTOB W HYKICOTHIHBIX TOTUMOP(PU3MOB KOHKPETHBIX IMAITUEHTOK TO3BOJISIET
pazpabortatb 6ojee 3(pdeKkTUBHBIA Kypc BefaeHUs OepemeHHbIX. [lokazanusMu s

MCIUKO-TCHCTHYCCKOT'O KOHCYJIbTUPOBAHUS ABJISIOTCA:

- YcTaHOBNIEHHAs HACTECTBEHHAs OOJIE3Hb B CEMBE;
. Poxnenne pe6EHKa ¢ BpOKIEHHBIM TOPOKOM Pa3BUTHS;
- HeOnarononydynoe npoTekanue OEpeMEHHOCTHU: TTOBTOPHBIE CIIOHTAHHbBIC

a00pThI, BEIKUJIBIIITN, MEPTBOPOKICHHUS;

- Bbpaku Mex 1y poACTBEHHUKAMH.

Jns npodunaktuku poxiaenus pedenka ¢ JCT, opueHTHpOBOYHBIA IJIaH
oOcneoBaHUs M MEpPONPUATHI NpU TUIAHUPOBAHMM W BEJIECHUU OEPEeMEHHOCTHU

AOJIKCH BKIIKOYATh CIACAYIOIIME ITYHKTDI:

. Haznauenne npuéma gporuesoii kucromer B no3e 400 Mxr/aeHs 3a 3 mecsina jo0
TUTAHUPYEMOI OEPEMEHHOCTH M B TEUEHHUE BCETO CPOKA OEPEMEHHTOCTH

. Haznauenmne npenapamoe maenus xypcamu mo 6 HeAenb 3a TPU MecsIa 0
3a4aTsl U B TEUCHHE Bcell OepemeHHoctu. M3 OGomabmioro pasnoobpasus
dapMareBTHYECKUX CYOCTaHIIMH MarHus, TOJILKO B CIIydae IUTpaTa MarHus |
JaKkTaTa MarHusi ObUla TpoBejieHa oreHKa A(PdeKTUBHOCTU W OE€30MacCHOCTU
npumeHeHus y 6epemennbix (Young, 2002). Haubonee pacmpocTpaneHa cxema
npuema npenapatoB MarHusi (MarueB6) xypcamu, Ha 8-14 u 24-30 Henmensx
OCpeMEHHOCTH;

. [IpoBenenue ucciaenoBanus Ha Haau4re WHGEKITMOHHBIX 3a00JIeBaHUN MOYe-
MOJIOBOM cpephl 10 3a4aTus;

. OrneHka puCKa MPOW3BOJCTBEHHBIX BPEIHOCTEH, HWCKIIOUCHHE KOHTAKTa C
pPacCTBOPUTENISIMHU, KpPACUTEISIMU, NECTUIUAAMHU; COKPaTUTh JO MHUHHUMYyMa

KOHTAaKT C IpcrapaTaMu OBITOBOM XUMHU,



VYasTpa3BykoBoe obOciemoBanue Ha 10-14, 20-24 wu 32-34 Hememnsx
OEpEMEHHOCTH C TIENIBIO BBISBICHUS IPYOBIX TTIOPOKOB PA3BUTHS,

[IpoBeneHne €XErogHOW AHMCIAaHCEpH3alM W OOCYKIEHHE C KCHIIUHOU
BO3MOKHOCTH HCIIOJIb30BaHUS PA3IUYHBIX JICKAPCTBEHHBIX IMpenapaToB, B T.U.
NpU TOBBIIICHUN TEMIIEPATypPhl, BOSHUKHOBEHUHN AJUIEPTUU U JPYTHX YaCThIX
CUTYaIusX;

Cananust o4aroB XpoOHHMYECKOW WH(MEKITNH, B T.4. CaHAIUS 3y0OB;

[Ipekpamienue KypeHuUs U COKpalleHHe [0 MHHMMYMa KOJMYECTBO
AIIKOTOJIPHBIX HAMHWTKOB; OTKAa3 OT NpHEMa HAPKOTHYCCKUX M TICHXOTPOITHBIX
BEIIIECTB;

Bocrionnenne = BospacTtaromux —Opu OEpPEMEHHOCTH  (DU3UOJIOTHUECKUX
MOTPEOHOCTEH B MUTATEIBHBIX BEIIECTBAX M 3CCEHIIMAIBHBIX MUKPOHYTPUEHTAX
3a CYET ONTUMAJIbHON JUETHI U TPHUeMa BUTAMUHO-MUHEPAIBHBIX KOMIUIEKCOB;

YMepeHHble, HO peryisipHble (U3UYecKrue YIpaKHEHUs, BBEJCHUE B MPABUIIO
TIEITUE TIPOTYJIKA Ha CBEKEM BO3IYXE;

N3b6eranve mieperpeBaHus: TOCEIICHHWS] CayHbl, WH(GPaKpacHbIX KaOWH,

coNsipus, U JIp.

[HocTHaTajbHAsT NPOPUIAKTHKA 3aKJIIOYACTCSd B MAKCUMaJIbHO pPaHHEU

AUArHOCTUKE COCTOSAHUA U CBOCBPCMCHHOM Hadalic HpO(l)I/IHaKTI/I‘ICCKOFO JCUYCHUA, a

TAaK)K€ B HCKIIOYCHUM U3 Cpeabl  (PaKTOpoB, CIIOCOOCTBYIONIUX PA3BUTHIO

MaTOJIOTUYECKOro (heHOTHIIA.

* KOHCYNbTHPOBAHME POJMTENEH MO BCKAPMIIMBAHUIO, PALMOHAIBHOMY

IIMTAaHHIO, (bI/ISI/ILICCKOMy H TUTUCHUYCCKOMY BOCIIUTAHUIO pe6eHKa;

HuddepeHurpoBaHHbIE pEKUMBI BBIXaXKUBAHUS,

» KoMmIuiekcHOE BOCCTAaHOBHUTENIBHOE JieueHHe (THMMHACTUKa, a’poOHbIe
Harpy3ku, (usuorepanusi, NCUXOKOPPEKIHUsS, Maccax, MeTaboindeckas
Teparnus);

» KoHCynbTHpOBaHHE M0 MpaBUIaM (PU3NIECKON aKTUBHOCTH;

= [Icuxomoruueckas u (1)I/I3I/ILI€CK8,$I p€a6I/IJ'II/ITaIII/I$I;



» Jluddepennmanus 1 KOppEeKLUUs aCCOLMUPOBAHHON MATOJIOTHH;
* JIpodeccronanbHast OpUCHTAIUS;
*  OmpeneneHue BO3MOKHOCTH TOCIEAYIONNX OEPEMEHHOCTEH U POJIOB;

= BOGHHO-MCI[I/IHI/IHCKEUI 9KCIICPTHU3a, MCANKO-COLIHAJIbHAA SKCIICPTHU3Aa,

KoHCTUTYMSI COEIMHUTENBHON TKaHU MMEET MPUHIMIHMAIBHOE 3HAu€HUe IS
MoJJEpKaHUsl HOPMaJIbHOW (PU3MOJIOTUM BCEX TKAHEW opraHmisMa. Takum oOpa3om,
Bpau IEPBUYHOIO 3BEHa (aKylep-TUHEKOJIOT, MeauaTp, TepaneBT) o0sd3aH AaTh
nanuenty ¢ JJCT o0ocHOBaHHBIE pPEKOMEH/IALUU 110 MIAaHUPOBAHUIO JAETOPOKIACHUS

Y ONPEIEINTh UHAUBUAYAIbHYIO NPO(QUIAKTHYECKYIO IPOrPaMMY.

KOHTPOJIBHBIE BOITPOCHI

1. K nuddepenumporannoit popme JICT oTHOCHT:
A. Cunnpom Mapdana
b. Cungpom Bponrka
B. Cunapom ynnmHeHHOro uHTepBania QT

I'. Cungpom Anbrniopta

2. AHOMaJIBHO PAaCIIOJIOKEHHBIE XOP/IbI JIEBOTO KETYI0UKA SBJISIOTCS MPOSBICHUEM:
A. Jlucriia3uu COeTMHUTENbHON TKAaH!
b. Maneix anomainuii pa3BuTus

B. Ilopoka cepana

3. Ouenka MmoOuiIbHOCTH cycTaBoB o Beighton-Horan B 7 OanioB o3Hauaer:
A. ®U3HMONIOTrHYECKYI0 HOPMY
b. YMepeHHyo runepMoOuIbHOCTh CYCTaBOB

B. BeipaxkeHHY10 rUNIEpMOOHIBHOCT CYCTaBOB



4. INanumentka 20 net ¢ ¢penorunuyeckumu npuzHakamu JICT xamyercs Ha 4yBCTBO
HEMOJHOLIEHHOCTH BJI0Xa, HEOOXOAMMOCTh KOHTPOJHUPOBAThH JbIXaHUE, OUIYIICHHE
HEXBATKH KHUCJIOPOJa, MOCTOSHHYIO 3€BOTY. KajnoObl MOABMIIMCH IOCIIE CTpecca,
IIOCTOSIHHBI, HO YCWJIMBAIOTCS NPHU 3MOLMOHAIBHOW HArpy3ke, y NAUUEHTKHA PEe3KO
HapyIlIEeH COH (HE MOXET 3aCHYTh), HApYLICHUE bIXaHUS COIPOBOXKAAETCS CTPAXOM
CMEPTU OT yaylibs. CBUCTALIMX XPUIIOB, HOYHBIX MPOOYKIEHUN OT yIyllibs HE
oniBaeT. HacnencTtBenHocTh U amieproanamues 6e3 ocodenHocreil. He kyput. [pu
ayCKyJIbTallUM JIbIXaHWE BE3UKYJsipHOE, XpunoB HeT. Pentrenorpadus OI'K u ®BJ]
He u3MeHeHbl. Hanbomnee BeposTHBIN quarHos?

A. bpoHxuanpHas actma

b. XOBJI

B. I'uniepBeHTUISAIMOHHBINA CHHIPOM

I'. [IpaBoXkey0UKOBas cepleyHasi HEA0CTaTOYHOCTh
5.K OonbiuM KpUTEpUSAM TUNIEPMOOUIIBHOTO CUHAPOMA OTHOCATCS:
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B. Dnukonaunmur, 6ypcuT, TCHOCUHOBUT

I'. MapdanonogoOHast BHEITHOCTh

OtBerbl: 1.-A,Bb;2.-b5;3.-B;4.-Bb;5-A,b

HNPUJIOKEHUSA

IIpumepHas cxema Oecebl ¢ NAIUEHTOM

e Uro Takoe JAUCIIIIa3us COCI[HHHTCHBHOﬁ TKaHH, Kaku€¢ H3MCHCHHUA B

COCIMHUTENILHON TKaHW MOXKET BbI3BaTh 3TO 3a0ojyieBanue? Ilarmuenty HEoOX0auMO



00bsicHuTh, uTo JICT — 3T0 HacimemyeMoe cocTosiHue (HO He 3a00JI€BaHUE ), MPU3HAKU
KOTOPOTO «HAKAIUIMBAIOTCS» B KAXKJIOM MOCIEAYyIoEeM nokojieHnu. CoeqMHUTEIbHAS
TKaHb MPU 3TOM 0CO00 «UYBCTBUTEIbHASNY, «PAHUMas», «JIETKO pacTBopuMas». [lpu
HEOIaronpusITHHIX BO3ACHCTBUSAX Ha OpraHuU3M: HWH(EKIWs, HampuMmep, aHTHHA,
XPOHUYECKUNA TOH3WIUT, aJCHOUJBI, APYrHMe XPOHUYECKHE WH(OEKIUHU, a TaKKe
o0IlIMX BO3JECUCTBUSX, TaKUX KaK MEPEOXJIaXKICHUE, MeperpeBaHue, MOBBIIIACTCS
BEPOSATHOCTh YCUJICHHOTO paciajia COCIUHUTENbHON TKAaHU U OCTI0KHEHUH.

o Kaxkue Bamm nelicTBHsI OTHOCATCA K HE3IOPOBOMY 00pa3y >KM3HU U YTO BO3MOMKHO
ucnpaButh? ComepxaHue «MEHIO» HE3J0POBOTO 00pa3a KU3HH y KaXKJIOTO YeJIOBeKa
MOJKET BapbUpOBaTh OT €AWHUIL O JECATKOB IMOKa3zartened. Kakol mokaszarenb U B
KaKOM Mepe OTBETCTBEHEH 3a YXYIIICHUE 3J0pPOBbSI KOHKPETHOTIO MalMEHTa
MOKA3bIBAECT pe3yJbTaT TecTHpoBaHWs. OJHU TOKa3aTeld JOCTYNMHBI KOPPEKIIUH,
HanpuMep, HEPETYISIPHOE MUTAHUE WM HU3Kas JBUTATElIbHAs aKTUBHOCTH. Jpyrue
UCIIPABUTh TPYIHO, XOTS M BO3MOKHO, HANpPHUMEP, IUIOXME B3aHMMOOTHOIICHHUS B
ceMbe. TpeTbu HCIPaBUTh OYEHb TPYAHO, HAMPUMEP, HEYAOBJICTBOPUTEIIHHBIC
KWIHIIHbIE yciaoBus. UeTBepTas rpymnma (HakTopoB HE MOJICKUT PETYIUPOBAHUIO:
IPUPOJIHBIE YCIOBUS, TECHETUYECKAS IIPEAPACTION0KEHHOCTD U p.

e KakoB mepeueHb MEIMIIMHCKUX TEXHOJIOTUH, KOTOpPbIE PEKOMEHIYIOTCS s
YBEIIMYEHHUsI pe3epBa 310poBbsi M moBbilIeHUs KaudectBa xku3Hu? Ilpu JICT k
TAKOBBIM OTHOCATCS: ONTHUMHU3ALUS JBUTATEIIBHOW aKTUBHOCTH, KYPChI JAPOOHOTO
TUTIOKCUYECKOTO JbIXaHusl (MpU HAJIMYUM TMPU3HAKOB THUIEPBEHTUIISIIMOHHOTO
CUH/pOMA), TICUXO0JIOTHYECKasi KOppeKIus, Tuianedo-j1edueHre, TepMoTepanus (cayHa,
pycckas 0OaHs), KanmwulsipHass THMHACTHKA (CKUMHUAApHBIC BaHHBI), COIMAIbHas
MOJAJIep>KKa, TapMOHM3ALUSI CEMEUHBIX OTHOIICHHWH, JICUCHHE CMBICIIOM >KU3HH,
dapmakocanaius (aganTOreHbl, BHUTAMHUHBI), Pa3rPy304HO-BOCCTAHOBUTEIHHAS
tepanus. [ns nauumentoB ¢ JICT anpoOupoBaHbl U C YCHEXOM HPUMEHSIOTCA
bu3nUecKue TPEHUPOBKH.

o KakoBbl BO3mEHCTBHS pa3nUUHbIX (OPM CIOPTHUBHBIX TPEHHUPOBOK W WX
0e301acHOCTh MPU JAUCIUIA3UH COeMHUTENbHOM Tkanu? Tpenuposka s aun ¢ JICT

BaXHa KaK IJId (l)I/ISI/IquKOFO, TaKk U JJId IICUXHUYCCKOI'O 6J1aron0nyq1/m. OcHoBHOM



3alaueil TPEHUPOBOK SIBIISICTCA YKPEIUICHWE MBI CIWHBI, CYyCTaBOB, a TaKXKe
TPEHUPOBKA CEPJICYHO-COCYIUCTON CHUCTEMBI. PerynspHas ymMepeHHas TPEHHpPOBKA
Ba)KHA JJI1 COXpaHeHHUs 001ero 310poBhs. [lanuenta HeoOxoauMo MHGOPMHUPOBATH
0 Pa3HOBUIHOCTAX (HM3UYECKUX TPECHUPOBOK: M30KMHETUYECKUX, M30METPHUCCKUX,
a’pOOHBIX, aHaIPOOHBIX (CM. 0030p JUTepaTyphl). OpHUEHTUPOBATH HA BHITIOJIHEHUE
TUHAMUYECKUX, a’POOHBIX HArpy30K Kak B OoJbllIel CTEMEHU BIMAIONIMX Ha
TPEHUPOBKY KapIUO-PECIUPATOPHON CHUCTEMBI, 0O0ECIeUHBAIOIIe aJeKBaTHOE
KPOBOCHA0KEHUE U NMUTAHUE BCEX OPTraHOB U CUCTEM. PerynspHOCTh U MPaBUIbHOCTD
BBITIOJIHEHUSI — OCHOBa ycrexa (HU3WYECKUX TPEHUPOBOK. PeKoMeHmyroTcs
eXeIHEeBHbIE 3aHATUS PU3KYJIbTYpoid o 20-30 MUHYT (YTpOM, JHEM WIIM BEYEPOM) C
ycuiIneM (Tak, 4TOOBI MOSABWICS TOT), HO 0€3 0COOCHHOTO HAIPSKEHUSI C YaCTOTOU
CEpICUHBIX COKpAIlCHUH, HE MPEBBIMIANICH CyOMaKCUMaTbHBIC BEIMYWHBI IS
JTAHHOTO BO3pacTa U 1oJja (pacCYUThIBAIOTCS 10 popMylie AyiHka).

o [Ipodpunaktuka cycTaBHbIX OoJsiei W Ooyiell B CIHMHE, BapUKO3HOW OOJIE3HH,
HepoITo3a, TeMOpposi, TUIOCKOCTOIMS, CKOJIMO03a MpH (DU3MUECKHX TPEHHUPOBKAaX
OCHOBBIBAETCSI HAa MPABWJIBHOW OPTaHM3AIlUU 3aHIATHI (U3HUECKOW peadMIUTAIINH.
BaxHa mocTeneHHOCTh «BXOXKIEHUS» B TPEHUPOBKY: BHauase TPEOYIOTCS 3JI€MEHThI
«paszorpeBay (Jerkuil Oer, NHTEHCUBHbIEC JBUKEHUS pyKaMu) — aj’poOHas 4acTb, a
3aT€éM TIOCTETICHHOE YBEIMYECHHE HArpy3K, JOBOJsS €€ 10 CyOMaKCHMaabHOM,
OPUEHTHUPYSICh TIPH 3TOM Ha YacTOTy CEpACYHBIX COKpalieHud. BakHa Taxoke
npaBUIbHAS OpPTraHW3alds CHCTEMbl TPCHHPOBOK: YBEIMYCHHE HWHTCHCHBHOCTH W
MPOIOJDKATEILHOCTH TIOCTETICHHO [| OT 3aHATHSA K 3aHATHIO. He cnemyeT yBiekarbes
U30METPUYCCKUMHU Harpy3KaMu C OoTsromieHussMu Oonee 0,5 Kr B KOKIOW pyke IS
KEHIIMH U Oosee 1 Kr ¢ AByX CTOpoH il MyxuuH. llenecooOpasnee Hampsirath
MBIIIIIIBI — TO €CTh JeJaTh YIpaXHEHUs ¢ ycwimeM. He ciemyer naBath
MaKCHUMaJIbHYI0 Harpy3ky B BEPTHUKAJIBHOM ITOJIOKEHUH, JKEIATCIIbHO HCIIOIh30BaTh
MOJIOKEHUE <«WIEKA HA CTIMHEY, «IEKa Ha )KUBOTE», «IEKa Ha OOKY» ISl TPEHUPOBKH
OTIENBHBIX Tpynn MbIl (MpoduiIakTUKa BapUKO3HOM Oo0yie3HH, HePponTo3a,
miockoctomnus). CreauTs 3a TeM, YTOOBI He ObUTIO CTHOaHUs B KOJICHHBIX CYCTaBax 0

OCTPBLIX YIJIOB!: crubanus B CyCTaBax TOJIBKO 10 TIpPAMBIX YIJIOB B HCIAX



MpPEJOTBpAICHUsT TPAaBMUPOBAHUS MEHHUCKOB. Bo BpeMs TPEHHPOBKU MBIIIIBI
JOJDKHBL OBITh B TMOJTSHYTOM COCTOSIHUM, B TOHYCE: OCOOCHHO HH3 KHBOTAa U
ATOAMIIBI JUISI TIPENOTBpallleHus Ooyied B crnuHe U remoppos. [lpu 3aHATHSX B
KOJICHHO-JIOKTEBOM TMOJIOKEHUHU M JIe’Ka Ha CIIMHE C OMOPOM Ha PYKH HEOOXOAMMO
NOATSAHYThCS BBEpX, HE ocenarh Ha pykax (mpoduiiakTuka OoJeil B CIHHE,
CKOJIN032).

e CUMNTOMBI OCJIOKHEHUM CO CTOPOHBI CEpAlla,  KPYMHBIX COCYIOB, TIJa3.
[IpennockuikaMu J1Jist OCI0KHEHUN CO CTOPOHBI CEpIla, KPYIMHBIX COCYIOB SIBJISIIOTCS
CTPYKTYpHBIE ~ H3MEHEHHMS  KJAlaHOB  CepAla W  KPYOHBIX  COCYJOB,
3aperUCTPUPOBAHHBIC TIPU dXOKapauorpaduu: Mpoiarnckl KianaHoB, MUKCOMAaTO3Has
JIeTeHepalys, aCuMMETpust U (peHecTpalus CTBOPOK, JOTOJHUTEIbHBIE CTBOPKHU HIIN
WX OTCYTCTBHUE, pACIIMPEHHE KPYMHBIX COCYAOB, OTXOASAIMX OT cepaua. [lpu
MOSIBJICHUU WJIM YyCWICHUM OoJied B oOyiactu cepaiia, nepeboeB B padoTe win
cepaneOueHnii HeoOXOAUMO CPOYHO OOpaTUTHCS K CBOEMY CEMEHHOMY Bpauy WIIU
KapIMOJIOTY TI0 MECTY KUTEIhCTBa. Eciin marueHT nHPOPMHUPOBAH O HATMYUU Y HETO
pPaCIIMPEHHOI0 KOpPHS WJIM BOCXOJSIIETO OTAENa aopThl, TO TMOSBIEHUE
WHTEHCUBHOM, HapacTaroieil 00 B TPYAU WM CIIMHE MOXET CBUIETEIHCTBOBATH O
paccnauBarolleid aneBpusMe aopThl. [Ipu HamMuMKM MUONIUU JIFOOOM CTEEHU ClIeTyeT
0macaThCsl OTCIONKHU CETYATKA U U3MEHEHUH Ha TJIA3HOM JHE, KOTOPBIE MPOSBIISIIOTCA
PE3KUM 3aMETHBIM CHIDKCHHEM 3PEHUSI UM ONTUYECKUMU HApYUICHUSIMU — TICJICHA,
MSATHBIIIKY, CETKA B Tj1a3ax.

o Kakue wmccrnemoBanuss W B Kakhe€ CPOKH HEOOXOJMMO TMPOBOAWTH B IIEIISAX
npodunakTuku? O0sS3aTeNbHBIM SBJISIETCS OCMOTP CEMEHHOTO Bpayda JABAXIbl B IOJ
(y nmereil B 3aBUCMMOCTH OT BBISIBJISIEMON MATOJIOTHH 4Yallle), a MPU BO3HUKHOBEHUU
«HOBBIX» CHMITOMOB — MO Mepe HeoOoxomumocTu. CeMelHbI Bpad Ha3HadaeT
MPOBEJICHUE OKT', 3XOKApIMOCKOIINH, VY31 a0JIOMUHAJIBHOTO, V3IAI
OpaxeorniedanbHbIX cocyaoB, MoHuTopupoBanue OKI mo Xonrepy, ucciemnoBanue
OCTPOTHI 3pEHUSI B 3aBUCHMOCTH OT PAHEE BBISIBICHHBIX U3MEHEHHUI.

e Kakue orpanuuenuss B mpodeccruoHasbHOM BbIOOpe? OrpaHuuyeHHUs CBSI3aHBI C

TSOKENBIMU (PU3NYECKUMHU HArpy3KaMu: MOABEM U MEPEHOC TSHKECTEH, AIUTeNbHas



CTaTUYeCKas Harpy3ka (IIpy IUIOCKOCTONMH, CKOJHO3€, BAPUKO3HOM pPaCIIMpPEHUU
BEH), a TaKXKe HE pEKOMEHJ0BaHa padoTa 3a KOMIBIOTEPOM NIPH MHUOIMH,
aCTUTMaTU3ME U JIPYTUX MPOoOJIeMax cO 3pEHUEM.

e BriOop cymnpyra no «reHeTH4ECKUM MpeAnoYTeHUusIM». M3BECTHO, YTO AETSIM
npusHaku JICT mepemaroTcss OT OoTHA U OT MaTepu. B CBSI3u ¢ Te€M, YTO KOCTHBIE
IOPOSBJICHUS JUCILIA3UM IEPENaroTCs IOTOMCTBY II0 ayTOCOMHO-IOMHUHAHTHOMY
THUIly, TO TOTOMCTBY B 50% cinyuyaeB nepenatorcsa npusHaku [JCT. Eciau nposBienus
MMEIOTCSl Y 000UX POAUTENIECH, TO B KAKIOM MOCIEAYIOIIEM MTOKOJIEHUH POUCXOAUT
UX «HAKOIUIEHHEe» B OosblieM mporeHte ciaydyaeB. CoorBercTBeHHO, jauna ¢ JCT

JOJKHBI BBIOMpaTh ceOe napy 0e3 aHAJIOTMYHBIX MPU3HAKOB.

HYKJVIEOTH/HBIE IMOJINMOP®U3MbI n JAUCIIVIAZNA
COEJJUHUTEJIBHOHN TKAHHU (ICT)

Hecmotpss Ha pasHooOpasme reHeTudeckux 3abojieBaHuil (0oje3Hb Diepca-
Hanno, cunapom CTHKIEpa W T.O.), CBA3aHHBIX C KpailHE peakuMH AedeKTamu
OTIIEJBHBIX I'€HOB, 0 TE€HETUYECKOM IIPENPACIOJIOKEHHOCTH K
HequpdepenuupoBanubiM JICT mano yto u3BectHo. Penkue myraruu (MeHnee 1 Ha
1000 yenoBek HacelieHUsA) B pslie KOJJIAar€HOB M JIPYTUX T'€HOB MOTYT OOBSCHUTH
TOJIbKO HECKOJIbKO MOHOTeHHbIe (heHOTHIbI. J[aHHOE OOBSICHEHHE HE MOXKET OBITh
ucrnonb30BaHo B ciaydae HICT, MMEOIUX CPaBHUTENIBHO BBICOKYIO MOIYJISIHUOHHYIO
4acToOTy. 37eCh, Mbl CyMMHUPYEM JaHHbIE O HYKJICOTHIHBIX IMOJIUMOpPPHU3MaAX CO
CPaBHUTEIBHO BBICOKMMHU MONYJSALMOHHBIMU YacToTamu (Oonee 1 Ha 100 uenoBek
HaceJIeHUs) KOTOphble U B caMoM jene Owbuth accoruupoBanbl ¢ JICT-nmomoO6HbIMEI
3aboneBanusmMu (Topwun H.FO., I'pomosa O.A. 2009). K Takum 3a001¢BaHHAM
OTHOCSITCSI CKOJIMO3, OCTEOXOH/IPO3 M0O3BOHOYHUKA U IPOJIANIC MUTPAJIBHOTO KJIalaHa.
Janaple 0 monuMop(du3Max AacCOMUPOBAHHBIX C OJTHUMU TpeMs TIpyNIaMu

3a0osieBaHui cymMmmMupoBanbl B TaOmmuiie.



Tabmuna. ITomumopdu3Mbl  acCOMPOBAHHBIE CO CKOJHO30M, OCTEOXOHAPO30M
MO3BOHOYHHKA W TPOJIATICOM MUTPAJIBHOTO KjamaHa. B mpemenax KaIol TpyIIbl,

I'CHBI PACITIOJIOKCHBI B aﬂ(l)aBI/ITHOM IopsaKe.

I'en Ha3Banue rena IMoaumopdpuzm
ESR1 DcTporeH penenrop, | Xbal
cyobenunamnma 1
IGF1 WNucynuno-nono6Heiii  daktop | 5° C>T
pocta
IL6 WuaTepneiikuH-6 G/C pro
MMP3 CtpomMenn3uH 5A/6A
VDR Buramun D penenrtop Bsml
ACAN Arrpekan A26
COL11A1 | Komraren XI Al C4603T
COL9A2 | Kommaren IX A2 R103W
IL1B Wnurepneiikun-1, cyowseauauna | -511T>C
B
MMP2 XKenarunaza A -1306C/T
TIMP1 MMII uarn6upyrommii 6enok 1 | IVS5 G>T
VDR Buramun D peuentop Taql
COL3Al |Kommaren IIT A1l Ex.31G
MMP3 Ctpomenu3uH 5A/6A

PLAU [Inasmunoren  axktuBupyromas | C4065T

YpOKHHa3a

Cronuozom OOBIYHO HAa3bIBAETCA CHCTEMAaTHYECKOE OOKOBOE OTKJIOHEHHE
IMIO3BOHOYHHUKA OT HOPMAJBbHOI'O BBIIIPAMIICHHOI'O ITOJIOKCHUAA. Takoe OTKJIOHEHHE
MOXKET BO3HHMKATh BCICIACTBHUC HGHpaBHHBHOﬁ OCaHKM M BOBCE€ HC BOBJICKATb

AeUIUT COEAMHUTEIBHOW TKaHW. B maHHOM ciywyae, OJHAKO, MOJA CKOJHO30M



MMOHUMAETCS WUAUONATHYECKUN MOAPOCTKOBBIA CKOJIMO3, TAaK)KE€ H3BECTHBIA Kak
CKOJIMOTHYECKast O00Jie3Hb. JTO MPOTpPecCUpYIONIee pPACTYIIEro IMO3BOHOYHHUKA
cesa3ano ¢ JICT um BcTpeuaercss y aereil B Bo3pacte 6-15 ner. MImeHHO ¢ 3TUM
3a0oyieBaHMeM M OBbUIM YCTAHOBJICHHBI [E€PEUMCIICHHBIC BBIIIE TE€HETUYECKHE
acconmaruu.  Kaxnpli W3 ONHMCAaHHBIX T'€HOB  MOJpPa3yMeBaeT  OCOOBIN
NaTO(PU3UOIOTHYECKUN MEXaHU3M MOCPEACTBOM KOoTOporo MoxkeT Bo3HuKaTh J(CT:
cTpykTypa BHekierounoi matpuirel (MMP3, Aulisa, 2007), ropmoHanmsHbIe (akTOPHI
BIIMSAILINAE, B YACTHOCTH, Ha POCT KJIETOK PA3JIUYHBIX BUJOB COCAUHUTEIIBHOW TKaHU
(IGF1, ESR1, VDR, Xia, 2007), a Taxxe BocnaJieHue 1 MMMYyHbIi oTBeT (ILO).

B obmiem ciiydae, noj TEPMHUHOM «OCHEOXOHOPO3 NO360HOYHUKAY» TIOHUMAIOT
NEPBUYHBIN JIETEHEPATUBHBIN MPOLIECC B MEKIO3BOHKOBBIX JUCKaX BEAyLIUHA K
BTOPUYHOMY PAa3BUTHIO PEAKTUBHBIX U KOMIICHCATOPHBIX H3MEHEHUM B KOCTHO-
CBSI30YHOM arlapare nmo3BoOHOYHUKA. OHA U3 OCHOBHBIX MPUYUH OCTEOXOHIPO30B-
XPOHUYECKUE MHUKPOTpPaBMbl Mpu (usmdeckux mneperpyskax. [lo oTHoiieHuo K
HCCIICIOBAHUSAM TMPOIUTUPOBAHHBIM B TaOmuie 2, 0oJjiee MpaBUIBLHBIM ObUIO ObI
IPUMEHEHUE TEPMHUHA «IOPAKEHUE MEKIO3BOHOUHBIX JUCKOB MOSICHUYHOIO H
IPYTUX OTIEJOB C PaaUKYJIONATHEW» COOTBETCTBYIOUIEE AHTJIOSI3bIYHBIM TEPMUHAM
«spinal disc herniationy», «degenerative disk disease» u «lumbar disc diseasey.
[Tatodusnonornyeckne MeXaHW3Mbl BOSHUKHOBEHHS JAHHOW TPYIIIbI 3a00JIC€BaHUIMA
BKJIFOYAIOT, OMATH K€, BO3JECUCTBUE HA CTPYKTYpY coeauHuTenbHONU TKaHu (ACAN,
COL11A1, COL9A2, MMP2, u TIMP1, cm. Dong, 2007; Valdes, 2005), Bocnianenue
(IL1B) u ropMoHanbHble (AKTOpPhl BIMSIIME POCT KIETOK M TOMEOCTa3
ButamuHoB/MuHepanoB (VDR). Cnenyer oTMeTuTh 4TO OJHMM M3 CaMbIX PAHHHMX
MIPU3HAKOB BOCHAJIEHUSI MIPU OCTEOXOHIPO3€ MO3BOHOYHUKA SIBIISIETCS XapaKTEPHOE
nepepanpeesicHie MOHOB METAJJIOB - Hampumep, Hakorienue Mg, Ca, Mn, Fe B
TPaHyJIONNTAX, HAKOIUICHUE Kalblug W yMeHbleHue ypoBHedr Mg, Mn u Cu B
sputpormrax uta (Feltelius, 1988).

Topaosicenus cepoeuno-cocyoucmoii cucmemst 1ipu JICT Moryt ObITH BeCbMa
pa3HO00Opa3HbI, HO HAMOOJIEE YaCTO BCTPEUAIONTUMCS SIBJISIETCS, TI0 BCEH BUIUMOCTH,

IMpoJiariC MUTPAJIbHOI'O KJIallaHa. I/I,Z[I/IOHaTI/I"ICCKI/II\/’I mpoJrariC MUTPAJIbHOI'O KJIallaHa



OoOHapyXUBAETCsl, B OOJBIINHCTBE CIy4aeB, MPU AyCKYJIbTAllUH, U MOXET ObITh HE
tonbko caeactsueM JICT HO Takke U pe3ylnbTaTOM CKPBITOM T€TaHWH BO3HUKAIOLIEH
BeienctBue aedunura maruus (Bobkowski, 2005). IIpenmonaraercst, 4to 3pQeKTh
MATHHS Ha CEPACYHYIO MBIIIILY BO MHOTOM CBSI3aHBI C KOHKypeHImen Mexny Ca’’ u
Mg”* 3a cBSI3BIBAIOIIME YIACTKH COKPATUTEIBHHBIX OeIKOB: TpornoHnHa C, aKTHHA U
muo3uHa. [laroduszmonornueckre wmexanusMbl JICT-00yciOBIEHHOTO MpoJianca
MUTPAJIBFHOTO KJIallaHA MOTYT BKJIIOYAaTh W3MEHEHHUS B CTPYKTYpPE COCAMHHUTEIHHOU
tkanu (COL3A1, MMP3, TIMP1, Oceandy, 2007), a Takxe B reMocTa3e 1 HMMYHOM
otBete (PLAU).

CrnemyeTr OTMETHTb, YTO ONHCAHHBIC BBHINIE TOIUMOP(GU3MBI 00IATAIOT
CPaBHUTEIBHO «MATKUMU» 3(p(eKTamMu: B MOMYJIALUOHHBIX BbIOOpKaX, IMOBBIIICHUE
pucka JICT npu Hamuuuu «HEONArompHsITHOTO» TE€HOTHUNA HE NPEBBIIIAET, KaK
npasuio, 50-80% (Topwun H.IO., Ipomosa O.A, 2009). Bce xe, 3ddexTs
HECKOJIBKHMX CJIa0bIX (DAKTOPOB MOTYT CKJIAAbIBATHCSA M YCYI'YOJISATh IPOTEKaHUE MPU
HeOMaronpusITHBIX (PAKTOpax CTUIIS XKU3HH KOHKPETHOTO nauueHnTta. CienoBaTenabHo,
pU HAIUYUU HECKOJBKUX M3 3TUX T€HOTHUIIOB, HACTOATEIBHO TpeOyeTcsl YCUIICHHOE
BHUMaHHUE U Bpaua, ¥ MalleHTa K peKOMEHIAINIM, PACCMOTPEHHBIM paHee B JaHHOU

pabore.
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