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NATIONAL RECOMMENDATIONS OF THE RUSSIAN SCIENTIFIC SOCIETY
OF INTERNAL MEDICINE FOR DIAGNOSTICS, TREATMENT
AND REHABILITATION OF PATIENTS WITH CONNECTIVE TISSUE DYSPLASIA

HaunoHanbHble pekoMmeHaaunm POCCUMINCKOro Hay4yHOro MeguumnmHckoro obuecTsa TepaneBToB Mo AMArHOCTUKE,
NIe4eHNI0 U peabunutauum NaunueHToB C ANCNNA3nUsaMU COEOVHUTENBHOM TKaHW, pa3paboTaHHble rpynnon cneum-
anucToB cekunmn «ucnnasua coegnHuTenbHom TkaHm» PHMOT, yTBepxxaeHbl Ha X HaumoHanbsHOM KOHrpecce Tepa-
nestoB 14-16 okTa6ps 2015 rona.

Knroyvesblie cnoBa: coeguHnTesibHasl TKaHb, HacJslie4CTBEeHHble HapylleHWs, HaloHallbHble peKoMeHaaunm
National recommendations of the Russian Scientific Society of Internal Medicine (RSCIM) for diagnostics,

treatment and rehabilitation of patients with connective tissue dysplasia developed by a team of the RSCIM section
«Connective tissue dysplasia» are adopted at the X National Congress of Internal Medicine 14-16 October, 2015.
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BBEAEHUE

B Poccun 6onee 30 neT ncrnonb3lyeTcsa TEPMUH «ANUC-
nnasmn CoeamHUTENbHOM TKaHW», KOTOPbIM BKKOYAET B
cebs reHeTU4yeckn oBYyCNOBMEHHbIE CUHOPOMHbIE hop-
Mbl (32 py6exxoM — HacneaCTBEHHbIE HApyLUeHNs coean-
HUTENbHOW TKaHu, B Poccun — onddepeHumpoBaHHbie
dopMbl gucnnasmm COEOUHUTENBHOM TKaHW: CUHOPOM
MapdaHna, Anepca — [aHno, HECOBEPLLUEHHbIN OCcTeore-
He3, cnHapom bunca, cuHgpom Ctuknepa v op.) U Myib-
TndakTopHble — HeanddepeHunpoBaHHbie Anucnaasnmn
COEANHUTENbHOMN TKaHW, KOTOPbIE UMEIOT reHETUYECKYIO
OCHOBY, HO MPOSABASIOTCS MNOA BO3OENCTBUMEM MHOIMMX
$akTopOB.

Llenb HacToAWMX peEKOMEeHJAaUUN — 03HAaKOMUTb Bpa-
Yyel NePBUYHOIro 3BEHA C OCHOBHbLIMUW NMPpUHUMNaMN ava-
FHOCTUKN N BEAEHNS NaLMEHTOB C AMcnnasnsamMmm coean-
HUTenbHOM TkaHm (OCT).

B pekoMeHpgaumnsax oTpaxeHbl COBPEMEHHbLIE NOAXOAbI
K HEMEOMKAMEHTO3HOMY 1 MEOVMKAMEHTO3HOMY JIEYEHUIO
naumeHtoB ¢ ACT; npuBeOeHbl anropuUTMbl OENCTBUIA
Bpaya Npu guarHocTmke onpeaeneHHoro cuHgpoma ACT,
cxeMbl 6ecebl C NAUMEHTOM, ONUCAHUS KOMMJIEKCOB fe-
4ebHOM PU3KYNLTYPLI, Bbibopa npodeccnn n . 4.

PekomeHaaumn a9BASIOTCA akTyalbHbIMU O Bpaven
obLler npakTuku, TepaneBTOB M neamaTpoB, a Takxe
npeacTaBnaAlT MHTEPEC AN Y3KUX CreumanncToB.

MepguumHckasa n couymanbHas 3HA4MMOCTb 3TOW NpPOo-
6neMbl He BbI3blBaeT COMHeHUs. K coxanenuto, B 601b-
LWWMHCTBE CllydaeB MNpakTuyeckme Bpadnm mano uHdop-
MUPOBaHbl O CYLUHOCTM AUCMIA3UN COEOUNHUTENbHOMN
TKaHW, 3aTpPyOHSOTCA OaTb MauMeHTy O0OOCHOBaHHble
pekoMeHaauum no Koppekuum obpasa Xu3Hu, He Bna-
[eloT TEXHONOrnem MmeagmkaMeHToO3Horo nedeHns. OgHomn
13 OCHOBHbIX MPUYNH HEJ0CTATOYHOW OCBEAOMNIEHHOCTH

Bpayen ABNaeTcs OTCYTCTBME edMHbIX TEPMUHONIOrnYe-
CKNX N KNaCCUPUKALMOHHbBIX MOAXOA0B, a TakXke Cylue-
CTBylOLLME pPa3HOrnacus B onpegeneHny paumoHanbHbIX
nyTen kK anarHoctuke n neveHunio 4CT. BHegpeHue B no-
BCEOHEBHYIO KIIMHNYECKYID MPaKTUKY OaHHbIX PEKOMEH-
auuin No3BOAUT YHUDUUMPOBATE NOAXOObl K BEAEHUIO
nauveHToB ¢ ACT. MNMpegnonaraetcs, 4TO pekoMeHaaLnm
OyayT COBEpPLUEHCTBOBATLCH MO Mepe HaKOoMeHUs HayY-
HbIX 3HAHMI 1 NPAKTUYECKOro onbiTa.

OcHOBHbIE MonoxeHnss PekomeHnpauuin 6a3upyoTcs
Ha MHeHun KomuteTa akcneptoB no ACT, a Takke pe-
3ynbTaTax NCCNefoBaHni, NONYYEHHbIX B ONPeaeneHHbIX
BbIOOPKax NaLUVeHToB, B CBA3M C 9TUM OHM HE MOTYT 3a-
MEHWUTb MHOVBMAOYaNbHbIA MOAXOM, K Ne4YeHUNI0 OOJbHbIX.

PekomeHpaunn 0600LWLaOT U aHANU3NPYIOT MMELD-
wmMecs Ha CErogHsLWHWA OeHb OaHHble B OTHOLUEHUU
OMarHoCTUKKU, NPOdUNakTUKK, NeYeHns u peadbunntaumm
naumenToB ¢ ACT, ana Toro 4tobbl NpencTaBUTb Bpady
KpaTKoe, ACHOE U OOCTYMHOE UX u3noxeHune. Takum 06-
pa3om, PekomeHgaumn sBASIOTCA HE OOrMOM, a PyKo-
BOACTBOM K AENCTBUIO.

MpoekT PekomMeHaauuin Obi1 OTKPbLIT AJS LUMPOKOro
obCcyXaeHus, YTO MO3BOJINIO CYLLECTBEHHO YTOYHUTb
MHOrMe no3vuumn, ynpocTuUTb U yIy4lUTb TEKCT. 3ame-
YaHUS 1N O0OMNONIHEHUS, KOTOPbIE ObIIM KOHCTPYKTUBHBIMU
1 cnocobcTBOBaNM peasibHOMY YJyHLIeHUI0 OOKYMEHTA,
Mbl UCMOJSIb30BaIN NPU NOArOTOBKE €ro OKOHYaTESIbHOM
penakumn.

Mpn odoOpMAEHNN OCHOBHbIX MOIOXEHUN PEeKoMeH-
nauuin ncrnosib3oBaHa OOLLENPUHATANA LKaNa OLEHKN NX
3HAYMMOCTK, NpeaycMaTpmBaloLLas Knaccbl pekomeHaa-
uni (1, 1A, 1B, 11l) n ypOBHM SOKA3aHHOCTU NOJIOXEHUN,
npeactaBneHHas B Tabnmuax 1 um 2.

Tabaunuya 1
Knaccbl pekomeHpauuni
Knacc I OueBunaHble AoKa3aTenbCTBa, YTO NpeasaraemMoe neyeHne/Bo3aelicTeme PekoMeHaOBaHO
YCMewHo, Nose3Ho 1 3pPeKTUBHO Y BCeX BONMbHbIX (BCcem 60nbHbIM)
Knacc II KOHMNMKTHbIE MM CMOPHble AoKa3aTeNbCTBa, YTO npeanaraemMoe
neyeHne/BO34eNCTBNE YCMELWHO M None3Ho (y 60nblMHCTBA 60bHbIX)
Knacc Ila MpeBanupyeT Bec A0OKa3aTeNbCTB/TOYEK 3PEHUS O MOsb3e MpumeHernne JOJIXKHO
(athpekTnBHOCTN) NpeanaraeMoro nevyeHunsl/Bo3aencTems 6bITb pacCMOTPEHO
Knacc IIb HeoueBnaHble gokasaTenbcTBa 0 Nosb3e (3¢hheKTUBHOCTH) MpumeHeHne MOXET
npeanaraeMoro nevyeHns/Bo3aencTems 6bITb paccCMOTPEHO
Knacc III [okasaTenbcTBa Uam obliee cornalleHne, YTo eyeHne He nonesHo/ HE pekoMeHaoBaH
Hea(deKTUBHO, @ B HEKOTOPbIX Cy4asx MoxeT 6biTb BpeAHO
Tabnvuya 2
YpoBHU fOKa3aHHOCTH
A ®DaKTbl MNOSTyYeHbl, NO MEHbLUEN Mepe, U3 ABYX PaHAOMU3MPOBAHHbLIX NCCEeA0BaHNN
B ®aKTbl MNOMTyYeHbl U3 OAHOIMO PaHAOMU3MPOBAHHOIO UCCIEA0BAHNSA N MEeTa-aHanmsa
HepaHAOMU3NPOBAHHbIX NCCNEAOBAHNN
C CoBMeCTHas To4Ka 3peHus creuuanncros

1. ASNMIMAEMUOAOTIUA ACT

Mpn OTCYTCTBUM OBLLENPUHATBLIX KPUTEPUEB ANS
MOCTAHOBKM AMarHo3a MMeloWMmecs Ha CerogHaAWwHnm
OEeHb JaHHble 0 YacToTe BcTpedaemocTn ACT HeoaHOo-
3HAYHHbI.

PacnpocTpaHeHHOCTb HacneacTBeHHbIX GOPM HEBE-
nuka. Tak, yactota cuHgpoma MapdaHa B nonynaumm —
1:10000-1:15000. HanpotuB, HegmnddepeHUnpoBaH-

Haa OCT (rOCT) anarHocTupyeTcs B Poccnm 4ocTaTtoyHo
yacTo: okoso 1:5 (HeuwaesaT. U., 1986), 8,5 % B BbIGOpP-
ke n3 400 yenosek (Monosckon b. B., 2002). JaHHbIX O
pacnpocTtpaHeHHoctn HOCT no gpyrum cTpaHam He
MMEeTCs, U POCCUINCKME nccnenoBaTenu ABNa0TCS -
nepamn B 0651aCTU OMArHOCTUKN, PyHOAMEHTabHbIX
MONEKYNAPHbIX nccnegosaHuii u tepanum HACT.
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Nmelowmecs Ha HaCTOSALWMIM MOMEHT AaHHble cBUae-
TeNbCTBYIOT, 4TO YacTtoTa BcTpedyaemocTn ACT 3aBucut
oT Bo3pacTa o6cnenoBaHHbix nuu,. MpuaHaku HOCT npo-
ABNSIOTCH B TEYEHME XMN3HU: B NEPUOL, HOBOPOXOEHHO-
CTu BbiiBNeHne npuaHakoB HACT MUHMMAaNbLHO; B BO3-
pacte 4-5 net HadyuHaloT GOpPMMPOBATLCH MpPoanchl
KnanaHoB cepaua; B 5-7 net — TopakognadparmasnbHblii
CHAPOM (aedopmauunm rpygHON KIeTKU 1 NO3BOHOYHN -
Ka), NJIOCKOCTONMUE, MMOMUS; B NOAPOCTKOBOM U MOJIO-
[OM BO3pacTe — cocyamcTbin cmHapom (Hevaesa I U.,
AkosneB B. M. n ap., 2008).

Kputnyecknm nepuoaomMm €BASETCA NOAPOCTKO-
BbIi BO3pacCT, Korga MNpupoCT KOMMYeCcTBa NPU3HaKOB
amcmMmopdoreHesa COEAMHUTENbHOM TKaHW MOXEeT CO-
ctaBnate 6onee 300 %! Kak npaBuno, y abBCconoTHOro

2. 9TUOAOTUA ACT

B ocHoBe pa3BuTUSA Kak HacneACcTBEHHbIX HapyLle-
HUN COeOUNHNTENIbHOW TKaHU (CUHAPOMHbIX (pOpM), Tak
N HECUHAPOMHbIX ¢popm LOCT nexar myTaumm reHos,
OTBETCTBEHHbIX 3@ CUHTE3/KatabonnM3M CTPYKTYPHbIX
6enKoB COeAVNHUTENIbHOW TKaHU U GEepMEHTOB, y4a-
CTBYIOLWMX B 3TUX Mpoueccax, KOINYEeCTBEHHOE Wu3-
MeHeHne 06pa3oBaHUS MOJIHOLEHHbIX KOMMOHEHTOB
9KCTPALEIONAPHOro MaTpumkeca, HapyLieHus Gubpur-
noreHesa (9kosnes B. M., Hevaea I. 1., 1994; Kagy-
puHa T. W., 2000, 2011). Peanusauus reHeTn4eckmx
O0EeTePMUHAHT 60 Mano 3aBUCUT OT BHELLHUX YCNO-
BWI, KaK B Clly4ae MOHOMEHHbIX HACNEACTBEHHbIX CUH-
OpOoMOB, NM60 B HanbonbLUEn CTeNeHn onpenenseTcs
BHELIHUMU YCNIOBMSMU, KakK B Cllydae HECUHAPOMHbIX
dopm ACT.

MonekynapHaa 6uonoruss coeguHUTEeNbHONU
TKaHn

Cocrasnisisi okos10 50 % maccel Tena, coeanHNTE b-
Hasi TkaHb (CT) siB1seTcsi O4HUM U3 HETbIPEX OCHOBHbIX
TUMOB TKaHW B TPAANLUMOHHbIX Knaccupukaumsx (B 4o-
MOJIHEHNE K AMUTENAITbHOM, MbILLIEYHOV N HEPBHOM TKa-
Hu). OcHoBHast pyHKums CT — CTPYKTYpHas rnoanepxka,
CBOEro pofa «3Kk30CKeneT» [J1s BCeX APYrnx TkaHew op-
rannama (fpomosa O. A., TopwwuH W. 0., 2008). XpsLy
M KOCTb SIBJISIIOTCSI OCHOBHbIMY Pa3HOBULHOCTSIMU CO-
eAVNHNTENIbHOV TKaHW; ApYyrue TUIbl BKJI0YarT apeosisp-
HYIO COEANHUTE/IbHYIO TKaHb, CKPErisioWwy OpraHsbi,
W MIOTHYIO COEAVHUTE/IbHYIO TKaHb, (GOPMUPYIOLLYIO
CBSI3KU U CYXOXUIINS.

B otnnumne ot anutenunsi, B KOTOPOM KJE€TKU M/I0THO
CcBsI3aHbl BMECTE 10CPeCTBOM MEXAaHN3MOB MEXKI1e-
TOYHOW aare3nu, coeanHUTeIbHasl TkKaHb JEMOHCTPU-
pyeT n3bbITOK BHEK/IETOYHOM MaTtpuibl (BKM) npu fo-
CTaro4Ho He6GOJIbLLIOM YUCIIE KJIETOK. B MOsIeKynsipHOM
6uos1Iorny BHEKJIETOYHAs Matpuua ornpenesneHa Kak
CJI0OXHasi ceTb, CPHOPMUpPOBaHHas MHOIMOYUC/I€HHbI-
MU CTPYKTYPHbIMWU Makpomosiekyaamu (Takumu, Kak
npPOTEO/INKaHbI, KOJIAareHbl n 31acTuH). Baanmongei-
CTBYSl APYr C APYroM v C KJeTKaMu, OHU MoAAEPXU-
BalOT CTPYKTYPHYIO Lie/I0CTHOCTb TkaHew (Alberts B.,
2002). VIMeHHO BHekneTo4YyHasi marpuvua rnoMoraeTt
Aepxarb KNeTku u TkaHu BmecTte. VIMeHHO marpuua
obecrieynBaeT opraHWU30BaHHY cCpeay, B npenenax
KOTOPOU MUrpUpyroLmne K1eTku MoryT rnepemMeLLarbcsi
¥ B3anmMoaenicTBoBaTb APYr C APYroM. BHekneTouyHasi
marpula COCTOUT U3 MPUHLNNNEIIBHO HEeOBOX0aMMbIX
KOMMOHEHTOB: reseobpasHori cpesbl, BOJIOKOH U KJle-
TOK — pubpobracToB, ocTeobs1acToB nan xoHapobia-
CTOB, B 3aBVICUMOCTU OF KOHKPETHOIro Tuna coeamHu-
TesIbHOVI TKaHu (puc. 1).

6oNblIMHCTBA MNaUWEHTOB C HeanddepeHUNpoBaHHOMN
dopmon ACT B Bo3pacTe cTaplue 35 neT puck nosiene-
HMUS HOBOIO MpPW3Haka MUHUManNeH; B AAaHHOW BO3pacT-
HOI rpynmne OCHOBHYIO NPoGsieMy COCTaB/SIOT OCJIOX-
HEeHUs AUCNNIacTUY4EeCKMX CUHAPOMOB, ornpenensiolme
VHBaNMAN3aUMIoO MaUNEHTOB W NeTanbHble NoTepu B
rpynne (Buktoposa U. A., 2004).

MomobHast AguHamMuka OOBACHSAETCA NPOrpeaneHT-
HbIM xapakTepoM MaHudecTtaumm npusHakos ACT B ne-
prvoa, MakCUManbHOro pocta opraHnuamMa, CBA3aHHOro ¢
yBenn4yeHnemM oOLeit MaccCbl COEOUHUTENIbHOW TKaHWU.
HecoMHeHHO, 4TO NpoBeAEHNE NOIHOMACLUTAOHbIX 3MK-
[0EMUNONOrNMYECKMX NCCNEeL0BaHUN PACNPOCTPAHEHHOCTH
OCT B nonynaumn sBNsSieTC HacylwHOW 3agadvein 6num-
Xarwero 6yayuiero.

[ CoeanHuTeNbHaA TKaHb y

[ BHekneTouHas matnuua (BKM) ]

| ! |

leneobpasHas cpesa BonokHa Knetkun
[TpoTeornKaHbl KonnareHosble InacTMHoBbIe
Xorgpobnactol Oubpobaactbl Ocreobnacrl

Puc. 1. CTPYKTYpPHbIE KOMIMOHEHTbI COEANHUTENIBHOW TKaHW

HawnBaxHevLLmi KOMIOHEHT BHEKJI€ TOYHON MaTpu-
ubl — resneobpasHasi cpena, popmupyemasi npoTeor/iv-
KaHamu — 4pe3Bbl4ariHO PACTSHYTbIMU NOANNENTULHbI-
My LernsMy ¢ MHOrOYUCEHHbIMU 0JIMcaxapuaHbiMuy
uernsmu rnnmko3aMunHOIJiIMnkaHoB, MNMpucoennHeHHbIX ro-
CpeaCTBOM KOBaJIEHTHbIX CBsI3eli (puc. 2).

/ ManypoHaH
" <5
Isman'repubm BenkoBas
enox I cepauesnHa
npoTeornMkaHa
XoHapouTuHcynbpar
Kepatancynbdat .|

U Lienb

.................. / npoteornukana

Puic. 2. OCHOBHbIE KOMMOHEHTbI
MPOTEOIMKAHOBbIX KOMIMIEKCOB



MEAULUHCKUNA BECTHUK CEBEPHOTO KABKA3A
2016.T.11. Ne 1

MEDICAL NEWS OF NORTH CAUCASUS
2016. Vol. 11.Iss. 1

MHoro4ucneHHble Lenu npoTeoryinkaHoB MpuKpe-
nasTCs K 0COBOMY BUAY [TIMKO3aMUHOIIMKaHa — Mo-
JIMMEPY rnasypPOHOBOV KWUC/OTbI, Ha3blBAEMOMY rva-
JlypoHaHoMm (puc. 3). Hutu ruanypoHaHa CKpensiioT
CTPYKTYpy ressi B eAUHOE Liesioe, 1 3TOT noavcaxapuvi-
HbIF «reJ/lb» MOXET MPOTUBOCTOSATb CXaTtuio M pPacTs-
xeHuto BKM v B TO xe Bpemsi obecrieynBaeT ObICTPYHO
ANPOY3n0 NUTaTesIbHbIX BELLECTB, CTPOUTENIbHbIX Ma-
TepmnasioB M rOPMOHOB MEXAY KPOBbIO W KJ1eTKamu CO-
eaANHNTEIbHOM TKaHu. [nanypoHaH CUHTE3UpPyeTcs no-
cpeacTBoM ruanypoHaHcuHTeTas (reHbl HAS1, HAS2 un
HAS3) n perpaavipyetcs nocpencTtBoM rvuasypoHuaas
(reHbl HYAL2, HYAL3, HYAL4 n HYALP).

do
CH,

Puc. 3. DparMeHT Lenu rmanypoHaHa

PepmeHTsl, y4dacTBylolme B OUOXUMUYECKUX MOAU-
¢ukaumax n  NPUCOEANHEHUN  JINKO3aMUHOITIMKAHOB,
MOryT 3HaYUTesIbHO BJISITb Ha CTPYKTYPY BHEKIETOYHOM
marpuubl. Hanpumep, aepuumt kcunoswn bera-1,4-
ranaktoauntpaHcoepasbl 7 (reH BAGALT7) cBsidaH ¢ oagHov
n3 ¢opm ACT — cuHapomom 3nepca — [aHno (Okajima T.,
1999), koTOPBbIN NPOSIBNISETCS Kak CKIIOHHOCTb K BbIBUXaM,
Xpyrkasi WM rurnepanactuyHasl koxa, Xpyrkume KpOBsIHble
cocyabl nT. A. (130000 — Homep no HacneacTBeHHoV 6ase
AaHHbix OMIM (Online Mendelian genetics In Man)).

KonnareHoBble BOJIOKHa MpuaarT COEAUHUTESIbHOM
TKaHW MPOYHOCTb M A0JIrOBEYHOCTb. Kaxzgoe kosnareHo-
BO€ BOJIOKHO HECKOJIbKO MUKDOMETPOB B ANAMETPE 1 CO-
CTOUT 13 TbICSY MHANBUAYAIIbHBIX NOJANNENTUAHbIX Lenei
KOoJs11areHoB, rnJIoTHO yrakoBaHHbIX BMecTe. KosnareHsl —
oaHn n3 Hanbosiee 06usIbHbIX 6€JIKOB BO BHEK/IETOYHOM
MartpuLe n B COEANHNTENIbHOMN TKaHu (puc. 4).

Puc. 4. TpoHasa cnupanb KonsareHa, OCHOBHOMO KOMMOHEHTa
KOJ1I1areHoOBbIX BOJTOKOH

YHacnenoBaHHbIe MyTaLmm B 3TUX U APYrnX KosaareHax rnpu-
BOAAT B OO/IbLUMHCTBE C/Iy4aeB K Avcrnaasvsm tuna dnepca —
JlaHno. OaHako konnareHHslie 60/1e3HM Yalle BCero BO3HUKaT
BC/IeACTBUE NEPEKTOB B AECATKAX r€HOB, KOTOPbIE BAUSIIOT Ha
OUOCUHTES, MOCTTPAHCASLUNOHHbBIE MOANDUKALMM, CEKPELMIO,
camMocbopKy 1 pemMoAennpoBaHue KosanareHoB. Hanpumep,
nmaunnokemaasa (reH LOX), a Takxe nm3nnokeyaa3ononobHbie
¢depmenTsl (reHbl LOXL1, LOXL2, LOXL 1 n LOXL4) ocywecT-
BJISIOT [1OMEPEYHYIO CLUMBKY MOSNMENTUAHBIX Lierney KosiareHa,
TakvmM 06pa3oM yCuImBasi MEXaHU4YeCKYIO MPOYHOCTbL prubpuI.
Hepuunt aktuBHoctn reHa LOX o6HapyxwuBaeTcs y naumeH-
TO0B C cuHgpomom Onepca - [LaHno (Di Ferrante N., 1975).

Jerpagauvs (pemonennpoBaHue) KoaIareHoBbIX BO-
JIOKOH MPOM3BOAUTCS] MOCPELACTBOM MAaTPUKCHbIX MeTasl-
nonpotenHas (MMI1). Cneungpuyeckne MMII, koTopbie
AerpaavipyroT KoJslareHoBble BOJIOKHA, yAassii OCHOBHbIE
CTPYKTYPHbIE Oropbl COEAVHUTESIbHOM TKaHW, W3BECTHbI

nog HasBaHueM KosiareHas. [lpakTn4ecku BCce BHEMEM-
6paHHble MMI1 xapakTepu3yTcs BE€CbMa CXOXeU MoJHO-
aroOMHOV CTPYKTYPOU WHAMBUAYaIbHbLIX 7100y, v Kaxaas
rnobyna epmMeHTa BK/IIOHAET YeTbipe 00513aTeslIbHbIX MOHA
Ca®" n gBa - Zn°* (puc. 5).

Puc. 5. TpexmepHas cTpykTypa npodepmerHta MMI
1 yenoseka. MMobyna pepMeHTa CoaepXuUT YeTbipe noHa Caz*
(6onblue chepbl) 1 ABa MoHA Zn2* (Manbie TeMHbIe cdhepbl),
HeobOxoauMble s kaTanmsa u ctabunusaumm 6enka

Knetkn (pnbpobnactbl, xoHapobnacTel, octeobna-
CThl) — @KTMBHbIA KOMMOHEHT BHEKJIETOYHOIO MaTpukca 1
coeanHuTenbHom TkaHn. MiveHnHo knetkn BKM cuHTesu-
PYIOT 1 MOOAEPXNBAIOT CTPYKTYPHYIO LETOCTHOCTb BCEX
BbILLIEPACCMOTPEHHbLIX KOMMOHEHTOB COEOVHUTENbHOMN
TKaHW — NPOTEOorNMKaHOoB reneobpasHoi cpenbl, kKoana-
reHOBbIX U 3/TaCTUHOBbLIX BOJIOKOH. KNneTkn cuHTe3anpyoT
6enku n noancaxapuibl, N3 KOTOPbIX GOPMUPYIOTCS 3TN
MeXaHN4eCKne ornopbl COEAMHUTENBHON TKaHU. KneTtkn
BKM Takxe cekpeTupyloT Bce depMeHTbl, Heobxoau-
Mble ANn9 GOPMUPOBAHNSA U PEMOOENMPOBAHNA COEaU-
HUTENbHOM TKaHN — METaINIONPOTENHASbI U Ap.

B yactn cnyyaeB ons BO3HMKHOBEHUS 3aboneBaHus
LOCTaTOYHO MyTauuMm B OOHOM reHe (HacneacCTBEeHHble
0ones3Hn), HanpuMmep MyTaums B reHe ¢ubpunnnHa
15921 npuBoauT K passuTuio cuHgpoma Mapdana, my-
Taumn B reHax COL3A1, COL1A1, COL1A2 accounmpoBa-
Hbl C ONpeaeNieHHbIM TUMOM cuHapomMa dnepca — [daHno
1 T. o. OgHako Takme MyTaumm oCTaTouyHO pPeaku B mony-
naumsax (meHee 1:1000). lopasno yalle BCTpeyaTCs Hy-
KJIeOTMAHbIE NOANMOPPU3MbI (4acToTa BCTPEYaeMOCTU
6onee 1:100), npuBoasLNE K MOHMXKEHHON aKTUBHOCTU
COOTBETCTBYIOLLMX FTEHOB M UX MPOAYKTOB (HepmMeHTOB
1 opyrnx 6enkos, nogaepxuveaowmx cTpyktypy BKM u,
cnefoBaTtesibHO, COEOMHUTESNIbHOM TKaHW).

B npyrux cnyyasx 3abonesaHne HOCUT XxapakTep noaum-
reHHO-MyNbTU@aKTOpPManbHOro (3aboneBaHne C Hacnea-
CTBEHHOU NMPeapacnonoXeHHOCTbIO), KOraa UMeT MecTo
MyTauumn 60JbLLIOr0 KONMYECTBA FEHOB, a ClyyaliHas nepe-
KOMOVHaUVs annener ot oTua U MaTepu Kaxabli pas npu-
BOOUT K GOPMUPOBAHMIO HOBOIO YHUKASIbHOrO reHoTuna.

K HyTpuumaneHbiMm ¢aktopam pazsutmna LACT oT-
HOCHT, Npexae Bcero, aeduunt BUTaMUHOB, Makpo- u
MUKPO3sieMeHTOB. ButamuHbl rpynnel B (B4, By, B3, Bg)
HopManuayloT 6enkoBbii 0OMeH, BuTamunHbl C 1 E noa-
[EepXMBaOT HOpMalbHbIN CUHTE3 KosnareHa, obnaga-
IOT aHTUMOKCUAOAHTHOM aKTMBHOCTbIO. MakpoanieMeHTbl
(kanbuumn, pocdop, MarHMin) 1 MUKPOINIEMEHTLI (Meab,
LIMHK, ceneH, mapraHel, ¢Top, BaHaauUn, KpeMHuii, 60p)
ABnaloTCA KodakTopamn HepMeHTOB, aKTUBUPYIOLLMX
CUHTE3 KOofnareHa M MuUHepann3aumilo KOCTHOW TKaHW.
MuKpOSneMeHTbl TakKe y4acTBYIOT B BOOHO-COJIEBOM U
KWNCNOTHO-LWEN0YHOM 0OMeHax. MoHbI Kanus, marHus u
LMHKa crnocoBCTBYIOT POCTY KOCTU U NOAOEPXNBAIOT MU-
HepasbHyl MIOTHOCTb KOCTHOW TkaHum (Fpomosa O. A.,
TopwwuH U. 10., 2009). Bce rpynnbl dakTtopoB BHOCAT Cy-
LeCTBEHHbIN Bknapg, B atuonoruvio ACT (puc. 6).
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I'enernueckue nedeKTs (nOnUEHHOCMb)

v

[eHeTnyeckmin nedekt MOXEeT Mnpo-
ABNATbCA B N0OOM BO3pacTte B CO-

H3Ha4anbHO HENOJIHOLIEHHAs COSMHUTENbHAA TKaHb
(Memabonuyecku, MOpHO-PyHKYUOHALHO)

OTBETCTBMMN C BpPeMeHHbIMX 3akKOHO-
MEPHOCTAMN reHHOWN QKCnpeccuun,

OCOOEHHOCTAMU  MEHETPAHTHOCTU W

A N
Buerraue daxropsr (MHo20pakmoprocms) Pannune cpoku XapakTepom CpeAoBbIX CbaKTOpOB, HTO
Marud NPUHUMNMANbLHO  OTAM4aeT EeHOoTU-
AHTpONOreHHbIe U adHoTHYECKHE _s aHH eCT%HI/IH K.HPIHI/I"ICCKP[X NMYEecKMe MPOSIBIEHUS ﬂ,CT OT BPOX-
IK0JI0rHYecKHe PAKTOPDI 6 M.Y. . npossnenuit JICT (npusnaxu)
T e OEHHbIX (MMEWMXCA NP POXAEHNN)

(zneduuuT MaKpo- 1 MUKPO3JIEMEHTOB,
THIIOBHTAMHHO3BI, OEJIKOBO-IHEPreTHYECKast

aHomManuin passutusa. Bpemsa dopmumnpo-
BaHus NnpusHakoB JCT B onpeaeneHHoM

HEAOCTATOYHOCTH M Tp.)

Iloznaue cpoku

CMbIC/IEe MOXET CNY>XUTb OTpPaXeHnem
cTerneHn «3Ha4nmMmoCcTun» reHeTn4eckoro

Hecoanancuposannbie pusuyeckue

Harpysku Iporpeccuposanue n,queKTa, TAXKECTN Aucnnactn4ecko-
3arpsisHeHHe OKPYXKArOIed Cpezbl KIIMHIIECKHX NPOABIEHnH ro npouecca v BEPOATHOCTU HaInyus
Crpecc —> | JACT (cunopoms)

. (C NMnocTeneHHbIM HpOﬂBJ‘IeHMeM) B KOH-
H3MeHeHne KIMMATAa U 1p. DopMupOBaHHE OCITOKHEHUI

Puc. 6. Cxema pa3sutunsa HeandpdepeHumpoBaHHbix dopm ACT

KPETHOM KJIIMHWYECKOM Cflyd4ae CWH-
OPOMHON HOpMbI auCrnasnn.

3. TEPMUHOAOTIUA, ONPEAEAEHUE U KAACCUPUKALLUA ACT

Aucnnasna coeanHUTEsNIbHOM TKaHU — 3TO reHe-
TUYECKN [EeTePMUHMPOBAHHOE COCTOSIHWE, XapakTepu-
3ylouleecs gedekrTaMy BOJIOKHUCTLIX CTPYKTYP U OCHOB-
HOro BeLLEeCTBa COEOMHUTENbHOW TKaHW, MpuUBOAsLLEe
K HapyweHuio dopmoobpa3oBaHMs OPraHoB U CUCTEM,
MMEKLee NporpeaveHTHoe TedeHue, onpegensiouiee
0COBEHHOCTM acCOLMMPOBAHHON MNaTonornm, a Takxke
dapMakoKMHETUKN 1 dapMakoLANHAMUKN NIEKAPCTB.

B cBs1311 C BbIpaxeHHO (peHOTUMMYECKON MPOTSIXKEH-
HOCTbIO Hac/1Ie4CTBEHHbIX 3a00eBaHuii COEANHUTEIb-
Hou TkaHu B Poccuun rocnenHve tpuauarb J1eT UCroJsib-
3yercs TEPMUH «ANCMIa3ns COEANHUTEIbHOM TKaHu»,
npULLEALINI K HAM 13 aHITI093bIYHOV JINTEePaTyphbi.

B 1989 roay Heto-Hopkckosi Accoumaumeii Kapam-
0JIOrOB CUHAPOM ANCIAAa3UN COEANHUTEIbHOM TKaHu
cepaua 6bi1 BbiAesIeH B CAMOCTOSITE/IbHYIO HO30/10rn4e-
cKyto popmy B knnaccugukaumm 3aboneBaHuli cepaeyHo-
cocyaucton cuctemel. B Mendelian Inheritance in Man
(MIM) - katasore reHoB W reHeTU4eCKuxX HapyLUeHU
qyesioBeka, co3gaHHom v peaaktupyemom V. A. McKusick
n ero konneramu nz Johns Hopkins University, 6b11v BHe-
CEHbI Takne cocTosiHus, kak Marfanoid skeletal syndrome
(MIM 134797.0023), Marfanoid hypermobility syndrome
(MIM 154750), MASS syndrome (MIM 604308), Scoli-
osis, idiopathic, susceptibility to (MIM 181800), Mitral
valve prolapse, familial (MIM 157700), Mitral valve pro-
lapse, myxomatous 2, 3 (MIM 607829,610840), Joint lax-
ity, familial (MIM 147900) v psg apyrux.

Mo mepe wu3yvyeHusi gaHHOU rpobreMbl B OTeye-
CTBEHHOW nmTepatype rnosiBuiocb 6osiee ABYyX AEeCST-
KOB APYryx TEPMUHOB, XapakTepU3yIoLLUNX KIIMHUYECKne
nposieneHus CT: «HeknaccuduLmpoBaHHbIE», «HEAND-
pepeHUNpPOBaHHbIE»,  «HECUHAPOMHbIE», MaJsoBbipa-
XeHHble, nérkne nposisieHns CT, mapgpaHonogobHsie,
3/71epCcornofobHbIE N T. 4.

B 2009 roay Bcepoccuiickum Hay4HbIM 00LLIEeCTBOM
KapAanosioroB Oblv BbIMyLLEHbl HaLMOHAJIbHbIE KIINHU-
yeckne pekomeHpaumy «HacneacrTBeHHble HapyLlle-
HUSI COEANHUTENIbHOV TKaHu». B pekomeHaauuvsx 6biim
rNpPeaoXeHbl onpenesieHns MnoHSITUN. HacneancTBeHHbie
HapyLUeHUsI COEAVHUTEJSIbHOW TKaHW — reTeporeHHasl
rpyrnna MOHOreHHbix 3aboseBaHuii, 00YC/I0BIEHHbIX
reHeTu4eckumn gepekramm cuHTe3a u/wav pacragax
6e/IkOB BHEK/IETOYHOro Martpukca mbo HapyLueHuem
MopgoreHesa coeavHuTenbHou TkaHu (CT). Aucnna3un
COEeANHUTESIbHOM TKaHW — HacaeACTBEHHbIE HapPYLLIEHUS
COEeANHUTEIbHOM TKaHn MybTUGhaKTopuaabHOV npupo-

Abl, 06bEANHEHHbIE B CUHAPOMbI M PEHOTUMbI HA OCHOBE
OOLHOCTY BHELLHWUX U/WUn BUCLIEPasibHbIX MPU3HaKOB,
Xxapaktepu3yrLmecss MHOroobpasmem  KiIMHUYEeCKNX
rposiB/I€HU — OT 40OPOKAYECTBEHHbIX CYOKIIMHNYECKNX
GOopmM [0 NOIMOPraHHON v MOJINCUCTEMHOM NaTo0rum ¢
NpOrpeaneHTHbIM XapakTepoOM.

B 2012 roay 6bin1 npousBeneH nepsbivi NepecMoTp
pekomeHgaumi PKO no HacnencTBEeHHbIM HapyLLIEHUSIM
CT, rae tepmuH ACT 6bin1 NpeasoxeH kak CUHOHUM Ha-
CcnefCcTBEHHbIX HapyLeHuii CT.

U3 aucnnactndeckux ¢eHoTnunoB Obliv COXPaHEHb!
MASS-nogo6Hbiti peHoTun (MapgaHonogobHbIi ¢e-
HOTUM), MapdaHouaHasi BHELLIHOCTb, 3/1epCcornoaobHbIi
¢peHoTUn, npeanoxeH TePMUH «40OpPOKaYeCTBEHHas
runepmMobuIbHOCTL CYCTaBOB U HEKIACCUDULNPYEMBbIV
peHoTUn», KOToPbIi 0603Ha4YeH Kak Hecrneungpuyeckoe
HapyweHue CT.

C oaHovi CTOPOHbI, Kak 6yaTo Obl rnosiBUIachL Tep-
MuHoJiorm4deckasi OOLHOCTb MeXAy OTe4YeCTBEeHHbIMU
n 3apybexHbimmn asTopamu. O[HaKO MOHSTUE «Hacien-
CTBEHHbIE HapyLUEHNs] COEANHUTEsSIbHOM TKaHu» Obl/10
3aMMCTBOBaHO 13 3apybexHOU nuTepatypsl, rge rnos
ATUM TEPMVIHOM 0APAa3yMEBAIOTCS TOJIbKO CUHAPOMHbIE
popwmbl ACT, umeroLyme reHeTu4eckoe rnoaTBePXAeH e.
Y70 Xe kacaeTcsi BHECEHHOIrO MOHSTUS «Hecreunpuye-
CKOE HapyLIeHNe COeaNHNTEIbHOW TKaHu», TO 3a pybe-
XKOM 3TOT TepMUH npeasaraacsl To/bKO 4151 NaLneHTOoB
B Bo3pacte ao 20 neT, Korga KIMHNYeCcKne rnposiBIeHUSs]
HE BMYCbIBAIOTCS HU B OAMH N3 YETbIPEX MPEASTOXEHHbIX
cueHapveB anarHocTuku cuHapoma Mapgana. O apyrux
KnnHnyeckux nposisieHunsax CT 3apybexHbie aBTopbl He
BesIV peyn.

Ha Haw B3rnsg, 6osee npaBuibHbIM TEPMUHOJIOMM-
4eckuM ornpeneseHneM sBJaseTcs npeasoXeHHoe oTe-
4eCTBEHHbIMY y4eHbIMy BO rnase ¢ T. N. KagypuHou v
B. H. lopbyHoBoti B PykoBoacTse anis Bpadei «Auc-
nnaauvsi coeanHnTenbHou TtkaHn» 2009 roaa: [ICT — 3710
riosivopraHHasi v roJIMCUCcCTeMHasl rnarosorvsi, KoTopasi
MOXET MMETb Hac/1eACTBEHHYIO MOHOIEHHYIO MPUpPoAY,
B OO/ILLUMHCTBE CJly4aeB C rpu3Hakamy ayTOCOMHO-
JAOMUHaTHOro Turna HacnaegoBaHusi, MO0 MoJIMreHHo-
MHOroakTopHY nNpupoay BCIEACTBUE FEHETUYECKOM
npeapacriosioXXeHHoCcTn. B pesynbtare pasibHeviluen
paboTbl reHETUKOB 1 NeanaTpoB B NpoekTe HaLmoHasib-
HbIX pekomeHaauwm «HacneacrtBeHHble v MHOrogak-
TOPHbIE HapPYyLUEHUS] COEANHUTE/IbHOW TKaHu y Aeten
(anropuTtMbl AMarHOCTUKU, TakTuka BeaeHus), 2014»
Obi1a npeasioxeHa creayrollas TepMuHosaorus: «Ha-
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C/I€ACTBEHHbIE HAaPYLUEHUsI COEANHUTESIbHOV TKaHU
(HHCT) - reTteporeHHasi rpyrnna MOHOreHHbix 3abosie-
BaHWii, 0OYC/IOBJIEHHbLIX TEHETUYECKUMU LedeKTamu
cuHTEe3a /v pacnana 6eskoB BHEKIETOYHOro Mma-
Tpukca nmbo HapyleHnem mopgoreHesa CT. [Aucnna-
3Un COEANHUTENIbHOV TKaHu — reteporeHHasi rpyrna
3aboneBaHuii CT 01MreHHO-MHOrogakTopHOW npu-
posbl, 06beANHEHHbIX B PEHOTUMbI HA OCHOBE OOLLHO-
CTU BHELLHUX U/ BUCLEepasbHbIX MPU3HakoB. BriosHe
JIOFMYHO MPEeArosioXunTb, 4To noa mackou [JCT ceroaHs
CKpbIBAETCS 3HAYNTEJIbHOE KOJINHECTBO eHEeTUYecKku
HeoAHOPOAHbIX MOHOreHHbix HHCT, 00yc/10BAEeHHbIX
«MSITKUMU» MYyTauusiMu, rpoTeKarLmMm cO CTepTou
KJIMHNYECKOU KapTUHOMU, nbo eLle He AMarHoCTupoO-
BaHHbIE HOPMbI».

Knaccudpukauna OCT - ogMH 13 camblX OUCKY-
TabenbHbIX Hay4HbIX BOMpPocoB. OTCyTCTBME €OMHON
obwenpuHaTol knaccudukaumm OCT oTpaxaeT pas-
HOracve MHEeHWUN uccnegoBaTener No AaHHOW npo-
oneme B LenoM. YunTbiBasi, 4To knaccudukaumsa Hecet
BaXHbIN «NPUKIaAHON» CMbIC — MCNOJIb3YETCS Kak 0C-
HoBa AN GOPMYNMPOBKN AnarHo3a 1 Belbopa TakTUKn
neyeHus, pelleHne krnaccudukaLmMoHHbIX BOMPOCOB
SBISETCA OY4EHb BAXHbLIM C TOYKM 3PEHUSA KITMHNYECKOMN
MPakTUKN.

B 3aBMCMMOCTM OT OCOOEHHOCTEN 3TUONOrMYECKOro
dakTopa uenecoobpasHO BblOENATb HaCNeOCTBEHHbIe
HapyLeHns COeaMHUTENbHON TKaHu (anddepeHumnpo-
BaHHbIE WU/ MOHOrEeHHble 3ab0neBaHns) 1 COOCTBEHHO
OMcnnasnm coeanHNTENbHOM TKaHu (HeanddepeHunpo-
BaHHble HGOPMbl).

K andodepeHumMpoBaHHbIM (CUHAPOMHbLIM) hOpMam
OTHOCAT 60J1Ie3HM MOHOMAKTOPHOro Xapakrepa C ycTa-
HOBJIEHHbLIM FEeHHbIM 0edEKTOM, U3BECTHbIM TUMOM Ha-

CNefoBaHus U, Kak MpaBufio, C BbIPAXEHHOW U 4YeTKO
OYEPYEHHOM KIIMHMUYECKON cumMnTomaTmkomn. Knaccuye-
CKMM NPUMEPOM CUHAPOMHbIX popm ACT aBnA0TCS CUH-
apombl Mapdana n dnepca — [aHno, HECOBEPLLEHHbIN
OCTEeOreHes 1 HekoTopble Jpyrve peikue reHetndeckue
CVHAPOMBI.

HepnddepeHuymporaHHble dopmbl CT BO3HMKAIOT B
pesynbrate 60MbLLIOro YACA FEHHbIX MyTaLMii B pasnny-
HbIX COYETaHUSX U BO3AENCTBMS pa3HOOOpasHbIX hakTo-
poB BHelWHeln cpenbl. KnuHnyeckne npossneHns HOACT
He yKNaablBAOTCA HU B OOHY U3 U3BECTHbIX AnddepeH-
LMPOBaHHbLIX HACNEeACTBEHHbIX GONe3Helr, XoTs uHorga
MOryT UX HanoMumHaTb. Bo3MOXHO BblgeneHne mapda-
HoOMaHOro, anepconoaobHoro u MASS-nono6Horo ge-
HOTUNOB (MO nepBbiM BykBaM Hambonee 4acTbiX HeHOo-
Tunmnyeckmnx npmdHakos ACT — Mitral valve (MuTpanbHbIn
knanaH), Aorta (aopTta), Skeleton (ckenet), Skin (koxa)),
npegnonaras €4AMHYI0 FrEHETUYECKYIO CYLLIHOCTb AaHHbIX
COCTOSIHUN.

Jucnnasvsa coeanHUTeIbHOM TKaHU YaLle BCero rpo-
ABIIETCS HA (POHE rMOPOKOB Y aHOMaJINV Pa3BUTUSI opra-
HOB. [lonbITkKy pacLueHuTb MoPOYHOE Pa3BUTUE OPraHoB
Wi aHoManuuy pasButus kak npusHakv JCT gesopueH-
TUPYIOT NCCrien0BaTesnen n npakTUu4eCckmx Bpaden.

CornacHo o6LUEenpuHSITOMY OrnpeaeseHno, BPOX-
AEHHbIA MOPOK Pa3BUTUS — MOPQOOSIOrNYECKUI WNIn
aHaTtoMmyeckuii neekT opraHa, YacTy opraHa wam 06-
51acTy Tesia B Pel3ysbTarte reHeTuyecku AeTePMUHUPO-
BaHHOIO HapyLLEHs1 dMOPUOHaIbHOU AN GHepeHLnpoB-
ku (Spranger J., Benirschke K., Hall J. G. et al., 1982).
AHOManun pasButus (NpuaHaku gucmopgoreHesa) —
aHaToOMU4YECKNE BPOXAEHHbIE U3MEHEHUS], BbIXOAsILNE
3a npene’sibl HOPpMaJsibHbIX Bapuauuii, HO HE HapylLualn-
Lme pyHkumto opraHa (tabs. 3).

Tabnuua 3

AHOManuun passutus

lronosa:

AHOMasibHbIV PUCYHOK poCTa BOJIOC
Opb6urenbHas obsacrb:
SrnKaHTHbIE CKAaAKMN
MoHrononaHbli paspes rnas
AHTUMOHIO/IOMAHBINA pa3pe3 rsia3
KopoTkue rnasHele wwenn
Auncronusi HapyXXHbiX yr/ioB rnas3a
rvnorenopusm ymepeHHbIu

[1To3 nerxkwmii

YuwHbIe paKOBHUHbI:
lpumnuTnBHas gopma

HapsuHos 6yropok

AHoMasibHasi popmMa 3aBUTKa
OTTOMbIPEHHBIE YLIN

OTcyTcTBUE KO3€/IKa
PaciyenieHne MoYku
OTcyTCcTBME MOYKM
AypuKynsipHble SMKU

Hoc v pmnnbrp:

nonnasns KpblibeB HOCa
YnnoweHHbivt punbTp
BeicTynarowuii opuabtp

O61acTb pTa M pOTOBO# MOJIOCTYU:
PacLyenneHune s3bl4Kka

AbeppaHTHbIe y3Ae4Kkn npeaaBepus pta
MukpogeHTus

AHOMasibHO pacTtyiyme 3y6bl

LWes:

KpbinosuaHas wwes

Kucrn:

PyanmMeHTapHas nonvaakTnans
AHoManbHasa gepMmatornnpuka
KnnHoaakTnamsi MU3MHLEB
YkopoyeHune 4-5 naabuyes
rvnonnasus TEpMUHaIbHbIX anaHr
Cronbi:

CuHaakTuams 2-3 nasbLeB
CaHpanesugHsble Lenu

KopoTtkuii 1 naney

HanoxeHne nanvbuyes (4-5)
YrTonweHHblie Hortn

Ko>xkHble NokpoBbI:
rvnepnurMeHTaUmm KOXu n HEBYChbI
MoHronounaHbie naTHa (y 6es1oi pacel)
denurMeHTayumm Koxu

/lo6aBouyHbIE COCKM NI apeosibl

Cohen M. M., Jr The Child with Multiple Birth Defects. 2nd. ed. New York, 1997.
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AHOManMn pas3BUTUS — pesynbTaT HapyleHuin and-
depeHUMPoBKN B nepuos aMbpuoreHesa, aHOMasbHble
BapmaHTbl MOPdONOrMn OTAENbHBIX OPraHOB UM TKaHEN,
He MMeloWne MeaLMHCKOro 3HaYeHuns, T. €. He Tpebylo-
e nevyeHuns. B 1o xe Bpems AP — ype3BblHaiHO BaXKHbIN
OVNarHOCTUYECKUI NMPU3HaK, 0COOGEHHO KOraa UX HAaCHUTbI-
BaeTcs 6onee Tpex, CBUAETENbCTBYIOLWMI O BbICOKO Be-
POSITHOCTY Cepbe3HbIX HapyLLleHnn MopdoreHesa B BUAE
BPOXJEHHbIX NMOPOKOB pPa3BuTUs, TPebyloWwmMx cneymnarnb-
HOW OMarHOCTUKW U HEPEAKO MOCNenylLmx Xupypruye-
Cckux BMeLwaTenbcTB (Spranger J., Benirschke K., Hall J. G.
etal., 1982; Leppig K. A., Werler M. M. et al., 1987).

BHeapeHve B LUMPOKYIO NPakTUKy METOO0B 9X0KapAuo-
rpacduyeckoro nccnenosaHns cepaua npueeno K Bblaene-
HUIO rpynnbl AP cepaua, nog KOTopbiMY MOHUMAKOT BPOX-
[JEHHble aHAaTOMUNYECKNE U3MEHEHUSI apPXUTEKTOHUKN CepA-
Ua M MarucTpasibHblX COCYA0B, HE MPUBOASALLME K rPyObIM
HapyLeHNaIM GYHKLMIA CepaeyYHO-COCYaNCTON CUCTEMBI:

> yBEeJIMYEHHbIN €BCTAaxXMEB KnanaH;

4. AMATHOCTUKA ACT

4.1. O6wwme npuHUunbl gnarHoctukmn OCT
O6wue nogxonabl k auarHoctuke ACT O0KHbI ObITb
OCHOBaHbl Ha KOMIMJIEKCHOM aHan3e pes3ynbLTaTtoB Kiun-
HMYECKNX, TeHeanorn4yeckux, nabopaTtopHO-UHCTPY-
MEHTaJIbHbIX U MOJIEKYIAPHO-FEHEeTNYeCKNX nccneno-
BaHUN.
4.2. Knuiuyeckoe obcnepgoBaHue
KnuHuyeckoe obcnenoBaHue BKoHaeT B cebs yTou-
HeHune Xanob naumeHTa, cbop HacneaCTBEHHOro U ce-
MENHOIro aHamMHe3a, KOMMIEKCHOoe deHoTMnmM4yeckoe
n dusmkanbHoe obcrnenoBaHWe, B TOM 4YUC/E 4Y/IeHOB
CeMbu, MNO3BONSAIOLLEE MOAOTBEPAUTL HACEACTBEHHYIO
nPUPOAY BbIABNEHHOW MaToN0rnn.
PekomeHgauum no coopy aHamMmHe3a
1. JaHHble, CBUAETENLCTBYIOWME O OMCNNAcTUKO3a-
BUCUMbIX MOPDOPYHKLMOHANBbHBIX N3MEHEHUSX opra-
HOB W CUCTEM.
2. Bo3pacTt nosiBneHus Toro niav MHOro KIIMHUYEeCKo-
ro nposisneHuns ACT.
3. [laHHble, CBUAETENLCTBYIOLLME O HANNYMWN COMyT-
CTBYIOLLEN NATONOMNU.
4. HacnepncTtBeHHas OTArOLLEHHOCTb:
> Hanuune knuHmnyeckmx nposienenmii ACT y poa-
CTBEHHWKOB NEPBOW IMHUM POACTBA.
> HacnencTtBeHHasi OTArOWEHHOCTb MO CUHAPOM-
HbiM dopmam ACT.
5. dakTopbl pucka HebnaronpusaTHOro MNpPOrHo3a
KMHUYeckumx nposisneHnin ACT:
> CwunHppomHasa dopma ACT.
> Hannyune AP, NOpOKOB pPasBuTuS.
> BblpaxeHHble NPOoSIBNIEHNS KNanaHHOro, apuTMm-
4eCcKoro, CocygmMcToro CMHAPOMOB npu HeaudbepeH-
umpoBaHHou ACT.
> KypeHwue.
> HepauyoHanbHOe nuTaHne n/unu rmnoTpodus.
> Hwuskasa dpumanyeckas akTMBHOCTb.
> HacnencTtBeHHasi OTArOWEHHOCTb MO Clyyasm
paHHEN Un BHE3arnHom CMepTu.
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OTKPbITOE OBaNbHOE OKHO (B PaHHEM [OEeTCKOM
BO3pacTe);

nponabupyiolme rpedeHyaTbie MblLLLbl B MPaBOM
npeacepanu;

NOrpPaHMYHO Y3KNIA KOPEHb aopThl;

aCMMMEeTPUs CTBOPOK KNlanaHa aopThl;
Tpabekynbl NEBOro Xenyao4ka (nonepeyHas, npo-
[ONbHad, AuaroHanbHas);

3KTONMYECKOe KperneHne Xopa;

HapyLleHHOEe pacnpeneneHne xopa;
«ropxatoLme» Xxopabl;

OOMONHUTENbHBIE M @HOMAJIbHO PACMONIOXEHHbIE
NanuIIsaPHbIE MblLULbI.

Co4eTtaHue BpOXAEHHbIX TOPOKOB, AP 1 u3MeHeHui
KnanaHHbIX CTPYKTyp cepaua, o00yC/10B/IEHHbIX Hapy-
LeHnem metabosmamMa CoeanmHUTETbHOV TKaHu (rpo-
nanc mutpanbHoro knanaHa (lMMK)), B coBpemeHHou
nmTepartype daije 0603HavyaloT Kak «auCriasvsi cepa-
La».

YYVY YVYY YV Y

> XpoHu4yeckne BocnanutesibHblie 3abonesaHns.
> PeaHumaums nnv MHTEHCUMBHANA Tepanusa B aHaM-

Hese.

6. MpepwecTsyiowasn Tepanus, ee 3bOEKTUBHOCTb 1
nepeHoCnUMOoCTb.
7. XapaktepucTtumka TpynocnocobHocTu (B AuHa-

MUKE).

MnaH o6cnenoBaHus naumeHTos ¢ CT, 6e3ycnoBHO,
onpenenseTcs KIMHUYECKUM CTaTyCoM, OCOBEHHOCTSAMU
BbISIBNSIEMbIX KJIMHNYECKUX CUHAPOMOB.

4.3. PeHoTunu4yeckue npoasnenuua OCT

deHoTunnyeckue npossneHns OCT yCnoBHO MOX-
HO pas3fennTb Ha rpynnbl B 3aBUCMMOCTM OT OpraHoB
M CUCTEM, BOBJIEYEHHbIX B UCMNIACTNYECKUN npoLecc.
[MepeyncneHHble HUXE OTAENbHO B3AThIE MPU3HAKN HEe
aBnaTCS cTporo cneumnduyHsimMm gna OCT mn Hyxaa-
IOTCS B KJIMHNYECKOW OUEHKEe M NPOBEeAEHUN YTOUYHAKO-
wero anddepeHunanbHO-ANarHOCTUYECKOro nomcka
(Tabn. 4).

BaXXHO MOMHUTb, 4YTO NOOON N3 NEPEYHUCIEHHbIX
MPU3HaKOB MOXET ObITb Kak N30MPOBaHHbIM aedek-
TOM pPa3BUTUS COEOUHUTENIbHON TKaHW, KOTOPbIW Ava-
FHOCTUPOBAH Ha CerogHAaAWwHWN aeHb (locus minoris
resistencia), Tak n BbICTynaTtb NPOAB/IEHNEM CUCTEM-
HOM naTtonorun. YymTbiBass NPOrpeanveHTHOCTb Te-
YEHUS OMCNIACTUYECKUX MPOLECCOB A0 35-neTHero
BO3pacTa, Hefb3s OblTb KATEFrOPUYHbIM B 3asiBEHUN
0 eguHuyHom nposasneHun OCT, ocobeHHO ecnn 3TOo
coYeTaeTCs C HapyLleHnem aepmMatTornupmnieckmux pu-
CYHKOB.

B uenom deHoTunuyeckne nposienenHns OCT uene-
coo6pa3Ho paccmaTpmBaTh B KOHTEKCTE GOPMUPOBAHMUS
COOTBETCTBYIOLLNX KITMHUKO-(PYHKLMOHANbHLIX CUHAPO-
MOB.
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Tabnuua 4

OCHOBHbIE rpynnbi dbeHoTUNNYECKNx NPOABNEHUA ANCNNIa3UU COEAUHNTENbHOMN TKaHN

1. KocTHO-CcycTaBHbl€ U3MEHEHMUs

JonnxocTeHoMenns: OTHOLIEHNE BEPXHEro cerMeHTa TyJso-
Buwa (Ao cumdesa) K HMxHeMy <0,86, pa3max pyk/pocT
>1,05, oTHOWeHWe AnMHa cTonbl/pocT >15 %, oTHowWweHue
AnviHa knctu/pocTt >11 %.

ApaxHogakTunusa (nayybu nanblibl).

CuMnNTOMBI 3anACcTbs M 601bLIOro NanbLa.

KnnesnaHasa aedopmaums rpyaAHON KNeTKu.
BopoHkoobpasHas aedopmauns rpyaHoON KIeTKu.
CkonunoTtunyeckas gedopmaumnsa no3BoHoYHUKa. Kndos.
Kndockonnos.

[Mpamas cnuHa.

MpoTpy3us BEPTNYXHON BNaAuHbI 060N CTeneHu.
OrpaHunyeHune BbinNpsaMaeHus nokta Ao 1700 n menee.
«ApkoBuaHoe» Hebo.

Nedopmaumn yepena (gonmxouedanuns, sHodTanbM, CKo-
LEeHHble BHU3 [/la3Hble LWenn, rmnoniasmnsa CKynoBbIX KO-
CTeN, peTporHaTus).

HapyleHne pocTta 1 cky4yeHHOCTb 3y60B.

JIoMKOCTb KOCTEMN.

MMnepMobunbHOCTb CyCTaBOB.

MeaunanbHoe cMelleHne MeananbHON NOAbIXKKN.
lnockocrtonue.

CnoHannonucres.

CnoHaunes.

MoaBbIBUXM W BbIBUXW, MOBTOpSAtOLLMECS B O4HOM unun 60-
flee yeM B OAHOM CyCTaBe

PacwupeHne cTtBona neroyHon aprtepum B BO3pacTte A0
40 neT Npu OTCYTCTBMU nepmndepnyeckoro 1ero4yHoro cre-
HO3a UK NboM Apyron O4eBUAHOW MPUYUHDI.
AHeBpM3Ma MexXnpeacepAHON Neperopoaku.
MponabupoBaHue MexXenyn04KOoBOM MeperopoaKku.
PacwupeHne nnu paccnoeHme CTeHKM rpyaHon unu 6proLwu-
HOWM aopTbl B BO3pacTte Ao 50 ner.

BapukosHasi 60one3Hb BeH, pa3BMBLUASICS B IOHOLLIECKOM
BO3pacrTe.

Bapukouene.

JNerkoe obpa3soBaHme remaTom

4. NpusHakn ACT opraHa 3peHus

Mwuonus (=3 agnonTpun).

Mnockas porosuua.

YBenunyeHune AnvHbl OCK rnasHoro sénoka no Y3W.
MoaBbIBUX (BbIBUX) XpyCTanuka.

'Mnonnactnyeckas pagyxHasa obonoyka unm runonniactum-
yeckas MepuaTtenbHas MbilWLa, Bbi3blBalOLWAs MUO3.
Fony6ble cknepsbl

5. NMpu3sHaku AACT 6pOHX0/IEro4HOi CUCTEMDI
TpaxeobpoHxnanbHas AUCKUHE3NS (3KCMMPaATOPHbIA KO-
naric Tpaxeu u KpyrnHbiX OpOHX0B).

AnunkanbHble 6ynnbl.

CnoHTaHHbI NHEBMOTOPAKC

2. N3MeHeHM1s KOXXU U MbILlL

Pactsxunmas koxa (6onee 3 cMm). ToHkas, nerko paHumas
KoXa. Banasa koxa.

ATpoduryeckme cTpum.

3axuBrieHne B BUAE LIMPOKUX aTpoduyecknx pybuos no
TUNY «NanuMpocHon bymarm».

KennoungHble py6ubl.

ManntockonaHble nceBfoonyxonu u chepongHble obpaso-
BaHMA B 0611aCTW JIOKTEN U KOJIEH.

MbllweyHas rMnoToHUs u/unu runoTpodus.

PbXM WU Nponancbl OpraHoB W/MAM MNocneonepaunoHHbIe
rpbkun

6. NpusHaku ACT MoueBbIfeNUTE/IbHON CUCTEMDI
HedponTo3, ny3bipHO-MOYETOYHMKOBLIM peditokC, aToHUS
YalleYyHO-NTI0XaHOYHOW CUCTEMbI

3. NpusHaku ACT cepaeyHO-COCYyAUCTOU CUCTEMDbI
[Mponancel KnanaHos.

MukcomaTo3Hasa AereHepaums KnarnaHHbIX CTPYKTYp.
OnnaTtaums dubposHbIX Konew,.

PaclumpeHune KopHSa aopThbl

7. NpusHaku ACT XKT

OvadparmanbHasa rpbixa.

HecocToaTtenbHocTb xoMoB XKT (kapauw xenyaka, 6ay-
TMHWEBOW 3aC/IOHKW), MOTOPHO-TOHWYECKWEe HapylleHus
(pedntokcel).

HapyweHunsa dukcaumm opraHos (racTponTos, KOSIOHOMTO3).
MN3MeHeHMa pa3MepoB M ANIMHbI MOMbIX OPraHoB (Merako-
JIOH, gonnxocurmMa v ap.).

AvBepTUKyYbl NULLEBOAA U Pa3/IMYHbIX OTAENIOB KULWEYHMKA.
CTpYyKTYpHble n3MeHeHNss abaOMUHANbHON COCYANCTON CU-
cTeMbl

8. NMpusHaku ACT cucremMmbl KPOBU
TpombounTtonaTuun, koarynonatuum. FemornobmuHonatmm

9. NpusHaku ACT HEpBHOW CUCTEMbI
CuHApOM BereTaTMBHOM AUCHDYHKLNMN

4.4. KnuHnko-@yHKLUNOHaNbHbIE CUHAPOMbI NPU
ACT

4.4.1. ACTEHU4YeCKNUii CUHAPOM

CHuxeHne paboTocnocoOHOCTU, yXyALleHMe MepeHo-
CUMOCTUN PU3NYECKMX U MCUXOIMOLMOHANbHbIX HAarpy3oK,
NoOBbILLEHHAA YTOMJISIEMOCTb, BSJIOCTb, 00LWAs cnabocTb,
0COOEHHO MO yTpam, pasfpaxuTesbHOCTb, obLlas UcTo-
LLAEMOCTb, CHMXEHME KOHLEHTpaUMM BHUMAHUSA, NamsaTu,
MJIOXON COH, anaTtusa U T. A,

ACTEHNYECKNIN CUHAPOM BbISIBASIETCS B AOLIKOSIbBHOM U
0COBEHHO APKO — B LLIKOJIbHOM, NOAPOCTKOBOM M MOJIOAOM
BO3pacTe, conpoBoxaasa nauyeHtoB ¢ ACT Ha npoTtsaxe-
HUKM BCem xun3Hn. OTMevaeTcs 3aBUCUMOCTb BbIPAXEHHO-
CTU KIIMHNYECKWX MPOSIBNIEHMIA aCTEeHUN OT Bo3pacTa 60Jib-
HbIX: YEM CTapLUe NauMeHTbl, TeM B0sblle CYyObEKTUBHBIX
xanoo.

lMnaH obcrenoBaHuisi: KOHCYIbTaLMs rcuxoTeparnes-
Ta NPy BbIPaXEHHOV CUMMTOMAaTUKe U/Wan OTCYTCTBUU
appekTa oT 1e4yeHus.

4.4.2. KocMmeTn4eckui CUHAPOM

MaumenTol ¢ OCT yacto npenbsaBnsioT xanobbl Ha ae-
GEeKTbl BHELLUHOCTU (HU3KWMIA BEC, TUMNOTPOGUS MbILLULL, He-
0o6blyHas popma rosioBbl, HenpaBWibHbIN POCT 3y6oB, Ae-
dopmMauuns rpyaHoOn Knetku, UCKPUBIEHNE MO3BOHOYHMKA,

BaJIbIyCHOE UM BAPYCHOE NCKPUBNEHNE HUXXHUX KOHEYHO-
CTel, BAPUKO3HO PaCLUMPEHHbIE BEHbI 1 T. A.). HekoTopble
13 NaUMEHTOB TSXEN0 NepexmBaloT CBOU HeJ0CTaTKK, Twa-
TENbHO CKPLIBAIOT UX, YTO CAYXUT NPUYNHON HOpPMMpPOBa-
HMS XapakTeposiornMyeckmx 0COOEHHOCTEN AaHHOM rpynmnbl
OO0NbHbIX M 3aTPYOHSET UX CoLMabHYO aganTaumio.

lMnaH obcnenoBaHvsi: KOHCYAbTaLMU CeumnaancToB
10 rnokasaHusiM.

4.4.3. CMHAPOM HEBPOJIOTMYECKUX HapyLUeHU

lMposiBneHns BeretatMBHON ANCOYHKUMM Habmopa-
totca y naumentoB ¢ CT ¢ caMoro paHHero geTcrea u
ABNSAOTCS OAHOWM M3 CaMblX YaCTbIX NPUYMH oBpaLleHuns
K Bpayy. [MpakTnyeckn ¢ poxaeHns xapakTepHbl 6bicTpas
CMeHa OKpacku KOXW, MOTANBOCTb, METEOTPOMHOCTb,
396KOCTb U T. M.

[Mpun oueHKe NCXOAHOro BEreTaTMBHOIO TOHyCa y na-
LMEHTOB, KaK MpaBwuio, BbIIBASETCA CUMMATUKOTOHUS,
pexe — BaroToHus. MaumeHTbl NPeabsBASIOT Xanobbl
Ha OnTesNbHbIE HOWOLLME UK Konowme 6onu B obnactu
cepaua, CBA3aHHble C OMOLMOHANIbHOW HAarpy3komn, nc-
yeszaloLme nocne npmemMa ceaatuBHbIX CPeacTB UM OT-
Obixa. XapaktepHo nosieneHve 6onm B obnactu cepaua
B pPaHHEM lOHOLWWECKOM BO3pacTte. Hapsay ¢ kapguan-
rMYyeckMmMm CUHAPOMOM Yy 6onbHbix ¢ JCT oTmevatloTcs
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konebaHus apTepuanbHOro aaeneHus. CMHOPOM apTe-
puanbHOM rnnoTeHamm obHapyxuBaeTcs 6onee 4em y
MOMIOBMHbI MNaLMEHTOB, NMPU 3TOM 6O0JIbHbIX 6EeCcnoKosAT
rosioBHble 60K, TAXeCTb B ronose, obwaa cnabocTb.
[onoBHbIE 6ONM YacTO NpUOBpPEeTaOT COCYAMCTO-MUrpe-
HO3HbI XapakTep, MOryT COMPOBOXAATbCA OPTOCTaATU-
yeckumn nposiBneHnsaMmn. BeretatmBHas aucohyHKUMS,
KaK NpaBuio, Co4eTaeTCcsl C HEBPOTUHECKUMU N Aenpec-
CVBHbIMW PACCTPOMCTBaMMU.

MMNEePBEHTUAAUMOHHBIA  CUHAPOM  (ANCPYHKLUMO-
HaNbHOE AblXaHMe) ABNSETCS YacTbiM NPOSIBIEHNEM Be-
retaTMBHON AUCOYHKUUM N NPOSIBASETCS OLLyLLEHUEM
HexBaTKM BO34yxa, HEYAOBETBOPEHHOCTM BAOXOM, MNO-
Tepu aBTOMaTM3Ma AblXaHUs. XapakKTepHbl nepuoamnye-
ckue rnybokue BOOXW, 3eBoTa. [MNEPBEHTUNALMOHHBIE
paccTponcTBa MOryT COMPOBOXOATbCA 03HOOGOMNOA06-
HbIM TUNEPKNHE3OM, MbILLIEYHO-TETAHUYECKMMM Ccna3s-
Mamu, NnapecTe3nsamu.

lMnaH obcnenoBaHus: nccnenoBaHue ricuxoserera-
TMBHOro craryca. MPT rosioBHOro moasra, AyrnjieKkcHoe
CKaHMpOBaHWe 3aKCTpakpaHuasabHbix aptepui, CMAL,
KOHCY/nbTauun HeBpoJsiora, rcyxoreparnesTa rnpu Heagp-
PEKTUBHOCTU JIEHEHMIS.

4.4.4. HapyweHunsa ncuxunyeckom cpepsbl

Hanbonee yacto npu obcnefoBaHMM NAUMEHTOB C
OCT BbIIBNSIOTCA HEBPOTUYECKME pPaCCTPOWCTBa, Oe-
npeccun, TPEBOXHOCTb, UNOXOHAPUS, 06ceccnBHo-dO-
BOuyeckne paccTpomncTBa, HEPBHAsS aHOPEKCUS.

BbisiBneHne ykasaHHbIX CUHAPOMOB OOMMKHO 6a3npo-
BaTbCs Ha pauMoHasibHO CrlaHMPOBaHHOM ob6crenoBa-
HUM NaumMeHToB, nMetlowmx npuaHakn JCT («cnyyanHble
HaXOOKW» OUCMNACTUYECKUX W3MEHEHUN BHYTPEHHUX
opraHoB), NIMG0 NOTOMKOB NaLMEHTOB Kak C CUHOPOMHOW
dopmori, Tak U ¢ HeanddepeHUMPOBaAHHON amucnnasnen
COEANHUTENBHOM TKaHW.

BaxHbIM KOMMOHEHTOM CTPYKTYPHOrO aHanm3a co-
ctosHus OCT aBnseTcs npoBefeHne reHeanornyeckoro
nccnenoBaHus.

lMnaH o6cnenoBaHvs: KOHCYIbTauus ricuxoTepanes-
Ta, ncuxmarpa.

4.4.5. CuHapOM apTepuasibHOV runepTeH3vu

Mpn OACT no mepe ee nporpeccnmpoBaHuns, KOTopoe
Hanbonee BbipaXeHO BO BTOPOM AECATUNETUM, GOpMU-
pyeTcsa opToctatudeckasa aucperynauma AL. Jiny ¢ He-
andpodepeHumposanHor ACT OTHOCAT vawe K cTpaga-
IOWMM apTepuanbHOM FMNOTOHMEN WM BeretaTuBHOMN
ONCTOHMEN, OQHAKO Ha 3TOM (OHe No4YTn y TPpeTu eLue
Mosioabix nogen dopmMmupyeTcsa cuHopom Al

dakTopamn pucka pas3BuTus, a vyawie TpaHchopma-
LM apTepuanbHOM r’MNOTOHUN, BEreTaTUBHOM ANCOHYHK-
unn B Al aBnqatoTCA:

® HacnenocTBeHHasi NPeapacrnonOXEHHOCTb; MO Ha-
LWNM JaHHbIM, CEMeNHas OTAroWweHHOCTb No AN JOKYMEeH-
TnposaHay 83,5 % c Al uy 70 % - 6e3 Al Ha doHe [CT,
B rpynne cpaBHeHus — 68 %; no nuHMM maTepu npeagpac-
NMONOXEHHOCTb BbisiBNsnach y 60 %.

® HenpounHdekunm, TpaBMbl Yeperna, no4vek, rno3so-
HOYHMKA, MEPEHECEHHbIE C MEPBbIX NET XN3HW.

® [TaToNorMsa NO3BOHOYHMKA U NOYEK, TaK Kak Hal-
0eHo, 4To y 66 % GonbHbix ¢ Al npun ACT anarHoctu-
pyloTCSa n3MeHeHnsa noyvek (HedpponTos, rmnonnasvs n
Op.); Npu coYeTaHUM NaToNOrnM NoYek 1 MO3BOHOYHU -
Ka B [lBa pasa BblpacTaeT 4yacTtoTa Al' 1 B 4yeTbipe pasa
yTsaxensaetcsa TedeHne Al (Hewaesa I W., MNMonensH-
ckuin A. 10.).

® [IporpeccmpoBaHne oMCnIacTU4eCKnNX N3MeHeHNM
cepaua (MMK, mukcomaTo3Has gereHepaums, perypru-
Tauusa), Taxmkapaus, YAJMHEeHUE BOCCTAHOBUTEbHOMO
nepvoga npu BOM; y acTeHMKOB yBennyeHue obLiero
nepndepmnyeckoro ConpoTUBAEHNSI COCYA0B.
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® OXMpPEHNE M TMNeprnponakTUHEMUS Kak NposiBne-
HMEe rMnoTanamMmMyeckoro CUHAPOMA; Hapsay C 3HOO-
KPMHOMATUSMU TMNEPNpPONakTUHEMNS CONPOBOXAAETCS
CTUMYyNSaUMen By-peuenTopoB, MeTabonnyeckum aemn-
CTBMEM Ha WHTMMY COCYAOB, MMaZKOMbILLEYHbIe KNeTKu
apTepuon c¢ ux nponudepauvnen n noBbILLEHNEM YYB-
CTBUTENIbHOCTU K BA30NPECCOpPam.

® 3aHATUA TaXenbiMU Buaamu cropTa, 6oam-6un-
OVIHIOM.

Mpu AOCT umeeT MECTO co4veTaHue MpakTU4ecku
BCEX yKa3daHHbIX ¢pakTopoB pucka (PP). Pasnuyna mo-
ryT 6bITb B XPOHOJIOTUW U CTEMNEHU BbIPAXXEHHOCTU TOrO
nnu nHoro ©P.

Matorene3 Al npu OCT CNOXHbIA U MO Mepe Hako-
nneHns @P nporpeccrpyoT ANCOYHKLMS napacumMnaTu-
4eckoro oTaena BeretatuBHOM HEPBHOM CUCTEMBI U ANC-
6anaHc ay-agpeHOopPeLLenToOpoB, CHMXAETCa OuanasoH
ayToperynsiumMm MO3roBoro KpoBOTOKaA.

Hayvano ¢dopmuposanus Al npu OCT yxoaouT B oeT-
ckmne n nogpocTkoBble roawbl. Mo gaHHbIM L. Jaiffonen,
M. Uhari (1999), BnusiHne HacneaCTBEHHOCTU Ha pas-
BUTME Al CTAHOBUTCA 3HA4YUTENbHbIM B OETCKOM U
IOHOLLIECKOM Bo3pacTe — 8-9 neT u ctapwe y My>X4uH
n 10-12 net u crapuwe y XeHuwmH. OcobeHHO BENNKO
BNVSIHNE HebnaronpusaTHO HacnencTBeHHOCTU no Al
B Npegenax AByx n 6onee nokoneHui. Mo Hawmm paH-
HbIM, NMepBble noabeMbl AL LOKYMEHTUPOBAHbI B CPef-
Hem B Bo3pacTe: 15,0£0,2 netnpn 4CTn 21,2+0,3 roga
B rpynne cpaBHeHUs. PaHHWI Bo3pacT nogbema ALL npu
OCT 10-12 net. AuanasoH konebaHnii AL 140/80 -
190/110 mm pT. cT. Y 32 % nnw, ¢ ACT apTepunanbHas rm-
nepTeH3nsa nMena Kpu3oBoe TeYEHME C nocneaytoLuen
ctabunusauymein.

dakTopbl, NPOBOLMPYOLLNE KPU3bI:

® HU3NYECKNE N NCUXMNYECKNE NEPETrPY3KN;

® CcTaTU4ecKme Harpys3ku,

® NUNTENbHOE BbIHYXAEHHOE MOJIOXEHNE FOJI0BbI U
wewu;

® 3aKpbITbie TPABMbI YEpPENa, TPaBMbl MOYEK, MO3BO-
HOYHWKA;

® MeTe03aBUCMMOCTb.

Mosbiwenne AL npu OCT vmeeT nNpu3Hakm camo-
cTosATenbHOM GopMbl cumnTomaTuyeckom Al Tak Kak
€€ HeNb3s OTHECTU K TMNepTOHNYECKON 60NEe3HN B culy
nepBuyHOro nopaxerHus npu JCT BCex opraHoB-mMuLLE-
Hel, ee TPYAHO OOBbSACHUTb TOJIbKO MaTosIOrMein rnovek,
LIHC nnu snpokpuHHbIX Xxenes. Mpun ACT aT0 covyeTaHHas
naTonorus.

lMnaH o6cnenoBaHusi: 06LLMY aHaIn3 KpoBu (pa3Bep-
HYTbIN), OOLLNI aHaIN3 MOYM, ITIHOKO3a KPOBU HATOLLLaK 1
TeCT TOJIePaHTHOCTU K ITTIOKO3€, INMUAHbIV CIIEeKTP, Kpe-
aTtuHUT U pacyeT CKOPOCTM Ki1yOOYKOBOW (uUabTpaLnMmM
(CK®)

Mo nokasaHusm — nccnegoBaHne remocrasa, Tupe-
OTPOrHbIVI FOPMOH, MOYEBUHAa, MOYeBasi KUCcaoTa, aHa-
I3 MOYU Ha MuKpoanbbymuHypuio, 9KI, xontep-9KI-
MoHuTopupoBaHmne, CMAL, axokapavorpagpus, Y3U
opraHoB OpIoLLIHOM nos0cTu (cTos n nexa), Y3U cocy-
J0B Leun ¢ QyHKUMOHaNbHbIMK npobamu, Y3U cocynos
noyek. KoHcynbTaumm crneumnaancToB (o rnokas3aHusMm):
OKYJINCT, HEBPOJIOI, 3HAOKPUHOJIOr, HEVPOXUPYPT.

4.4.6. CuHgpoM runepmMoOusibHOCTU CYCTaBOB

CoueTaHMe MbILLIEYHO-CKEeNeTHbIX Xanob u n3bbl-
TOYHOW MOABWXHOCTM CYCTaBOB MPU OTCYTCTBUM 00b-
E€KTUBHbIX MPU3HAKOB BOCMNANUTENIbHbIX CUCTEMHbIX
3aboneBaHMin coeanHUTENbHOW TkaHW. CUHOPOM TU-
nepmobunbHocTn cyctaBoB (CTMC) HekoTOpble aBTO-
pbl CY4MTAIOT CUHOHUMOM cuHapoma dnepca — daxno Il
Tuna (runepmobunbHeii Tnn). Ana anarHoctukn CITMC
ncnonb3yoT BpalitoHckne kputepun (tabn. 5).
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Tabnvuya 5
BpaiToHCKMe KpUuTepum cuHgpomMa runepmMmoounbHOCTHU
cyctaBoB (Keer R., Graham R., 2003)

Bonblimne
KpUTEpUM Manble kputepumn
f'Mnepmobunb- | M’MNepMobunbHOCTbL MO WKane belToHa

HOCTb CYyCTaBOB
no wkane ben-
ToHa 4-9 6an-

1,2 nnn 3-9 (cyet no benToHy 1-3 npu
Bo3pacte 50 wnu 6onee ner).
ApTpanrna He MeHee 3 MecsuesB B 1-3

/10B. cyctaBax wam 6051 B CrUHE He MeHee
ApTpanrus npo- | 3 Mecsues, COHAWIOINCTES, CNIOHAMMES.
LOMKNUTENbHO- | MoaBbIBUXM, BbIBUXM 6onee yem B 1 cy-

CTbl0O He MeHee
3 mecaueB B4 un
6onee cycraBax

CcTaBe UK peunaveupyowme B 1 cyctase
SNMKOHANAUT, 6YPCUT, TEHOCMHOBMUT.
MapdaHononobHas BHewWwHoOCTb (acTe-
HUYECKUI TUM TENOCNOXEHMUS, BbICOKMNI
pOCT, apaxHoAaKTWUIMS (MONOXUTENb-
HbI TECT 3ansAcCTbsl), OTHOLIEHWE BepX-
Hero cermMeHTa K HuxHemy <0,89, oT-
HOLWleHne pocTa K pa3Maxy pyk >1,03).
Koxa: WCTOHYeHa, NOBblILWEHHAs pac-
TSXKUMOCTb (CKNazKa Ha Tblle KUCTU OT-
TArmBaeTcs >3 CM), CTPUMU, LIOB «nanu-
pocHas bymara».

lNasHble  CUMMMTOMbI: HaBucatoLwme
BEKW, aHTUMOHIONIONAHbIV paspes rnas.
Bapuko3Hble BEHbl, BEHTpPasibHble IPbl-
W, Nponanc MaTku, NPSIMOM KULLKHK

CI'MC yctaHaBnmBaeTcsl Npu Hann4ynm AByx 60nbLLMX
KpUTEPMEB, UIN OAHOIro GOMLLLUOIO U ABYX MasblX, NN
TOJIbKO YeTbIpex MasbIX KpUTepUes.

Ons peteii n NogpoCTKOB C rMnepMoOUSIbHOCTbIO
CyCTaBOB XapakTepHbl Hecrneundnyeckne pasnntble
CYCTaBHblE U MbllLEYHble 60NN, YTPEHHAS CKOBAHHOCTb,
LEeNYKN B cycTaBax, NoaBbIBUXN N BbIBUXU (HAOKONEHHN-
Ka, nneya), 60Jb B MOACHMYHOM M FPyAHOM OTAenax rno-
3BOHOYHMKA, BbINOT B CyCTaB, PeLUNaANBUPYIOLLME PaCTs-
XEHUS CBA30K, YYBCTBO «YSI3BMMOCTWN CYCTaBOB»>.

CUMNTOMbI HaCTO BO3HMKAIOT B KOHLE OHS, NPOBOLM-
PYIOTCS UV YCUNMBAKOTCSH NPU UHTEHCUBHbIX, PE3KUX OBU-
XEHUSAX NN NOCNe ANUTENbHOMO nepnoaa rmnoamHamMmm
(HanpumMep, ONUTenbHas noesgka Ha aBTOTPaAHCMopTe,
cuaeHne 3a KomnbtoTepoM). JeTamM v NoapocTkam ¢ rm-
nepmMoOuIbHOCTbLIO CYCTaBOB TPYAHO CUAOETh Ha CTy e 6e3
onopbl Ans CnnHbl. MHorve oetn ¢ runepMobusibHOCTbIO
CYCTaBOB XanyloTcs Ha HapacTaloLwme HoYHble 601 B HO-
rax (Keer R., Graham R., 2003; Grahame R. et al., 2000).

HekoTopble wuccnepgosatenu cumtaioT, 4to CIrMC
MOXeT OblTb MPOBOLMPYIOLWMM (HaKTOPOM B naTtoreHe-
3e XoHOpOManAuMM HaAKOJSIEHHMKA, NPOSABNAOLENCS
00Nbl0 B TrOMNEHOCTOMHOM, Ta3ob6efpeHHOM CycTaBax
n nosicHuue (Al-Rawi Z., Nessan A. N., 1997; Keer R.,
Graham R., 2003). NMauneHtol ¢ CIMC npeppacnono-
XEHbl K MPOTPY3MN ANCKOB MOSICHMYHOIO OTAeNa no3Bo-
HOYHMKA M cnoHaunonucTesy. [lnsa aTol natonornm Tak-
Xe xapakTepHbl CUHOBUTbI, TEHANUHUTbI, SNUKOHOUNTBI.
Yacto C'MC He gmnarHocTupyeTcs, a CiMTaeTcs, 4To pe-
6eHOK MMeEeT NoBbILLEHHYIO 60N1eBYI0 YYBCTBUTENIbHOCTb
WU 3MouMoHanbHO-BoJsieBble Npobnembl (Graham R. et
al., 2000).

lMnaH ob6cnenoBaHusi: onpeaesieHne MobuibHOCTH 10
P. Beighton et F. Horan, peHTreHorpagus cyctaBos, Y3/
cyctaBoB, MPT cycTaBoB o roka3aHusiM, KOHCYJ/ibTaLms
opronena, MeauKO-reHeTU4eCKoe KOHCY/bTUpOBaHue
AJ1S1 UCKITIOHYEHUs1 angdpepeHumnpoBaHHbix ¢opm ACT no
roka3aHusim.

4.4.7. CUHAPOM NATOJIOrMUM CTONDI

CuHapoM natosiormm cTonbl (nMaockoctonue (npo-
DOoNbHOE, rnonepeyHoe), nonas crona) SABASETCS OAHUM
13 caMblM PaHHUX MPOSIB/IEHNN HECOCTOSATENIbHOCTU CO-

eOMHUTENBHOTKAHHbIX CTPYKTYP. MauneHTbl Npeabasis-
10T Xanobbl Ha 6onn B NogoLlBe, LLeHTpe cBoga CTOMbl,
Ha TblJle CTOMbI B LEHTPasbHOM 4YaCcTu, MEXAy rosoBKa-
MW NpeanatocHeBbix kocTel. O6blMHO 60K HapacTaloT
K Beyepy nocrie anmMtenbHoro npebbiBaHMs Ha HOrax u
ocnabeBaloT nocrie oTabixa. XapakTepHbl TPYAHOCTU C
non6opom obyeu. Hepenko HabnogaeTcs NacTto3HOCTb
CTOM, OTEYHOCTb B 06/1aCTV HAPYXHOW Noabikkn. Haum-
0oflee 4acTo BCTpeYaeTCs MonepeyvyHO-pacnaacTaHHas
cTona (nonepeyHoe MJOCKOCTOMNMe), B 4YacTu chydva-
€B coyeTallasncs ¢ OTKIOHeHMeM 1 nanbua KHapyxu
(hallus valgus) n npooonbLHOE NMAOCKOCTONME C NpoOHa-
umen ctonbl (N1OCKoBanbrycHas crona). B peaynsrate
M3MEHEeHUs1 BUOMEXaHVKN, NepeHanpsXeHus Mblll, ©
dacunii, KOMNeHcaToOpPHOro r’MNeEpPNopaA03a y 9Tux naum-
€HTOB OTMeualTCcs 6011 B MblLLULLAX FOJIEHWU, B KOIEHHOM
1 TazobenpeHHOM cycTaBax, B 6egpe, B ob6nactu nosic-
HUUbl. Hannyne cuHapoma natonorum ctonsl ewe 60nb-
e yMeHbllaeT BO3MOXHOCTb PU3NYECKOro pasBuTus
nauneHToB ¢ ACT, dopmMupyeT onpeaeneHHblii CTepeo-
TUN XN3HU, yCyrybnseT ncmxocoumanbHblie Npobiembl.

lMnaH o6cnenoBaHus: nnaHTorpagus, PeEHTreHorpa-
¢us cycTaBoB CTOMbI, KOHCY/IbTALMS OPTONEAA.

4.4.8. BepTeOGporeHHblii CUHAPOM

Jedopmaumm NO3BOHOYHMKA MOTYT BbIIBASTLCS B A0-
LLIKONbHOM BO3pacTe, HO Haubosee 4acTo — B BO3pacTe
10-15 net. M'MNepmMobuNbHOCTL B 061aCTU NMO3BOHOYHU-
Ka BeaeT K GopMMPOBaHUNIO PYHKLMOHANBLHOro 601eBOro
CUHAPOMA C XapakTepHO aHaMHECTMYECKOM U 0ObeKTUB-
HOWM KNIMHNYEeCKOW KapTuHoi. OcoOeHHOCTAMM BEPTEDOPO-
reHHOM CUMMTOMAaTUKL NPY rMnepmModuIbHOM CUHOPOME
ABNIAIOTCS HOYHbIE U YTPEHHME 60NN B LUENHOM U MOSICHUY-
HOM OTZAesnax No3BOHOYHMKA, YCueHne 6onu npu xoabbe
no acdansty, NpU OANTENBHOM yOepXaHnUM No3bl B He-
yO06HOM NonioxeHuu. MoBbiLLEHHAs 91aCTUYHOCTb CBSI30K
npu OCT cnoco6cTByeT POPMUPOBAHNIO CIIOHAWNONNCTE-
3a (CMeLlleHne NO3BOHKA OTHOCUTENIbHO HUXENEeXaLlero)
1 OCTEOXOHAPO3a.

Ocob60e BHUMaHME Yy OeTel 1 NoapoCTKOB cnenyet
yaoennTb Takon xanobe, kak 60/b B cninHe. 1o MHeHuto
Ginzburg, B oTn4Me OT B3POCIbIX, Hanu4me xanob Ha
60nn B CNMHE HexapakTepHO A CKOJIMO30B OeTel n
nogpocTtkoB. CToikme, OnMTeNbHOCTbIO Gosiee 2 He-
nenb, 6011 B CNvHE y NaUMeHTOB 3TOro BO3pacTa A0JIK-
Hbl CNYXWUTb MOBOAOM K MOWCKY OPraHN4yeckux nMpuymH
MX BO3HUKHOBEHUS, U TOJIbKO B Cllydae UX UCKJIIOYEHNS
CKOJIMO3 MOXET ObITb MPU3HaH MNpUYMHOK GO0NeBOro
cuHppoma.

B nnaHe onpeaeneHns NnporHo3a nporpeccnpoBaHms
CcKONmMosa ¢ opMUPOBAHMEM CKOTMOTUYECKUX Ay, Nnpe-
Bbiwatowmx 50 °C, MOXHO OPMEHTUPOBATLCS HA AAHHbIE,
npencrasneHHble B Tabnuue 6 (KasbMuH A. L., KoH U. .,
Benenbknii B. E., 1981).

Tabnvuya 6
BeposaTHOCTb POPMUMPOBAHUA CKOJIMOTUHECKOW Ayrun
BeposaTHOCTb hOpMMpOBaHuS
CpoKn NepBUYHOTIO o
BbISIBNIEHUS CKOHMTE‘S‘ECKS}:' Ay

o 3 net 100
Ot 7 po 10 net 26
OT 10 go 12 net 12
Crapwe 12 net 8

I. E. Lonstein, J. M. Carlson (1984) npu ougeHke pu-
Ccka NporpeccupoBaHns CKOIMo3a, MOMUMO CPOKOB Bbl-
ABJIEHNS, YYUTBLIBAIOT CTEMEHb Ha4YanbHOW aedopmaummn
NMO3BOHOYHMKA (Tabn. 7).
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Tabnuvua 7
BeposTHOCTb pOpMMPOBAHUSA CKONMIMOTUYECKOM YU
B 3aBMCUMOCTU OT CTENEHU HavYanbHOW AedopmMauumn

NO3BOHOYHMKA
BospacTt [MpoueHT nporpeccupyoLwmx
BbISIBNEHMUS nedopmaumi
Ll,e(bOpMaLlVIVI 5-190 20-290
o 10 net 45 100
11-12 net 23 61
13-14 net 8 37
Crapwe 15 net 4 16

lMnaH obcnenoBaHus: peHTreHorpagus oT4es10B ro-
3BOHOYHVIKA, KOHCY/IbTauuss opTonega. HeobxogumocTs
B [OMOJIHATE/IbHbIX METOAax JIy4eBOU AMarHOCTUKU
(MPT, muenorpapuu, KT) BO3HMKAET rnpuv BbISIBAEHUN
HEeBPOJIOrNYeCKMX pacCTPOKCTB, Halnyne KOTopbIX He-
XapakTepHO A1 eCTECTBEHHOro TeuyeHusl CKOJIMo3a y
AeTen n NoApPOCTKOB, a Takxke Toraa, korga aegdopmaumns
UMEET NPU3HaKku aTUNYHOM.

4.4.9. Topako-anadparmasbHbiii CAHAPOM

Topako-anadparmanbHbii CMHAPOM  dopMUpyeTCa
npu Hanuunm gedopmaumm rpyaHon KneTkm (BOPOHKO-
06pa3Hol, KUNEBUOHOMN) B COYETAHUU C UBMEHEHUSIMU
NO3BOHOYHOro ctonba (kndockonmossl, rmnepkndossl,
rmnepsopao3bl U T. A4.), CONPOBOXAAETCA U3MEHEHNEM
xopa pebep, nonoxeHus guadpparmbl C OrpaHUYEHNEM
ee aKcKypcum, rmnepdyHKUMen apixaTenbHOM MycKyna-
Typbl. Hanunyme TOpako-guadparmanbHOro cuHapoma
onpenenseT yMeHblleHMe 06beMa naeBpasnbHbIX MOJO-
CTen, AblXaTeNbHOM NMOBEPXHOCTU NErkux, CHUXEHNE eM-
KOCTM COCYAMCTOro pycna nerknx, CMeLLeHne 1 potaumio
ceppgua, cCocygucTbIX CTBOJIOB.

YMeHbLUEeHME eMKOCTU COCYAMCTOro pycna nerkmx
Cnoco6CTBYET MOBLILIEHUIO AABIEHUS B CUCTEME MaJio-
ro kpyra KpoBooOpallleHus, AMacTONNY4eckor OyHKLMN
cepaua, BO3SHUKHOBEHMIO apuTMnIA cepaua.

HavanbHble Npu3HaKmM CckeneTHbIXx Aedopmaunin y
6onblWIMHCTBA NauneHToB dopmupyoTca B 5-6 neT.
C BO3paCcTOM BbIPaXEHHOCTb N KOJIMYECTBO KOCTHO-MblI-
LeYHbIX MPU3HAKOB HapacTaloT, aedopmaumm Mno3Bo-
HOYHMKA CTAHOBATCSH GUKCMPOBAHHBIMU.

lMnaH ob6cnegoBaHusi: pPeHTreHorpaguss opraHoB
rpyaHov knetkv, MPT oTae/10B NO3BOHOYHMKA, KOHCY/Tb-
Taums opTonena, TopakasjbHOro xvpypra, LeaeHarpas-
JIEHHbIN MOUCK MPU3HAKOB Topako-anadparmaibHOro
cepaua.

4.4.10. Topako-auadpparmanbHoe cepaue

TepMuH «TOopako-gnadparmanbHoe cepaue» Brep-
Bble BBeaeH I. . HevaeBoii (1994) ona xapakTepucTukim
M3MEHEHUI cepAalua y NauMeHToB C pas3fiMyHbIMU BapU-
aHTaMK N CTEMEHbIO BbIPaXeHHOCTN gedopmMaumin rpya-
HOW KNeTKM u/mnm no3BOHOYHMKA, HA OCHOBE aHanusa
MHOIOJIETHEro KAuHW4yeckoro HaodnwogeHuna 280 nauum-
eHToB oT 14 po 35 net, nmetowmx npnaHakn HOCT nmbo
cuHapomHon popmbl ACT (cuHapomel MapdaHa, dnep-
ca — [danno, Ctuknepa, opsa6noii KOXn; HeCOBEPLUEHHbI
ocTeoreHes).

Mcxoas s nMerLwmxcs Ha CerogHAWHNN AeHb OaH-
HbIX, MOXHO MpPenjOXuUTb Cheaylolee ornpeneneHme
JAaHHOMY TEPMUHY: Topako-avadparmanbHoe cepaue —
KOMMNEKC U3MEHEHUN FreOMeTPUHECKON KOHpUrypaumm
cepaua v BHYTPUCEPAEYHON reMOANHAMUKIN, OTpaxalo-
LWKMX AMHAMUYeCcKUn npouecc aganTUBHOMO pemMoaenu-
poBaHUs KaMep cepaua npu aucnnasnsax CoeanHUTEeNb-
HOW TKaHW, pa3BuBaOWMNCA BCEACTBME OJINTENBHOIO
BINSHNS NPOrpecCcupyloLLEero Te4eHns oMCnnacTukosa-
BUCUMbIX AedopmMaunii rpygHOn KneTkm u/uam nos3eo-
HOYHMKA.
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ACTEHNYECKNI BapuaHT Topako-amadparmanbHOro
cepaua XxapakTepu3yeTcsl YMEeHblUeHMeM pa3MepoB Ka-
Mep cepaua npyv HEM3MEHEHHOW TOMLMHE CTEHOK U HOp-
MafibHOM MoKasaTtene MnokapamanbHOM MaccChl («masoe
cepaue»). NceBooOKOHCTPUKTUBHbLIA BapuaHT TOpako-ava-
dparmanbHoro cepaua («nepukapamMTononobHoe cepaLe»)
dopmupyeTcs B YCNOBUSX CAABAEHUS CEPALA Mexay rpy-
OWNHOM 1N NMO3BOHOYHMKOM, XapakTepuayeTcsl MakCuMalslb-
HbIM YMEHbLUEHVEM pasMepoB cepaua C W3MEHEHWEM
reomMeTpmm nonocten. JIOXKHOCTEHOTUYECKNIA BapuaHT
Topako-avadpparmManbHoro cepaua passBuBaeTca B pe-
3ynbTarte BblpaXeHHOW aedopmMaumnmn rpyaHon KNeTku npu
CMELLEHNN CePALa, KOraa OHO «yXOOUT» OT MEXaHNYeCKmX
BO34ENCTBUI KOCTSKA rPYAHONM KNEeTKW, POTUPYS 1 COMpo-
BOX[ASACb «MEPEKPYTOM» OCHOBHbIX COCYAMCTbIX CTBOJIOB.
MceBooaomnaTaumMoHHbIA BapnaHT Topako-anadparmanb-
HOro cepaua («WwapoBnaHOe cepaLe») B OCHOBHOM Habnio-
[aeTcs y NauneHToB C KUNeBuaHom aedopmMaumen rpygHomn
KNeTKM 2-1 1 3-i CTeneHn Npu yBenmyeHum yCTbeB aopThl 1/
W NIEFOYHOWN apTepUm, CBA3aHHOM CO CHUXKEHWEM YIpyro-
CTV COCYO0B WM BbIPAXEHHBIMU METAb0INYECKUMUN U3Me-
HEHVSIMW B MUOKapPAE, 3aBUCALLMMUN OT CTEMNEeHU TSXEeCTU
nedopmaumn. MIameHeHnss reomeTpun cepaua CornpoBo-
XOAKTCHA BbIPAKEHHBIMU HAPYLUEHUAMU FEeMOANHAMUKM,
YBENYEHNEM PA3MEPOB NEBOr0/MpPaBoro XenyaoykoB B
cucTtony unu B guactosny. Topako-anadparmansHoe fe-
ro4yHOEe cepaLe pas3BMBAETCS NMPU COYETAHUN BbIPAXEHHbIX
nedopmaumnii rpygHon KNeTkn 1 NO3BOHOYHMKA B pedybTa-
Te GOpPMMPOBAHUS BbIPAXKEHHbLIX FEMOANHAMNYECKMX pac-
CTPOICTB N0 MasIoMy KPyry KpOBOOOPALLEHUS U XapaKTepu-
3yeTCs KOMMEHCATOPHbIM CHUMXEHMEM nepudepmnyeckoro
COCYOMCTOr0 COMPOTUBNEHUS N HEYKJIOHHbIM POCTOM Jie-
rOYHOro COCYAMCTOrO CONPOTUBIIEHMS.

lMnaH o6cnenoBaHums: IKI, 3xoKl, xontepoBckoe
moHuTopupoBaHmne, CMA/L, KT OrK, ¢pyHKu1s BHELLUHEro
AbixaHusl, 6-MuHyTHas Lwarosasl rnpoba, cTpecc-3xoKT,
BEJI09ProMeTpusi, MOJIEKYISIPHO-FreHeTUYeCckKne unc-
C/eoBaHus aJ1s UCKIIIOYEeHUs AndoepeHLmpoBaHHbIX
popm LICT, KOHCYbTaLUMM Kapanoaora, Kapamoxmpypra.

4.4.11. CuHapOoM rMnepTeH3nm Manoro Kkpyra
KpoBOoOOpaLueHus

Hannune Topako-amadparManbHOro CuHAPOMA,
NPMBOASALLErO K YMEHbLUEHNIO AbIXaTeNbHON MOBEPXHO-
CTU Nerkux, nepekpyTty n gedopmMaunm NnpoceeTa Tpaxeun
1N GPOHXOB, AMCMIACTUKO3aBUCUMbIE U3MEHEHMWS BPOH-
XONEro4yHOm CUCTEMbI BEAYT K FTMNOBEHTUNALMN YHACTKOB
JNIerknx n MOryT NoBJfieYyb 3a COOO0 MOBLILLIEHWE AABIEHNS
B CUCTEME Masoro Kpyra kpoBoobpatueHus. [mnepTeH-
319 Masioro Kpyra kpoBoobpalleHus crocobcTByeT yBe-
JIMYEHNIO HArPy3KWN Ha MpaBble OTAENbl CepALa CO BCEMU
BbITEKAKOLLMMN OTPMLATENBHBIMW NOCNEACTBUSIMM.

MaTtemaTnyeckunii aHann3 nokasbiBa€eT, YTO HA BENU-
YNMHY CpeaHEero OaBfieHUs B JIEFOYHOW apTepuu OOCTO-
BEpPHO BAuSeT gedopmMaums rpyaHon KneTkm v rnos3eo-
HOYHMKA, NPMBOASALLASA K PECTPUKTUBHOMY ANCTENEKTa3y
HUXHUX [0Ner nerkoro. YMeHblleHne obbema nerkmux
npv 3TOM NMPUBOAMUT K YBEIMYEHMIO COCYANCTOrO CONpPOo-
TnBneHus. Mo-sMauMomy, 3TO CBA3aHO C M3MEHEHNEM
xo4a 1 GOPMbl MEJKUX JIEFOYHbIX COCYA0B U KanuasipoB.
OnpeneneHHOe BAMSHME Ha NokasaTenn reMoaMHaMuKn
Manoro kpyra KpoBOOOpalleHUs1 oka3blBaeT CUHOPOM
Bereto-cocyaucTor auctoHum npm OCT. ConyTtcTByiO-
was O6poHXoNeroyHas NaTonorns SIBASETCS OOMOJHU-
TefNbHbIM MeXaHU3MOM B GOPMUPOBAHUM TUNEPTEH3UN
Manoro Kpyra kpoBooopalleHus.

OnutenbHOe NoBbILLIEHME OABAEHUS B CUCTEME fe-
rOYHOM apTepun BeOeT K MOCTENEHHOMY YTONLEHUIO
CTEHOK OUNaTUPOBAHHbBIX apTEPUIA C CY>KEHMEM UX MPO-
CBeTa, CKAepo3y JEro4YHOM MapPEHXUMbI, YXYOLIEHUIO
KpoBoOOpaLLeHus.
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PocT paBneHnss B manom Kpyre KpoBoobpalleHus
(«naccuBHas» rMNepPTOHUS) ABASETCS OAHOW U3 MPUYUH
MOBbILWEHUST Nepudepmnyeckoro CONPOTUBIEHNS B pe-
3ynbrate pedaekTopHOro BO3AENCTBUS COCYAOB Maso-
ro Kpyra Ha cocyabl 60nbLoro. HeobxooMMOCTb yBENU-
YeHUs MOLLHOCTU COKpaLLeHWs MPaBOro Xenyaoyka Ha
doHe peaykumn gnadparManbHOro ABMXKEHUS N YMEHb-
LUEHUS 9NaCTUYECKOWN TArM NIErkux NPUBOANT K CUCTONM-
YeCKOMY TUMY BEHO3HOr0 NPUTOKA K cepauy.

Mopasnsioliee GONbLUIMHCTBO aBTOPOB CYUTAIOT, 4TO
rmneptpodus n/unn gunartauus npasBoro Xesnynoyka
ABNSAETCS CNeACcTBMEM MOBbILLIEHUS COCYAUCTOrO ne-
rOYHOrO COMNPOTUBAEHUS N NIEFOYHOW apTepUanbHOM rm-
nepteHann. ocnegHne onpenensiiot BO3HUKHOBEHUE
NpaBOXeNnyao4ykOBON CepAEeYHOM HeOoCTaTO4YHOCTH, a
BO3HWKHOBEHME JIEFOYHOr0 CepAaua onpeaenseTt Tpyno-
CMOCOBHOCTb U MPOAOIKUTENIbHOCTb XXU3HU OONbHbIX.

lMnaH obcnenoBarHus: 9xoKIm B anHamuke ¢ onpeae-
JIEHVNEM AaBJIeHUs] 110 MasioMy Kpyry KpoBooOpaLleHus
J10 Harpy3ku u nocsae Harpy3ku, Kl B AnHamuke.

4.4.12. MeTtabonunyeckasa KapguomuonaTus

Kapanommnonatua npun OCT He mmeeT cneumdpuye-
CKMX CYOBEKTUBHbIX CUMATOMOB U KIIMHUYECKMX NPOSIB-
nenuvin. MNMposgensgeTca kapamanrnsamm, BO3MOXHO pas3Bu-
TMe apuTMNYECKOro CUHAPOMA BCNeACTBME HapPYLLUEHUS
npoueccoB penonsgpu3aunun. AunarHoctupyetcs npu
npoeeneHumn IKI: 1-9 cTteneHb MeTabonmMyeckux Ha-
pyweHnn — yBennyeHme amnnutygbl TVz-V3, CUHOAPOM
TV2>TV3; 2-9 cTeneHb: nHieBepcus T, cmelleHne ST Vo-V3
BHU3 Ha 0,5-1,0 mm; 3-9 cTeneHb: uHBepcus T, KOCOBOC-
xogswee cmeweHne ST go 2,0 mm (Heuwaesal. L., 1994).

lMnaH o6cnenoBanus: IKI, 39xoKl, xontep-39KT,
6-MuHyTHas warosas rnpoba, ctpecc-3xoKl, Benospro-
MeTpUs, KOHCY/ibTauus Kapanosaora.

4.4.13. KnanaHHbIVi CUHOPOM

HaunHaeTr ¢opmupoBaTbCsa B LOETCKOM BO3pacTe
(4-5 neT). AnutenbHOE BpeMS NaUMEHTbI MOIYT HE NpPeab-
ABNATb crneumnduyeckmx xanob, 3a UCKIIIOYEHMEM NPOSIB-
JNIeHU BereTatmBHOM AUCHYHKUMKN. [eMoamHamMmnyeckun
3HAYMMbIE MOPaXEHMS KNanaHoB NPUBOAAT K Pa3BUTUIO
XPOHMYECKOWN CepaeyHOl HemoCTaTOYHOCTM, MPOBOLM-
pylOT pasBUTUE APUTMUYECKOrO CUMHAPOMA, SIBAAIOTCS
dakTopoM pucka TPOMO03MOOINYECKNX NOPaKEHWI, NH-
dekuMoHHOro aHgokapamTa. Hambonee xapakTepHbl U30-
NIMPOBaHHbIE U KOMOWHMPOBAHHBLIE MPOAanCchl KianaHoB
cepaua, MMKCOMAaTO3Hasa AereHepaums knanaHos. Yalie
BCEro AVarHoCTMpyeTcs nNposanc MUTPanbHOro knanaHa
(NMMK) — no 70 % cpean naumeHTtoB ¢ ACT, pexe — npo-
nanc TPUKYCNUAanbLHOr0 NN aopTanbHOro KNanaHoBs.

OxoKI — Hanbonee NMHPOPMATUBHbBIA HEMHBA3UBHbI
MeTon anarHoctuku NMMK. MponabupoBaHue knanaHa Ha
2 MM 1 Bosiee OT MUTPANbLHOIO KOMbLLA, PETMCTPUPYEMOE
B NapacTepHasbHOW no3mumn no AJVHHOM OCU NEBOro
Xenynoyka v B Apyrux no3uumsx, 1 0Co6eHHO Koraa CMbl-
KaHWe CTBOPOK HabnoaaeTcs Ha NPeacepaHOn CTOPOHE
aTPUOBEHTPUKYNSAPHOIO KOJbLA, AEMOHCTPUPYET BbICO-
kyto BepostHocTb [TMK (Guidelines for the Management
of Patients With Valvular Heart Disease, 2008).

MukcomMmaTo3dHasa gereHepauus MUTPanbHOro knana-
Ha (CtopoxakoB I. U., BepewaruHal. C., 1998):

0 - NpM3Hakm MMKCOMATO3HOW AereHepaunmn oTcyT-
CTBYIOT;

I — HebonbLoe (3-5 MM) yTONLEHNE OAHOW Unu 06e-
MX CTBOPOK MUTPAJIbHOrO kilanaHa 6e3 HapyLLIEeHWS CMbl-
KaHWuS;

Il - 3HaunTenbHoe yTonweHue (5-8 Mm) n yannHeHme
CTBOpPOK, rmybuHa nponabupoBaHus BblpaXeHHas, pac-
LUMPEHNE MUTPAJIbHOIO KOJbLA YMEPEHHOE, BO3MOXHbI
€AVNHUYHbIE Pa3pPbIBbl XOPA, CMblKaHNEe CTBOPOK HapyLue-
HO WX OTCYTCTBYET;

Il — yTonuwieHune ctBopok 6onee 8 mm, rmybuHa NMMVIK
MakcumasibHasi, 3Ha4yMTesbHOE pacLUMpPeHMEe MUTPasb-
HOro KOMbLLA, MHOXECTBEHHbIE Pa3pbIBbl XOPA, CMbIKa-
HME CTBOPOK OTCYTCTBYET.

BaxHbI1 Npu3Hak — Hann4me wuam OTCYTCTBUE MU-
TpanbHowm peryprutaunu (Guidelines for the Management
of Patients With Valvular Heart Disease, 2008). He3Ha-
ynTenbHas MUTpasibHas peryprutauus, oOycrnoBieHHas
HEeO0CTaTOYHOCThIO 3afiHEMEANANLHOM KOMUCCYPbI MU-
TpanbHOro knanaHa, Bctpedaetcs y 40-60 % 340p0BbIX
nuy, (LWnnnep H., Ocunoe M. A., 2005); anarHocTtuye-
CKO€ 3HayeHMe UMEET TOJNbKO MO3JHSAS CUCTOSIMYecKas
WY MaHCUCTOInYeckas MUTpanbHas peryprutaums.

OrpomMHoe 3HayeHne B U3y4eHUN OMCNAACTUKO3aBN-
CUMbIX UBMEHEHWI CEPAEYHO-COCYONCTON CUCTEMbI UME-
10T PabOoTbl MOCKOBCKMX Y4EHbIX BO [M1aBe ¢ Npodeccopom
A. . MapTbiHOBbIM. Briepsbie B Poccun B NpocnekTmB-
HOM 15-neTHeM mnccnefoBaHuKM ObINM NPOAHANNM3MPOoBa-
Hbl KJIMHUYECKME MPOSIBAEHUS nponanca MUTPasibHOro
KnanaHa, BbisiBfieHa ero B3anMoCBs3b C 0COOEHHOCTAMM
DYHKUNOHNPOBAHUSA BEreTaTUBHOM U LLEHTPaNbHOW HEPB-
HOW CUCTEMBI, a Takke oTpaboTaHa TakTMKa BeAeHus na-
LIMEHTOB C NPMMEHEeHneM npenapara MarHepor.

Mponanc aopTanbHOro knanaHa MoxeT ObiTb N30JU-
POBaHHBLIM (B TOM YMCNe C MMKCOMATO3HOW AereHepaum-
€M CTBOPOK), CoYeTaTbCA C paclUMPEHVNEM KOPHS aopThl
(B HOpME AvaMeTp KOPHS aopThl HE NpeBbIWaeT 3,5 cMm)
(Wwnnep H., Ocnnos M. A., 2005).

Mponanc TpukycnuaanbHOro knanaHa peako 6biBaeT
M30/IMPOBAHHbLIM, MOYTU B MOJIOBUHE CJly4aeB COMPOBO-
xpaet NMMK (Wwunnep H., Ocunos M. A., 2005). Bripa-
XXEHHOCTb TPUKYCNUOaNbHOM HefOoCTaTOYHOCTUM MOXHO
OUEHUTb NpU M3MEepPEeHUN NNOoWAaaAnN LeHTpPanbHOM pe-
rypruTUpYIOLLERi CTPYW: ferkas — nioLaas MeHee 5 cms;
ymepeHHas — 5-10 cm®; taxenas — 6onee 10 cm® (Lun-
nep H., Ocunos M. A., 2005).

B yactn cny4yaeB BbISIBIEHHbIE N3MEHEHNSA CONPOBO-
XAAKTCS ABIEHNAMU PEryPruTaLmn, 4YTO OTPAXKAETCS HA
nokasaTesiix KOHTPaKTUIIbHOCTM Muokapaa U 06beMHbIX
napameTpax cepgua. J. Durlach (1994) npegnonoxun,
yto npudnHon NMMK npu ACT MoxeT ObiTb AedULNT Mar-
HUS.

Ha BbIpaXEHHOCTb K/amaHHbIX U3MEHEHUN BIUSET
cTeneHb TsXecTn gedopmaumm rpyaHoOn KneTku u no-
3BOHOYHMKA, 0ObEM XENYyA04HKOB cepaLa.

lMnaH o6cnenoBaHus: IKI, 9xoKI, xontep-9KT,
cTpecc-9xoKl, BenosaproMeTpusi, MOJIEKYASPHO-reHe-
TUYECKNE nccaenoBaHns A UCKI0YeHns andoepeH-
umpoBaHHblx ¢opm ACT, KOHCynbTauuy kKapauosora,
Kapauoxupypra.

4.4.14. CocyamucTbii CUHAPOM

CTPYKTYPHO-DYHKLMOHANbHBIE  WU3MEHEHUS  COCY-
LOB Y UL, C CUHOPOMHBIMU 1 HECUHOPOMHbIMU HopMa-
Mn ACT dopmupyloTCa NPOrpegveHTHO: B Clydae He-
ondpdepeHumpoBaHHon OCT — B TedeHne ONUTeNbHOro
BPEMEHM; B Cllydae HacNenCTBEHHbIX CUHAPOMOB, Kak
npaeuno, — B 60onee paHHWe cpoku. Yacto natonorus
OMarHoCTMpyeTCcsl HECBOEBPEMEHHO, U MEPBbLIM MPOSB-
JIEHMEM 0Ka3bIBAETCs OCTPOE COCYyaNCTOe COObITUE UK
BHe3anHas cMepTb. CocyancTble nopaxeHns Hanbonee
NMOJIHO ONUCaHbl NPU M3BECTHbIX CUHOAPOMHbIX dopmMax
ACT - cnngpome Mapdana (CM), dnepca — danno v gp.
OpHako n3MeHeHnst Cocya0B 3aKOHOMEPHO BO3HUKAIOT U
npu HeguddepeHumposaHHbix dopmax OCT. Pacwumpe-
HME KOPHS aopThbl Yalle BbISBASAETCS Y NALMEHTOB C KU-
nesugHonm pedopmaumen rpyoHom KIeTku.

MoXeT BbISIBASATbLCSA pPaclUMpeHne CTBOJA JIerOYHOM
aptepun (Hopma 0,9-2,9 cm). HebGonbwasa @yHKUMO-
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HanbHasa peryprutaums Yyepes knianaH nero4yHon aptepum
obHapyxuaetcs noytn y 80 % 340pOBLIX Noaen (npu
ayCKyfibTauMy OHa He CJibILLHA, HO 0BHapyXMBaeTCs npu
gonnneporpadunyeckom nccnegoBaHunmn). BelpaxxeHHOCTb
HeJOCTaTOYHOCTU KfarnaHa J1ero4YHoM apTepur MOXHO
OLLEHUTb NPU N3MEPEHUN ANVIHbI PEFYPIUTUPYIOLLEN CTPYU
B BbIHOCSILLEM TPakTe NPaBoro Xenyaoyka: nerkas — npum
onnHe ctpyn meHee 10 mm (Lnnnep H., Ocunos M. A.,
2005). AHeBpu3Mbl cHYCOB Banbcanbebl npu 9xoKI npo-
ABASIOTCA HECUMMETPUYHBIM PACLUMPEHMEM KOPHS 20PThl,
CUCTOJINYECKMM BbINSHYMBAHNEM PACLUMPEHHOIO CUHYCA.

MpeaovkTopamu guccekuum abaoMuHaNbHOW aopThl
ABNSETCA AnamMeTp OUCTaNbHOrO OoTAena aopThbl, aHaM-
HEe3 XMPYPrnyeckon onepaumm Ha KOpPHE aopThl, apTe-
puanbHas ruUNepTeH3us, aopTanbHas peryprutauus,
XXECTKOCTb aopThbl. ANCCEKUMS HUCXOASLEN aopTbl MO-
XeT ObITb accouumpoBaHa C AMCCEKLMEN BOCXOAsLLEN
aopTbl B 43 % 1 6bITb N30n1poBaHHoON B 16-20 % cnyya-
eB. Kpome grnameTtpa aopThbl, K Hanbonee CUnbHbIM npe-
OVKTOpaM CMEepTU v APYrux aopTasbHbIX OCOXHEHUI
OTHOCUTCS CEMEVIHbIN aHaMHE3 OCTPbIX CEPAEYHO-COCY-
ONCTbIX KaTacTpod (BHE3aAMNHas CMEPTb, ANCCEKLMSA aop-
Tbl). Ha cerogHawHMM oeHb TeMMNbl NPOrpeccnpoBaHuns
pacwunpeHns aopTbl Npu HeauddepeHumposaHHoi OCT
He N3BECTHbI, 0QHAKO COCYAUCTbI CUHAPOM B BUAE pas-
pbiBa aHEBPU3M a0PThbl U APYIrMX COCYO0B Oblj1 OCHOBHOM
npuymHon cmepTtn B 10 % cnydyaeB BHE3amHOW CMepTu
Monoabix nogen (15-39 net) c 4ACT.

)KeCcTKOCTb COCYANCTON CTEHKN — 3TO MHTErpabHbIn
nokasartesb, onpeaenseMblii CTPYKTYPHbIMU 3/IEMEHTA-
MW COCYOMCTOWN CTEHKWN, AABNEHVNEM KPOBUW, Perynarop-
HbIMU MexaHu3Mamu. MNokazaTenu XeCTKOCTU apTepui
NO3BONAIOT MPOrHO3MpPOBaTb HalMyMe aTepockiepo3a
COHHbIX 1 KOPOHAPHbIX apTepUi 1 ABASIOTCS HE3aBUCK-
MbIMU NPeanKTopamMmn HebnaronpUATHOro cepaevyHo-Cco-
CYAMCTOro NporHo3a (KoOpoHapHbIX COObITUIA, MHCYNbLTA,
obLer N cepaoeyHo-cocyamMcToOn CMepPTHOCTN) Kak npu
OTOENbHbIX HO30JIOMUSAX (apTepuanbHasg runepTeH3ns,
caxapHbili gnabet, kopoHapHasa 6one3Hb cepaua, Xpo-
HU4Yeckas NoYyeyHas HeOCTAaTOYHOCTb), Tak U B OOLLEN
nonynaunmn. NoBbILLEHHAs XECTKOCTb apTeEPUin ABNSETCS
6onee 3HAYUTENbHLIM MPEANKTOPOM Pa3BUTUS CepOeY-
HO-COCYAMUCTbIX OCNOXHEHW, YeM BO3PaCT, rMNepTpo-
dusa neBoro xenyaoyka, ypoBeHb 00LLEro xonectepuHa
1 XONeCTepmHa MNONPOTENHOB BbICOKOW MIOTHOCTH.

YyunTbiBas CTONb pa3Hoobpa3Hble U3MEHEHNS B CTPO-
€HUM CoCcyamcTon cTeHkn aptepuii npu OCT, He ocTaeT-
CS COMHEHUI B €€ posin B GOPMMPOBAHUN NMOBbILLEHHOMN
XEeCTKOCTU apTepuii. B nutepaTtype nMeTcsa KInHuYe-
CKMe U 3KCNepUMEHTasbHbIe paboThl, NOATBEPXAAKOLLNE
3Ha4YMMocCTb nposisneHuin ACT B GOpMMPOBAHNM MOBbI-
LLIEHHOW XXEeCTKOCTU apTepPU.

Bonpocbl paHHen aMarHoCTUKM NaToNornmm CUCTEMBbI
kpoBoobGpalleHus y naumeHtoB ¢ ACT npencraensoTcs
KparHe BaXHbIMU AN NpodUNakTUKM He6NaronpuUsaTHbIX
CepaeYHO-COCYAUCTbIX COObLITUIA 1 BHE3AMHOM CMepTH,
yAy4yLLIEHNS KQ4eCTBa XMU3HU NauneHToB, NpeaoTepaLle-
HUA 1N/MNn OTAANEHNSA CPOKOB MHBaNNAM3aLNN.

MnaH o6cnenoBarus: IKI, I9xoKl, xontep-9KT,
CMAL, Y3/l cocynoB rosoBbl, LLeN, KOHEYHOCTEM,
rpyaHou v GPIOLLIHON MOI0OCTH, KoarysaorpamMma, MoJsie-
KYJISIPHO-reHEeTU4YeCKme NCCe0BaHUs A1 UCKITIOYEHUS]
cuHAPOMHbIX dopm [CT, no nokazaHUsIM KOHCYIbTaunum
Kapauosiora, cocyaucToro xvpypra, Kapanoxvpypra.

4.4.15. ApuTMHNYECKUN CUHAPOM

MauneHTtbl ¢ OCT 4yacTto npeabsBasioT Xanobbl Ha
nepebou B paboTe cepaua. Mpu MHCTpymMeHTanbHOM 00-
CnefoBaHMN Halle BCEro ANarHOCTUPYIOTCA Xenyao4Ko-
Basi 3KCTPACUCTONNSA Pa3NnYHbIX rpagauni, npeacepa-
Has 9KCTPaCUCTONNSA, NapOKCU3MasibHble TaxMapuTMmnu,
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MUrpaumm BOAUTENS PUTMA, aTPUOBEHTPUKYSPHbIE U
BHYTPWXENYA04YKOBbIE On0Kaabl, CUHAPOM YAJVHEHUS
mHTepBana QT. CuHapom yannHeHHoro QT kak BO3MOX-
HblIA MPOrHOCTUYECKUI KPUTEPUI BHE3ArnHOM CMepTu
OonMcaH BO MHOIMX UccnefoBaHusx y naumeHTos ¢ NMMK.
YacToTa ero BbISIBAEHUS BAPbMPYET B LUMPOKUX Npeae-
nax — B 3aBMCMMOCTM OT MeToAa AVNAarHOCTUKN: Npu pe-
ructpaumn IKI nokos — 2,5-26,5 %, npu xontep-9KI —
00 35,7 %, npn YN3C - no 42,6 % (Heuwaesa . U., 1994).

lMnaH o6cnenoBanus: IKI, 39xoKl, xontep-9KT,
cTpecc-9xoKIl, BOM, Yl3C, koHcynbTaumm Kkapanoso-
ra, apuTmoJsiora, Kapauoxmpypra.

4.4.16. CnHapoOM CUHKONAJIbHbIX COCTOSHUA

OOHUM 13 NPOrHOCTUYECKM 3HAYMMbIX CUHOPOMOB B
noboM BO3pacTe CHMTAETCS HaNMYME CUHKOMAmbHbIX U
NPECKHKOMNabHbIX COCTOSAHUI B aHamMHe3e. Npu cpaBHe-
HUM YaCTOTbl MPECUMHKONM M CUHKOMN Y AEeTEN 1 NOAPOCTKOB
¢ npusHakamn OCT n 6e3 TakoBbIX NokasaHa CTaTUCTU-
yecku 3Ha4ymmas pasHuua (3,9 % npn ACT npotne 2,0 %
6e3 ACT).

BcecTtopoHHee nccnepoBaHve geten U NogpocTKOB
C 0aHHbIM GEHOMEHOM NMO3BOJISIET BbIIBUTb COCYAUCThIE
KOMMAnchbl, NapoOKCU3MasbHble HAPYLIEHUS puUTMa Mnpu
cuHapome yanuHeHHoro QT, yasnHeHHblh QT 6e3 yka-
3aHUI Ha HapyLIeHUs pUTMa, NapoKCM3MalbHble Hapy-
LEeHNs puTMa Npuv 4ONONHUTENbHbBIX MPOBOASLLMNX MYTAX,
napokcM3mMasnbHble HapyleHus puTma npu Beretatms-
HOW OVUCOYHKLNM B COYMETaHUU C MUrpaumen BoAUTens
puTMa, CUHAPOM BepTebpasnbHbIX apTepuii Npu NX BPOX-
[OEeHHOM aHoOManuu.

BbICOKMIN NPOUEHT codeTanHus yoanHeHnsa QT nHTep-
BaJsia M HapyLleHu putMa cepaua y neTten n nogpocTKoB
c deHoTunmyeckumm npudHakamm OCT ykasbiBaeT Ha
BO3MOXHYIO MPEeaUKTOPHYIO POSb YOJVHEHHOIO UHTEp-
Bana QT B BOZHMKHOBEHUM daTasibHbIX CEPAEYHbIX apPUT-
MW (C y4ETOM BHE3AMHbIX SIETANIbHbIX NCXOA40B Y MOJO-
ObIX POACTBEHHMKOB).

MnaH o6cnenosanus: IKI, 3xoKIl, xontep-3KT,
ctpecc-9xoKl, BOM, Yl3C, anektpoduanonormieckoe
ncceneanoBaHne, 31eKTPoaHLUepanorpapus, KOMbTep-
Hasi Tomorpagus n MPT rosioBHoro moasra, vccrenoBa-
HUS cocyaoB mosra. KoHcynbtaumn kapauosiora, aput-
mosiora, rcuxoTeparneBTa v HeBPOJIOra C Liesibio OLeHKU
rICUXNYECKOro COCTOSIHWSI M HEBPOJIOrMYECKOro cTaryca.

4.4.17. CuHgpom BHE3arnHom cmepTtu

M3ameHeHns cepaeyHO-COCYAUCTOM CUCTEMbI MNpu
LCT, onpepgensiowe TaHaToreHe3 BHeE3aNHOW CMepTn —
KnanaHHbIf, COCYyAMUCTbIN, apPUTMUYECKUA CUHOPOMBbI,
CMOHTaHHbI MHEBMOTOPAKC.

4.4.18. BpOHXONEro4Hbivi CUHAPOM

BpoHxoneroyHbin cuHapom npu CT He orpaHuymBa-
€TCH KINIMHUYECKNMU MPOSIBIEHNAMMW HAPYLUEHUS CTPYKTY-
pbl 1 GYHKUNN COEAVHUTENBHOW TKaHN OPraHOB AbIXaHUS
B BUOE TpaxeoOpOoHXManbHOW OUCKMHE3NN 1 Bynne3Hom
aM®Pun3emMbl, OCNIOXXHEHHOM CMOHTAHHbLIM MHEBMOTOPAK-
COM, HO npencTaBnsieT coboli COBOKYMHOCTb KIMHMYE-
CKMX 1 NapakiIMHNYECKNX CUMNTOMOB, OTPaXKAIOLLNX KOM-
NieKcHoe BO3AeNCTBME padnmyHbix nposisneHnin ACT Ha
pecnupaTopHylo cuctemy. PaspaboTaHHbli HA OCHOBE
MaTeMaTn4eCKoro aHannsa KnaccuuKaLMoHHbIA NOAXO0L,
NMO3BOMNW/ BbIAENUTb YETbIPE BapnaHTa CUHAPOMA, Npea-
cTaBnsoWmMx cobon pasHble BUObI KITMHUYECKOW peanu-
3aUMN reHeTnYecknx AedekToB COeaNHUTENBHON TKaHW,
NPSIMO 1/UNU ONMOCPELOBAHHO ONPEAENSIOLLMX CTPYKTYPY
1 PYHKLMIO PECNMPATOPHON CUCTEMBI.

OcHoBy 06ynne3Horo BapuaHTa OPOHXONEro4YHOro
CUHOPOMA COCTaBNsAT cybnneBpanbHble BO3OYLUHbIE
NOMOCTU, KOTOPbIE ANArHOCTUPYIOTCA Y 25 % nuy, MyX-
ckoro nona c npuaHakamu ACT, accoummpytoTcs ¢ reHe-
TU4ecknmMmn paktopamMu, B HaCTHOCTU C HOCUTENIbCTBOM
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MYTaHTHbIX anfnefnen reHoB MaTPUKCHbIX MeTanonpo-
TenHasd MMM1(-1607insG) n MMM9(C-1562T), n asna-
I0TCS MPUYMHOWM Pa3BUTUS HE MeHee 75 % BCex crny4aen
NEPBMYHOI0 CNOHTAHHOIO MHEBMOTOPAKca B NONyNaunm.
3aKkoHOMepHOCTU  DOPMMPOBAHUS  BPOHXUTUHECKOrO
BapunaHta OpoHxoneroyHoro cuHgpoma npu OCT 3a-
KO4aKOTCSH B OCOOEHHOCTAX KYPUTENBHOIO NOBEAEHUS,
NPUBOAALMX K PasBUTUIO XPOHMYECKOTOo OpoHXUTa ©
LeHTpnaunHapHon amMousembl € YHKLMOHASIbHbIMU
npua3Hakamm paHHUX CTaanin 6PoHxXManbHON 0BCTPYKLMN
M NEro4yHom rmnepnHONALNM yXxe B MOJIOAOM BO3pacTe
npu HeboNbLWOM aHaMHe3e kypeHus. Topakoamadpar-
MasbHbI BapuaHT GopMUpyeTcs BCIenCTBME OOHOMO
M3 caMbIX TUMNKUYHbIX nposenexHnin ACT — pedopmaumii
rPYOHOM KIMETKM M MO3BOHOYHMKA, MPUBOAALLUMX K Ha-
PYLWEHNIO reoMeTpun FPYAHON MNOSOCTM U Pa3BUTUIO
PECTPUKTUBHBLIX BEHTUNSILMOHHbLIX HapylleHunin. unep-
BEHTUALMOHHbIA BapUaHT NPOSIBASETCHA TUMUYHON KK-
HUKOW rMNepBEeHTUASLMOHHOINO CUHAPOMA N TECHO CBSI-
3aH C BeretatuBHOM ANCOHYHKUMEN U HEBPOTUYECKMMU
paccTponcTBamMu, xapaktepHoeiMu gns naumeHTos ¢ ACT.

C nosuunin NpeasioXeHHoro KnaccupukaumoHHOro
nogxopa gmarHoctudeckme kputepun ACT moryT npu-
CYTCTBOBaTb B CTPYKTYpe OLHOrO0 M3 BapuaHTOB OPOH-
XOJIErOYHOro CUMHAPOMA, HO He SIBASloTCA ero obsi3a-
TeNbHbIMW COCTaBNAWUMN. Pe3ynbTaThl UCCNeaoBaHNA
NoATBEPANN LLeNnecoobpasHOCTb BbIAENEHUS anuvKab-
HbIX 6N 1 TpaxeobpPOHXMANbHOW OUCKMHE3NN Kak ana-
rHocTuyeckux kputepues OCT, HO nocTtaBuNM NoA Co-
MHEHUE Hann4me 3TMOMATOreHETUYECKON CBA3N MexXay
OCT n 6poHxoakTasamm.

MaTonornyeckme cocTossHUS 1 3aboneBaHns OpraHoB
ObIXaHUsl, reHe3 KOTOpbIX HEe CBA3aH C aedekrtamu co-
€VNHNTENBHOWN TKaHW, Lienecoobpas3Ho paccmMaTpuBaTth
Kak 3aboneBaHusl, aCCOLMNPOBaHHbIE C BPOHXONEroy-
HbIM CUHOPOMOM, B CBSI3V C BO3MOXHOCTbIO X MaTOMOP-
®032a 1 B3aMOOTSAroLEHUS.

lMnaH o6cnenoBaHus: MCKT OrK, dbC, ®B/, npoba
¢ 6poHxonnTrkoM, IxoKI, KoHCYbTaLys MyAbMOHOJIOra.

4.4.19. Cuugpom naToNorum nuuieBapuTesibHOMN
CUCTEMbI

ABGLOMVHANbHBIA FeMOAMHAMUYECKUA CUHAPOM Mpu
avcnnasum coeaMHUTENbHOM TKaHW NpeacTaBnseT cobom
KITMHUKO-DYHKLMOHANbHbIA CUMNTOMOKOMIJIEKC, Xapak-
TEePUIYILWKWIACA HA3KMMM Noka3aTensaMm 00 beMHOMN CKO-
POCTM KPOBOTOKA MO 06LLEeli Ne4eHOYHOWN, Cene3eHoYHOoN’,
BepxHel 6pbikeevyHon apTepusM 1 BOPOTHOI BeHe, He-
[OCTaTOYHbIM NMPUPOCTOM 06BEMHOI0 KPOBOTOKA MO CO-
CyAaMm 4pPEeBHOro CTBOMA B MOCTNPaHAMANbHOM NEPNoae
1N 0BYCNOBNEHHbI CTPYKTYPHLIMU U3MEHeHnsaMn abpo-
MWHasbHOM COCYANCTOM CUCTEMbI, 0COOEHHOCTSMU BETe-
TaTMBHOW PErynsaumm coCyaucToro TOHyca, LLeHTpasibHOM
reMoauHaMmnkun, xapakTepom ckeneTonaTum, ANCnIacTm-
KO3aBMCUMbIMU N3MEHEHUSIMI OPraHOB NULLEBAPEHUS.

Ona naumeHToB XapakTepHbl Xanobbl Ha 6051 B XU-
BOTE HEOMPEOENIEHHOM NoKann3aumm, WN3Xory, OTpbiX-
Ky, B34yTWe XWBOTA, HEYCTOMYMBbLIAN CTyn. Kak npasuno,
B 9TOM CJlydae OMarHOCTUPYKOTCS OMCKMHE3UU OpraHoB
Xenyao4yHO-KULIEYHOro TpakTa, AyoOeHoracTpasibHble U
racTpoadodareasnbHble pPedoKCbl, HECOCTOATENbHOCTb
CHUHKTEPOB, ANBEPTUKYbI NMULLEBOAA, KULLEYHWKA, MPbl-
XN NULLEBOAHOMO OTBEPCTMSA Anadparmbl, NTO3bl OPraHoB.

Haunbonbluee BAVSIHNE HA KIMHUYECKUE MPOSIBNIEHUS
OCT okasbiBaloT NOCTNPaHAVaNbHble HAPYLLIEHUS reMo-
OVHaMUVKN, onpefensiouwme BblPaXeHHOCTb FaCTPOUH-
TECTUHANbHbIX MPOSIBAEHU U MPU3HAKOB HEAOCTATOuY-
HOCTU NUTaHUS.

lMnan obcnenoBaHns: DIrAC, ®KC, wuppurockonus,
Y3 abaomuHanbHoe, ynbTpacoHorpagus ¢ aornnnerpa-
¢ueri cocynoB OPIOLLIHOM aopTbl, PEHTIeHOCKOMUS Xe-

nyaka. «Kputndeckumu» 3HavYeHusIMU, OrnpeaensioLmnmMm
Hanname y naumeHtoB ¢ ACT HapylweHwii abaoMuHaslb-
HOVi reMoAvHamMuky MO JaHHbIM Y/bTPa3BYyKOBOM [AOr1-
nneporpapuy, SBASIOTCS: ANAMETPbI BOPOTHOW BEHbI
meHee 9,0 MmMm; 00Lieri Nne4YeHOo4YHOV apTepun — MeHee
4,1 MM; cene3eHo4Hov aptepun — MeHee 4,2 MMm; Ha-
ToLak 06bemMHasi CKOpOCTb M0 BOPOTHOW BEHE — MEHee
1223,0 mn/MuH, no ob6Lieri ne4yeHo4YHou apTepun — Me-
Hee 347,0 MI/MUH, MO CENe3eHOYHOU apTepun — Me-
Hee 410,0 ma/MuH, no BepxHelr OpbiXee4yHol apTe-
pun — MeHee 671,7 Mi/MUH; B MOCTApaHanaabHOM
nepuoge obbemMHasi CKOPOCTb M0 BOPOTHOV BEHE — MEHee
1751,0 ma/mMuH, no obLueri ne4eHo4YHoOU apTepun — Me-
Hee 502,0 mMs/MUH, 10 CEEe3eHOYHOW apTepun — MeHee
574,5 mn/mMuH, o BepxHeri 6pbixXeedHol apTepuy — MeHee
910,5 ma/MuH; B nocTnpaxanaibHOM rnepuoae AnacTosim-
yeckasi CKOpOCTb KPOBOTOKA 0 BEPXHEN BpbiXee4yHou ap-
Tepuy — 6osnee 38,5 cm\cek; HaToLLak rno YpeBHOMY CTBOJTY
CUCTOIMHYECKasl CKOPOCTb KpoBoToka — 6onee 160 cMm/cek;
ZIMacTosIm4yeckasi CKopocTb KpoBOTOKa — 6osiee 46,0 cm/cex.
lpy Hannunun ykasaHHbIX AOMNMIEPOrpapuyeckmx npusHa-
KOB r1okas3aHo MnpoBenAEeHNE MYJIbTUCTINPATIbHON KOMIbIO-
TepHow aHrmorpagdumn. KoHcynbtaumss raCTpOSHTEPOI0ra.

4.4.20. CuHgpomM NaTtonornm Mo4YeBbigenuTerb-
HOW CUCTEMbI

K BucuepanbHbiM nposieneHuam OCT CO CTOPOHbI
BEPXHUX MOYEBbIX MyTEM OTHOCATCA HEDPONTO3, My3bIp-
HO-MOYETOYHUNKOBLIN PedokC, aTOHMS YalleyHo-oxa-
HouyHOW cucTemsbl (HYJ1C) — yMeHbLUeHne o6bemMa Noyvkn c
yBenunyeHnem ob6bema rnovyevHoro CMHyca 1 noyYeyHom no-
xaHkun. Kpome Toro, Hepenko ACT nposiBnsieTcsa Ha poHe
NMOPOKOB 1 aHOMasnuin pa3BUTUS BHYTPEHHWUX OPraHoB U B
yacTHOCTU noyek. 1o gaHHbIM psiga aBTOPOB, Yy NaLMEH-
ToB ¢ [JCT 6blnu BbiiBNIEHbI @HOMaNUM CTPYKTYPbI NoYek
(MONMKNCTO3, NPOCTLIE (CONMMTaPHbIE) KUCTbI); aHOMannu
KONnyecTBa (annasus, HernoJsIHOe yaBOEHMe rnoyek), Be-
ANYMHBI (rMNoNaasns NoYek), NMOOXKEHUs (aucTtonus) n
B3aMMOOTHOLLUEHNS Mo4Yek (NoakoBoobpasHasi Mnouyka);
aHOMaJINK YaLleYHO-JI0XaHOYHOM CUCTEMBbI (MOJIHOE U He-
nonHoe yasoeHune YJ1C); rugpoHedpo3 1 nx co4eTaHms.

HedponTo3 MoXeT He UMETb KIIMHUYECKUX MPOSBIEHN
1 OMarHOCTMPOBATLCS MPU MHCTPYMEHTanbHOM obcneno-
BaHUN. CoyeTaHne HedponTo3a M pedniokcoB Crnocob-
CTBYET BO3HVUKHOBEHMIO PELMOVNBUPYIOLLLEN N XPOHMYECKOM
ypouHodekumn. OCHOBHBIM  KJIMHMYECKUM MPOSIBIEHVNEM
nebiota 0CTPOro 1 060CTPEHUSI XPOHNYECKOro nuesioHed-
puTa B «KJIaCCMYECKOM» BapuaHTe ABASIOTCS Xanobbl Ha
06wyt cnabocTb, NOTIMBOCTb, FOSIOBHYO 60Jb, ObILLKY,
6onn n/mnn amckomdopT B MOSICHMYHOW obnacTtu, Anay-
puyeckme pacCTPOKCTBaA, PexXe Ha nmxopanky ¢ 03Hoba-
Mu. OgHako y naumeHToB ¢ CT nepBoHayanbHoe obunve
Xanobd Ha CHWXeHne paboToCnoCOBHOCTU, YXyALleHue
NepeHOCMMOCTM  PU3NYECKUX U  TMCUXO3IMOLMOHANbHBLIX
Harpy3okK, MOBbILLEHHYIO YTOMJIIEMOCTb, BAJIOCTb, 0OLLYIO
cnabocTb, Pa3apPaxXnTENIbHOCTb, CHUXEHNE KOHLLEHTPaUMn
BHMMaHWS, NaMSATU, NIOXOM COH, anaTuio, NOTIMBOCTb, Me-
TEOTPOMHOCTb, 396KOCTb U T. [i. MOXET CYLLECTBEHHO 3a-
TPYLHSATb ANArHOCTMKY 3a60neBaHus.

KnuHunyeckyto kapTuHy 3abofieBaHUS U3MEHST UC-
XOAHble HapylleHus nmmyHuteta npu OCT, o6ycnosnusas
nmbo oveHb Tsxkenoe, NMBO BsnoTekylee, 6e3 BblpaxeH-
HbIX BOCMANINTENbHbIX MNPOSBNEHUNA, TeYeHNne NHOEKLMOH-
Horo nopaxeHust YJIC. MNpeobnagaHve rmnokKMHETUYECKOrO
TMNa KPoBOOOPALLEHMS, HANNYNE BEFETATUBHON ANCOHYHK-
LMK MO CUMMNATUKOTOHMUYECKOMY TUMY, YBESIMYEHME XECTKO-
CTn cocyamcTon cteHkun npu ACT nprMBOASAT K HapyLUEHMIO
no4yeyHom remoamHammnkmn. Kak B nepmom 0CTporo Bocnann-
TenbHoro npouecca YJ1C, Tak 1 nocne ero KynmpoBaHus y
naumMeHToB OTMeYatTcsa GOPMMPOBAHME BEHO3HOW rvnep-
TEH3U1M, NOBbILLEHNE NNHENHBIX CKOPOCTHbIX NapamMeTpoB
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KPOBOTOKA B OCHOBHOW MOYEYHOW WU MHTPapEHanbHbIX ap-
Tepuax. AnutensHasa runepnepdyauvst n runepdunsrpaums
paccMaTprBaloTCS B HACTOSILLLEE BPEMS B KQYECTBE OCHOB-
HOMO HEMMMYHHOrO MexaHu3ma MpPOrpecCUpPOBaAHUSA XPO-
Hu4eckol 6one3Hn novek (XBI). YeyrybneHunio HapyLLeHnin
reMoauHamMuKn npu MHGOEKLUMOHHOM Mpouecce crnocob-
CTBYET TaKxe MpOrpeccupoBaHve 3HAOTENVanbHOW Auc-
QyHKUMN. 3aTHKHOMY, HEpPeOKo PeLMaBUPYIOLLEMY Teye-
HUIO NenoHedpuTa CnoCcOBCTBYET HANIMYMNE Y MALIMEHTOB C
OCT BpOXAEHHBIX MOPOKOB M aHOManNuin pa3enTms no4ek. B
CBSI31 C aTUMNYHOCTbLIO KITIMHNUYECKOW KapTUHbI NnenoHed-
puta Ha doHe ACT n TeHaeHUMEN K Pa3BUTUIO U MPOrPeccu-
poBaHuio XbI pekomeHayeTcs yrnybneHHbln AnarHocTuye-
CKWIA MOUCK C LieJIbl0 PaHHEro BbISIBAEHWS NenoHedpuTa.

lnaH obcnenoBanusi: OAK, OAM, oueHka anbbyMuHy-
pun, NO3BOSIIOLLIEV NOATBEPAUTL HANYNE CYOKIMHNYECKO-
ro re4eHust nHeekummn Y4J1C, ocobeHHo y naumeHTos ¢ [ACT;
r10CeB MOYU Ha MUKPOJIOPY C ONPEAETIEHNEM HyBCTBUTETb-
HOCTY K aHTnbakTepuasbHbIM rpenaparam,; OUOXUMNYECKNiA
aHann3 KpOBW: OrpeneseHne ypoBHS 3JIEKTPOJINTOB, MOYe-
BUHbI, MOYEBOWV KUCJIOTbI, KpeaTuHuHa (C 0053aTesibHbIM
pacyetom CK® no metoay CKD-EPI). YunteiBas Hanvuve y
naumeHToB ¢ ACT HapyLLeHni BHYTPUNO4Ye4YHoV reMoanHa-
MUKW, NMoKa3aHo onpeneneHne QyHKUMOHaIbHOro pe3epsa
rnoyek no meroay J. Bosch ¢ coasr. (1983), kak 6onee paH-
Hero mapkepa CHvixxeHus: yHKLUnM rnoyek; Y3U noyek ¢ npu-
MeHeHueM aonraeporpapun. [aa amarHoCTuky peiok-
coB, aroHun YJ1C noka3aHo onpeneneHne CyTo4Horo putma
CMOHTAHHOIr0 MOYEUCIyCKaHusl, PeTporpaaHas LumcToma-
HOMETPUS, UMCTOrpapusi, IKCKpeTopHas yporpagus, MuK-
umoHHas umctorpagus. MCKT ¢ koHTpactupoBaHuem, MPT
(npegnoyTuTenbHa npu 6ePeMEeHHOCTN 1 HENepPeHOCMO-
CTV KOHTPACTHOIro BeLLecTBa) OyayT nose3Hsl AJ1s BbiiCHE-
HUYSI CTPYKTYPHBIX HaPYLLEHWI MOYEK 1 UX CocyaoB. laumeHt
J10JKEH ObITb KOHCYJ/IbTUPOBAH YPOJIOrOM, a NPy CHUXEHUN
CK® <60 mn/MuH/1,73 M? — He(poorom.

4.4.21. CuHapom NnaTtonornum opraHa 3apeHus

MauneHTbl NPeabABNSAIOT Xanobbl HA CHUXEHME 3pe-
Hus. Mpun obcnegoBaHUM Yy OKyIMCTa ANArHOCTUPYETCS
MUONUS, BbIBUX (MOABbLIBUX) XpycTanmka. Muonus npo-
SIBNSIETCS B Pa3/INyHblE Nepuoabl XN3HU, y 6ONbLUMHCTBA
o6cnenoBaHHbIX — B LUKOJIbHbIE roApl (8—15 neT) n npo-
rpeccupyet Ao 20-25 net. B HeKOTOpPbIX Cy4asix oHa Be-
[EeT K OTC/IoliKe ceT4aTku.

Kpome xanob Ha CHUXeHWE 3peHns, nauneHToB 6ec-
NMoKOUT YyBCTBO AaBfieHus, auckomdopTta B obnactu
rnasHbix 670K, ronoBHas 60/b, CBA3aHHASA C ANUTENb-
HbIM HaNPsS>XXeHNeM rnas.

lMnaH o6cnenoBaHs: KOHCY/IbTaLMs OKyMcTa.

4.4.22. CUHAPOM UMMYHOJIOrMYECKUX HapyLUEeHW

HapyweHua GyHKUMN MMMYHHOW cucTembl npu ACT
Ha KIMHNYECKOM YPOBHE B OCHOBHOM MPOSIBAAOTCHA CUH-
OPOMOM BTOPUYHOIO UMMYHO4ePULMTA, XapaKTepuayio-
LLLEroCs HaJIMYMEM 3aTSXKHbIX, XPOHNYECKMX MO0 YacTo
peunamsmpyomx 3aboneBaHnin NHPEKLMOHHOIO reHe-
3a (bakTepuanbHON, BUPYCHOW, rPUOKOBOMN 3TUONOIMNK),
TOPNUAHbIX K TPAOUUNOHHOM Tepanmu. Y MeHbLUen Yac-
TV NauMEHTOB DUKCUPYIOTCA NPU3HaKn GopMmnpPoBaHUs
ayTOMMMYHHOIO WUx afieprmyeckoro CUHAPOMOB.

Jncnnactuko3aBrMCcuUMbIE NU3MEHEHNS B UMMYHHON CU-
cTemMe BbipaxaroTcs B GOPMUPOBAHUN MMMYHHON HEeao-
CTaTOYHOCTU, NPOSBASIOLENCS B CHUXEHUN CMOCOOHOCTH
T-kneTok K nponudepaunn noa aenctenem mmutoreHa Ora,
B pgedunumte nammdboumTos, akcnpeccupyowmx CD3+-,
CD4+-monekynbl. B psaae cnyyaeB KeTOYHbI UIMMyHOE-
GUUNT COoYeTaeTCsl C HeAOCTaTOYHOCTbIO darounTapHom
AKTMBHOCTU HENTPODUNOB, CHUKEHNEM YPOBHSI CPEAHUX
WMMYHHbIX KOMMJIEKCOB, CbIBOPOTOYHOIO WMMYHOMI00Y-
nvHa knacca A v runepnpoaykumein nmmyHornobynmHa E
n G. OcobeHHOCTbIO UMMYHHOro ctatyca 6onbHbix OCT,
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CTpajaloLmx peunanBmpyoLLMm, XPOHNYECKMMI BOCna-
nnTenbHbIMK 3a60N1IeBaHNSMU, ABNSETCS YrinyOneHne nm-
MYHHbIX HApYLUEHWIA, NPOSIBASIOWMXCS B O0Mee BblpaXeH-
HOM CHWXEHWUU YMCNEHHOCTU B nepudepmnyeckon Kposu
CD3+-n1Mm@ounToB 1 HapyLleHnn bnactrpaHchopmMaumm
T-kneTok nop oenctenem mmutoreHa Pra.

lMnaH o6cnenoBaHus: OOLLEKINHUYECKNI aHaamnm3
kposu, CPB, nccnenoBaHne MMMYHHOIro ctatyca, KOH-
cynbTaumns UMMYHOJIOra.

4.4.23. lemopparn4eckuii CUHAPOM

MauneHTbl MOryT NpPeabsBASaTb Xanobbl HA NeTexm-
anbHble KPOBOU3NMSHWS, Nerkoe o6pasoBaHne remaTom,
KPOBOTOYMBOCTb [€CEH, HOCOBblIE KPOBOTEYeHUs. [pu
obcnenoBaHUN OUArHOCTUPYIOTCS pasfiMyHble remMarto-
JIoOrMyeckme CUHAPOMbI (reMornobuHonaTum, CUHAPOM
Panpio — Ocnepa — Bebepa, HacneancTBeHHas AUCHYHK-
ums TpombounToB, cuHApom Bunnebpanaa, rmneparpe-
raumsi TPOMOOLNTOB, NEPBUYHbIA aHTUHOCHONNNNLHBIN
CUHIPOM, FMNeproMOUNCTENHEMMUSA U T. A.), MOXET Bbl-
ABNATLCA CrnjeHomeranusi. TUNnMYHbIM NPU3HAKOM KpPO-
BOTOYMBOCTU MUKpOLMPKYyNnaTopHoro Tuna npu AOCT
SIBNIIETCA MHTEHCUBHOE KPOBOTEYEHNE BO BPEMS U Cpa-
3y nocsie TPaBMUPYIOLMX BMELLATENbCTB: 9KCTpaKLum
3y6a, afleHOTOMUM, NoApPe3aHns y3Oeukn A3blka; BO3-
MOXHa MOBbILLIEHHAsA KOHTAKTHas PAHUMOCTb CIIN3NCTbIX
obonoyek npu GubporacTpockonuu, LMUCTOCKOMUN U
Apyrmx npowenypax.

He meHee BaxHOI Oka3blBaeTCA U ANHaAMMKa remMop-
parvyeckux NpPOsIBIEHU BO BpeMsi BEpemMeHHOCTU C
OOHOBPEMEHHbLIM YCUNEHMEM KOarynsuMOHHOM aKTUB-
HOCTM B KPOBEHOCHOM pycne npu gedpuumte uam CHu-
XXEHUW aKTUBHOCTU dakTopa BunnebpaHaa v npuaHakax
TpoMbouuTonaTnun unm TpomboumnToneHuun. Mpu aTom
N3HavyasibHble reMopparn4yeckme NPosiBNIEHNS B CUCTE-
Me remocTasa, BcTpeyvatowmecs npu CT, okadbiBatoTCA
B3aMMOCBSA3aHbl C Hanuuvem TpombouuTonatum, Ha-
pyLUEHMEM peakLnii BbICBOOOXAEHUS, aAresnn TPOoMm-
60ouMTOB, HapyLleHMeM peTpakuMm Cryctka, aHu3ouu-
TOo3a TpomMOGOUMTOB U apuTpoumnToB. C yBennM4yeHneM
Xe cpoka 6epeMeHHOCTU Bbllleyka3aHHble U3MEHEHUS
reMoctaza MOryT peanm3oBaTbCs FeMOKOoaryasiLMoH-
HbIMW COBUraMun B CTOPOHY YCUIIEHUSI MPOLLECCOB CMOH-
TaHHOM M WUHAOYUMPOBAHHOW arperauum TPoMOOLMUTOB,
yBeNINYEHNS TPOMBOOreHHOro NoTeHUMana KpoBM 3a CHET
MOBbILLEHUST YPOBHSA GUOPUHOreHa, HapyLIEHWU nonu-
Mepusaummn GubpuH-MmoHoMepoB (PM) — ykopoyeHus
BpeMeHn camocOopkm PM n nHrmbmnposaHUsa CUCTEMbI
durbpurHonmsa.

HeonddepeHumposaHHbeie OCT, accoummpoBaHHbIe
Cc nedektamMm reHoB reMocTtasa, XxapakTepuaylTcs Bbl-
COKOI 4acTOTOl reHeTndecknx TpoMbodunmin. KnuHum-
4YecKkMe COCTOSIHMSA OTpaxatoT MOBbILLEHNE CBEPTbIBAHUS
KPOBU, NPOSIBASIOTCS TPOMOO3aMu PasnMyHON nokanu-
3auMmM B 3aBUCUMOCTM OT PaCnosioXeHus COCyaoB, Nu-
TalLWmx TOT UAM UHOW OpraH, NoaToMy CUMMTOMATMKA
y naumeHToB ¢ CT 6yneTt pa3dHoobpasHon. Y obcneno-
BaHHbIX AeBoYeK C HeanddepeHUnpoBaHHbIMU dopma-
Mn OCT ycTaHOBMEHA BbICOKas YacToTa ULIEMUYECKNX
HapyLUEHNN KPOBOCHaBXEHMSI COCYA0B FOSIOBHOIO MO3-
ra. Yxe B NnoApOCTKOBOM BO3pPacCTe y HUX BbISIBASIOTCSH
MWEMMYECKME aTakn WU PeEUUAMBUPYIOLLNE TMPUCTYIbI
MuUrpeHun. Bo Bpems 6epemMeHHOCTN XXe HEMOTHOLLEHHas
niaLeHTaLms B pe3ynbraTte XPOHNYECKMX TPOMOOreHHbIX
COCTOSIHUI Y Takux NaunmeHToB NPUBOAUT K 3HAOTENMO-
naTum n GOPMUPOBAHUNIO TUMNYHBIX OCIIOXHEHWU Bepe-
MEHHOCTU, B TOM 4YMUCNE MNPUBbLIYHOIO HEBbIHALLUMBAHUSA
6epeMeHHOCTU, BHYTPUYTpoOHOW rmbenu nnoga, nna-
LLeHTapHOM HeaoCTaTOYHOCTU M Npeaknamncun. NoaTo-
My axorpaduyeckmne MeTonbl UCCNeaoBaHUsS COCYAOB
3KCTpakpaHnanbHOro YpoBHS Hanbonee NpMeMeMbI Ha-
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psay ¢ onpeneneHmemM MapkepoB akTuUBaLnm CBEPTLIBA-
HUa n GubpuHonuaa y naumertos ¢ ACT.

B xone n3y4yeHus cBs3n TPOMOOTUYECKMX HApYLLUEHWN
1 AMCnaasnm CoeanHUTENbHON TKaHW YCTaHOBIIEHO, YTO
OVCNNasny CoeaAnNHUTENIbHOM TKaHM, aCCOUVMPOBaHHbIE
C HOCUTENIbCTBOM NPOTPOMOOrEeHHbIX asnesibHbIX MNoJn-
Mop®dU13MOB, NpoTekalT Bonee TAKENO U XapakTepu-
3yI0TCSA CpaBHUTENBLHO 60see YacTbiM BO3HUKHOBEHMEM
TPOMOO30B pas3nn4Hon nokanusauum. B cootseTcTBUM C
JaHHbIMU CCneaoBaHin MOXET ObITb MpeasioxkeHa cne-
aywouias knaccudukaums TpPoMOOTUHECKMX HapPYLUEeHWI
remocTtasa npu ACT.

Knaccudukaumsa Tpom60TUHECKMX HapyLLEeHWi re-
MocTa3a npu HeaudepeHumpoBaHHbix popmax ACT

I. AccouyummpoBaHHbIE C HOCUTEJIbLCTBOM [MpPO-
TpoMb6oreHHbix AHK-nonnmopguamos v gpyrumu
¢pakTopamu TPOM6OOreHHoro pucka

Il. He accouymnmnpoBaHHbI€ C HOCUTEJIbCTBOM MPO-
TPpOoM6OreHHbix AHK-nonnmopdu3amos v n3BeCTHbI-
My pakTopamu TPOM6BOreHHOro pucka

MpeaukTopbl TPOMGOTUYECKUX OCIOXKHEHU Npu
HanM4YMm ANCNaasvm COeAUHUTENIbHOM TKaHn

A. HocuTenbCTBO annenbHbiXx NOIMMopduU3MoB Npo-
TPOMOBOTMYECKO HanpaBNEHHOCTHU

B. Hannume cemeiiHoro TpoM60TMHECKOrO aHamMHe3a

B. Hannune TpomMOGO30B 1 KPOBOTEYEHU B JINHHOM
aHamMHese

I HapyweHns co CTOPOHbI TPOMOOLIMTAPHOIO reMo-
cTasa M30/IMPOBAaHHO UM B COYETAHUN C YBEINYEHNEM
KOnn4yecTBa/HapyLeHeM obbema 1 GopMbl IPUTPOLM-
TOB

[. HapyweHns co CTOPOHbI KOAryasuMOHHOIO remMo-
cTasa

E. HapylweHus B cucteme pusnonornyecknx aHTmko-
arynsiHtos u pubpuHonnaa

XK. KomMOUHMpOBaHHbIE HapylleHUst B pa3HbIX 3Be-
HbSAX CUCTEMbI reMocTasa

A. HocutenbCcTBO annenbHbIX NOAMMOPPU3IMOB
NPOTPOMGOTHNYECKOW HAaNPaBIEHHOCTU

Kneto4Hbiti remocta3s (TpoM6oLUTaPHbINA)

TpombouuTtapHbii rnkonpoTeunH I (VNTR)

TpombouunTapHsblli mmkonpoTeunH lo (C807T)

TpombouunTapHsblii rmmkonpoTteunH llla (T1565C)

TpombouunTapHbii rmmkonpoTenH 6 (C683T)

rOBbILLEHVE KOJIMYeCTBa peLernTopoB arperaunm Ha
MoBEPXHOCTY TPOMOOUMTOB, yCUneHne GyHKUMN TPOM-
6ounToB

Mna3meHHbIVi reMmocTas, ¢pu3anosIornyeckne aH-
TUKOArynsiHTbl U GuGPUHOIN3

®ubpuHoreH B (G-455A)

dunbpurHoreH y (C10034T)

MOBbILLIEHNE KOHUEeHTpauum GubpuHoreHa

Il koarynsumoHHbIn pakTop (MPoTpoM6uH) (G20210A)

IX koarynsuunoHHbIn paktop Kpuctmaca (A25386G)

V koarynaumoHHbii dakTop JlengeHa (Arg353Gin)

VIl dpakTop (npokoHBepTuH) (G10976A)

VIl koarynaumnoHHbln daktop (C3951G)

XI koarynaunoHHsii daktop (C22771T)

runepnpogykums VIl v IX pakTopoB cBepTsIBaHUS

Xl koarynaumoHHbii paktop (XaremaHa) (C46T)

NHrmbuTtop aktmeatopa nnas3MuHoreHa | Tuna (675
5G/4G)

npeapacrnosioXeHHOCTb K CHUXEHWIO GUOPUHOANTU-
4eCKOV aKTMBHOCTU /1a3Mbl KDOBU

Benok C (MHaKTMBaATOpP KOAryssaLMOHHbIX (akTopoB
VaunVllla) (G4919A)

Benok C (MHakTuBaTOp KOarynsiLuMOHHbIX GakTOpPOB
Van Vllla) (A2583T)

MHrmbuTop nnasmeHHbliXx ¢GakToOpOB CBEPThIBAHUS
KPOBW (aHTUTPOMOWH III)

HapyweHune meTtabonnama MeTUOHUHA

MeTtuneHteTparugpodonat gerngporeHasa (G1958A)

MeTtunentetparngpodonatpenykrasa (C677T)

MeTunoHnHCHHTa3a-penykrasa (A66G)

HapylueHusi B paboTe @osaTHOro umkna rnpuBoasit
K runeproMouncTenHeMuy, nOBPEXAEeHNIO KIIeTOK 3H-
A0Tenust, MHrMbnpyeTcs CUHTE3 MPOCTaLUnKINHa, rnpo-
nexoanTt aktusaums gaktopos V n VI, TopmoxeHne ak-
TuBaumn npotemnHa C, 6710kaana cBsi3biBaHVSI TKAHEBOIO
aktyBaropa naasmuHoreHa (t-PA) aHpoTesnvasibHbIMu
KeTkamu, ycuneHve arperaumm TpomooumnToB

BHaoTennonaTus

OHpotenuH | (G5665T)

OHpoTtenmanbHas NO-cuHTasa (G894T)

OHpoTtenmanbHas NO-cuHTasa (VNTR)

oHpoTennanbHas ancyHkums, ocnabreHve Ba30-
annaraumm, ycuaeHue ToHyca COCYANCTON CTeHKU, ak-
TUBAaLWsi CBEPTHLIBAIOLLEN CUCTEMbI KDOBU

B. TpomGoTUYEeCKNiA cCeMeliHbIi aHaMHe3

Tpom603bl y 6AMXKaNLLMX KPOBHbIX POACTBEHHMKOB
1-1i n 2-1 cteneHn poactea (cubekl, NONYCUOCHI, Poan-
Tenu, npapoanTenn)

NH®apkT muokapaa, ocTpoe HapyLeHne MO3roBoO-
ro kpooobpatueHuvsi, ¢reboTpomb603, TPOMO0IMOO-
J11s1 IEFOYHOV apTepPun, MUrPEHb, NLLEMUYECKNE aTaku,
niwemmyeckas 60s1e3Hb cepala

B. KpoBoTeuyeHus u TpoM603bl B IMMHOM aHaMHe3e

KpoBOTOYMBOCTb MUKPOUMPKYASITOPHOro tuna (ne-
TeXnasibHO-MNSITHUCTbIE KPOBOU3J/INSIHUS B KOXY, HOCOBbIE
U fECHEBbIE KPOBOTEYEHWS, KPOBOTEYEHVS PV ropesax
W npuv aKcTpakumm 3yba, KULLEYHbIE KPDOBOTEYEHMS), Ma-
TOYHbIE KPOBOTEYEeHUs1 rnybepTaTrHoro nepuoaa, kKpoBo-
Te4YeHus: BO BpemMsi 6epeMeHHOCTU 1 POLOB, KPOBOTeYe-
HUSI Py onepaTvBHbIX BMELLATe/IbCTBax, B TOM Y/AC/Ie Ha
opraHax maJioro Tasa

. HapyweHus TpomMGoOUMTaApHOro remocTasa
N30JINPOBAHHO WM B COYETaHUU C yBeJIn4eHuem
KonuyecTBa/HapyweHuem o6bema u ¢popmMbl 3pu-
TPOLMUTOB

AuncpyHkums TooMOOUNTOB U M3MEHEeHWE CBOVCTB
SPUTPOLMNTOB C YCUTEHWEM CIMOHTaHHOU U WUHAYLMPO-
BaHHOW arperauyMoHHO akKTUBHOCTY TPOMOOLMNTOB

1. AnsarperaumoHHsie TpomboumnuTonaTtum

2. TpombouUnTONEeHUS

3. luneptpomb6oLUNTO3

4. HapyweHne ob6béma v popMbl 3pUTPOLUTOB

5. Monurnobynns

A. HapyweHus co CTOpPOHbI KOaryasiLMOHHOro
remocTasa

— AKTuBaumsi CBEPThLIBaHWS KpoBu (ykopoyeHune TB
u/mnn AMTB)

— YBenunueHne ypoBHSI MapkEpoB TPOMOMHOOBPa30-
BaHus u GubPUHOM3a B 11a3Me KPOBU: KOHLIEHTPALNMN
P®OMK v/van D-gumepos

— YcuneHue reHepaumn TpoMOuHa (B TeCTe reHepa-
Lum TpoMbuHa)

- AncpubpuHoreHemus (HapyLueHne camocbopkim/
noavmepuaasmm pubpyH-MoHOMEPOB)

E. HapyweHus B cucteme puU3nNonorn4yecknx aH-
TUKOArynsgHToB u pubpuHonusa

Yrnetenne Xlla-kannvkpenH-3aBncumoro pubpuHo-
13a, MOBbILLEHNE YPOBHS M/1a3MUHOME€Ha, CHUXXEHVE akK-
TUBHOCTU aHTUTPOMOUHA Ill, CHUXeHne akTMBHOCTU Mpo-
TeuHa C, NoBbILLIEHHbI YpOBEeHb MHrMbuTopa npotemnHa C

)XX. KomMOuHMpOBaHHbIe HapyLleHUs B pa3HbIX
3BEHbSIX CUCTEMbI FeMocTa3a
MrHopupoBaHme TPpoMOOTUYECKOrO0 aHaMHe3a N He-

CBOEBPEMEHHAas OMarHOCTMKa HapylleHuin B Ccucteme
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remMoctasza MOryT CAYXUTb MPUYMHON TAXENbIX, He-
NMPOrHO3MPYEMbIX OC/IOXXHEHWUI Y NAUMEHTOB C Heaud-
depeHumpoBaHHbIMM dopMamMn gucnniasmm CoeauHu-
TENbHOW TKaHW. BbIIBNEHME CTENeHu BblPaXXeHHOCTU
OMCNNACTUYECKNX NBMEHEHNI, 3aBUCALLMX OT JePEeKTOB
pas3BUTUSA PbIXJION 1 TBEPOON COEOVUHUTENIbHOW TKaHu
B opraHax W cucrtemax, criocobcTtByeT apdekTMBHOMY
NMPOrHO3MPOBaHUIO TeYeHusi 3abosieBaHUs U CBOEeBpe-
MEHHOI KOppeKuun.

Taknm 06pasom, MHOroobpasune NanuTPbl HAPYLLEHNIA
remMocTasa, XapakTepHbIX OJ19 reMaToMe3eHXMMasbHbIX
aucnnasuii, ydeHne o KoTopbix 6b110 Havato 3. C. Bap-
karaHom B 80-e roapl XX Beka B Hallel cTpaHe, TpebyeT
JanbHEenLWnX pa3HOCTOPOHHUX MCCNeoBaHNMi, B TOM YMC-
Jie 1y NauMeHTOoB C AMcrnnasmen CoOeaANHNTESTbHOM TKaHW.

Bbicokasi yacTtoTa CONPSXXeHHOCTU aHrnogucnnasni
M HacnenCcTBEHHbIX TPOMBODUNUIA, coveTaHme TPoMbOo-
dunuii c TpoMmbounTONaATUAMU, XapakTepHbiMu ansa ACT,
OVKTYyeT HeoOXOAMMOCTb W3Yy4eHUS WHOMBUAOYaNbHOIO
reMoCTasnosiorMyeckoro npodung Kaxaoro 605bHOro
0N Ha3HAYeHNS aleKBATHON KOPPEKLINN.

lMnaH obcnenoBaHusi: pa3BepHYTbIVi aHan3 KpOBU,
koarynorpamma. CKPUHWHIOBbIM TECTOM TpomM6ouu-
TOnaruvi IBJISETCS BPEMSI KDOBOTEYEHUSs, nNpuyemM crie-
AYEeT cunTatb ero YAJIMHEHHbIM NPy rnokasaHusix 6osee
5 MUHYT. YTOuHsIIOWMMKY TecTaMu SBJSIIOTCS arperauus
TPOMOOLIMTOB Ha CTEKJ1e (Cek) nnm Ha arperomeTpe (%) ¢
pasnndHbIMu nHaykTopamu arperaunv (AL®, konnareH,
aapeHasnH, puctoMmuumH). KoHcynbTaums remarosiora.

4.4.24. CuHgpomM aHemMum

Mo oTHOLWEHUIO K gMcnna3nm CoeauHUTENbHON TKa-
HVM aHEMWIO MOXHO pacCcMaTpuBaTb B OBYX OCHOBHbIX
BapuaHTax. B nepBom BapuaHTe aHemus npencrasns-
eT coboi coyeTaHHOe ¢ amcnnasuvein 3aboneBaHme Un
cuHapom. MpumepamMmn TakmMx NaTONOrMYEeCcKUx COCTO-
SHUA ABNAIOTCSA OCTPble MOCTreMopparn4yeckne aHe-
MUK, anaacTuyeckme aHemMmun, HacneacTBEeHHblEe FemMo-
rnobuHonaTnumM, HacNeaCTBEHHbIM MUKPOCHEPOLMTOS,
nNpruobpeTEHHbIE TEMOJIMTUYECKME aHEMUU MPU OTpaB-
NEHUSAX XUMUYECKUMU BeELLECTBAMU, WHPEKLNOHHbIX
3a00/1eBaHUSAX, NEePEeNMBaHNSAX HECOBMECTUMON KPOBU,
nedbnumtHole aHemun. Hannumne OCT y naymeHTa oka-
3blBAET BJ/INSIHME Ha KIMHWYECKOE TEYEHWEe aHemumye-
CKOro CUMHAPOMA, OLHAKO AaHHbIN (akT B HacTosulee
BpPEMS 0CTaeTCsl Manon3dyyeHHbIM. BO BTOpomM BapuaH-
Te aHemus npeacTtaBnsieT cobon conytcTytowme ACT
M3MeHeHns. Hanbonee 4acTo B KIIMHMYECKOW MpakTuKe
MOXHO HabnogaTb aHeMun, 0OyCJIOB/IEHHbIE XPOHUYEe-
CKOW WHeKunen, sHaoKpuHonatTuamMm (rmnoTupeos,
ayTOUMMYHHbIA TUPEOUANT); AePULNTHbIE aHEMUU NPU
MUKpO3eMeHTo3ax, conytcTeyowmx OCT; noctremop-
parm4yeckne aHemMmn NpuU remopparn4yeckmux remaTome-
3EeHXMMaJlbHbIX ANCNNA3USAX; FEMOIMTUYECKNE aHEMUU
NPy HaCNeACTBEHHbIX KOMnareHonaTusax, reMaTtoMe3eH-
XuManbHbIX gucnnasuvax, OBC-cuHgpome, memMbpaHo-
naTuax spuTpounToB. Hepeako npu ancnnasusx pa3su-
TVEe aHEMMYECKOr0 CUHApOMa 0OyCOBEHO HE OAHON, a
HECKONbKMMW NPUYNHAMMU.

CTpyKTypHas HEeMnoSIHOUEHHOCTb U CHUXEeHHas pe-
reHepaTvMBHasi CNOCOOHOCTb COEAUHUTESIbHOW TKaHu
COCyn0B OMpPenensioT NoBbILLEHNE YPOBHEN XPOHUYE-
CKOro BOCMaJieHUsl, MeHbLUYIO0 3PPEKTUBHOCTb Tpaau-
LMOHHbIX CXeM JieyeHus, 6onee OAUTENbHbIN Nepuoa,
BOCCTAHOBJIEHNS. YCTAHOBNEHO, YTO Npu Nt0BON Xpo-
HU4Yeckon nHpekumun, npoaonxatwuieica 6onee 1 me-
csiua, HabnpaeTcs CHUXeHne umdp remornobuHa oo
110-90 r/n.

lMnaH obcnenoBaHusl: pa3BepPHYTbIVi aHan3 KpOBU,
YPOBEHb CbIBOPOTOYHOIO Xesie3a, pepputmHa, KOHCYJ1b-
Taumns remarosiora.
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4.4.25. Cunapom octeonatumn

Mo coBpemMeHHbIM MpeacTaBfieHMIM B OCHOBE Na-
ToreHe3a noAaBfieHnst KOCTeoOpasoBaHUS NEXUT Mo-
pasneHne kaHoHuyeckoro WNT-KaTeHWH CUrHanbHOro
nyTn. NMOBbILLEHNE 3KCNPECCUN ero BHEKNETOYHbIX aH-
TaroOHMCTOB (CKNEPOCTMHA, CEKPETUPYEMOIO CBA3bIBAIO-
wero 6enka dpusenbaa 1, gukkonda 1) 6110 BbISBIEHO
B Ky/NbTypax KJIeTOK Npu BO3AeNCTBUM cynpaduranonorm-
Yyeckux 403 MIOKOKoOpTUKonaos. Kpome T1oro, nokasaH-
HbiM HaKTOPOM puckKa pasBmUTUS OCTEONOpPO3a U OCTeo-
naTtuii npu OCT aBnaetca aeduumnT B NPOAyKTax MUTAHUS
kanbuus, ButamuHa D n 6enka. MNpu aTtom BuTamuH D
UrpaeT BaXHYO pofb B perynaumm obMeHa kanbumsa v B
npoLecce KOCTHOro pemoaenmpoBanus. Jeduumt suta-
MuHa D, HapyweHus meTabonnama ButammHa D nnun me-
XaHM3MOB BOCMNpUATUS BUTaMuHa D n ero metabonmtoB
TKaHSIMM OpraHM3ama gBAgiTCS OOHUM U3 KITKOYEBbIX 3BE-
HbEB B NaTtoreHese 60bLUIMHCTBA HGOPM OCTEONOpPO3a, B
TOM yncne npu ACT.

B HacTosllee BpeMsa KanbLUMii B CO4ETAHUM C BUTA-
MUHOM D 9BnsgeTcqa OCHOBOW HYTPULMAIbHOW KOPPEKLNN
Ana NnpoduUnakTnku 1 nevyeHmns ocTeonoposa, ocTeone-
HUM N paxmuTa. BCE xe, npn npodunaktnke n nevyeHnun
3TuXx 3ab0NieBaHNin cneaoyeT yunTbiBaTh U Apyrue dakro-
pbl NuTaHusa. Hanpumep, coBpeMeHHble nccnenoBaHns
yKasanam Ha B3auMOCBS3b MEXY HEPBHOWM aHOPEKCUEN,
noTepen KOCTHOM MacChbl U MOBbILLEHMEM puUCKa nepe-
JNIOMOB BCreacTBue octeonopoda. Ob6ecneyeHHOCTb Ta-
KUMW nnUTaTesibHbIMU BELLLECTBAMW, KaK MarHun, Kanumn,
BUTaMUH B12 n BUTamMuH K, Takxe cnocobcTBYET yMEHb-
LEHUIO pyCKa NepesioMOB 3a CYET YNYyYLEHNS KOCTHOMN
MUKPOAPXUTEKTYPbI N YBEIMYEHUS MUHEPANIbHOM NIOT-
HOCTM KOCTHOW TKaHW. BOop MOXeT urpaTtb BaXHyt0 poJib
B MeTabonn3me KOCTHOW TKaHU, HO €ro posb, CKOpee
BCero, CBsi3aHa C ero B3aMMOAENCTBMEM C APYTMMU M-
Hepanamuv n BUTaMmMHaMu, TakKMMn KakK Kanbuuin, MarHnin
n BuTamuH D. [lneTa ¢ BbICOKMM coaepxaHnemMm GpykToB
1 OBOLLEN CNOCOOCTBYET OLLENAYNBAHNIO KPOBU N CHU-
XEHUIO NOTEPU KasibLIMA OPraHn3MoMm.

B nocnepyowem akCnepumMeHTasnbHble N KIMHNYe-
CKVEe mnccnenoBaHus nokasanu, 4To aeduuuTt marHms
TaKxke NpmMBOAUT K NOTEPE KOCTHOM Macchl. [lBe Tpetun
MarHms Hallero opraHn3mMa HakonjaeHO B KOCTHOW Tka-
HU. Kak yxe Oblf10 ynoMsHyTo, npy GOpMUPOBAHNN KO-
CTW MarHuii 4Bng9eTcs CUHEPIUCTOM Kasbuus. Tak, Heno-
CTaTOK MarHusl B 3KCNepMeHTaNbHON ANeTe B TeYeHne
BCEro ABYX HeAenb NPUBOANI K CHUXEHUIO 06bema Ko-
CTW, CTENEHU U CKOPOCTN MUHEPaNM3auum KOCTHOM No-
BEPXHOCTWN faxe Ha doHe noTpebneHns 40CTaTO4YHOro
KONnyecTBa kanbuUmsa. MarHui perynmpyet pacnpegene-
HVe Kanbuug, BO3OENCTBYS Ha CTUMYJIMPYEMYIO Belle-
cTBOM P BbIpaboTKy MPOBOCMNANIUTENBbHbBIX LUTOKUHOB,
cekpeLunto napaTtropMoHa U YPOBHEN akKTUBHON HOpPMbI
ButamuHa D (1,25-gurngpokcu-D).

Mpn XpoHMyeckoMm peduumtTe MarHus HapyllaeTcs
BaXXHEWLLINI acnekT MUHepanbHOro oOMeHa KOCTHOM
TKaHn — oTHoweHne Mg:Ca. MNMpun CHMUXEHNN COOTHOLLE-
HMa Mg:Ca o6MeHHble NMpouecchbl B KOCTU 3aMeasieHbl,
OblCTpee [OEenoHUPYTCA TOKCUYHbIE MeTannbl (npe-
XO€e BCEero KaaMunin n CBMHELL), NOCTENEHHO yXyaLwaeTcs
GYHKUMA CYCTaBOB: YMEHbLUAETCH OObEM [ABUXEHUN,
npoucxoant aedopmarmsa cyCTaBoOB KOHEYHOCTEN U MO-
3BOHOYHMKA. DNUAEMUONOTNYECKNE NCCE0BAHUS Ya-
CTOTbl OCTEONOpo3a B Pas3fiNyHbIX CTpaHax nokasanwu,
4yTO 4Yem Honee BbICOKOE 3Ha4YeHne oTHoweHus Mg:Ca B
NUTaHUN, TEM HNUXE BCTPEYAEMOCTb OCTEONOoPO03a (KeH-
WwmHbl 45-55 neTt, Swaminathan, 1999).

3HayeHne peduumta MarHus B HapyLUeHUU CTPyK-
TYypbl NPOOOJIKAET YTOYHATLCHA. HekoTopble addeKTbl
MarHveBoro gedwvumta B HacTosilee BPeEMS LLUMPOKO
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MPU3HaHbl: HaNpPUMeEpP, YrHETEHME MarHMem cekpeunmn
napatropmonHa (MTr). Opyrue, Takne Kak Bo3gencrTame
MarHMs Ha CUrHasjibHble Kackadbl POCTOBbIX (HaKTOPOB,
OCTaloTCs NPaKTUYECKN BHE BHUMAHUS UCCenoBaTenen.
Mo3TOMYy YCT@HOBIEHME TOYHbIX MOJEKYNSAPHbIX Mexa-
HM3MOB BO3OENCTBUSA KaNbLMSA HA MUHEPASbHYKO MOT-
HOCTb kKOocTu (MIMK) BeCcbMa akTyanbHO.

MccnenoBaHunsl Ha XXMBOTHBIX MO3BOIUIN YCTAHOBUTL
HEOCMOPUMYIO B3aMMOCBSA3b MeXAy HeAO0CTaTOYHOCTbIO
MarHus B ANETE N HAPYLUEHNSMU KOCTHOWM TKaHW, Xapak-
TEPHbIMW OJ1 OCTeoneHnn n octeonoposa. Ha yposHe
B3anMoOencTBua Gu3nonormiyecknx CUCTemMm aTm ncene-
[OBaHNSA nokasanu, YTO HU3KME YPOBHM MarHus B gve-
Te, onpepensiiolme ypoBHU MarHus B KPOBU N KOCTHOM
TKaHW, SBASIOTCA He3aBUCUMbIM GakTOPOM, onpene-
NA0WMM MUHEPANbHYIO MAOTHOCTbL KOCTU. MarHun-ge-
OUUUTHBIE ANETbl MPUBOAAT K YMEHbLUEHUIO MarHusi B
CbIBOPOTKE KPOBU, CUCTEMHOW NOTepe KOCTHOM MaccChl,
CHUXXEHMIO TONLLMHBbI HAOKOCTHULbI, K XapakTEPHbIM M3-
MEHEHMSIM NPOBOCMNANIUTENIbHLIX MAPKEPOB 1 MapKepOoB
pe3opbumn KOCTU. YK€ MO UCTEYEHUN OOCTATOYHO KO-
poOTKOro cpoka (4 Hepenn), marHun-geduunTHaa guerta
NPUBOAUT K 3HAYMMOMY CHUXEHUIO COAEPXAHUS MUHE-
panbHbIX BewecTB kocTh (p<0,001). Jaxe cnabo Bbipa-
XEHHbIN aneTapHbli gedbuumt marHns (Hanpumep, 50 %
OT PEKOMEHJ0BAHHOI0 CYTOYHOro NoTpebieHns MarHums)
B TE€YEHNE HECKOJIbKMX MECSLEB NMPUBOAUT K GOPMUPO-
BaHMIO Ha4yasbHbIX CTaAUM 0OCTEONopo3a.

Mmerlowmecsa aKcrnepuMeHTallbHble UCCNenoBaHus
yKa3blBalOT HA TPU OCHOBHbIX MOJEKYNSIPHO-GU3N0No-
rMyecknx MexaHm3ma naTonornm4eckoro BO3AENCTBUSA
neduuyta MarHms Ha CTPYKTYpPY KOCTW: (1) HapylweHus
COEOVHUTENBHOTKAHHOM OCHOBbI KOCTU, (2) cTumyns-
LMs NPOBOCMANUTENbHBIX LMTOKMHOB (Npexae Bcero,
®HO-0) 1 (3) HapylleHne perynsuun NpPoLeccoB anon-
TO33a/BblKMBAHUS OCTEOLMTOB.

KnnHnyeckme nposiBNeHnst 0CTEONOPOTUYECKMX Me-
penomMoB no3BoHkoB npu ACT: xpoHuyeckas nnuv Bnep-
Bble BO3HMKLUAs 60/b B CMMHE, NOTEPS POCTa HA 2 CM U
6onee 3a 1-3 roga unun Ha 4 cm n 6onee 3a BCIO XU3Hb,
Mo CpaBHEHMIO C BO3PACTOM B 25 f1eT, pacCTosiH1E Mexay
3aTbIIKOM U CTEHOW cocTasnsieT 6onee 5 cm, paccTos-
HME Mexay HUXHUMU pebpaMu 1 KPblsIOM NOAB3A0LLHON
KOCTU MEHee LINPUHbI 2 NasnbLEB.

lMnaH o6cnenoBaHus: OBLUMI KITMHUYECKUE aHaim3
KpOBU, KaabLmi n ¢pocpop CbiBOPOTKU KPOBU, KIIMPEHC
KpeaTtuHuHa, Leso4yHass ¢ocgarasa, obumii 6es10Kk u
¢pakumm (y 60/bHbIX C NepesioMOM 03BOHKA), BUTA-
muH D [25(0OH)D3] B CbiBOPOTKE KPOBU™, Yy MYX4YUH TE-
CTOCTEPOH. PeHTreHorpagus no3BOHOYHVIKA, U3Mepe-
HUe MUHepasibHOU MJI0THOCTU KOCTHOM TKaHU MeToLOM
JBY3HEPreTn4yeckori peHTreHoBckovi abcopbumomeTpumn
(ueHTpanbHas nnn akcuanbHas DXA paeHcutTomeTpus),
annapartbl  yJbTPa3ByKOBOro UCCAen0BaHUsi KOCTHOM
TKaHu (KOCTHasi COHOMETPUS) HE MOryT NMPUMEHSITbCS B
KayecTBe MeToaa AnarHoCTUKY OCTeornopo3a M MOHUTO-
pupoBaHns 3PPEKTUBHOCTU JIEYEHUS, & NCIMOJIb3YIOTCS
TOJIbKO /151 CKPUHUHra.

*YposeHb ButamuHa D [25(OH)D3] B cbiBOpOTKE KpPOBU
(B Hr/Ma vy HMOJIb/J): Xe/laeMbli YyPOBEHb — HE HUXe
20 Hr/mn (50 HMOb/11), ONTUMAIIbHBIN YPOBEHb — HE HUXE
30 Hr/mn (75 Hmonb/1).

4.4.26. HapyweHns CTaHOBJIEHUSI MEHCTpyalib-
HOro uuKna

MpakTnyeckomy Bpadyy, paboTaiowemy ¢ AeBoykamu
npu AOCT, cneayetT NOMHUTb, 4TO, MOMUMO YCTaHOBUB-
LUINXCS B3MISA0B HA NaTOreHe3 NepBUYHON OUCMEHOPEN
KaK pes3ynbTaTt HECOBEPLUEHHOTO MOPHO-PYHKUMOHANb-
HOro CO3PEBAHNS HEPBHO-PELLENTOPHOIO 1 COCYANCTOro
annapara MaTku, a Takke Kak pe3ynbTaT BO3OEeNCTBUS

TKaQHEBbIX MPOTEONUTUYECKNX HEPMEHTOB IHOAOMETPUS,
rMMNO3CTPOrEHNN N aHOBYJIATOPHbBIX MEHCTPYasbHbIX Ly-
KnoB, y 60nbHbIx Npu JCT HeManoBaxHas posib B pasBu-
T 60NEBOro CUHAPOMA BO BPEMSI MEHCTPYaALMN MOXET
npuHagnexartb: BApUKO3HOM 60n1e3HM Manoro Ta3a, Cko-
103y, HeCTabUIbHOCTY Pa3/INYHbIX OTAESIOB MO3BOHOY-
HMKa, YTO B COYETaHMM C CMHOPOMOM Bereto-cocyau-
CTOW OUCTOHUWN U aCTEHO-HEBPOTUYECKMM CUHLPOMOM
VIMEET CyLLECTBEHHOE 3HavyeHne. CoyeTaHne yka3aHHbIX
dakTopoB y gesoyek npu ACT moxeT gocturatb 79,5 %.

Kpome Toro, naumeHtkn npu OCT — 3TO UMEHHO Ta
rpynna 60bHbIX, Y KOTOPbIX 3MOLIMOHAaNIbHAsi COCTaB-
nawowas (scneacteme cummnatotoHmn B 89,2 % cnyda-
€B) npeBanupyeT Haj YyBCTBEHHbIM KOMMOHEHTOM. [ns
NCUX03MOUMOHANBbHOro cratyca gesoyek npu OCT npwu
CUMMNATOTOHMN XapakTepHbl 6onee BbICOKME MokasaTte-
NN PEaKkTUBHOM U JINMHOCTHOW TPEBOXHOCTU, KOTOpas
ycyrybnseT gesagantaumio U HeagekBaTHOCTb SMOLMO-
HaNbHbIX peakuunii, B TOM Y1cne u sBocnpuatne 6onm. 970
ycyryonseT BeretaTuBHbIN AncbanaHc B CTOPOHY CUMNa-
TOTOHWNYECKOW aKTUBHOCTU 1 GOPMUPYET MNOPOYUHbIV KPYT.
CuMNaTUKOTOHUS, ABASISCb aAanTUBHBIM NPOLLECCOM, CO
BPEMEHEM MOXET NPUBOLANTL K UBMEHEHUIO «TKAHEBOIO
deHoTUna» B CTOPOHY MaaKOMbILLEYHOW runepnnasunu,
M3MEHEHUIO PELLENTOPHOrO 3BEHA, YBEMYEHUIO aKTUB-
HOCTM POCTOBbIX, FOPMOHaJbHbIX GAKTOPOB U T. A,

HemanoBaxHbIn acnekT B reHe3e pasBuTua AMCMEHO-
pen y gesoyek npu ACT — runomarHnemuvs. ns gesoyvexk
C NEPBUYHON ANCMEHOPEEN XapaKTePEH CYOKITMHNYECKUA
neduunT marHmsa. HecMoTps Ha TO YTO CPeaHUIA YPOBEHb
MarHus B Kposu y aesoyek npu JCT Haxoamncs B npeae-
nlax HOpPMbl, TEM HE MEHee Kaxaas TpeTbs AeBOYKa npu
JACT no cpaBHEHUIO C KaXXO0M NATOW B rpynne CpaBHEHUSs
vMena runomarHmemMmio. OTMeYeHbl YeTKME Koppensumm
MeXAy YPOBHEM MarHusi B KPOBU Y MHTEHCUBHOCTbLIO 060-
JIEBbIX OLLYLLIEHW, @ TaKXe — PeaKTUBHOW TPEBOXHOCTbIO.

BonbHble ¢ anbrogmMcMmeHopeeli (60/1€3HEHHbIE MEH-
CTpyaummn) — aTo rpynna ¢ cyokKIMHNYECKOW rmnepcmnm-
NaTMKOTOHUEN, UMEIOT CNacCTUYECKMU-CTa3n4eCcKnn Tun
MUKPOLMPKYNSLMN B BUOE CHUXEHUS nHaekca nepody-
3umn n KoapdurumneHTa BapnabenbHOCTN KPOBOTOKA, YBE-
NNYEHNST MAKCUMANIbHOW OTHOCMUTENIbHOW amMnanTyapl
MySbCOBOW BOJIHbI, CHUXEHUS MakKCUManbHOM OTHOCU-
TENbHOW aMNAUTYAbl AblXaTesbHbIX BOJSIH, MakCuMalb-
HOW OTHOCUTENIbHOW aMnuTyabl HEMPOreHHOro TOHY-
ca. AKTuBaumsa cuMmnaTo-agpeHanoBoro 3BeHa BefeT K
pemMoennpoBaHuio (B CTOPOHY runepnaasnum n runep-
TPOdUM) HE TONBLKO MAAKOMbILLEYHbIX KOMMIOHEHTOB CO-
CYyOUCTOWN CTEHKM, HO U MaAKOMBbILLIEYHbIX KOMMOHEHTOB
BCEX OPraHoB M CUCTEM, B TOM 4UCJiI€ B UCTMUKO-LLEP-
BUKaNbHOM oTaene. [103ToMy CMMNATOTOHUS MOXET
ABNATLCA OOHOW M3 OCHOBHbIX MPUYUH U NPEANKTOPOM
K pasBuTUIO OUCMEHOPEN, C nocnenyolen maHmdecrta-
uMiA B Opyrue ruHekosiorndeckne 3abosieBaHus (aHOO-
MEeTPMO3, OMYX0Nn).

BonbHble ACT no coctosHuio BHC - kpaiiHe rete-
poreHas rpynna, B KOTOPON KPOME CUMMATOHUKOB, €CTb
ewe 1 60JbHbIE C NMPEBaNIMPOBAHMEM MapacumMnaTnye-
CKOW perynsaummn, a Takxe rpynna nuvy, ¢ rmnepcumnaTu-
KOTOHNYECKOWN PeakTUBHOCTbLIO B OTBET Ha Harpysky. le-
TeporeHHocTb [CT 1 cnekTp BeretatnBHbIX ANCHDYHKLUUN
0OBACHSIOT TO, YTO Y NONOBUHBLI AeBo4vek npn ACT nebiot
MeHCTpyanbHoM GyHkumMn B 50 % cnyvyaeB He COMPOBO-
XAaeTcs NePBUYHON ANCMEHOPEEN.

MauneHTkn ¢ NnpeobnagaHnem napacMmnaTnyeckoro
3BEHa BMOCNIeACTBMM MOMOJHAT rpynmny 60/bHbIX C rune-
PEMMYECKMM TUNOM MUKPOUMPKYASLMX — MPONancom
reHuTanun.

OncbanaHc BeretaTMBHOM HEPBHOM CUCTEMBbI B COYe-
TaHUN C HEYCTaHOBUBLLENCHA PYHKUMEN rMnoTanamo-rm-
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nodun3apHO-NTMMBUNYECKON CUCTEMbBI MOXET KITMHUYECKN
MaHN@eCcTMpoBaTb B MaTO4YHbIE KPOBOTEUYEHUS pasfiny-
HOro reHesa. Tem He MeHee Npu BbIBOpe TaKTUKKN neye-
HUA NauMeHToK ¢ MeHomeTpopparvamun npu OCT cne-
OyeT pasnmyaTb KPOBOTEYEHUSs, NaTOrHOMOHUYHbIE Os
OCT (Bcnencrtsme HapylleHUi B CUCTEME MEPBUYHOrO
CoCcyauMcTo-TpoMOOLMTApPHOrO remocTasa), U KpoBOTe-
YyeHns (He npeBbIWaloT 2,2 %) Kak NPOSBNEHUS FrOpPMO-
HanbHOro gucbanaHca.

MepBblli TN MeHopparuii, 06yCnoBNEHHbIN HapyLue-
HMEM B CMCTEME NEePBMYHOIo COCYANCTO-TpoMboLmUTap-
HOro remMocTasa, B OCHOBE KOTOPOro nexaTt «cnabocTb»
COCYAUCTOM CTEHKM W HapylweHus OyHKUMOHaNbLHOMN
arperauMoHHO akTUBHOCTN TPOMOOLMTOB, NPOSBASET-
CSl LUMKIINYECKUMUN KPOBOTEYEHUSMN B CPOK O4YEepPEeHOMN
MeHcTpyaunn ¢ oo6bemom kposornotepu 80 mn u 6onee,
anawmmuca 6 n 6onee aHen, NPUBOAALIMMU (UK He
NPMBOOALIMMU) K aHEMU3aLunm 60NbHON N CNOCOOCTBY-
IOLLMMM MOSABAIEHMIO TMNOBONEMNYECKNX PACCTPONCTB B
MEHCTPYasbHble OHU.

BTopoli Tun meHopparnii o6ycnoBfieH ropmMoHasb-
HbIM AncHanaHcoM, BO3MOXHbIM pa3BUTUEM rMnepnna-
CTMYECKMX MPOLLECCOB B 3HOOMETPUN U CKOPEE HOCUT
yepTbl METPOpPpParun pasanyHom NHTEHCUBHOCTH.

[Mpn neyeHuUn [eBOYEK C HAPYLUEHUSAMU MEHCTPY-
anbHoO dyHKunu npu OCT cnenyeT uMeTb B BUAY, YTO,
noMuUMO HapyweHnn édyHkunm BHC, peduvumnta nHpex-
ca Macchbl Tena, HeycTaHOBMBLUENCA dYHKUUM runoTta-
namo-rmnodusapHon cuctemsl, onsa gesodek npu OCT
XapakTEPHbl HE TONbKO HApyLWEHUs B CTAHOBIEHUU
MEHCTPYanbHOM GYHKUMK, HO 1 00LLME HapyLUEHUS pe-
NPOAYKTUBHOIO 340PO0BbS. DTN 0COOEHHOCTU SABASIIOTCS
3aKOHOMEPHbLIMU A1 BCEX BOJbHbIX, POAUBLUMXCS C MNO-
NAPHBIMU 3HAYEeHUSIMU Macchl Tena (B Cpoke rectauum
37-41 Hepens). N3BecTHO, 4To ana OCT xapakTepHa
TEHOAEHUMS K POXAEHUNIO MaNIOBECHbIX AETEN (BEC He npe-
BbliwaeT 3100+100,0 npwn foHOLWEHHOW 6epeMEHHOCTH.

[na peBoyek, poOMBLUMXCS C Masioli Maccow Tena,
XapakTepPHbl OTKIOHEHNS B GU3NYECKOM 1 MONIOBOM pa3s-
BUTUMW, CHUXKEHME OBapmnanbHOro pesepsa, axorpaduye-
CKMe MPU3HaKN NooBOro MHPaHTUIN3Ma, MOBbILLEHNE
6azanbHoro ypoBHsa ®CI 1 HM3KMe nokasaTenu acTpa-
avona mn nporecrepoHa. Tem He MeHee rMNOMEHCTPY-
asbHbI CUHAPOM N HEPETYNSPHbIE MEHCTPYaUUN y 9TOM
rpynnbl 60MbHbIX HE NpeBbiwatT 15,9 %, B cpaBHeEHUN C
60/1IbHBIMW, POAVBLUMMUCS C MAaKpPOCOMMUEN (TMNepMeH-
CTpYaJsibHbI CUHAPOM N HEPETYSAPHbLIN MEHCTPYabHbIN
umkn (15,7 %), MaTO4YHbIE KPOBOTEYEHUS NyGepTaTHOro
nepuopa (39,3 %), axorpadpuyeckme npusHaku nepmude-
pPUYECKOro T1na CKAeponoNKUCTO3HbIX SUHHUKOB).

Taknum o6pasom:

1) Hayano meHapxe y nesoyek npu ACT, ctaHOBNEeHME
MEHCTPYabHOM GYHKUMN HE OTMYaeTCd B NONynauuu, a
cam cuHgpom OCT He sgBnsieTCa NPUYNHON HECBOEBPE-
MEHHOIro MeHapxe, OJIMrOMeHOpen, BTOPUYHON aMeHOo-
pew;

2) NPUYMHONM PaHHEro MM NO3OHEro MeHapxe, BO3-
MOXHbIX OJIMFTOMEHOPEN U BTOPUYHOM aMeHOpPen SABJIS-
€TCS COBOKYMHOCTb HaCNeACTBEHHbIX, KOHCTUTYLMO-
HasbHbIX, MEOMKO-COLUMaNbHbIX GaKTOPOB B COHETAHUN C
TPOhONOrMYeCKnM cTaTycoM 1 Maccor Tena npu poxae-
HUW, KOTOPbIE B NOCNEAYIOLLEM ONPenensioT COCTOsiHMNE
BEreTaTMBHOW HEPBHOW CUCTEMBbI, a0anTaLNOHHbIE OCO-
6EeHHOCTV NHOVBUAA;

3) nepBMYHAA OMNCMEHOPES Yy AEBOYEK HE ABSETCS
NaToOrHOMOHWYHbLIM MPOSIBNIEHNEM, 06S3aTENbHBIM CIyT-
Hukom ACT, a ee yactoTa npu ACT He oTanyaeTcs OT Ya-
CTOTbI B nonynsaumn. lNepBuyHas ANCMEHOPes Yy AEBOYEK
accoummpyetcsa He ¢ ACT, a ¢ coctosHmem BHC, BbicO-
KOW 4acTOTOM BeretatuBHOM ANCOHYHKLUMN B CTOPOHY
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CUMMNATUKOTOHUK, YTO onpeaenseT onpeaesieHHbl Ncu-
XO3MOLMOHAJbHbI CTATyC B CTOPOHY BbICOKOM TPEBOX-
HOCTUW. MMNOMarHneMunio Takxe cnegyeT y4uTblBaTb Npu
paboTte c 60nbHbIMU C aucmeHopeeli npu ACT. NMoatomy
JNledyeHne NepBUYHON aucmeHopeun y aeodek npu OCT
[OMKHO ObITh HANPAB/IEHO HA KOPPEKLMIO BErETaTUBHbIX,
aCTEeHO-HEeBPOTUYECKMX MPOSBAEHNIA U FTMNOMarHMemMmio,
a NpeanoyYTeHME B Ie4EeHUN AOJIKHO OTAABaTbCS npena-
patam MarHus;

4) cMHOPOM «0BUBHOW MEHCTpyauMn» y NauueHToK
npu ACT o6ycnoBneH HapyLeHUSIMU B NEPBUYHO-TPOM-
6oumMTapHOM 3BEHE reM0oCTa3a, B OCHOBE KOTOPbIX JiexaT
«CcnaboCTb» COCYANCTOM CTEHKM U CHUXEHWE arperaum-
OHHOI aKTUBHOCTU TPOMOOLIMTOB, KakK CMOHTaHHOW, Tak
M MHOYUMPOBAHHOW (PEHOMEH «uumTOonaTum» y B0JSIbHbIX
npn OCT). B page cnydaeB y aesodvek npu OCT moryt
MMETb MECTO IOBEHUJIbHbIE KPOBOTEYEHMS NybepTaTHO-
ro nepuopa, 4to o6yCcnoBAEHO OTHOCUTENIbHOW runep-
3CTpOreHuner BCneacTBMe aHOBYISITOPHbIX LIMKIIOB.

lMnaH o6cnenoBaHus: 06LMIA aHAIN3 KPOBU, BPEMS
CBEepPTbIBaHUSI KPOBU, BPEMS KPOBOTEYEHUS, BUOXUMMU-
4eckuii aHain3 KpoBu (MccrenoBaHne YpoBHS 00LLero
6esika KpOBU, KpeaTUHWHA, YPOBHSI aiaHuH-TpaHcaMmu-
Ha3abl (ganee — AJIT), acnaprar-TpaHcamuHasbl (aaznee —
ACT), moyeBuHbI, 06LLero bunnpybuHa, npsmoro 6uau-
pyb6uHa, rM10KO3bl KPOBU, XOJECTEPUHA, HATPUS, Kasus
KpoBu), aHann3 Moyu oOLYwi, Koarysiorpamma, remo-
cTasuorpamMma ¢ arperaunoHHoON akTUBHOCTbIO TPOMOO-
umtoB. Mpy 06GUNBHBIX N/UN BJINTEJIbHBIX MEHCTPY-
aymsix, MeTpopparnusx — KOMjieKkc nccaegoBaHui aas
ANarHOCTUKU Xene304epUUNTHOV aHeMuu; ropPMOHbI
kposu (OCT, JII, TTI, nporectepoH, o6LLmi 3CTPaanol,
koptnzon, 17-0Ol1, AOlA-cynbar, CTI, aHAPOCTEHANOH,
TECTOCTEPOH, aHTUMIOJI/IEPOBBIVI FTOPMOH, POJIAKTUH).
Y neBoyek, XuByLUNX MOJI0BOV XU3HbIO, — XOPUOHUYE-
CKWI roHaAoTPOMVH (4718 UCKTIoYeHUsT 6epeMeHHOCTH).
Y3U renutanuii, Y3U wmtoBuaHo xenesdsl (Mo HasHa-
4YeHuto 3HAOKpuHosora, neauvarpa). Mpu oTtcyrcTtBun
MeHapxe, CUHAPOME 3af[epXKU IMoJIOBOro cospe-
BaHUsl, CKYAHbIX pPefKUX MeHCTpyauusi — BYJ/bBO-,
BarMHOCKonus, PekToabaoMUHaIbHOE WCCen0BaHNE
(nocne OnOPOXHEHUST KULLEYHUKA W OYUCTUTESIbHOM
Kan3mbl), Y3W novyek v HaAMoOYe4HMKOB, MOYEBOro ry-
3bIpsi, MOYETOYHUKOB (M0 Ha3Ha4YeHWI0 Bpa4a-yposiora),
PeHTreHorpagus KUCTe v 3anscTbsl PyK (onpeaeneHne
KOCTHOro Bo3pacTta), rOpMOHasibHbIM npoguib (CbiBO-
pOTKa BEHO3HOV KPOBU): XOPUOHUYECKUI FOHag0TpO-
nvH, CTI, nponaktuH, ceoboaHbIv T3, kopTnaosn, 17-011,
HA3rA-cynbgar, aHAPOCTEHANOH, TEeCTOCTEPOH, aHTu-
MIOJI/IEPOBLIVI FOPMOH, aHTuTena k TrO, aHtutena k TT,
aHTuTena k peuentopam TTI, onpegeneHve kapuotuna
(o HasHa4yYeHur Bpada-reHeTvka), sxosHuedanorpa-
¢us (no nokasaHusam), MPT/peHTreHorpagus rosiossi ¢
KOHTpacTtupoBaHnemM (no rnokasaHwsiM), 9/1EKTPOIHLe-
¢asorpamma (o nokasaHnsm). KoHcybTaumnmy Bpayven-
crieynaancToB: TepanesTa, 3HAOKPUHOJIora, HeBpoJio-
ra, ncuxmarpa (rno rnokasaHwsiM), ypoJsiora.

4.4.27. BocnanuTtenbHble 3a005eBaHUg OpraHoB
Marsnoro Ta3sa

MaunenTkn npn ACT, nmes HebGnaronpuaTHbIN UMMY-
HONOrnM4Yeckuin GoH, yrpoxaembl N0 Ppa3BUTMIO BOCNanu-
TenbHbIX 3ab605ieBaHNin opraHoB manoro tasza (B3OMT),
a Takxe 6ecnsoguo TPyOHO-NepuToHeanbHOro reHesa.

M3meHeHus y 60nbHbIX npu OCT B cucteme rymo-
pasibHOro 1 KNEeTOYHOro WMMMYHUTETa CMoCOOCTBYIOT
YBEJIMYEHMIO 4ACTOTbl BOCMNanUTENbHbIX 3aboneBaHuni
reHuTanbHoro Tpakrta. Cpeam naumeHToK, CTpagaoLLmx
B3OMT, 53 % »xeHwmnH nmetot cturmel ACT.

Y peBoyek, POXAEHHbIX OT maTtepen ¢ Heandde-
peHumnpoBaHHbiMu dopmamu ACT (5 n 6onee cturm
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om3ambpuoreHesa), oTMedyeHo Oonee Taxenoe Te-
yeHne Hecneuyuduyeckoro HGakTepuanbHOro BarmHo-
3a, KOTOPbIN HEPEeaKOo HOCUT aJiIepPruyeckuim KomMmno-
HEHT. MIMMyHOonormyeckun npodunb naumeHToK Mnpu
OCT xapaktepuadyetcsa [ucbanaHCOM: YMEHbLUEHME
T-numdouuntoB 0o 39,4 %, CHUXeHMe dparounuTapHom
aKTUBHOCTU nenkounTos go 0,22, o6uero KoMnaemMeH-
Ta CH-50. Bblno OTMEYEHO yBENUYEHUE LMPKYNNpPYy-
IOWMX UMMYHHbIX KomnnekcoB — 0o 0,046, cHuxeHune
abCconTHOro KonMyecTBa IEMKOLUTOB B Nepudepuye-
CKOIi KpOBU, @ TakxXe n3MeHeHus paroumTapHoO akTuB-
HOCTWN HENTPODUIIOB.

MaunenTtkn npu ACT, nepenecwmne B3OMT ¢ nocne-
aylowmm passutmemMm 6ecnnogusi, UMenu OOCTOBEpHOe
CHUXeHVe Kak abCoNITHOro, Tak 1 MPOLLEHTHOro COOT-
HOLLEHMS KOJINYeCcTBa MOHOUMTOB, IMMGOLNTOB, a Tak-
Xe CHuxkeHue numooumto CD3, CD4, CD25, IgA, M,
HE3aBUCUMO OT HalnuMs WUan oTcyTcTBUS Gecnnoaus
(BOCTOBEPHO HUXE, YEM Y 340POBbIX XEHLUNH).

Mpun n3yyeHnn NpuynH 6ecnnoausa y NnauyueHTok npu
OCT Heo6x0OuMO y4uThIBaTb M €Lle OAUH HemanoBax-
HbI acnekT — TUn KpoBoobpalleHus. B pa3sutun bec-
nNIoAnsa HeMasioBaXxHass POJib NMPUHAONEXUT CHUXKEHUIO
06bEMHO-EMKOCTHbIX Moka3aTesieli KpoBoobpalleHus,
a MMEHHO — pPa3BUTUIO TMMOKUHETUYECKOro Tuna KpoBo-
obpalleHns, 4TO OTpUUATENbHO BAUSIET HA MMMYHHbIM
cTatyc 60bHbIX. IMEHHO TUN MUKPOLIMPKYNSLMN onpe-
nensieT COCTOSIHME PEeCHUTYATOro anuTeNns MaTOYHbIX
Tpy6. N3BECTHO, 4YTO aMnynspHble OTAENbl MaTOYHbIX
Tpy6 MMeT 0COOEHHOCTM MUKPOLMPKYAUMM MO TUMy
BEHO3HbIX J1aKyH.

JioBble opraHMyeckne N3MeHeHuUs (onyxonu npuaat-
KOB MaTKW, BOCMNanuTeNbHble 3a00NeBaHNS, HapPYyLLUEHUS
MOJSIOXEHNS OPraHOB — MNPOJIANChl FEHUTANNIA) MEHSOT TUM
MUKPOLMPKYSaUMA. Tn KpoBooOpaLleHus (TUn MUKpo-
LUMPKYNSUUM), @ MMEHHO TUNEePEMUYECKUA TUM MUKPO-
LUMPKyNsSummn y 60J1bHbIX C Nponiancom reHntanuin npyu 4CT
(kak cucteMHoe nposieneHns OCT), onpenensier nato-
MOpP@ONIOrMyeckne N3MEHEHNsT OPraHOB Masnoro Tasa He
TOJIbKO Ha OpPraHHOM, HO 1 TKAHEBOM YPOBHE C Pa3BUTUEM
aHrMMoTPOPOHEBPO3a, PEMOAENNPOBAHNEM TKAHU U T. 4,

MauyenTkn npn OCT BCNneacTBne M3MEHEHUN TYMO-
panbHOro M KJETOYHOro UMMYHUTETa, TMna reMmoamHa-
MUKW COCTaBMSIOT KOrOPTY pPUCKa MO PasBUTUIO XPOHU-
Yeckux BOCnanuTesbHbix 3ab60neBaHuii OpraHoB Masnoro
Taza c pas3sutvem b6ecnnoams, kak TpyObHO-NepuToHe-
anbHOro, Tak 1 6ecnnoams «HesiCHOro» reHesa.

lMnaH ob6cnenoBaHus: obLLEeKINHNYEeCKni crnekt, Y3U
opraHoB mMmaJsoro tasa, gpemognsop 16 (npu BarmHosax
pPassin4YHoN 3TNOI0rnu).

4.4.28. Oco0eHHOCTU TeuyeHus OepeMeHHOCTHU
(cuHppom «notepu 6epeMeHHOCTU»)

TeueHne 6epeMeHHOCTU U Poapl Y XeHwmH npu ACT
VIMEIOT CBOW OCOBEHHOCTM 1 B psife ClyvyaeB Npeacras-
NS0T Cepbe3Hylo OMacHOCTb BBUAY KIMHWYECKOro no-
numopodusma popm ACT, OTCYTCTBUS HETKUX KPUTEPUEB
OMNarHOCTUKN, TPYOHOCTEN BblaeneHns HeguddepeHun-
pPOBaHHbIX 1 ANPPepPEHUMPOBAHHBIX OPM, «MArkoe» Te-
YeHue KOTOPbIX HepeaKo NPUBOAUT K FPO3HbLIM BUTASIbHbIM
OCJI0XHEHMAM Kak BO BpeMs 6EPEMEHHOCTU, Tak 1 POAOB.

CoueTtaHne guddepeHumpoBaHHbix dopm OCT n be-
PEMEHHOCTU — sIBNIEHNE JOCTATOYHO peaKoe 1 NpeacTaBs-
nset coboi coyeTaHme BbICOKOrO PUCKa, YTO HENMb3S CKa-
3aTb 0 HeanddepeHuMpoBaHHbIX popmax. Ha ocHoBaHUK
cny4yariHon Bbl6opkn 500 GepemeHHbIX OblNo NokasaHo,
4yTO YacToTa HegudpdepeHumpoBaHHbix dopm OCT y be-
PEMEHHbIX MOXeT aocTturatb 46,2+2,2 %, U3 Hux 22,8 %
Xanob He NPeabABAAT U CHUTAIOT cebs1 30POBbLIMMU.

Ocob6eHHOCTb TedeHnss 6epeMeHHOCTU 1 POaOoB onpe-
nensetca popmont ACT 1 AMcnnactTMko3aBMCUMOM naTo-

NIorver opraHoB 1 cnucteMm. [laxe TedeHne y 6epemMeHHbIxX
maHudecTtHoro IV tnna C3/L, pacnpocTpaHeHHOCTb KO-
TOporo B cTpykType CO/ He npeBbiwaeT 5-10 % oT BCcex
TnoB C3/, MMeeT O4YeHb LUIMPOKNIA AManal3oH KIMHMYe-
CKMX MPOSIBAEHU — OT rMnepMoOuIbHOCTU CYCTaBOB,
KOC0anocTn, BAPUKO3HOM BONE3HN 1 MONIOXNTENIBHOIO
CeMeliHOoro aHamMmHesa y 6nmxanimx poacTBEHHUKOB 00
OBLINPHBIX KDOBOUSNNAHUI, PA3PbIBOB CTEHKN apTepUn,
KVLIEYHWKA, BEH, MaTKW, CMOHTAHHOro MHEBMO-/MHEB-
MormgpoTopakca u T. 4.

KnuHnyeckaa manudectauma OCT ycyrybnsetcsa ¢
Bo3pactoMm. Ecnn B Bodpacte 20 net ACT maHudectmpy-
eT nmwby 25 %, To Kk Bo3pacTty 40 — y 80 % 60nbHbIX. Yuun-
TbiBad, YTO CPEAHMUI BO3PACT NEPBOPOAALLNX NALNEHTOK
cocTtaBnget 24,2+2,6 roga, NOHATHO, C KakOW rpynnon
«HEOTAroLWEeHHbIX» O0JIbHbIX BNEepBble BCTpeyYaeTcs Bpay
aKyLlep-rMHeKosor.

Ona 6onbwmHcTBa cuHapomoB ACT naTtorHOMOHWY-
Hbl: HEBbIHALLUMBaHNE 6GePeEMEHHOCTU 1 NPEeXAEeBPEMEH-
Hble poAbl, TEHOAEHUUS K ObICTPbIM U CTPEMUTESIbHLIM
pooam, poxXaeHne MasioBECHbIX AETEN, CKNOHHOCTb K
NnocnepoaoBbIM KDOBOTEYEHUAM, CYOMHBOIOLMS MaTKU,
naoxasi 3aXXnBaeMoCTb NOCNEONEePaLNOHHbIX LLBOB.

Tak, YacTtoTa yrpo3sbl npepbiBaHus 6epeMeHHOCTU
moxeT gocturaTtb 80 %. Yrposa npepbiBaHUsA 6epeMeH-
HOCTU B cpoke a0 12 Hepgenb nocturaet 20 %, a B cpoke
0o 22 Hepenb — 42 %.

YemM BblpaXeHHEN KINHUYECKNE MNPOSIBIEHUS CUH-
npoma ACT (runepMobunbHOCTL CyCTaBOB, BhILLE CTe-
neHb NMMK B coyeTaHMn ¢ MUTPaNbHON peryprutaumen
1 MMKCOMAaTO3HOW AereHepauunen), Tem yaulie oCnoxHe-
HUS 6EePEMEHHOCTU 1 POAOB. Tak, NPy ManoBbIPaXEHHbIX
nposieneHnsax OCT (no 9-16 6annoB) HeBblHaLUMBaAHWE B
cpoke 0o 20 Hepenb He npeBbiwaeT 17,6-18,1 %, B TO
BPEMS Kak Npu BbIpaxXeHHbIX — 42 %, yrpo3a npexaespe-
MeHHbIX poaoB 0-2,7 % n 28,3 % COOTBETCTBEHHO.

YactoTta npexaeBpeMEHHbIX POAoOB konebnercs oT
18,2 no 31 %, NpMBBLIYHOIrO HEBbIHALUMBAHUA (NOTEPS
OByx n 6onee 6epemeHHocTel) — 41,1 %. Hamu Takke
rnokasaHa B3auMoCBa3b Mexay TsxecTbio ACT 1 yacTto-
TON NpEexXAeBPEMEHHbIX POAOB: MPU BbIPAXEHHbIX MPO-
asneHnax OCT — 28 %, npn ManoBbIpaXXEHHbIX NPOsiBe-
HUSax — 2 %.

Ecnun Ha manbix cpokax (I TpumecTp) npepbiBaHve
OEpPEMEHHOCTM B psife Cy4yaeB MMEET B CBOEM reHese
dopmMurpoBaHme peTponnaueHTapHoi rematomsbl (10 %),
4yTo OOYCNIOBNEHO COYETAHMEM MPOrPECCUPYIOLLEN UH-
Ba3mn Tpodobnacta Ha GoHe HapyLIEHWU NepPBUYHOIO
remocTasa (cna3m, opmMmMpoBaHME KPOBAHOIO CrycTka),
To B cpoke 20 Hepenb 1 6onee — NCTMUKO-LLEPBUKASTb-
HYI0 HEefOoCTaTO4YHOCTb, 4TO OOYCNOBMEHO penykumen
KOJITareHOBbIX BOJIOKOH, MOBbLILLIEHHOW BO30YAMMOCTbIO
MunomeTpus. Takxke n3BecTHa B3aMMOCBSA3b Yyrpo3bl Npe-
pbiBaHUS 6€PEMEHHOCTU C YBENMYEHNEM KOHLIEHTPALMK
noHos Ca?* B cniloHe, yMeHblueHnem Mg?*.

Ecnn yactota MCTMMKO-LIEPBMKANIbHOW HeJocTaTou-
HocTu (MIUH) B nonynsaumn He npeBbiwaeT 13,6 %, To npu-
3HaKM PasIMYHOM cTeneHu BblpaxxeHHocTn MILIH y nauneH-
Tok npu ACT moryT o6HapyxuBaTbcs y 65-70 % 60/bHbIX,
npuyem B 24 % Cny4yaeB CUMMNTOMbI OTCYTCTBYIOT.

TunnyHblh cTatyc naumeHTok npu OCT ¢ npexaespe-
MEHHbIMW POAaMM NPeACTaBEH HU3KMMU NoKasaTensiMm
B-apM, acTeHW4YeCKMM TeNOC/IOXEHUEM, TUNOTpoduen
MbILUL, U HU3KMMW NOKa3aTenm MaHOMeTPUn, NCKPUBIEe-
HMUSAMM MO3BOHOYHMKA, MJIOCKOCTOMUEM TSXENON CcTe-
MEHU, CKIIOHHOCTbIO K apTepmanbHOM rMnoTeH3nn, pac-
TSXKEHUAM, BbIBMXaM, FMMNepPMOOUIbHOCTLIO CYCTaBoOB,
HanM4ymem cuHapoma 3agepxxkm pocta nnoaa (C3PIM).

CuHOpOM 3adepXxkm pocTta naoja OTMevaeTcs B
29,5 % cnyyaeB, poXxaeHne AeTen ¢ npuaHakamm Mop-
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dodyHKLUMOHanNbHOM He3penocTn — B 22,9 %. Tak xe 3a-
KOHOMEpHa CBSI3b C BbIPAXXEHHOCTbLIO KIMHUYECKUX NPO-
asneHnin J)KCT.

Y nauymenTok npu ACT cnenyet anddepeHumpoBaTtb
reHe3 C3PI1. Ecnn y nauyeHToK ¢ HU3KMMM nokasaTens-
MU B-apM CMHOPOM 33a4EPXKM POCTa NioaAa pa3BMBaAET-
cs Ha GOHe CHMXeHUS HEeTo-NNnaLeHTapHOro KpoBOTOKa
Bcneacteune Hu3koro AL (S/D 2,1-2,0), TO y naumeHTokK
C BbICOKMMMW NoKasaTtensmu B-apm — BCNeaCTBUE Hapy-
LEeHNa MaTO4YHO-MIAaLLEHTApPHOro KPOBOTOKA, cna3ma Co-
Cy[0B, KOTOPbI ABASETCS KOMNEHCATOPHOW peakumnen.

OTtmeyeHo, 4TOo y naumeHTok ¢ MK pocTtoBepHO
yawe passumBaetca C3PI1, cBa3aHHOE C HapylleHMEM
deTo-nnaLeHTapHoro KPOBOTOKa M apTepuanbHON rm-
NOTEH3VEN, B TO BPEMS KaK Yy MALMEHTOK C aHOMAsbHO
pacnonoxeHHbiMn xopaamun (APX) — maTo4yHO-nnaueH-
TapHoro. MNauyeHTkn ¢ APX 3HaA4YMTENbHO Yalle UMeloT
BbICOKME MOKa3aTenu B-apM My HUX 3HAYUTENbHO Yalle
pasBMBaIOTCS rMNEePTEH3UBHbBIE COCTOSIHUS, 4TO, BEPOSIT-
HO, 0OYCJ/IOBJIEHO CKJIOHHOCTbIO K AMACTONMYECKOol aunc-
GYHKLMM 1 PEMOLENNPOBAHMIO MUOKapAA.

BepeMeHHOCTb ycyrybnsieT TedeHne OO0JbLUMHCTBA
KnuHunyeckux nposieneHnii ACT, oco6eHHO paccTpoincTBa
perynaumMm cepaevyHo-cocyomcTon cuctemsl. B | Tpu-
MecTpe npeobnagaloT kanobbl, CBA3aHHbIE MPENMYLLE-
CTBEHHO C aCTEHU4YEeCKMM CUHAPOMOM (06Las cnabocTb,
0COBEHHO MO yTpaMm, pasapaxnTesibHOCTb, CHUXEHME na-
maTtun), — 67,3 %. Ko Il TpumecTpy HapacTatoT, a K |l Tpu-
MECTPY A0CTUratoT MakCUMymMa CyObeKTMBHbIE OLLYLLEHUNS]
YYaLLLEHHOr O UM YCUNIEHHOTO cepauebrenns, yqalaeTcs
1 YCUIMBAETCS apUTMUYECKNIA, PECMNPATOPHbI CUHAPOM,
Kapauanrmm, 4YTo CBSI3aHO C yBeNMYeHnem obbema ump-
KyJIMpytoLLEein KPOBU, CepaeyHOro BbiIbpoca, Harpy3ku Ha
cepaevyHo-CoCyancTyo cucTtemMy. ACTEHNYECKNIA CUHAPOM
C nporpeccmpoBaHeM 6epeMeHHOCTU UMEET TEHOEHLMNIO
K YMEHbLUEHUIO, 4TO cBs3aHo ¢ Bo3pacTaHmem OLIK. Heko-
TOPbIMU aBTOPAMU OTMEYEHO YBEINYEHNE YACTOThI TaKMX
Xanob, kak CHMXeHne 3peHns — 42,4 %, 6onn B cycTaBax —
36,6 %, KOTOpbIE YCUIMBAKOTCS BO BPEMS OEPEMEHHOCTU.

B psne cnyyaes (38,1 %) cTteneHb nponabupoBaHns
CTBOPOK MUTPasbHOrO KjamnaHa no Mepe YBeanyeHus
CPOKOB BEpPEMEHHOCTU yMeHbLUaeTcs, npudemM y 23,8 %
XXEHWMH B nepumoa MakCumManbHOM (GU3nNonornieckon
rmnepBosieMun nponabuposaHne CTBOPOK He ornpene-
nsetca. B 33,4 % cnydaeB ¢ pocToM cpoka GepemeH-
HOCTW CTeneHb NposabrnpoBaHs MUTPaANIbHOMO KanaHa
yBenunymBaeTcs, a B 28,5 % cny4yaeB — octaeTcsa 6e3 ns-
MEHEHWN.

Y naumeHTok npu OCT 4OCTOBEPHO Yalle MO CpaBHe-
Huto ¢ rpynnon ACT 6e3 hpeHOTUNNYEeCcKnX nposiBNeHnii
n rpynnoin HLLA ysenunumeanuce YCC, MUHYTHbIN 0Ob-
em cepgua (MO), anactonnyeckmin 06bLEM NIEBOrO Xe-
nypoydka n macca mmokapga JIK npu coxpaHeHum Hop-
MaJsIbHOr0 COOTHOLLEHUSA Mexay Maccon Mmuokapga JIK
1 MacCOW Tena XEHLWMWHbI, T. €. UCTUHHOW rnMnepTpodunmn
Munokapaa Bo Bpemsi 6epeMeHHOCTU HE MPOUCXOANT.

JaHHble nameHenus 3asucunu ot popmel ACT. Ona
6epeMeHHbIX ¢ anepconofobHbIM GeHOTUNOM, CUHOPO-
MOM rMnepmMoOuILHOCTN CYyCTaBoB B codeTaHum ¢ MNMMK,
a Takxke npu NMMK 2 cT. n 6onee B coveTaHnn ¢ MUTPASIb-
HOWM peryprutaumen nokasatenu agpeHopeakTUBHOCTU
He npeBbicunn 45-65 E/1, B TO BpeMs Kak 'y 6epeMeHHbIX
c NMK B coyeTaHMM C MNOBbLILWEHHON AMCNNACTUYECKOMN
cTMrMatusaumen, Kak BHELWHEN, Tak U BUCLLepanbHOM,
nokasatenb B-apm mor pgocturatb 90-95 E/[l, 4yto noa-
TBEPXAAN0 HANPAXEHHOCTb aAANTUBHOM CUCTEMBI.

Y 6epeMeHHbIx npn ACT 4yeTKko npocnexuBaeTcs 3a-
BUCUMOCTb Te4yeHuss 6epemMeHHOCT! 1 POAOB OT BeNU-
YMHbI KaNbLUVEBO-MarHMEBOro kKoadpduuneHTa. YMeHb-
LEeHNe MarHus B CJIIOHE COMPOBOXAa10Ch NOBbLILLEHNEM
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Alcucr/AD pnacron, YBENNHEHMEM YrpO3bl NPepbIiBaHUSA 6e-
pemMeHHOCTM B | TpumecTpe, yBeIMYEHUEM CUCTOJNO-
ONaCcToNMYeckoro kKoadpduumeHta cocynoB MynoBUHbI,
YMEHbLUEHNEM TOJLWMHBLI MNAALEHTblI C MOCneaylowmm
pasBuTMeM @QEeTo-MNaLeHTapHOM HenoCTaTOYHOCTHU,
YBENIMYEHNEM YACTOTbl HE3PENOCTU POAOBbLIX MNyTEN
(Bishop oo 1,7 6anna npotme 3,1 B KOHTPOJE), 4TO TPE-
60BaJio Ha3HAYeHMIn NpenapaToB MarHus.

BepemMeHHOCTb ABASIETCS COCTOSAHMEM, MPU KOTOPOM
NPOUCXOANT CPbIB afanTauMOHHbIX MEXaHU3MOB, OCO-
6eHHO y 60onbHbIX Npy OCT npu HanNpPs>XeHHOM COCTOS-
HUM CUMMATO-a4PEHANIOBON CUCTEMBI.

HecnyvaliHo BbisiBeHa 6osblias 9dPEKTUBHOCTb
NPYMEHEHNS NPenapaToB MarHms (MarHneBas coJjlb 0po-
TOBOW KMUCNOThI) Yy MALUNEHTOK C BbICOKMMW NOKa3aTens-
Mu B-apm (6onee 80 E/l): yem Bbilwe Gblnn nokasaTenu
apeHOopeakTUBHOCTU, TeM 6onee OblI0 NOKa3aHO Ha-
3Ha4YeHne npenapara.

Y 6epeMeHHbIX Npu nevyeHnn npenapataMmm mMarHus
nepen poaamMm TOHYC BEreTtaTtMBHbIX BIAUSIHUA Ha cepna-
Le XOTH M CHUXANCs, HO C MiaBHbIM rPaAMEHTOM, rap-
MOHWYHO MEepPecTpanBaInCb B3aMOOTHOLIEHUS MeXay
CUMNATNHECKON 1 NapacMMnaTU4eCKom akTUBHOCTbIO —
CUMMaTn4ecKne BINAHUA Ha Cepaue CHUXanucb, a na-
pacuMmnaTnyeckne — sospactanun. Ha ¢oHe nposogmmon
Tepanumy 6epeMeHHbIX CHU3UIACh YacToTa yrpo3bl npe-
pbiBaHUa GepemMeHHocTu, PIH, recrtosa, npexnespe-
MEHHbIX POAOB, MMMEPTOHNYECKMX COKPALLEHUI MaTKW,
rMNoTPOdUN HOBOPOXOEHHBIX U LLepebpanbHON ULeMUmn
HOBOPOXAEHHbIX.

MarHmneBas cofb OpPOTOBOM KUCAOTbI B [03ax Mo
1 7/3 pasa B oeHb B cpoke 38-39 Hepmenb 6epeMeHHOo-
CTU Ons Koppekuun aumcbanaHca napacumnaTnyeckux
M CUMMATUYECKMX BAUSHWUI mpuBogmaa K Hopmanmsa-
umm umodp AL, ynyylWweHUO CamMOYyBCTBUSA, YCKOPEHMIO
co3peBaHunsa wenkn matku. lNMpenapaT goctaTto4yHO 3dh-
dekTuseH no BanaHuio Ha Ca?*Mg2t KOMNOHEHT, TakK Kak
NP 3aBbILLEHHbIX 4,031POBKax (No 2 T/3 pasa) 0oTMe4YeHo
YBEJIMYEHME HACTOThl MEPBUYHON cnabocTn poaoBol ae-
ATENbHOCTU NPW poAax, YTO NPMBOANIIO K ONEePaTUBHOMY
poaopaspetuenmnto B 70 % cnyvaes.

YacToTta BPOXAEHHbLIX MOPOKOB U MasiblX aHOManum
pa3BuUTUS y AETEN OT MaTEPEN C CUHAPOMOM Aucnaasnm
COeaVHUTENBHOM TKaHn ceppua coctanseT 8—17 %.

lMnaH obcnenosaHus: cMm. JledieHne GEPEMEHHbIX C
cuHgpomom [CT.

4.4.29. Oco6eHHOCTHU TeYeHns poaoB, poaopas-
peleHus n NoCNepoaoBoOro nepmoaa

YunTtblBas aCTEHNYECKNIN CYOTUNMbHbBIA TUM KOHCTUTY-
umur npu ACT, nornyHo 6bis10 Obl CAPOrHO3UPOBAaTb BbICO-
KYIO 4aCTOTYy aHaTOMUYECKM Y3KMX Ta30B, YTO ONpenens-
10 6bl NoKa3aHus K kecapeBy cedeHunto. OgHako yacTtoTa
Y3KOro Tasa, no AaHHbIM NUTEepPaTypbl, y NaLUNEHTOK Npu
LCT He npeBbiwaeT 19,1-28,6 %, a yaenbHbI BeC 06L1e-
pPaBHOMEPHOCYXXEHHOIO Ta3a (BCce pasMepbl yMEHbLUEHbI
Ha 1-2 CcM) B CTPYKTYpE aHaTOMUYECKN Y3KOro Ta3a cpe-
av naumenTok npm ACT coctaBsnseTt 21 %.

YuntbiBag, 4to nauneHtkm npm ACT nmeloT TeHaeH-
LMIO K POXOEHUIO MANOBECHbIX OETEelN, BOMPOC Yy3KOro
Tasay aTol kaTeropun 60MbHbIX NPEACTaBASET akTyaslb-
HOCTb He 6onee yem B 7 % cnyyaeB. [ToaToMy coobLLeHUs
CMEXHbIX CMeuuanmcToB O BbICOKOM YacToTe Kecapesa
cedeHus npu OCT, o6ycrnoBieHHOrO BbICOKOW 4acTOTOM
y3KOro Tasa y CyOTWJIbHbIX MauMeHTOoK, akyllepamu-ru-
HeKOJIoraMu NoABEPraTCs COMHEHUIO.

Cnocob pogopa3spelueHnss 1 0COO6eHHOCTU TevyeHus
ponos onpeaensotTcsa dopmoit ACT. Jaxe npu mManbix
dopmax COL, (runepmMobunbHbIn TUM, KNHOCKOINOTUYE-
CKUI TUMN, apTpOoxana3nmHblii Tun, gepmMmaTtocnapakcuc)
HecTabuIbHOCTb Ta30BbIX OPraHOB He npeBbiwaeT 26 %,
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npexaespemMeHHble poabl — 21-23 %, nocneponosble
KpoBoTevyeHus — 14,7-19 %, pas3pbiBbl MPOMEXHOCTUN —
8 %, mepTBOpOXAeHUSA — 3,15 %, yacToTa Kecapesa ce-
yeHusa — 8,4 %, HeoHaTanbHaa r;MnNoToHns — 31 %, 4To He
oTnnyaeT ero ot HeguddepeHumpoBaHHbIX opm OCT.

TakTuka pogopaspeweHus npu OCT onpenensercs:
0cobeHHOCTSAMU TedeHns 6epeMeHHOCTM U PoaoB, COBO-
KynHOCTbIO npossneHmin CT 1 cTeneHbio Ux reHepanu-
3auumn.

Bonpochbl «poaoBO AOMMUHAHTbI», aganTaluOH-
HbIX BO3MOXHOCTEW OpraHM3Ma B COYEeTaHUU C He-
NepeHOCUMOCTbIO AJINTENIbHbIX TOHUYECKUX Harpy-
30K, ABNA0TCA Yy naumneHToK npu ACT Knio4YyeBbIMU.

M3BECTHO, YTO aKTMBHOCTb CUMMNATUYECKOro OTAena
BEreTaTMBHOW HEPBHOW CUCTEMbI B HOpMe OOCTuraer
Makcumyma ko |l rpumecTpy 6epeMeHHOCTU, cTabunmamn-
pyeTtcs B lll TpumecTpe, a 3a 5-10 cyTOK 40 POOOB CHU-
xaetcsa (bopMmpoBaHme pogoBON AOMUHAHTbI); OCTaeT-
CS1 Ha CHUXXEHHOM YpPOBHE B | nepuoge poaos (3awmtHoe
TOPMOXEHME B Nepmnog, CXBaTtok), BTOPMYHO BO3pacTaeT
Bo Il (moTyrun) u lll (neproa oTaeneHns nnaueHTbl) nepu-
ojax.

Maunentkn ¢ MNMMK 6onee 4 mm (44 %), KoTOpbIE
VMenn Hn3kne nokasartenu B-apm (Huxe 70 EN), 6binin
yrpoXxaembl N0 Pa3BUTUIO TMMOTOHNYECKUX, MPENMYLLE-
CTBEHHO MepPBUYHbIX, ANCHYHKUMK MaTKn 1 B 9,5 % —
CTPEMUTESNIbHBIM POAAM.

MapapokcanbHO, YTO 06U TUM NAPTOrpaMMbl TeYe-
HUa ponoB y 650 poxeHul, ¢ NMMK He oTnnyanca ot ya-
CTOTbI B nonynauum (puc. 7).

P
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Puc. 7. MapTorpaMmma nepsbiX POAOB Yy NaLMEHTOK
C NPOIanCcoM MUTPaNbHOro KnanaHa

OpHako npw aHanm3e ¢opm ACT oTMeYeHo, 4To Ya-
cTOoTa aHOManunm poaoBon peatensHocTn (APL) mocTta-
TOYHO BbicOKa 1 gocTturaet 63 %, a Tun AP, onpenens-
etcsa dopmont [ICT.

Tak, NnauneHTKy ¢ rmnepMobuIbHOCTbLIO CyCTaBOB, Bbl-
PaXeHHbIM MJIOCKOCTOMMEM, CKONMO30M, HU3KUMW MOKa-
3aTtensaMm MaHOMETPUN (25 MKF 1 HUXE), MbILLEYHON M-
noToHuemn, paamepamu NMMK 4 mm 1 6onee, ¢ MUTpanbHOM
peryprutaumen n MMKCOMaTO3HOM AereHepauunen (anep-
conoao6HbIVi peHOoTMMN) 0AUMHAKOBO YacTo ObIn yrpoxa-
€Mbl M0 YaCcTOTe MMNOTOHNYECKUX ANCHYHKUMA. W ncxon,
POAOB Y 9TOW rpynmnbl NALMEHTOK ONpeaensincs KOMMeH-
CaTOPHbLIMU BO3MOXHOCTAMU BHC, MbiLL, cepaevyHo-co-
CYAMNCTOW CUCTEMBI, MpoLLeccamMu agantaumm.

HecnyyaiHo gnsa atol rpynnbl 60/bHbIX ObIN0 Xapak-
TEPHO ObICTPOE BCTYMJIEHVWE B POAbl, SHEPrUYHbIE na-
TeHTHas (3 yaca) u akTmBHasa ¢asbl (2 Yaca), KOTopble
cMeHanucb 3atsxkHbiM |l nepuog pogos (1,5-3 yaca) B
pesynbraTe GbICTPOro UCTOLEHUS 3HEPreTUYECKUX pe-
CypcoB muomeTpus. Bpemsa onyckaHus ronoBku B MO-
NIOCTM Manoro Ttasa gocturano 2-3 4acoB (B HOPME He
6onee 1,5 4). MmeHHO aTa rpynna 60nbHbIX Gblna yrpo-
Xaema B nocneayL,emM no pa3BuUTro anvkasnbHbIX GOpM

nponanca rexutanuin (33 %) B nepeble 3 roga nocne
€0MHCTBEHHbIX POAOB.

MaymeHtkn ¢ NMMK v nMoBbILLEHHON AucnaacTuye-
CKOM cTurMatmsaumen m runepcTeHnYeckuM Tesoc-
JNIOXXeHneM, Hao6opOoT, ObIIN yrpoXKaembl MO Pa3BUTUIO
rMnepToOHNYEeCKUx ouchyHkumin maTtkm (69-89 %). Oco-
OEHHOCTbIO POAOBOro akTa y 3TOW rpynnbl GONbHbIX
Oblna BbiCOKas 4acTtoTa AUCTOLMM MaTO4YHOrO 3€eBa,
KOPPEKLNS KOTOPOK Hepeako TpeboBana permoHapHom
aHecTte3nun (57 %). Bbinu xapakTepHbl MOBbILEHHbIN
TpaBMaTu3aM WeEeNKM MaTtkm n dacumanbHbiX CTPYKTYP
Ta30BOro gHa.

Y naumenTok ¢ NMMK ¢ HopmanbHbIMKM Noka3aTenaMmun
B-apm (70-80 E[l) wacTtoTa rmnoTOHUYECKUX U runep-
TOHUYECKUX OMCHYHKUMIA MaTku He npeBbicuna 10,5 un
5,2 % CcOOTBETCTBEHHO.

YacTtoTa mMaTepuMHCKOro TpaBmatmama Takxke He OT-
nmMyanacb OT 4acTOThl B MONYNSAUMN. AKYLLIEPCKME LLMMNLbI
MCMOob30BaHbl He 6onee Yem y 4,1 % poxeHuu,. YactoTa
paspbIiBOB MPOMEXHOCTN BCNEACTBME XOPOLLEN PACTAXN-
MOCTU TKaHel He npesbicuna 13,2 % npu anepcononob-
HOM PEHOTMMNE NO CpaBHEHMIO C 26,7 % B rpynne cpas-
HEHUS.

4.4.30. CuHapom nNpoTpy3um U peniakcauum Ta-
30BOro gHa

CuHApOM MNpoTpy3nn M penakcauum Ta3oBOro AHa
KITIMHUYECKN MPOSBNASETCS: ONYLLEHNEM U YIJIOLLEHNEM
NIeBaTOPHOro nNaaTo, NpoaancoM Ta30BbliX OPraHoB (Mo-
4eBOro ny3blps, FEHUTANNN, NPSIMON KULLKW) U HapyLle-
HYEeM Nx GyHKLUMRA.

PacnpocTtpaHeHHocTb [T B CTpyKType oOTaeneHun
onepaTMBHOM TMHEKONOMMN  BbICOKOCMNELMANTN3NPOBAH-
HbIX KITIMHUK aocTturaeT 25,6 %, a yaenbHbii BeC 60/bHbIX
B Bo3pacTe 00 45 net coctaenset 6onee 50,9 %.

M BCcerga paccmMatpmBancsa Kak reHnTanbHas rpbixa.

B renese pazsutus Ml B 80 % cnyyaeB He BbISBIEHO
TpaBMupyoLLmx GakTopoB POAOB, HO B 89 % cnyyaeBy na-
umeHToK ¢ NI naeHTNPnUMpYoTCs pasnnyHble KpUTepumn
cuHgpoma ACT. Tak, B 36 % cnyyaes NI cBadaH ¢ runep-
MobunbHocTblo cycTaBoB (TMC). Mpuyem B 66 % cnyya-
eB 'MC koppenupyeT ¢ nponancomM CBOAOB Bharanvia.
HacnenctBeHHble popmsbl M7 MmoryT gocturate 26,3 %, a
4acToTa HeAepPXaHst MOYM Y HEPOXABLUMX U POXaBLUMX
cecTep ¢ cuHapomom Mapdana — 47,6 n 49,7 %.

Mpun MPT B 80 % cny4yaeB HEBO3MOXHO UAEHTUDULN-
poBaTb dacumanbHble oedekTbl TA30BOrO AHA, B TO Bpe-
M$Sl KaK yrnjolleHre 1 penakcauus 1eBaToOpHOro rniato
(naTorHoMoHuYHO anga cuHapoma ACT) anarHoctTmpyeT-
cay 47-75 % GONbHbIX.

Ha cerogHawHUMn MOMEHT onpepeneHo, yto M -
MynbTUdakTopmnanbHoe 3aboneBaHne, KOTOpoe B psaae
cny4daeB HeceT B cebe HacneaCTBEHHbIE UM BPOXIEH-
Hble YepTbl. CUHOPOM NPOTPY3UM U penakcaLnm Ta3oBo-
ro gHa natorHomoHuyeHn gna ACT — aucnnacTuko-3aBu-
cuMble nposiBneHns nmetoT 87 % 60nbHbIx ¢ M.

Yem ObicTpee (CTpeMuTenbHel) npoTekalT pofbl,
TeM yalle 1 paHblue GOopMUPYETCH NPONanc reHnTannmn,
npuyem c npeobnagaHvem anukanbHblx dopm. B Te-
yeHne 1 roga nocne nepsbix ponos M dopmupyeTca y
23,5 % 60nbHbIX 1Y 13,5 % — nocne NOBTOPHbIX POAOB;
B 6nmxariwme 5 net —y 58,5 1 41 % nauneHTOK COOTBET-
cTBeHHo. K Bo3pacTty 35 net - 59,8 % nauneHTok nme-
10T AMarHo3 nposanc reHnTanmin n K Bo3pacty 45 net —
87,5 % 6ONbHbIX.

Mponanc reHnTanuin y 60nbHbIX npn OCT nmeeT psag
0COBEHHOCTEN N XapakTepuayeTcs:

® paHHVMM BO3HUKHOBEHWEM (28-45 net, cpeaHwuii
Bo3pacTt 34,2+9,04 roaa );

® ObLICTPbIM (4epe3 1-3 roga nocne nepBbiX HEOC-
JNIOXXHEHHbIX poaoB) dopmupoBaHuem (32 %) (cpeaHve
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cpoku 8,5+7,0 net) po dopm, TpebyLLMX XMpypruye-
CKOro Nle4yeHns yxxe B MOJIOLOM BO3PaCTE;

® npeobnagaHvem anukanbHbix GOpM nposanca
(80 %);

® Ha/MYMEM TSXeNbIX W OCJIOXKHEHHbIX dOpM anu-
KasibHOro nposanca (MaTo4HbIM Nponarc B co4eTaHun ¢
nepegHum n/mnun 3agHnum antepouene) (80 %);

® Hannumem KOMOUHMPOBAHHbLIX GOPM Nponanca re-
HUTaNUM (anukanbHble GOPMBbI +/— pekTouerne, Hannyne
napaBarmHasnbHbIX 0eDEKTOB);

® coyeTaHuem NI c cMHAPOMOM NPOTPY3UM 1 penak-
cauum Ta30BOro AHa;

® COMyTCTBYIOWEN MNATONOrMen, xapakTepHon ans
OCT (monuxocurma, ractponTto3, HedponTo3, rPbiXN,
Bapuko3Hasa 60M1e3Hb U T. A.);

® HannymemMm HacneacTBeHHbix ¢dopm M B 26,3 %
Cly4yaes.

AnvikanbHbIi nponanc (MoJIHOE U HernoJIHOe Bbinaze-
HVE MaTKM U CTEHOK Braranuwia) He siBNsieTcs 3anyLeH-
HOM OPMOI ONyLLEHNS MaTKM U CTEHOK Bnaranuvwia, a
ABNAETCH CAMOCTOATENIbHON HOPMO.

CuHApOM NpOoTPYy3nK 1 penakcaumm Ta3oBOro gHa
nposiBnsieTcs He Tonbko M, HO 1 CONPOBOXAAETCH Mbl-
LeYyHon gucceHepruen. Tak, npu N3y4eHUn 31eKTpo-
dun3nonornyeckmx ocob6eHHOCTEN MblLLL, TA30BOro AHa
M aHaNbHOro cuHKTEpPaA ObINN BbISBNEHbI U3MEHEHUS,
KOTOPbIE XapakKTepPU3ylT U3MEHEHUs BUCLEpPabHOMN
WHHepBauun. Pe3ynbTaTbl UccnenoBaHus Oblnv cono-
ctaBuMbl ¢ dopmoit 1 TaxecTbio ACT. 3aKkoOHOMEPHO-
CTU ABASOTCH KOHCTUTYLMOHANIbHO 0BOYCNIOBNIEHHBIMU.
HecnyyaliHo HepoxaBluve nauueHTkn 6e3 MM npenb-
ABNSANN Te Xe U Takoe Xe KOJIMYecTBO Xanob co cTo-
POHbI aHOPEKTaNIbHOro OoTAeNa Ta3oBOM Amnadparmsbl,
Kak 1 nauuenTkn ¢ Ml Tak, onas aTon rpynnbl 60MbHbIX
XapaKTepHbl: CKJOHHOCTb K 3anopam, 3aTpygHeHue
nedexkaumm, nomoub Npu 3aTtpynHeHun pedexkaumu,
YyBCTBO HEMOJIHOFO OMOPOXHEHUS KuLIeYyHuKa. Yka-
3aHHble Xanobbl He 3aBUCAT OT BO3pacTa, napurteTa, a
KOppEeNnupyloT ¢ annkanbHon ¢dopmoin NI, BapnkKo3Hom
6onesHblo, BC no runoTOHMYECKOMY TWUMyY, CKOJINO-
30M, muonuen, NMNMK ¢ mutpanbHOM peryprutaunen,
MTK ¢ TpukycnupanbHOW peryprutaumen, MbllLeYHOMN
rmnoTpoduen.

CuHOpOM NpOTPYy3UM M penakcauum Ta3oBOro aHa,
NMOMVMO NPOTPY3NN N HAPYLLIEHNSA PYHKLMN aHOPEKTab-
HOro OoTAena Ta3oBon gmnadparmMbl, MOXET NPOABAATLCS
CMELLEHVEM N Jucnokaumer Movyeny3blpHO-ypeTpab-
HOro KOMMJekca, 4To BefAeT K HeaepxaHuio moun. Co-
yeTtaHme I ¢ pasnmyHbiMmn dopMamMn HapyLLEHUS MO-
YyencnyckaHus, No Hawum AaHHbiM, nocturaeT 70,9 %.
Taxenble popmbl ACT xapakTepusyoTCcs anukanbHbIMU
dopmamu Il ogHaKO B 9TUX Cly4Yasix CTPECCOBOE He-
nepXxaHue mMoun He npesbiwaeT 25 % No CpaBHEHUIO C
33 % npu umnctouene 2-3 CTENEHU N MaNOBbIPAXKEHHbIX
dopmax ACT.

OpgHako uMmeHHo npu Taxenslx dopmax ACT dop-
MUPYIOTCA YpreHTHole GOpMbl HeaepXaHus MoYu, B
OCHOBE KOTOpbIX NexaT HecTabuibHOCTb AeTpy3opa u
ypeTpbl BCNeacTeme runeppedriekcnum oeTpysopa u kak
CNeACTBUE — YMEHbLUEHME EMKOCTU MOYEBOI0 My3bIps —
31,3 % no cpaBHeHuto ¢ 16,7 % npu ManoBbIPaXEHHbIX
nposisneHnsax ACT.

lMnaH o6cnenoBaHusi: ¢GuankasbHoe O6uMaHyaslb-
Hoe uccrenoBaHue, KOMIMJIEKCHOE YPOANHAMUYEeCcKoe
uccnenoBaHue (npuv HegepxxaHum moyun), MPT manoro
Tasa a4ss ANarHoCTUKM U YTOYHEHVST aHOMaJinvi 1a3a v
CTPYKTYp Ta30BOro AHa, aJiekTpomaHomeTpus, IxoKIl
15 uckmoyenus/noarsepxaerHvs ACT.

4.5. BpemeHHble 0cOGeHHOCTU HOpPMUPOBAHUS
cuHpgpomoB ACT npencrasneHsbl B Tabnuue 8.
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Tabnuua 8

Kanenpapb popMupoBaHnNa KJIIMHNYECKNX

cuHgpomoB npu ACT

ﬁg;ﬂﬁgl‘-" Bpemsi nposiBrieHus
CunHapoMm C poxgeHuna no 38-40 net, panee
rmnoTpocdum pexe
KocmeTtuyeckuii | C poxxaeHus 40 OKOHYaHUs pocTa
CUMHAPOM
CuHapoM HaunHaeT dopMmpoBaTbCa OAHUM U3
HEBPONOrMYECKUX | CaMbIX MEpBbIX, B paHHEM [ETCKOM
HapyLleHui BO3pacTe

BpoHXxoneroyHbin
CUHAPOM

OT pOXAEHUsi C MakCUMasnbHbIM MpPO-
SIBNEHWEM B MOAPOCTKOBOM U MONOAOM
BO3pacTe

CUHAPOM UMMY-

C paHHero AeTcKoro Bo3pacta C Mak-

HONOMNYECKNX CMMasnbHbIM MNPOSAB/IEHNEM B MOAPOCT-

HapyLeHum KOBbIV Nepuos

MeTabonunueckas | POpMMpYOTCS B LUMPOKOM BO3PACTHOM

KapanomMuonaTusa | AnanasoHe ¢ 3 net

KnanaHHbIN HaunHaeT popMMpoBaTbCS B AETCKOM

CUHAPOM Bo3pacTe (4-5 net), Hanbonee vacrto
npossnsieTcsa B 12-25 net ¢ nocneny-
IOLLIMM CHUXXEHWEM MO YacToTe

Topako- Hauvano d¢opmupoBaHmsa — 5-6 ner,

avadparmanes- OTYEeT/INBblE MPOSIBNIEHUS — BO3pacT

HbIi CUHAPOM

10-12 neT, MakcuManbHas BblpaxeH-
HOCTb — 14-35 neT

BepTebporeHHsbii
CUHAPOM

Pa3BmBaeTcs napanfienbHO pasBUTUIO
TOopako-anadparmManbHOro CUHApPOMA
u cnHapoma TMC

CuHApoM runep-
TEH3MM Manoro
Kpyra KpoBo-

®opmupyeTcs Ha doHe 6poHxo-rie-
ro4yHol MnaTosiorMu, Topako-anadpar-
MasnbHOro U BepTebporeHHOro CMHApO-

obpauleHus MOB

CuHapom dopmMunpoBaHune Topako-anadpar-
TOpako-ana- MafibHOro cepaua npoucxoauT Bcnes
dhparmanbHoro 3a MaHudecTaumnern n nporpeccmpoBa-
cepaua HVYeM gecdopMaunn rpyaHON KNEeTKU U

NMO3BOHOYHWMKA, Ha CbOHe KJlanaHHOro,
COCyaAnCTOoro 1 nero4yHoro cMmHapomMoB

Cocyancrbin
CUHAPOM

MaHudecTtupyet B 8-9 neT, noapocTKo-
BOM M MOJIOAOM BO3pacTe, Mporpeccu-
pys B AanbHenweM. [JocToBepHOe BU-
siHMe Bo3pacTa 60/bHbIX — B AManaso-
Hax 14-20 net, 21-30 neTt, 31-35 net

CuHapoMm .
CUCTEMHOM
rMnepTeH3nun

Yawe Bcero accoummpoBaH C BepTe-
6pOFEHHbIM, COCYyAUCTbIM, MNOYE€YHbIM
cnHapoMamu

ApUTMUYECKUI
CUHAPOM

Mposensaetrca ¢ 5-6-neTHero Bo3pac-
Ta, MakCuMMasbHO mporpeccupys B
NOAPOCTKOBbLIA MEepuoj, Hapacrtas no
yacToTe napannenbHo GopMUPOBaHNIO
KflanaHHOro cuHapoma, Metabonuye-
CKOW KapAMOMMONaTUM WU MOBbILLEHUSA
nasnexHunsa no MKK

CuHKOManbHbIN
CUHAPOM

HaunHasa ¢ paHHero 4eTckoro Bo3pac-
Ta

CuHApOM BHe-
3anHon cMepTn

MoApOCTKOBbLIN M MOIOAOW BO3pacT

ACTEeHUYeCKuni BbiBnseTcs B AOWKOLHOM U 0CO6eH-
CUYHAPOM HO SIPKO — B LUKOJIbHOM, NOAPOCTKOBOM
1 MON0AOM BO3pacTe
CuHapom Y 6onbWwnHCTBa 06CNef0BaHHbIX MOSAB-
naTonorum nsetcs B 5-6-neTHeM BO3pacTe, Mpo-

OpraHa 3peHud

rpeccupys B WKOAbHbIE roabl (7-15 neT)

BucuepanbHbin
CUHAPOM

®OpMMPYETCS HaUMHas C paHHero AeT-
CKOro Bo3pacra

lemopparuye-
CKWUW CUHAPOM

C paHHero AeTckoro Bospacrta

CuHApOM aHeMun

Yaule Bcero B nepuos MnosioBOro co-
3peBaHns, Yalle y nL XEeHCKOro nona

CuHapom YacTto - yxe B paHHeM AEeTCKOM BO3-
™MC pacte. MakcumanbHas TMC - B Bo3pac-
Te 13-14 net, k 25-30 rogam pacnpo-
CTPaHEHHOCTb CHMXaeTca B 3-5 pa3s
CuHapom HaunHaeT dopmmpoBaTbCs OAHMM U3
naTonormm CaMbIX MNepBbiX, B PaHHEM [AeTCKOM
cTonbl BO3pacTe
CuHapom B Monozom Bo3pacTe, napannesbHO
ocTeonaTtum dopmMmMpoBaHmio rMnoTpodun, runep-

MO6UABHOrO cMHAPOMA

CuHApOM Hapy-
WeHWIn ncmxmye-
CcKoW cdepbl

Hanbonee 4acto — NOAPOCTKOBLIA 1
MOs040M Bo3pacT
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4.6. JTaGopaTopHble M UHCTPYMEHTaJlbHble MeTO-
Abl uccnepoBaHns

UccnenoBaHus, pekoMeHayeMbie 06513aTesibHO!

e OAKwun OAM

® BAK (nokasatenun 6e5KoBOro, X1UpPoBOro, yrieBosa-
HOro o6MeHoB; coaepXaHne MUKPO- N MaKPOHYTPUEHTOB;
nokasatenu metabonmama CoOeANHNTENbHOM TKaHN)

e OKI

® OxoKIN (c obssaTenbHOM OLEHKOM nokasatenen
AMacTonmM4eckom GyHKLNKN)

® Y3U abpomMuHansHoe
PeHnTreHorpadpusa OrK
DYHKLUNSA BHELIHEro AblXaHns
[MynbcokcumeTpus
OcmMmoTp okynmucTa

® Xontep-3KI ¢ oueHKoW BapnabenbHOCTU cepaey-
HOro puTMa

JononHuTenbHO pekoMeHayemMbIe NCCAEA0BaHUSI:

® Y3 coCymoB: HMXHUX KOHEYHOCTEWN, KPYMHbIX
COCYyO0B BUCLEePabHbIX OPraHOB, 9KTPa- Y MHTPaKpaHu-
aNbHbIX CErMEHTOB LepebpanbHbIX apTepuit

® KanHoMeTpus anbBeONIIPHOrO BO3ayxa

e BOM

e Koarynorpamma, daktop BunnebpaHTta, pubpu-
HOreH, akTMBMpPOBaAHHAs arperauns TPOMOOLUTOB, rO-
MOLMCTENH

o Orac

YrnybneHHoe obcnenoBaHue:

® Ctpecc-9xoKlr

® Y31l aKTpa- 1 HTPaKpaHUanbHbIX CEFMEHTOB Lie-
pebpanbHbix apTepuii ¢ GYHKLUNOHANbHBIMU Npo6amMu
KT opraHoB rpyaHoi KneTku, OpIOLLIHOM NONOCTH
Boauvnnetnamorpadus
Cnumporpadus (npoba ¢ 6GPOHXONUTUKOM)
®BC

®KC
Xontep-AL
Cuna ppixaTenbHbIX MbILLL,

® liccnepoBaHne NpPeacepaHoOro HaTpun-ypetuye-
CKOro nentmaa

® KopoHaporpadwus

® MonekynsapHO-reHeTu4eckoe nccnegoBaHme (no-
Ka3aHus — CM. HUXE)

4.7. OnarHoctuka andpodepeHunpoBaHHbIX popm
ACT

OnddepeHumpoBaHHbie dopmbl OCT npencrasns-
10T CcOOO0OMN O0BOSIbHO OOLUMPHYIO FPYMMNy MOHOMEeHHbIX
HacCneaCTBEHHbIX 3ab0neBaHW, K KOTOPbIM OTHOCSAT
cuHgpom MapdaHa, cuHagpom Anepca — [aHno, Heco-
BEPLLEHHbIN OCcTeoreHes, cuHapom Ctuknepa, CMHOAPOM
AnbnopTa, 6ynnesHbIn aNMaepMonms.

HecMoTps Ha JOCTATOYHO COXHbLIA anropuTtMm amna-
FHOCTUKM, Bpa4y NMEpPBUYHOIO 3BEHA OOJKEH ObiTb 3HA-
KOM C KPpUTEPUAMU ANArHOCTUKU, YHTOObI CBOEBPEMEHHO
OLEHNTb BblpaXXeHHOCTb NpuadHakoB ACT, 3anogo3puTb
Hannyne HacnencTBeHHOro 3aboneBaHus U HanpaBUTb
naumeHTa Ha MegMKO-reHEeTUYECKY KOHCYNbTaLMIO.

4.7.1. Cungpom MapdaHa

IOunarHocTtuka cuHgpoma Mapdana (CM) cerogHs oCHo-
BaHa Ha leHTckux kputepusax (De Paepe A. et al.,1996) n ne-
pecmoTpe leHtckux kputepures B 2010 roay (J. Med. Genet.
2010; 476-485). B ocHOBY anroputmMa AUMarHOCTUKKW NoJo-
XEHO BblAeneHne BoMbLINX U MasibiX KDUTEPUEB, XapakTe-
PU3YIOLLNX BbIPQXEHHOCTb U3MEHEHWUA COEOUHUTENBHOWN
TKaHW B Pa3NNYHbIX OpraHax n cuctemax. bonbne kpute-
pUX CBUAETENLCTBYIOT O HANNYMM B COOTBETCTBYIOLLEN CU-
CTemMe NaToNOrM4eckn 3Ha4UMbIX U3MEHEHUIA. Manbie kpu-
Tepun (a B HEKOTOPBLIX CNydYasix — OANH GOJbLIOW KPUTEPUIA)
CBMAETENbCTBYIOT O BOBMEYEHUN TOW UM UHOM CUCTEMbI B
naTosIorMio COeANHUTENbHON TKaHW. MNepeveHb 6oNbLINX 1
MasbIx KpUTEPUEB NPUBELEH B Tabnmue 9.

Tabnvuya 9
TeHTcKMe KpUTepumn AUarHoCTUKU CUHAPOMa
MapdaHa (De Paepe et al., 1996)

Bonblune npusHaku [ Manble npu3Haku
KocTHble

Hannume ueTbipex npu3HakoB u3|e YMepeHHas BOPOHKOODpa3Has
BOCbMI HWKECNEAYIOWMX: nedopMaums rpyaHoON KneTku
1) kunesugHas aedopmaums rpya-|*  [MnepMobunbHOCTL CyCTaBoB
HOV KNeTku +  ApkoBuaHOE HEBO CO CKYyYeHHO-
2) BOpoHKoObpasHas aedopmaums|cTbio 3y60B
rPYAHOW KneTku, Tpebylowas xu-|+ [edopMauun yepena (LOANXO-
PYPrW4ecKOoro BMeLLaTenbCTaa uedanus, runonnasus CKynoBbix
3) OTHOLWEHWe BEpXHEro CerMeHTaKoCTel, 3HOMTanbM, CKOLIEHHbIE
Tena K HuxHeMy <0,89 U OTHOLIEHME| rNa3Hble Wenu, peTporHaTus)
MEXAY pasMaxoMm pyk u poctom >1,03
4) MONOXMTENbHBIN TeCT «3ans-
CTbs» W «BOMbLLIOr0 NanbLa»
5) ckonuos 6onee 20° nan cnoHam-
nonucres
6) BbINPSAMIEHME NOKTEBOrO CyCTa-
Ba 10 170° u MeHee
7) MeauanbHOe CMelieHuWe Meau-
aNnbHOW JI0AbIKKKM, NpuBOAsLiee K
MN0CKOCTONMNIO
8) npoTpy3ns BEpTNYXHOW Bnaau-
Hbl M060I CcTenern (NoATBEPXKAEH-
Hasl PEHTTEHOBCKMM CHUMKOM)

13MeHeHWs B KOCTHO-CKENETHOM CUCTEME COOTBETCTBYHOT HONbLIOMY KpU-
TEpUIo — MaToNOrMYECKU 3HaYUMble M3MEHEHWS, ECIW BbISBNISIETCS HE Me-
Hee YeTbIPeX W3 BbllleHa3BaHHbIX BOCbMM 60bLUMX MPU3HAKOB.
KocTHO-CkeneTHasi cucTeMa BOBMIEUEHA, eC/W BbISBNSIETCS He MeHee fBYX
60MbLUMX NPU3HAKOB UV OAMH BONBLIOI U [IBa MasbiX MpU3Haka

3putenbHasa cucTeMa

+ [oABbIBUX XpyCTanuka + AHOManbHO niockas porosuua
(no pesynbTataM KepaToMeTpuye-
CKUX N3MEepeHuit)

* YanuHeHue ocu rnasHoro sbaoka
(no faHHbIM Y3W) ¢ muonueit

+ Mvnonnasus pagyxHon 060104KM
VAN MepLaTenbHOM MbILLbl, Bbi3bl-
BawoLas

+ Muo3

3puTenbHas CMCTEMa BOB/IEYEHA, €CN BbISBNEHbI HOMbLLOI KpUTEPHIA
VW [iBa MablX NpuU3HaKa

|~ CeppeuHo-cocyaucras cucrema

+ Paclmperne BocxoasLuen aopTbl ¢|« Mponanc MUTPanbHOro KianaHa
a0pTanbHOM perypruTaumeit unm 6es|s PaclumpeHue CTBOMa NEroYHoN ap-
TakoBOW M BOBMIEYEHWNEM KaK MWUHW-|Tepuy Npy OTCYTCTBUW KianaHHOro
MYM CMHYCOB BanbCaNbBbl UK iy nepudepuyeckoro NeroyHoro
+ PaccnoeHve BoCxoasLLelt aopTbl | CTeH03a Uav Nioboi Apyron o4esuna-
HOV NpWumMHbI B Bo3pacTe o 40 net
+ O6bI3BECTBNEHNE  MUTPANbHOTO
KonbLa B Bo3pacte Ao 40 net

* Pacwwpenne nnbo paccnoexve
CTEHKW rpyAHOI Uiv 6PIOLWIHON aop-
Thl B BO3pacTe Ao 50 net

CepfieyHo-CoCyAMCTan CUCTEMA BOB/EYEHa, €C BbiSBNEH OAMH 60Mb-
LIOA 1 OAMH Mafiblii KpUTEPUI

JleroyHas cucrema

OTcyTCTBYHOT + CnOHTaHHbIA NHEBMOTOPAKC
* AnukanbHble 6ynnbl, NoATBEPX-
AEHHble PEHTreHOrpamMMoi rpyaHoil

KNETKK

JleroyHas cucTema BoB/EYEHA, EC/IN BbISBASETC OAMH Mablii NPU3HAK
Ko)Hble NOKpPOBbI

OTCYTCTBYHOT + ATpotryeckue CTpum, He CBsI3aH-
Hbl€ C BbIP@XXEHHbIMW U3MEHEHUSIMM
Macchl Tena, 6epeMeHHOCTbI WK
YacTbIM JI0KaJbHbIM MEXaHWUYeCKUM
BO3/ENCTBUEM

* PeunavBuMpytoWwme namn nocneone-
DALMOHHbIE TPbIXM

Koxa BoBneyeHa, eCiv BbiSBNEH OAWH Masblil NPU3HaK

TBepaaa Mo3roBas 060s104ka
+ MoAcHruHO-KpecTLoBas AypanbHas | OTCyTCTBYIOT
9KTa3us, BbisBAeHHas npu KT wan MPT

OTAirowieHHas HacneacTBeHHOCTb
« Hannuve 6nuskux poACTBEHHU-| OTCYTCTBYHOT
KOB, KOTOpble YAOBMETBOPSIOT AaH-
HbIM AMArHOCTUYECKUM KPUTEPUAM:
+ Hanuune mytaumm B FBN;, u3sect-
HOW B KauyecCTBe MPUYMHbI BO3HMKHO-
BeHus cuHapoma Mapdana; nam
+ Hannune OHK mapkepos cuHApO-
ma MapdaHa

BoBneyenne npu Hanuumv 0AHOro 60/bLWOro NpusHaka
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HALLUOHAABHBIE PEKOMEHAALUU

NATIONAL RECOMMENDATIONS

B pamkax peBu3oBaHHbIX [eHTckmx kputepmes (2010 r.)
TpeboBaHus K AnarHoctTuke cuHapoma MapdaHa pasnuya-
I0TCS B 3aBMCUMOCTW OT AaHHbIX HACNEACTBEHHOIO aHaMHe-
3a. Ecnu cemenHbliii nnn HacneaCTBEHHbIN aHAMHE3 He 0TS -
roweH, CMHAPOM YCTaHaBNMBAETCS B CNenyloLMX Clyyasx:

> NpU Hann4ynMm MNOATBEPXAEHHOIO pPaCLUMPEHUS
KOPHSI a0PTbl M 3KTOMUU XPYCTaNNKA;

> MPW HaNM4YMN PacCLUMPEHNS KOPHS aopTbl U Moa-
TBEPXAEHHON MyTauum reHa FBN+;

> NPV HaNN4YMKM 3KTONUKN XpycTannka 6e3 BoBleYeHus
KOPHS a0pThbl C NOATBEPXAEHNEM MyTaunm B reHe FBN+;

> MPWU COYETAHUU PaCLLUNPEHUS a0OPThbl U NMPU3HAKOB
CVCTEMHOrO BOB/IEYEHUSI COEANHUTENBHON TKaHu (Tabn. 10).

Tabnua 10
OueHKa NMPU3HaKOB CUCTEMHOro BOBJIeYEeHUS
coeaunHUTEenNbHOI TKaHu B 6annax

ban-
Nbl

MpU3HaKN CUCTEMHOMO BOBNEYEHMUS
COEIMHUTESNIbHOW TKaHM
CumMnTOM 3anacTbst M 60NbLWOro nanbua
CvMNTOM 3ansacTbst UM 60bLIOr0 NasbLa
KnnesnaHas gedopmaums rpyAaHON KNETKu
BopoHkoobpa3Has aedopmauns rpyaHon KneTku
WM aCUMMETPUS TPYAHOW KNETKM
BanbrycHas gedopmaLus CTonbl
Mnockocronue
[MHeBMOTOpaKC
DKTasus TBEPAOM MO3roBon 060104KM
MpoTpy3ust Ta306eApeHHOro CycTaBa
YMeHbLLEHHOE COOTHOLIEHWNE BEPXHErO CErMeHTa K HUXHEMY
+ yBenMYeHHoe OTHOLIEHME pa3Maxa pyK K pocTy +
HeTshkenlas CTeneHb CKONMo3a
CK0/IM03 1AM Topako-ntoMbanbHbIn Kndo3
Heznopa3rnbaHue N0OKTEBOro CycraBa
JlnueBble npusHaku (o1 3/5), ponuxouedanusi, sHOMDTaNbM,
CKOLLUEHHbIE BHM3 INa3Hble Wenu, rMnoniasus CKya0BbIX KOCTel
KoXHble cTpuu
Mwuonus 6onblie 3 AMonTpui
[Mponanc MMTpanbHOro knanaHa (Nto6on Bua)

NININFIN| = N[ |W

—_

[ PG PG I [T Y

MakcumanbHoe obLee konnyecTtso 6annos = 20; Ko-
nn4yecTBo 6annoB >7 — CBUAETENIbCTBYET O CUCTEMHOM
BOBJIEYEHHOCTU B MPOLLECC COEANHUTENBbHOM TKaHU.

Momumo CM, aBTOpPbI [EHTCKMX KPUTEPUNEB BbIAENAIOT
GeHOTUNNYECKM CXOLHble C HUM cocToaHus (Malfait F
etal., 2006):

> BpoxageHHas
(121050)*.

> CemeliHas aHeBpu3Ma rpyaHoii aoptsl (132900).

> CemeliHoe paccnoeHune cteHkn aopThbl (132900).

> CemeliHas akTonusa xpyctanuka (129600).

> CemellHaa mapdaHomgHas BHELHOCTb (BO3MOX-
HO, 154705).

> MASS-¢peHoTun (157700).

> CuHOPOM HacneaCTBEHHOro nNponanca MUTpab-
HOro KnanaHa.

> CwuHpgpom Ctuknepa (108300).

> Cunppom LnpuHTueHa — Monbabepra (182212).

> [OMOUNCTUHYPUS.

> CwuHagpom3nepca-/[aHno (KudoCKONNOTUHECKUATIAN)

> CuHOpPOM runepmMobuibHOCTU CYCTaBOB.

KOHTPakTypHass apaxHO4aKTUIuSA

* B ckobkax yka3aHbl Kofbl 3aboneBaHuii no 6ase aaHHbx OMIM.

Bce BbillenepeyncneHHble HacneacTBeHHble pac-
CTPONCTBA COEAVHUTENbHOW TKaHM UMET obuime Knn-
HUYeckne 4epTbl C cuHopomom MapdaHa, n notomy
CTOJb BaXXHO CTPOro cobntoaaTb KpUTEPUN MarHOCTUKN
cuHpgpoma MapdaHa, cornacoBaHHble aKcrnepTamm npu
paboTe Haz [eHTCKMMU pekoMeHaauNsIMK.

4.7.2. Cungpom dnepca - QaHno

IwnarHoctmnka cuHgpoma Onepca — Hanno (C3L) ce-
rogHs OCHOBaHa Ha BwunbdpaHwckon knaccubukaumm
(Beighton P. et al., 1998). B Heln BMeCTO paHee NPU3HaHHbIX
DEecATV BblOeNeHbl WeCTb TUMOB: KIacCUYeckuii, runep-
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MOOWNBHBIN, COCYAUCTBIN, KMDOCKONMOTUYECKNA, apTpoO-
xanasus, gepmMatocnapakcuc. bonbluve n mansie gnarHo-
CTUYECKME KPUTEPUM ONpenesieHbl Os Kaxaoro tuna u
[OMOJIHEHBbI N0 Mepe BO3MOXHOCTU AaHHbIMK nabopatop-
HbIX UCCNefoBaHUN. Huxe npuBeLeHbl pa3aernbl knaccudu-
Kaumm Hanbonee pacnpocTpaHeHHbIx Tunos C3/ (tabn. 11).

Tabamya 11

Knaccudukauma Tunoe cuHgpoma dnepca — [ aHno

bonblve NpusHaku

| Manble NpusHaku

Knaccuyeckuii TMn

+ [loBbIlEHHAs paCTXM-
MOCTb KOXW

¢ lupokne  atpoduye-
ckue pybupl (nposiBneHue
cnabocTv TkaHen)

+ MnepMobuabHOCTL Cy-
CTaBoB

+ napkas, bapxatucras Koxa

+ M0AKOXHbIE KUCTONOAOGHbIE Y3EKM

+ MopkoxHble chepuyeckne 06pasoBaHms

+ OCNOXHEHUs TMNepMoBUNbHOCTM  CYCTaBOB
(pacTsixeHue cycTaBa, BbIBUXW W NOABBIBUXM,
MA0CKOCTONMeE)

+ MblleyHas TWNOTOHMS, 3ajepXka pasBuTUs
MOTOPYKM

* YWmbbl 1 KPOBOMOATEKW NPU HE3HAUUTENBHBIX
yaapax

* BblpaxeHHble NposBNEHNS PaCTHXUMOCTU 1
cnaboctu TkaHel (rpbika MULWEBOAHOMO OTBEP-
CTWsl, @aHanbHbIA Mponanc B AETCKOM BO3pacTe,
LiepBMKasbHas He0CTaTOUYHOCTb)

+ Xupypruyeckue ocnoxHeHus (nocneonepawm-
OHHbIE TPbIKK)

+ leHeTnyeckas NpeapacnonoxeHHOCTb K 3a60-
NeBaHMI0

r

MNepMO6UIbHBIN TMN

+ KoxHble  nmaronoruye-
CKWe nposiBneHus (runep-
PaCTSKUMOCTb W/UnK rna-
kas, bapxaTucras koxa)

+ [eHepanu3oBaHHas ru-
nepMobuILHOCTL CYCTaBoB

+ Peunamsupytowee cMelleHne  (NOABbIBUXM)
CyCTaBoB

+ XpoHuyeckune 60nu B CycTaBax/KOHEYHOCTAX
+ eHeTnyeckas npeapacnoaoXeHHoCTb K 3abo-
NeBaHmIo

CocyamCTbIi THR

+ ToHKas, npocseynBato-
Las Koxa

+ ApTepuanbHas/uHTe-
CTUHaNbHas/MaTo4YHas
€nabocCTb Unu paspbisbl

¢ O6wupHble  KPOBOMOA-
TEeKW U MOBEPXHOCTHOE
TpaBMMpOBaHue

+ XapaKTepHbIi BHELIHWNA
BUA ML

+ AKporeHus

+ MnemobUbHOCTL MasbiX CyCTaBoB

+ Pa3pbiB CyXOXWUANIA W MbILLLY

+ DKBWHOBapycHas Aedopmaums cTombl (KOCO-
nanocTb)

+ Bapuko3Hble BeHbl B IOHOLIECKOM BO3pacTe

+ ApTepuoBeHO3Has  KapoTWAHO-KaBEepTO3Has
tuctyna

+ [HeBMOTOpaKCc/MHEBMOreMoTOpaKe

+ HenopassuTtue aecHbl

+ [eHeTnyeckas npeapacronoXeHHOCTb K 3a-
bonesaHuio, BHe3anHas cMepTb 6AM3KMX poa-
CTBEHHMKOB

Kun

0CKONIMOTHUYECKHIA TUN

+ TeHepanu3oBaHHas rv-
nepMobUNLHOCTL CYCTaBoB
+ Taxenas MblleyHas ru-
MOTOHMS C POXAEHMS

+ BpoXaeHHbI CKONMO3,
nporpeccupytolee  Teye-
Hue

+ Cnaboctb cknep u pas-
pblB rnasHoro s6aoka

+ CnabocTb TKaHeit, BKlovas atpoduyeckue
py6Ubl

+ Jlerko BO3HMKaKOLWMe remaToMbl. PaspbiB ap-
Tepuil

+ MapdaHonaHblit 06amk

+ Porosuua Ype3mMepHo Manoro AnameTpa

+ Papnonornyeckn 3Haummoe HapylleHue ocTe-
oreHesa

+ CemeitHblli aHaMHe3, Hanpumep bonestb cnbcos

ApTpoxanasus

« Taxenas  reHepanuso-
BaHHas r1unepMobuabHOCTL
CYyCTaBOB C peLnanBupyo-
MMM NOABbIBUXaMU

+ BpoxaeHHoe  AByCTO-
pOHHEE CMeLUeHne Ta3o-
beperHoro cycrasa

+ TNoBbILEHHAs PaCTSHKMMOCTb KOXM
+ CnabocTb TKaHeil, aTpoduyeckue pybupbl
+ Jlerko Bo3HMKatoLmMe reMaToMbl
+ MblleYyHas r1noToHus

+ Kudockonnos

+ Jlerkuit ocTeonopo3 (paanonoruyeckoe wc-
CnefoBaHme)

[epmartocnapakcuc

+ Tsaxenas dopma cnabo-
CTU KOXM
+ [poBucatowas, usnuw-
HSI9 KOXa

+ Msrkas, pbixnas TEKCTypa KoxXu
+ Jlerko BO3HMKaKLME reMaToMbl
+ TpexaeBpeMeHHbIl pa3pbiB NIOAHbIX 060104eK

+ Bonblwue rpbixu (MynoBUHHbIE, NAXoBble)

Mpoune dopmbl

TpeOoBaHNe K AUarHocTuke cuHgpoma dnepca —

Adanno:

® J1na KNINHNYECKOW AMarHOCTUKM HEOOX0OMMO Hanun-
yne x0T Obl 0AHOr0 6ONbLLLOro KpUTepus. Hannune ogHo-
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ro unn 6onee 60MbLUNX KPUTEPUEB MPAKTUYECKM rapaH-
TupyeT noareepxaeHne CIO/, Ha nabopaTOPHOM YpPOBHE
(peyb MOET O FMCTOXMMUYECKOM aHanm3e KoJsiareHoB
Tunal, lll, V n monekynsspHOM aHanmnae KoaareHoB, Takmnx
kak COL1A1, COL1A2, COL3A1, COL5A1, COL5A2 n op.).

® Manble kputepum o06nagaldT MeHbLUMM YPOBHEM
anarHoctmyeckonm cneundunyHocTn. Hanuyme opHoro
unmn 6onsee ManblX KpUTEPUEB BHOCUT BKJad B AMArHO-
CTUKY TOrO Uan nHoro tuna C3/,.

® [1pn OTCYTCTBUN BONbLUNX KPUTEPUEB Masble Kpu-
TepuUn HeJoCTaTOUHbI A1 YCTaHOBMEHUs AnarHo3a. Ha-
nnyne Manbix KpUTepUeB AaeT OCHOBaHWE nosaraTtb Ha-
nnyme cocTosiHus, nogobHoro C3/, xapakTep KOTOPOro
OyOeT BbISICHATLCS NO Mepe Toro, kak CTaHeT U3BECTHOM
€ro MoJsieKynsipHasi OCHOBaA.

4.7.3. Cunppom Ctuknepa

HacnencteeHHaa  apTpoodTanbmonatua (OMIM:
108300). 310 MynbTUCUCTEMHOE 3aboneBaHue ¢ rnopa-
XEeHeM rmnas, kpaHmodacumanbHbiM1 gedektaMmu 1 Bo-
BJIEYEHMEM MO KparHen Mepe eLLe 0gHOM CUCTEMbI Op-
raHoB (Ahmad N. N. et al., 1993; Uemura S. et al., 1991).
TUNNYHBIMX HaxoAKamMu MOTryT ObiTb: BbiICOKast MUOMUS,
JereHepaums CTEKNOBUOHOIO Tena u CeT4aTku, OTCAON-
Ka ceTyaTku, rMyxoTa; apTponaTus; yMmepeHHas (M3peka
NMPOSIBASETCS Ha MEPBbIX rogax XuU3HW) CMOHANMI0-3MN-
dunsapHas gucnnasus; rmnepmModunbHOCTL CYCTaBOB;
rmnonnasus cpeaHen 4acTm Nnua; MUKPOrHaTus; apko-
obpasHoe HEGO, Nposianc MUTPanNbHOro KanaHa.

4.7.4. Cunppowm LLnpuHT3seHa — Flonb6epra (OMIM:
182212)

BmecTe cO ckeneTHbiIMM aHOManusMu, HarnoMuHa-
ownmm cuHgpom MapdaHa, nauneHTbl cTpagaloT Kpa-
HMOCUHOCTO30M U 334€ePXKOM YMCTBEHHOIO pPa3BUTUS.
MoxeT nmetb mecto gmnataumsa aoptel (McKusik V. A.,
1992).

4.7.5. HecoBepLueHHbI OCcTEOrEeHe3

HecoBepLueHHbI ocTeoreHe3 (osteogenesis imper-
fecta, yctap. — BpOXOEHHAs NIOMKOCTb KOCTEN, BHYTPUY-
TPOOHbLIA PaxuT, OCTEONOPO3 BPOXAEHHbIN, OCTEONOPO3
deTanbHbIn, 0CTEONCaTMPO3 BPOXAEHHbIN, [Nopaka — [io-
paHTa cMHApPOM, cuHapom Bponuka, 6one3Hb JlobwTei-
Ha) — rpynna HacneacTBEHHbIX MAaTONOrMYEeCKUX COCTOS-
HWI, XapaKTePU3YIOLNXCH HEA0PA3BUTMEM KOCTHOM TKaHM,
CKJIOHHOCTbIO K MaTONIorM4yecknumM nepesiomam, nHorga ro-
ny6bIM LLBETOM CKJIEP Y OTOCK/IEPO30M. BbioensioT Bpox-
[eHHy0 popMy (AeTr poxaalnTCs MePTBbIMU UK NornbaioT
B MEPBbIE HEAENN XN3HWN, UMEIOT YKOPOYEHHbIE 1 AiepopMu-
pPOBaHHbIE KOHEYHOCTU C MHOXECTBEHHbLIMU NepenoMamm)
M MO3OHI0, KOTOpas MaHUMECTMPYET B MOCTHATANIbHOM
nepuope (HecoBepLLEHHbIN ocTeoreHes JlobLiTeliHa, CUH-
npom JlobwreliHa, cuHapom JlobwTeliHa — kmaHa, He-
COBEPLLEHHbI 3amMeJIeHHbI ocTeoreHes). 3abonesaHne
HacneoyeTcs MNPeMMyLLecTBEeHHO MO ayTOCOMHO-A0MM-
HAHTHOMY TUMY, HO CYLLLECTBYET U ayTOCOMHO-PELLECCUB-
Has ¢popma. HactoTa 1:40 000-60 000. B ocHoBe naTore-
He3a iexar MyTauuMm reHoB CUMHTEe3a KosinareHa KOCTHOW
TkaHn — COL1A1 (He meHee 50 BapunaHToB), COL1A2 (oko-
no 30 BapuaHTOB MyTaumii). T U3MEHEHUs NMPUBOAAT K
HapPYLUEHMIO CTPYKTYPbI KOMIareHa — yMEHbLUEHWIO none-
PEeYHbIX CLUMBOK, YBESIMYEHNIO MPOJSIHA U AP.

5. AATOPUTM U OBLWLUE NPUHLU UMbl BEAEHUA NALLUEHTOB C ACT

B HacTosLEee BpeMs OTCYTCTBYET BO3MOXHOCTb MPO-
BeEHMSA 9TUOTPONHOW reHHon Tepanmn OCT n Hukakue
MeToAbl /IeYeHUs1 He CMOCOOHbI BbIK/IIOYMUTL MYTaHTHbIN
reH UM nNpomsBecTn 0OpaTHY MyTauuilo naTosiornye-
ckoro annenda. OgHako Bknag HacneacTBEHHOCTU B pas-
BUTME MyNbTUdaKTOPUabHbIX 3a001eBaHNI, K KOTOPbLIM
oTHocutca n ACT, cocTtaBnsaeT Bcero okosio 30 %. Ha
DONII0 9KOSIOMMYECKNX BO3LAENCTBUA N BO3MOXHOCTEWN
KJIMHNYECKOM MeauLVHbI B YyYLLEHUN 30,0P0BbS MPUX0-
auntcsa okono 20 %, ocHOBHOE 3HaveHue (50 %) npu pas-
BUTUM NATONOrMN MMeeT 06pas XN3HU NauyeHTa.

Mpwn BbiIsBNeHUn npusHakoB ACT B AeTCKOM BO3pac-
T€ MO COBOKYMHOCTM aHaMHECTMYECKMX OaHHbIX (0TH-
roweHHocTb deHammn OCT poaCTBEHHMKOB 1 1 2 NUHWIA
poACTBa), KINMHMYECKMX MPOSIBAIEHMIA MOXET Oka3aTbCs

pynna |

uenecoobpasHbiM paHHee reHeTMyeckoe obcnenoBaHue
1 6onee MHTEHCMBHOE NPOGUNAKTUYECKOE BMeELLATENb-
cTBO. [pn 3TOM OCHOBHas 3aa4a HabntaeHNS B3POCIIbIX
nauMeHTOB — COXpaHeHne 340P0Bbs U NMpeaynpexaeHue
nporpeccmpoBaHns NpoLiecca.

C KIMHMYECKOM M MPOrHOCTUYECKOM TOYEK 3pPeHUs
rpynna naumentoB ¢ ACT HeomHopoaHa, 4To TpebyeTt
ondodepeHUMpoBaHHOro noaxoga K peanusaumn ne-
yebHO-NpodpUuNakTMiecknx TexHonormn (Hewyaesa I U.,
Opyk U. B., 2009). No Hawiemy MHeHWIO, A5 anropuTMuI-
3auMn BefeHUs NaUMEHTOB LLenecoobpasHo NpoBOAUTb
pasgeneHune ux Ha rpynnbl HAOMIOAEHNS, UCXOAS U3 KIU-
HMYECKOMN XapakTepUCTUKM, MPOrHO3MPyemor AMHaMu-
KU N copepxaHus nedyebHo-npodunakTmyeckon paboThbl

(puc. 8).

1. AcTeHn4eckmin TUn KoHCTUTyLuK (ATK) + nechopmauns rpyaHom Knetkm u/
UNK No3BOHOYHMKA 1-2 cTeneHn 6e3 MopodyHKLUMOHAMNBHBIX U3MEHEHNI
BHYTPEHHWX OpraHoB

2. ATK + pechopmauusi rpyaHoi KNeTkU U/vMnu No3BOHOYHMKA + U3MEHEHUs!
hopmoobpaszoBaHna Be3 M3MeHeHNs (PYHKLNN BHYTPEHHIX OpraHoB

3. ATK + nechopmaums rpyaHoit KneTkn u/mnm no3BOHOYHWKa + MOPOGYHK-
LiMOHanbHble U3MEHEHWsi BHYTPEHHUX OpraHoB

4. CuHapomHble dopmbl ACT

1. ATK

1. ATK + pechopmauysi rpynHon knetku u/
1N NO3BOHOYHMKA + U3MEHEHUs hopmMo- 2 ATK +
. OrNMXocTEHOMENNS
obpa3oBaHMs 0e3 M3MeHeHUs yHKLMK A
3. ATK + pedopmauus rpya-
HOM KNeTKn WU/Mnn MOo3BOHOY-

BHYTPEHHWX OpraHoB
+ .
2. ATK + pedopmauust rpyaHom Knetku HUKa 1—2 CTeneHu 663 Mopdo-
(PYHKLIMOHAMNbHbBIX U3MEHEHWI

UMM NO3BOHOYHMKA + MOPGOMYHKLIMO-
BHYTPEHHUX OpraHoB

HanbHble NU3MEHEHNA BHYTPEHHNX OpraHoB

Bospacrt ot poxaenus go 35 ner
HeobxoanMMo UCKNIUNTL Hannume cuHapoMHow dopmel ACT

BospactHas AuHamuka: nporpeccupoBaHie oTaenbHbIX npustakos [CT, MaHude-
CTaumMs AMUCNNacTUKO3aBUCUMbIX U3MEHEHUIA CO CTOPOHbI APYTiX OPraHoB C BO3-
pacToM, nosieneH1e MopthodyHKLMOHAbHBIX U3MEHEHU BHYTPEHHUX OpraHoB

YrnybnexHoe obcneaoBaHmne C Lenblo UCKMoYeHns cuHapomHoin chopmbl CT
leHeTUYeckoe obcnenoBaHue — No NokasaHusM

AKTUBHOE HabntoaeHne

ObyyeHve

PekomeHaaLum No n3amMeHeHnio 06pasa Ku3Hm

MocvHAapoOMHas Tepanusi: HeMeAUKaMEHTO3HbIe, MEAUKAMEHTO3HbIE, XUPYp-
TMyeckve MeTogbl KoppekLmum

MpodunakTuka MHBaNMAM3aLMW, paHHEN 1 BHE3aMNHOW CMepTH

Bospact 35 net u ctapwe B Bo3pacte 35 net u cTaple
BoamoxHa aekomneHcaums  cdhopmmpo- MOXET paccmarpuBaTbes Kak
BaBLUMXCS CMHAPOMOB, NOSIBMEHNE OCIOX- BapuaHT HOPMbl UNW YCIOB-

HEHWIA Hasi Hopma

AkTVBHOE HabntofeHve. Bbibop meToga 06-
CnefoBaHNs UCXOAs W3 KMWHWYECKWUX Mpo-
asneHun ACT

ObyyeHvne
PekomeHzaLmm no nameHeHnto obpasa xusHu

MocuHapOMHas Tepanus: HemeaukameH-
TO3Hble, MeAUKaMEHTO3Hble, XUpyprude-
CK1e MeToabl KOppeKLmm

MpodunakTvka MHBaNMAM3aLUM, paHHeN n
BHe3arHomn cMepTu

ObLienpuHaTasn TakTuka Beae-
HUSI, UCXOAS U3 MHAMBUAYaSb-
HOW OLEHKU (haKTOPOB puUcka

O6yueHne

PekomeHpauuu no
HUto obpasa Ku3Hu

N3MeHe-

Puc. 8. AﬂFOpI/ITM TaKTUKN BEAEHUS NaLMeHTOB C AnCniasnen COeaANHNTENbHOM TKaHn
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HALLUOHAABHBIE PEKOMEHAALUU

NATIONAL RECOMMENDATIONS

5.1. OCHOBHbIe NMPUHLUMNbI NIe4eHUs NauueHTOB
c ACT:

1. PaHHAa gnarHocTtuka.

2. MNpeemMCTBEHHOCTb BEAEHUS NauMeHTa: akyliep-
rMHEKOoNor — neauaTp — NoApPOCTKOBbLIN Bpay — TepanesT.

3. KoopanHupyowas ponb nevallero spaya.

4. COTpyAHNYECTBO NauneHTa 1 Bpaya.

5. AKTBHOE y4acTne naumeHTa B NpOoLLeCcCe JieHeHus.

6. HenpepbIBHOCTb 1 PErYNSIPHOCTb BbINOJIHEHUS pe-
KOMeHaaLuumn.

7. UhguBmnayanbHbIi NOAxXo4, B 3aBUCUMOCTU OT Bbl-
SABNIEHHbIX KNIMHNYECKMX CUHAPOMOB.

8. OpNeHTMPOBAHHOCTb Ha CEMbIO.

5.2. OCHOBHbIe HanpaBJieHUa Jie4YeHUs nauueH-
ToB Cc ACT:

1. KoHcynbTupoBaHue n obyyeHue

2. Nonbop amekBaTHOrO pexuma OHS U OBuraTesib-
HOW aKTUBHOCTU

3. PaumoHanbHasa guetotepanus

4. BoccTaHOBUTENbHOE nedyeHne: nedebHas Puas-
Ky/bTypa; ne4yebHbli Maccax; duanotepanus; NncuxorTe-
panus; metabonnyeckasi MegMKkaMmeHTo3Has Tepanus

5. JleyeHune BbISIBIEHHbIX CUHAPOMOB

5.2.1. KoHcynbTupoBaHue n oéy4eHume

Llenb koHCcynbTMpOBaHUS N 00y4eHUst — AaTb COOT-
BETCTBYOLME 3HAHUS, 00Y4YNTb HEOOXOAMMbIM HaBblKaM
M YMEHUAM, CHOPMUPOBATbL MOTUBALUIO K UBMEHEHUSM
HE340PO0BbIX NMPUBLIYEK N NOAAEPXaTb CTPEMIIEHME Na-
LUMEHTA K BbIMOJIHEHMIO PEKOMEHOAUUA M Ha3HA4YeHUn
Bpaya. KoHcynbTMpoBaHue 1 obyyeHrne naunmeHToB Mo-
XeT NPOXoAuTb Kak B pexume MHOMBUAyanbHoro cobe-
cefoBaHus, Tak U B pamkax LLIkonbl naumeHToB.

B kaxaoom KOHKpeTHOM cliydae Heobxoammo onpe-
0EeNNTb MHAMBUAYASbHbIE MNCUXONOrMYyeckne, rnoBeneH-
yeckme 0COOEHHOCTM naumeHTa, ero roTOBHOCTb Bbl-
NMOSIHUTbL COBET Bpaya. YCNELWHOMY KOHCY/bTUPOBAHUIO
Cnoco6CTBYIOT B3aMMOMNOHVMaHWE N HyBCTBO COMEPeXm-
BaHMS, a Takke adpdekTnBHaa obpaTHasa CBA3b (YMeHne
cnywaTtb, 06CyXAaTh, YETKO PA3bSACHATh LLen 00y4eHus
1 np.). CoBeTbl BOCMPUHMMAIOTCS Jlyylle U OEUCTBYIOT
6onee y6eanTensHO, €CNn OHM NPOBOAATCA C aKLEHTOM
Ha NONIOXMTENbHbIE accoumaumn, He cogepXxaT TPpyaHO-
BbINOJIHUMbIX PEKOMEHOALNI 1 HE BOCMPUHMMAIOTCS Na-
LMeHTaMM Kak 4To-TO OJ11 HUX HeeCTeCTBEHHOe, Tpebylo-
ee yCunmn n gONOJHNUTENbHbIX CPEACTB.

>KenatenbHO CONPOBOXAAaTb COBEThl Bbloa4yer NUcChb-
MEHHbIX peKkoMeHaauui, namMaTok, OpoLlop, peuenTtyp
pekomMeHayembix 65104, HarnsgHbIX, XOPOLO UASIIOCTPU-
pPOBaHHbIX TAONULL, CXEM U T. A.

B npouecce o0LIeHMs C NAUMEHTOM neyvalimin Bpay
OOJKEH MPenoCTaBuUTb NaUMEHTY CrenyloLlyilo nHoop-
MaLmio:

® Yt1o Takoe ACT n kakme U3MEHEHUs B COeauHU-
TENbHOM TKaHM NPX 3TOM NPONCXoaaT?

® Kakue npusHakm ACT ecTb y nauneHTa?

® Kakue CyLlecTBYOT MeTOdbl Ie4eHna?

® Kakue OencTeusa OTHOCATCH K HE340POBOMY obpa-
3y XNU3HM 1 4TO BO3MOXHO MCNPaBnUTb?

® KakoBbl 0CO6EHHOCTM NOBCEAHEBHOM HU3NYECKON
aKTMBHOCTU 1 Nie4ebHol GU3KybTypbl, YTO Aal0T crop-
TUBHbIE TPEHUPOBKM 1 HACKOJIbKO OHM Be30nacHbI?

® Kak NnpoBecTy NpoduNakTuKy CyCTaBHbIX 6onen 1
6oneli B crnvHe, BApUKO3HOW 60ONE3HU, FrEMOPPOS, MJo-
ckocTonus, ckonmosa?

® KakoBbl CUMMTOMbI OCJIOXKHEHUA CO CTOPOHDI
cepaua, KpyrnHbIX COCyaoB, rnas?

® Kakue uccnenoBaHus U B Kakme CPokm Heobxoam-
MO NMPOBOAUTL B LIENAX NPOPUNAKTUKNT?

® KakoBbl OrpaHuyeHns B rnpopeccruoHanibHOM Bbl-
6ope?
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® Yto Takoe BbIGOP cynpyra Mo «reHeTU4YeckKum
npeanoYTeHnsam»?

5.2.2. PekomeHpauuu no M3MeEHEHuI0 oOpa3sa
XXU3HU

5.2.2.1. Pexxum gHa

Mpn OTCYTCTBMN 3HAYUTENBHbLIX GYHKLMNOHANbHbIX
HapyLweHuin naumeHtTam ¢ CT nokasaH ob6LNiA pexmm ¢
npaBWbHBLIM YepenoBaHUeM Tpyaa U OTAbIXa, Leneco-
06pa3sHbl yTPEHHSS TMMHacTUKa, YepenoBaHne YMCTBEH-
HOI Harpy3ku ¢ GU3nNY4ecknmMm ynpaxHeHUsaMm, nporys-
KaMW Ha CBEXEeM BO3AyXe, MOJSIHOLEHHbIA HOYHOI COH,
KOPOTKUN OTObIX HEM.

5.2.2.2. XapakTtep aBuratesibHOil akTUBHOCTU

Heob6xoaumo npaBunbHO BbIGpaTb BUA GU3NYECKON
AKTUBHOCTU, aAEeBaTHYIO HAarpy3ky 1 TeMM TPEHVUPOBKMU.

[MoOMUMO YyTPEHHEN TMMHACTUKK (NPUNOXEHNE 2) He-
06X04MMO BbINONHATE GUINYECKME YNIPAXKHEHUS adp06-
Horo Tuna 3 pasa B Hegento no 40-60 MuHyT (NnaBaHue,
xoabba nnn ymepeHHsoli 6er Ha 6eroBoli opoXxke, es3na
Ha Benocunene/BenoTpeHaxepe, xoabba Ha NbiXkax B
3UMHee BpeMs, 6aAMUHTOH, BOYINHT, HACTONbHbIA TEH-
HUC).

HeuenecoobpasHbl: 3aHATUSA GaneTtoMm M TaHuaMWu,
rpynnoBble UrpoBblE BMAbI CrlopTa, CBA3aHHbIE C 60Jb-
LLOV BEPOSTHOCTbIO TPaBM, Urpa Ha popTenmaHo n 60sb-
LUNHCTBE APYIrMX MY3blKalbHbIX UHCTPYMEHTOB (ANUTENb-
HOE CTaTU4ECKOE HaMpPsXeHne).

lMpoTuBOMNOKa3aHbl: TaxXenas atnetvka u AesTesb-
HOCTb C PE€3KMM U3MEHEeHMEM aTMOCHEPHOro AaBfeHns
(DanBuHr), a Takke 6ECKOHTPOJIbHBIE PACTAXKU, BUCHI U
BbITSI)KEHUS MO3BOHOYHMKA.

Kaxgpln naumeHT OO/KEH yMeTb CaMOCTOATESIbHO
OLEeHMBaTb aAeKBaTHOCTb GUINYECKON HArpy3Ku.

Mynbc BO Bpems TpeHnpoBku He 6onee 110 yoapos B
MWHYTY, B cliy4ae npuema 6eta-6n1o0katoposB — He Bonee
100 yoapoB B MUHYTY.

Bonpoc 0 BO3MOXHOCTM U 6€30nacHOCTU 3aHATUM
CMopTOM Ha NpodecCcMoHanNbHOM YPOBHE BCEraa pelua-
eTCa UHANBUAYASIbHO.

MpuBeneHHble pekoMeHaauum HOCAT OOLWLMIA Xxapak-
Tep. Moaxon K nmaumeHTy AOMkKeH ObiTb MakCUMasbHO
nepcoHNdUUMPOBAH: PEKOMEHAOBAHHbIE, HELeneco-
o6pa3Hble U NPOTMBOMNOKa3aHHbIe GU3NYECKME Harpy3Kku
MOTYT CYLLLECTBEHHO Pa3/IN4aTbCs B 3aBUCUMOCTM OT [0-
MuUHUpytowero cuHgpoma ACT, obLero KIMHNYECKOro
cTaTyca nauueHTa.

5.2.2.3. AneToTepanus

PekomeHoyeTcsa nuwa, oboraiwieHHas 6enkom: Oy-
JIbOHbI, 3a5MBHbIE 611042 U3 Msca U PblObl, CoaepXaLLme
3HAYUTENIbHOE KONMMYECTBO XOHAPOUTUHCYNbdATOB. Mpu
CHVXXEHUWN anneTuta PEeKOMEHAYEeTCS MPUMEHEHue ro-
peyein (Hanpumep, oTBap TpaBbl MNOJIbIHU, HACTOMN KOPHS
ofyBaH4yuka, no Y ctakaHa 3a 30 MUHYT Oo enpl 3 pa-
3a/cyTun ap.).

Bcem naumeHtam ¢ OCT pekomeHayeTcs ynoTpe-
6neHne npoaykToB, O6OralleHHbIX BellecTBaMu, y4ya-
CTBYOWMMN B MeTabonmame COeAUHUTENIbHOM Tka-
HU, — ButamuHamn C, E, Bg, D, P (dpnasoHomnabl) u
MUKPO3NIEMEHTAMM: MAarHMeM, MeAbto, MapraHueMm, LnH-
KOM, KanbLMeM, CENEHOM (NpunoxeHne 3).

ButamuH C

ButamuH C HenocpeacTBEHHO yyYacTByeT B GoOpMu-
POBaHMM MNPOCTPAHCTBEHHOM CTPYKTYPbl KOIareHOBbIX
dunbpunn, obpasoBaHUM NN3NHOBbLIX MOCTUKOB MexXay
BOJIOKHAMW KoOJjiareHa u Mexay BOJIOKHaMW 351acTuHa.
MoTtpebHocTb B BUTamMuHe C ana noaaepxaHus Hyxn, co-
eanHuTenbHon TkaHm npn CT HECKOBbKO BbILLE, YEM aH-
TUUMHIOTHasA ao3a (60—-100 mMr): ona perynauum cuHTesa
COeAVHUTENIbHOW TKaHU Heobxoanmas fo3a sutammHa C
cocTtasnsiet 350-500 mr B cyTkm (lla, kateropus C). Kon-
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nareH — OCHOBa COeAMHUTENbHOW TKaHU — «CKpenngeT»
KNETKN COCYAOB, KOCTHOWM TKaHW, KOXW, CrMocob6CTByeT
3aXMBEHMIO paH. [ToMmumo aToro, Butammd C npuHuma-
€T yyacTre B 06pa3zoBaHMm MyKomnonncaxapuoos coeam-
HUTENbHOM TKaHW (rmanypoHoBast U XOHAPOUTUHCEPHas
KNCNOTHI).

ButamnH C CyWweCTBEHHO yAy4ywaeT COCTOsHUE
KOXW, YCTPAHSET LepoxoBaToCTb, 61eQHOCTb, CYXOCTb,
npenaTcTeyeT 06pa3oBaHNI0 MOPLLMH 1 MUKPOKPOBOU3-
nnaHun Ha Tene. MNpu gednumte BUTaMnMHa oTMeYalTCs
6011 B MblLILAX M CycTaBax, NMpPOrpeccupyeT naponoH-
TUT, apTepmanbHas rMnoOTOHUS, Pa3BUBAETCS CepAeyHada
HepgocTaTo4yHoCTb. Mo paHHbIM HUWN nutanna PAMH Ha
2008 roa, neduumnt ButammHa C nugupyeT cpean runo-
BUTaMWHO30B Xxutenen Poccun.

MoHoTepanusa BUTammHamMu He Bcerga AOCTaTO4YHO
adpdekTnBHa, 1 BUTaMnH C — He ncknodeHne. Kodakro-
pom ButammnHa C ABRSIOTCA pas3nvyHble PacTUTENbHbIE
O6rodnaBoHOMabl, KOTOPbIE COAEPXATCH B 3HAYUTEb-
HbIX KOJIMYECTBAxX B LUMMOBHUKE, LMTPYCOBbIX, FOPOXE,
KanycTe, rpeukmx opexax, 3e/eHOM 4Yae, KpaCHOM nep-
ue, BuHorpage v rpedmxe (pytrH). COBOKYMHOCTb Takmx
O1odpnaBOHONAOB, Kak PYTUH, KBEPLETUHbI, KaTEXUHBbI,
HasbiBalOT BUTaMuHoM P (o1 nat. Permeability — npo-
HMLAEMOCTb). JaHHbln HakTop 3HAYUTENBHO YCUIMBAET
Ounonoruyeckune adpdekTol BUTammHa C, yMeHbLLaeT pac-
XOL OPraHM3MOM SHAOTEHHbIX AHTMOKCMOAHTOB, CMO-
coBCTBYET UMMYHOCTUMYNSALUMN U, C TOYKN 3PEHUS CO-
€VNHUTENbHOM TKaHW, — YKPENJIEHUIO KOJilareHa.

PactutenbHoe cbipbe 1 MPOAYKTbl CO 3HAYUTESIbHbIM
copepxaHnem sutamumHoB C u P: ceexune oBoLm, Gpyk-
Thbl, YepHOMIoAHasA pPsibuHa, YepHas CMOPOANHA, LLUNMOB-
HWK, CNaAKMIA KPaCHbIM NepeLs, ropox, kKyoHuka, kanycra
(koyaHHas, ©Optoccenbckas, OpPokkonwn), XBOs, MaHOa-
PWHbI, anesbCuHbl, rPenndpyT, NOMUOOPLI, 3e/eHb ne-
TPYLLKKX, YKpONa u MHoroe agpyroe (tabn. 12). CoxpaHe-
HUIO aCKOPOUMHOBOW KUCNOThI B PACTUTESbHBIX MPOAYKTax
CMoCOBCTBYET HaMMYME B HUX aHTUMOKCUAAHTOB dnaBo-
HOWAHOM N NOJINPEHOSIBHON NPUPOLbI.

Tabnmuya 12
KonuyecTBO ppyKTOB, MOKPbIBAIOLLUX €)XXEeAHEBHYIO
norpe6HocTb B BUTaMuHe C

CopepxaHue
BuTamMmHa C B3poc-
dpyKThI B CbenobHOM Aetv nble
yactu
mr/100 r paMmbl

YepHasa cMopoauHa 120 25 40
AnenbcuH, KnybHuKa 60 50 75
JInMoH, rpenndpyT Okono 45 70 100
KpacHasa cMopoaunHa, Kpbl-
YXOBHUWK, MaHAApPWHbI Okono 30 100 150
[biHA, TyTOBas aroaa 25 120 180
AHaHac, MmanuHa Okorno 20 150 225
BaHaH, BuWHS, abpukoc,
YepHuKa 10 300 | 400
Mepcuk, cnuea 6 500 750
Ipywa, BuHorpaz, a610ko 4 750 | 1100

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

ButamuH P

JaBHO M3BECTHO, YTO MOHOTEPANMA CUHTETUYECKON
aCcKOpPOMHOBOW KMUCIOTOW HE KynupyeT BCe NPOSIBIEHUS
aBuTamnHo3a C. OgHako pacTUTENbHbIE COKNU, SKCTPaK-
Tbl, CBEXME OBOLWM N DPYKTbl OKa3anaUCb AOCTATOYHO
adpdekTmBHbIl. Ewe B 1936 r. A. Szent-Gyorgy ¢ coTpya-
HUKaMM YCTaHOBWJ/IM, YTO 3KCTPaKTbl KPaCHOro rnepua

M NMMOHa ropasfo ObiICTpee YCTPaHSoT MOBbILIEHHYIO
NMPOHNLLAEMOCTb M XPYMNKOCTb KanuinispoB MPU LMHre,
yemM MoHOpOpMa ackopOUHOBOW KNCTOThI.

dnaBoHOMAbl BUTaMuHa P aBnsioTCcS CNyTHUKaMm
aCKOPOMHOBOW KMCNOTbI B PACTUTENIbHOM MUPE, U NNLb
B ee MPUCYTCTBUM OTMEYAETCS MOJNIOXUTESNbHbLIN 3P deKkT
nx gencteus. Ot dnaBoHOMAbl CTUMYAUPYIOT CUHTES
KonnareHa B ¢pubpobnactax KoOXum yenoseka, ctabunm-
3MPYIOT OCHOBHOE BELEeCTBO COEAVHUTENbHOW TKaHW
nytemM wHrubupoBaHus ruanypoHupassl (Stipcevic T.,
2006). MoTpebneHue ametbl, GoraTtoii KBEpPUETUHOM
(B 4acTHOCTW, NYKOBLIN cyn), cnocobcTByeT HGopMUpo-
BaHWIO Ooslee KayeCTBEHHOW COEeAMHUTENbHOW TKaHWu,
HOPMasbHOro pybua Npu 3aXMBIEHUN PaH.

dnaBoHOMAbl comepXaTcs B MOBbLILUEHHOM KOnun4ye-
CTBE B ClenyloLlmx NpoaykTax 1 IeKapCTBEHHbIX pac-
TEHUAX: NCTbAX Yas (KaTexuHbl, GNaBOHONbI), JINCTbAX
pyTbl naxyyen; UMTPYCOBbIX ((PiaBOHOJbI, (GNIaBOHbI);
naogax LUMMOBHUKA, PSAOWHbLI YEPHOMIOOHOW (aHToUM-
aHbl, GNaBoOHOMNbI, GAABOHbI); LBETKax rpeynxm, codo-
pbl (dnaBoHbI, GNaBOHObLI); Tpase ropua nTUYbero,
JINCTbAX MOLAOPOXHMKA OONbLIOro, TpaBe BOJIOAYLUKMN
MHOrOXMbYaToON, acTparana LepPCTUCTOLBETKOBO-
ro, NMMCTbsAX GOSpPbILIHMKA KPOBaBO-KPACHOI0, KallTaHa
00ObIKHOBEHHOr0, Ay6a (dnaBoHbl, GNaBoOHObI); Na0AaX
YEPHUKN OObIKHOBEHHOW, KasnnHbl 0OOLIKHOBEHHOMN, 3eM-
JISHUKW NIECHOM, MannHbl 0ObIKHOBEHHOW (aHTOLMAHbI).

ButamuH Bg (NTMPUAOKCUH)

JeduumnTt BUTaMMHA NPUBOOUT K LUENYLLIEHMIO KOXW,
nepxoTn n gaxe ak3deme. OCHOBHbIMU KODEPMEHTHLIMMA
dopmamu, B KOTOpbIE NpeBpaLlaeTcs NMPUOOKCUH, SB-
nqaTca nupupokcansdocdat u nupnaokcammHeocdar.
Mupnpokcanbdocdar yd4acTsyeT B TpaHCaMUHMPOBA-
HUW, 0Ee3aMUHUPOBaHUKU, AekapOOKCUIMPOBaHUM amu-
HOKMCNIOT M MNpeBpaLleHnsiX CepoCOoaepXaLllmx aMUHO-
KMCNOT. ButamunH Bg yBennuneaeT ypoOBEHb 3HAOMEHHOIO
umctenHa. UncrtenH — ocHoBHas aMMHOKMCNOTa B COCTa-
Be KepaTuHa, rMaBHOrO CTPYKTYPHOro Oefika CoeamnHu-
TENbHOM TKaHW KOXW, BOJIOC N HOTTEN.

Mpn HepocTaTke BUTaMUHa Bg MoxeT HabntogaTbcs
runodocdaTtasns, xapakTepuayloLasacs HU3KUM YPOB-
HEM wWenoyHonm docdartasbl U aHOMANUAMU Pa3BUTUSA
ckenerta (Igbal S. J. et al., 1998). HemanoBaxHoe 3Ha4e-
HMe MMeeT TOT dakT, 4TO BUTaMUH Bg siBNsieTcs yHUBEp-
CaslbHbIM NEPEHOCUYNKOM MarHusi BHyTPb KJIETKM.

PactutenbHoe Cbipbe M NPOAYKTbl CO 3HAYNTENbHbIM
coaepxaHnem ButaMuHa Bg: xneb n3 mykm rpyboro nomo-
na, 3epHa 351akoB, 6060BbIe, rpeyYHeBast U OBCAHAs KpPybl,
GaHaHbI, kanycTa, kapTodenb, MSCO, NevYeHb, NOYKN, O0-
MaLLHSAs NTULA, MOJIOKO, TBOPOT, ChIp, pbiba, APOXKN.

Butamuu D

ButamuH D BnusieT Ha obwnii o6MeH BellecTB npu
meTabonname kanbuus u pocdara. Buramun D nognep-
XMBaeT YPOBEHb HeopraHnyeckoro ¢ocdopa v Kkanbuus
B MfasmMe, MNOBbLILAET BCACblBAHWE KasbLUMA B TOHKOWN
KMLLKE, UMEET CYLLECTBEHHOE 3HAYeHMe O MUHepanu-
3aunm KOCTHOM TKaHW.

Y peten HegocTaTok BuTamuHa D nposiBnsgeTcs pas-
BUTMEM paxmTa C HapyLleHneM 06bI3BECTBIIEHUS KOCTEMN,
nedopmaumer NO3BOHOYHMKA, HUMXKHUX KOHEYHOCTEMN,
3amMe/ieHHbIM 06LWKMM pa3BuTeM pebeHka. Y B3pOoChbixX
runoBuTamumHo3 D nposiBnseTcs ocTeomansauuein n octe-
0OMnopo30M.

Buonornyeckn aktueHole Gopmbl BUTaMuHa D cuH-
TE3NPYIOTCS B KOXe Noj, AecTBnem ynbtpaduonera —
M3JTy4eHUs CONTHEYHOro cBeTa. OTOT NPOLLECC 3aBUCUT
OT AJIMHbI BOJIHbI ynbTpadunoneTa, NMMrMeHTaLunm Koxm
M YPOBHS 3arpsi3HEHHOCTM atMocdepsbl. [103aToOMy He-
LOCTaTok ButammHa D — npeumyliecTBeHHO 3UMMHSASA
npobnema.
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PacTtutenbHoe cbipbe 1 MPOAYKTbl CO 3HAYUTENbHbBIM
cofepxaHnemM ButammHa D: neyeHb TyHUa, Tpecku, nan-
Tyca, KUTa, Cenbapb, N0COCb, CApAVHbI, XENTKN aiua.

ButamuH E

ButamuH E noHavyany BOCMPUHUMANCS UCKITIOYUTESb-
HO KakKk BUTaMWH «HECYLLMA MOTOMCTBO» (OOCJIOBHbIN
nepeBof, rpevyeckoro crnoea «tokodepon»). B HacTosa-
Lee BpeMS CTano U3BECTHO, YTO BUTaMuH E BaxeH gns
300pOBbSl KOCTEN N COEOUMHUTENBbHON TKaHW. ButamuH
E obbeanHsieT rpynny coeanHeHuin Tokodeposios, 06-
najalowmx CXoAHbIMU OUONOrMYeCcKMMM CBOMCTBAMMU.
B nuLieBbIX NpoAyKTax BbIABASIOTCS a-, Y-TOKODEPOIbI.
Hanbonee 3Ha4nTENbHOW aKTUBHOCTbIO 0O6GnapaeTr
a-TOKO(MEpPON, CoaepPXaLLUNCS B CBEXMX OBOLLAX. Aoek-
BaTHoe noTpebneHne BuTamuHa E cBsisaHO ¢ npepoT-
BpalleHnem cBOOOAHOPaAMKANbHOrO  MOBPEXAEHUS
KNEeTOK NPU AUCLUMPKYNATOPHBLIX PACCTPONCTBAx, apTpu-
Tax, KatapakTe 1 N3BbITOYHbIX GU3NYECKMX HArpy3Kax (B
TOM yncne npodeccnoHanbHbIN CROPT).

Kak OblI0 OTMEYEHO paHee, O4HOM 13 Haubonee ad-
dexkTuBHbIX cTpaterni npodwunaktnkn u nedenns OCT
ABNSETCA CO34aHMEe HaOEeXHOro MbIWEeYHOro KopceTa,
OCYLLECTBASAOLLEro OOMNOSHUTENBbHYIO MNOOLAEPXKKY HECO-
CTOSATENbHON COEANHUTESNIbHOM TKaHW CBA304YHOrO annapa-
Ta n xpsiwen. N3BecTHO, YTO NPU MblLLEYHON rMNoTPpodUmn
WX MOrPaHNYHO C HOPMOW PasBUTUS MbILLIEYHOrO CJost
ycnex Tepanuu OCT BCcemu ppyrumun MeTodamMu Mano-
addekTmBeH. Noatomy 10, 4TO BUTaMnH E ctumynupyet
DEeATeNbHOCTb MbllL, CMOCOOCTBYET HAKOMIEHMIO B HUX
rNKOreHa, HopmanuadyeT OOMEHHble MPOLECCHl B MbiLl-
Lax u NpensaTtcTBYET BOCMaseHWo, AenaeT AMETY, Hachbl-
LWeHHY0 BuTamuHoM E, n dapmakotepanuio o-tokode-
POSIOM O4YeHb BaxHOWM ans naumenTta ¢ A4CT.

PactutenbHoe Cbipbe U NPOAYKTbI CO 3HAYUTENbHbLIM
copepxaHmeM BuTamMunHa E: 3apoapiun 31aK0oBbIX KynbTyp,
3efieHble OpraHbl OBOLLEN; KyKypy3HOe, OJIMBKOBOE, BMHO-
rpagHoe, NbHAHOE, MOACOSIHEYHOE 1 ApYyrie pacTUTENbHbIE
Macsa, MHore oBoLm U GPYyKTbl, NEYEHb, MSICO, pblba, Cu-
BOYHOE Maco 1 MONoKOo. ButamuH E cogepXxuTcs Takxe B
crneaylwmx NekapcTBEHHbIX pacTeHusX: nnogax obnenmxm
KPYLLUEBUOHOWN, PAOUHbI YePHOMIOAHON, CMOPOAMHBI Yep-
HOW, eXEeBUKMN CM30M1, Macne nioaoB opexa rpeukoro. Ko-
NM4ecTBO TOKO(EposioB B Macsie 06enmxm MoxeT AOCTU-
ratb 300 Mr/100 r. OCHOBHOW KOMMOHEHT — a.-TOKOPEpPOII.

Marnumn

Cpean MMKPOSNEMEHTOB MarHuii, Meab U MapraHet,
0C06EHHO BaXHbI ANg noanepXxaHns Grusnonormieckoro
MeTabosM3mMa COeaAnHUTENbHOM TKaHWn. [ns CTPyKTypbl
COEAMHUTENBHOM TKaHW KpPamHe BaXHa pPOJib MarHus,
KOTOpPbI ABNSETCSH OAHUM N3 OCHOBHbIX OL03/IEMEHTOB,
obecneumBarOLLNX GU3NONOrMYECKNA MeTabonnam co-
eguHuTensHom TkaHu (TopwuH WM. 1O., N'pomosa O. A.,
2008). dyHOaMeHTasbHble MEXaHW3Mbl BINAHUS MarHus
Ha COeaVIHUTENbHYIO TKaHb PACCMOTPEHbI HMXE (puc. 9).

| YckopeHve cuHTes3a 6enkoB CoeMHUTENBHON TKaHU |

)

[MOHWXEHWE aKTUBHOCTU Crabunusauusa
nmaunokcuaasbl TPHK

Hopmanu3aaus nonepeyHomn BocnonHeHve
CLUVBKW KOMNareHOBbIX BOMOKOH MarHus

i v ~
TOHIKEHME aKTMBHOCT MorvpkerHas cexpeLits
TpaHCrIyTaMUHa3bI (aKTMBHOCTb) MeTannonpoTenHas

v

| 3ameanenve Aerpagaummn GeNkoB COBAUHUTENBHOM TKaHU

Puc. 9. CDyH,EI,aMeHTaJ'IbeIe MeXaHN3Mbl BJINAHUA MarHns
Ha COeaANHUTENIbHYIO TKaHb

32

Mo maHHbIM NpoBeAeHHOro B [epmMaHuMn muccnepo-
BaHus, BkoYaBwero 16000 yenoBek, pacnpoCTpaHeH-
HOCTb rMrnomMarHMemMuu B o6LLen NnonynsaumMm cocTaBnsieT
14,5 %, a cybonTuManbHblli YDOBEHb MarHus OTMevaeT-
cay 38,7 % (Schimatschek H. F., Rempis R., 2001).

Mo maHHbIM nccnepoBatenen CLUA, yactoTa BCTpe-
YyaeMocCTn geduumta marHma gocturaet 46 % BO Bcen
nonynaummn, 10-20 % — y rocnnTann3npoBaHHbIX Nauu-
eHToB, 50-60 % — y NauMeHTOB OTOENEHUIA UHTEHCUB-
Hon Tepanuun, 30-80 % — y ankoronukos, 25-39 % -y
MauMeHTOB C caxapHbiM AuMabeToM, a Mo KINHUYECKUM
cumMmnTomMam onpepensetca y 72 % nauyumentoB (Fox C.,
Ramsoomair D., Carter C., 2001).

Bbicokasi pacnpoCcTpaHeHHOCTb Aeduumnta MarHus
npoAeMOHCTpPMpOBaHa y 6epeMeHHbIx 12 roponos
Poccuiickon depepaumn (BapHayn, BnaguBocToOK,
KasaHb, KemepoBo, Mocka, Omck, Nepmb, CaHKT-
MeTepbypr, Tomck, YnaH-Yaoo, XabapoBck, Yuta) —
81,2 %. Npn 3TOM COrnacHoO faHHbIM CTaHA4APTU3NPO-
BAHHOr0 OMNPOCHMKa AePUUNT MarHus Oblfl BbISIBJEH Y
78,4 %, no ypoBHIO B nna3me kposu (<0,7 mMmonb/n)
yactota geduuymta maruma coctasuna 58,4 % (Ce-
poB B. H., bnuHos [. B., 3umosuna Y. B., Oxoba-
Ba 3. M., 2014).

OCHOBHbIE NPUYKMHbI AedurumTa MarHmsa B opraHma-
Me:

® CHUXeHne noTpebneHns (OMeTnyeckne orpaHu-
YyeHus, Tepmmyeckass obpaboTka NPOAYKTOB, N3ObLITOK
YreBOA0B U XUPOB B PALMOHE);

® MoBbIlIEHHas NoTpebHOCTb (cTpecc, ¢pusnye-
CcKoe nepeHanpsxeHue, runoguHamMuns, nepmoabl po-
cTta, 6epeMeHHOCTb W nakTayusi, COCTosiHUe nocne
nepeHeceHHbIX BUPYCHbIX 1 BakTepuanbHbix 3abone-
BaHWN);

® HapyweHne abcopbumu MarHus B KULLEYHUKE,
cBfi3aHHOe C 3ab60neBaHUAMU XENYO0YHO-KULLIEYHOro
TpakTa;

® MOBbLILLEHHOE BblBEAEHME MOYKaMM Npu 3abosieBa-
HUAX MOYEBOI CUCTEMBI;

® 3HOOKPUHHAA naTtonornsa (rmneptTMpeonansm, rm-
nepnapatMpeonansm, rmnepanboCTePOHU3M, Ana-
oeT);

® Tepanus NekapCcTBEHHbIMU NpenapaTtamu (raoko-
KOPTUKOCTEPOUAbI, LUTOCTATUKN, aMUHOTTIMKO3UAbI).

Mockonbky M@2* — BHYTPUKNETOYHbLIN WOH, ONTU-
MallbHbIM CNEeAYyeT cYMTaTb ero onpefeneHne B apu-
TpoumuTax U MOHOHYyKNeapax, 0gHako 3Ta MeToauka
HenpruMeHMa B PyTUHHOW KJIMHMYECKON npakTuke. Bo
BpayebHol cpene ObITyeT MHEeHWe, 4TO TKaHeBOW ae-
OUUMT MarHMsg MOXHO BbISIBUTb MYTEM OonpeaeneHus
ero cogepXxaHuss B CbIBOPOTKE KpoBuU. OgHaAKo 0CO-
OEHHOCTN OENOHMPOBAHUS U BbIXOOA B KPOBb WOHOB
MarHus faneko He Bcerga otpaxatroT aeduumT mar-
HUS B TKAHAX, B TO BPEMS Kak onpeneneHne conep-
XaHUS MarHusi B pOTOBOW XMOKOCTU B 6onbluel Mepe
oTpaxaeT Hanuyme runomarHmemumn. Tak, B HeOABHO
3aBepuwmBlemcs B OMcke uccnemoBaHun y 46,6 %
naumenToB ¢ AOCT (cpeagHun Bo3dpacTt 22,3%£3,5 roga)
OblI0 3apPErncTpPMpPOBaHO JOCTOBEPHOE CHMXEHME CO-
hep>XaHnsa MarHus B pOTOBOM XMAKOCTU NPU HOPMasib-
HOM COAEepXaHUN B CbIBOPOTKE KPOBU, 4TO yKa3biBaeT
Ha BbICOKY YYyBCTBUTEJIbHOCTb U CNEeLNPUYHOCTb Me-
Topa. Mpu saTom y nauveHToB ¢ ACT ypoBeHb MarHmsa
B POTOBOW XWAKOCTW OblJ1 JOCTOBEPHO HUXE, YEM B
rpynne KoHTpons: Ha 45,6 % B rpynne ¢ BbipaXeHHbI-
My npuaHakamm ACT u 28,2 % — ¢ ManoBbIpaXXEHHbIMU
npundHakamn OCT cooTBeTcTBEHHO (MapTbiHOB A. U.,
Heuaesal. U., 2014).

PactutenbHoe cbipbe 1 NMPOAYKTbl CO 3HAYUTESbHbIM
cofepXaHNeM MarHus: nanTyc, CEMeHa TbiKBbl, A4MEHb,
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rpedyka, morypt, 6o60Bble, wWnuHaT. Bbicokum copep-
XaHMEeM MarHus oT/nmyaeTcs Tak HasblBaemas cpeau-
3eMHOMOpPCKaa [AOueTa, XapakTepuaylowasacsa HU3KUM
noTpebNEHNEM XMBOTHbIX XMPOB, BbICOKUM noTpebne-
HMEM pPbIObl 1 MOPENPOAYKTOB, BKJoYatowas 0bunbHoe
KOJIMYECTBO CBEXEN 3eNeHn, CBeXux (GpPykToB U OBO-
wei, HepadUHUPOBaAHHbIX KPyr, Xxneba ¢ BbICOKMM CO-
nepxaHuem otpyben. HecbanaHcMpoBaHHOE NUTaHue,
yBENNYEHNE 0NN XUBOTHbBIX MPOAYKTOB 3@ CHET pacTu-
TeNbHbIX, BbICOKOE NOTpebneHne 6enkoB 1 XnpHas nuLua
MOBbLILWAKT NOTPEOHOCTbL B MarHmu.

Mpu koppekumn rnybokoro MarHMeBoro nedbuun-
Ta TPyAHO 0BONTUCH TONLKO AMETOM U YacTo TpebyeTcs
dapmakoTepanusa. PepepeHcHble 3Ha4YeHns coaepXxaHmsa
MarHus B CbIBOPOTKE kpoBu ans nvy, 12-20 net — 0,70—
0,91 mmonb/n, ctapwe 20 net - 0,66-1,07 mmonb/n.
PedepeHcHble 3Ha4YeHNs1 COAEPXaHUSA MarHns B CIIOHE —
0,08-0,53 mmonb/n (MepaHos KO. @., 1992). Kpome ToOro,
cnenyet NOMHWUTb, YTO ONpeaeneHne cogepxaHus mar-
HUS B C/IOHE B DOOMbLUEN Mepe OTPaxaeT Hamyne rmno-
marHvemuu (MapTeiHOB A. U., Hewaesa I'. ., 2014).

Kypcbl Tepanuu, BKloYaoLwme npmemMm npenapaTos
MarHus, He CB3aHbl C NOBGOYHLIMU adpdekTamu npu
YCNOBUU, 4YTO MCMNOJB3YITCA OpraHuyeckne ©Gopmbl
MarHus, NpUyYemM B NPUEMIEMON 403MPOBKE. BaXHOCTb
MarHmeBow goTaumm (AneTnyeckom n dapmaxkonormnye-
CKOI1) 0co6eHHO akTyasibHa Ha pOHEe PacrnpPoOCTPaHEeH-
HOro B Poccum Ka4eCTBEHHOIO rosioga no MMKPOHYTPU-
eHTaMm. B cBa3u ¢ atum Bcem naumeHtam ¢ ACT moryT
OblTb pEKOMEH0BaHbI Npenapartbl MarHus (MarHe B6
dopTe, Anacnopan marHuin 300, MarHepoT) npu BbISB-
NIeHHOM geduumTe MarHus B CbIBOPOTKE KPOBU (HMXE
0,7 Mmonb/n) unn potoBon xwuakoctu (Huxe 0,08
MMOb/N).

MpenapaTtamu BbIGopa s 4OrOBPEMEHHON Npodu-
NaKkTUKn 1 neveHns aeduunta MarHms SBnsiloTCs nekap-
CTBEHHble GOPMbI AN5 NPYEMa BHYTPb.

lMpy KoppeKLunn MarHusi, Tak Xe Kak u Apyrux anc-
MUKPOBJIEMEHTO30B, WCIOL3YIOT pPa3/INYHbIE [10-
kosieHns npenapartoB. K nepBomMy nOKONEHUIO rpe-
napaTtoB MarHusl MPUHSATO OTHOCUTb HEOPraHn4eckue
KoMmno3uvumu (MarHuss okcuz, cynabgart, xiaopug v
T. 4.), KO BTOPOMY — OpraHu4eckme coeanHeHus (Mar-
HUS naKkTat, opoTart, NUAoNaT, ravunHaT, acrnaparu-
Hat, umMTpart, ackopbuHart). iccnegoBaHusi 6GUOHaKo-
naeHUs1 pas/nyHbiX rnpernapartoB MarHusi Ha Kpbicax
Aaay OCHOBaHuWe yTBepXaaTb, YTO OGMOAOCTYNHOCTb
opraHu4eckmx CcoJsieyi MarHus ro4YTv Ha ropsaoK
BbllIe, YeM HeopraHuyeckux (Coudray et al., 2006).
llpy 3TOM OpraHn4eckme CcoJi MarHusi He TOJIbKO
3HaYNTEJIbHO J1yHLIE YCBamBaKTCsl, HO v Jierye riepe-
HocsTcsi 60/IbHbIMU. HeopraHndeckue cosav mMarHus
XyXKe NepeHoCcsaTCs v Halle f4arT ANCrenTuieckme oc-
JIOXKHEHWSI, Takne Kak avapes, ppoTta, pe3u B XUBOTE
(Grimes, Nanda, 2006).

JledeHune byaet agppekTuBHee, eCsivi BBOAUTb OAHO-
BPEMEHHO U MarHuui, n marHe3nogukcartop (BUTamMuH
Be; rnvumnH, opoTOBYIO KUCJIOTY 1 OCOOEHHO MHCYINH —
cTporo no HeobxoaumocTu). HepoctaTtkamu rnepBoro
OKOJIEHUSI MPernapaToB SIBASIIOTCS HE TOJIbKO HU3KuE
BCacbIBAEMOCTb 1 YCBOEHUEe, HO 1 c1aboe BKIIOHYEeHne
B MeTabosimam, noboyHble 3¢ HeKThl (MPUBKYC MeTasia
BO PTYy, TOWHOTa v pBoTa). 3a nocnegHue 20 net rnpo-
rpeccuBHble ¢$apmMakosiornyeckne KoMMnaHuM akTuB-
HO rnepexoasT Ha BTOPOE u rocsenyrLume nokKoeHus
npenaparoBs, B KOTOPbIX MUHEPAJIbl COAEPXaTcs B BUAeE
OopraHn4eckux coJieui, KOMIMIEeKCOB C aMWHOKMCoTa-
My (HanpumMmep, nakTat MarHusi, acrnaparvHat LUuHKa,
CeJIEHMETUOHWH, XPOMa MUKOJIMHAT U AP.) U 3K30reH-
HbIMW  uradgamy 6M0JIOrM4eckoro npPouCXOXAEeHNs
(tabn. 13).

Tabnmua 13
JlekapcTBeHHbIe npenapaTbl, cogepXalwumue MmarHum
DneMeHTapHbIN
JNekapcTBeHHas MarHumn
MepopantHie dopme dopma B JIeKapCTBEHHOW
dopme, Mr
MarHus uuTpat Iﬁgnsm?é
(B cocTaBe P < 618,43
Marne B6 dopte) MNEHOHHOM
060104KoM
[paHynbl ans
Maruus unutpat MPUroTOBNEHUS 1830
(nakeTbl no 5r) pacTBopa Ans
npueMa BHYTpb
MarHus riaKoHaT Tab. 0,51 27
MarHus opotat Tab. 0,51 32,8
Marnus naktat
(B coctaBe MarHe B6) Tab. 470 mr 48
MarHus nakTaT U MarHus
nugonar (B cocTaBe 10 mn pactBopa 100
MarHe B6 B cocTase (1122 mr coneit)
pactBopa ANisi MUTbS)

Cpeaw npenaparoB, NCMOJb3YEMbIX AJ151 KOPPEKLMMN
marHueBoro gepuunta, npenapart «MarHe B6» nmeet
paspeLueHve a41s npuMeHeHns B neavatpun. Tabnetkm
«MarHe B6» paspelueHbl aetam ctaplwe 6 net (macca
Tena 6onee 20 kr) — rno 4-6 tabnetok B cytku. Pop-
ma «Marne B6» B Buae pactBopa A/ npuema BHYTPb
paspelueHa netsam ctaple 1 roga (macca tena 6onee
10 kr) — 1-4 amnynbi B cytku (lla, kateropus C).

Meab

Hdednunt mMeagn npuBOaMT K HapylleHuto ¢Gopmun-
pPOBaHUS CEepAevyHO-COCYAUCTOM CUCTEMBI, CKeneta,
KonnareHa n anacTtuHa. HapyweHue metabonvmama npu
HeJoCTaTO4HOCTUM Meau MPUBOAUT K PasfinyHbIM naTo-
JNIOrMYEeCKMM CUHOPOMAaM, Hepenko VMMEKLWNUM FreHeTu-
Yyeckylo npupoay (cuHgpom Mapdana, CO4 v ap.). Ansa
nedbunumta mMegn cyMTaeTCs XapakTepHbIM pasBuTUe
OMCNNasum COeANHUTENbHOM TKaHU, COMPOBOXAAOLLEN-
CS1 MOBBILLUEHHOWN PACTAXMMOCTbBIO KOXW, rMnepanacrto-
30M.

MoH Meaun aBnseTca MHTerpasabHOM YacTbio akTUBHO-
ro LeHTpa nuaun-okcugasbsl — pepmeHTa, obecneynsa-
IOLLEro XMMmM4eckyto Mmoamdurkauuio KonnareHa u ana-
CTMHA COEeAMHUTENbHOM TKaHW. HapyLleHns akTMBHOCTU
depMeHTa Npu HegoCTaTke Meam NPUBOAAT K HapyLue-
HUAM MeTabonrama CoeaMHUTENBHOW TKaHW, NMPOSsIBASIO-
LMMCS B BUE BACKYMTA, 9PUTEMbI, CHUXEHUNS NacTUY-
HOCTM KOXU U T. 4.

PactutenbHoe cbipbe 1 NPOAYKTbl CO 3HAYUTESIbHBIM
coaepxaHneM Megu: neyveHb, Moyku, Mo3rv, Mopenpo-
OYKTbl, FpeyHeBas kpyna, MuWHOANb, pena, aBokano,
LINMHaT.

Mapraney,

MapraHel, — 3cceHuManbHbI 3NeMeHT U Kodak-
TOp Oonee 4yem 30 ¢depmeHTOB. BaxHelnwas ponb
MapraHua — aHTUOKCUAAHTHAas — MyTeM perynsaumm
Mn-cynepokcupancmyTassl. MapraHey, y4acTByeT B 06-
pa3oBaHNM KOCTHOW U COeOMHUTENbHOW TKaHel yepes
perynMpoBaHne CUHTe3a XOHAPOUTUH-CyfbdaTta. Map-
raHey, BXOAUT B COCTaB TPEXMEPHOWN CTPYKTYpbl rmany-
pOHaHCUHTETa3bl, o6ecneymBaioLlen CUHTE3 rManypo-
HaHa — >eneobpasHor OCHOBbI COEAVHUTENBHOMN TKAHU.
MapraHeL, BXoguT B COCTaB psiaa BUTAMUHHO-MUHEPASb-
HbIX KOMMEKCOB; npenapart «bunomapraHeu» HazHa4a-
eTcsa ong CTUMYIMPOBAHUA XOHAPOUTUHCYNbdaTta, Ke-
paTtaHcynbdarta, 0COH6EHHO Yy MNaLMEHTOB C CUHOPOMOM
Onepca — Oanno (lla, kateropus C).

PactutenbHoe cbipbe 1 MPOAYKTbI CO 3HAYUTESbHbIM
coaepxxaHnemM mapraHua: NnpopoLLeHHas nweHnua, ope-
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X1 PyHOYK, MyKa MieHnYHas, xned 13 Myku LenbHOro
nomorna, kakao-600bl, MUHOANb, Xxneb p>XaHon, kpyna
rpeyHesas, ¢acorsib.

5.2.3. MeankameHTOo3Haa meTtabonunyeckas Te-
panus

HocuTt 3amecTuTeNnbHbIN XapakTep 1 NPOBOAUTCS MO
Cnenyowmm HanpaBieHUsM:

1) cTumynaumsa konnareHoobpasoBaHUs (ackopbu-
HOBas KMCNOTa, BUTAMUHbI rpynnbl B, npenapatsl meau,
LMHKA, MarHus, KanbLnsl, aHTUTUMMOKCAHThI);

2) KOppeKuus HapylleHUn cuHTe3a u katabonuama
rMMKO3aMUHOIIMKAHOB (XOHAPOUTUHCYNb®AT, XOHAPOK-
cva);

3) cTtabunmnsaums MuHepanbHOro obmMeHa (BUTAMUH
D2 1 ero aktmBHble GOPMBbI, Npenaparbl KanbLns);

4) KOppeKLMst YPOBHSA CBOOOAHbLIX aMUHOKUCIIOT KPO-
BU (METUOHWH, FyTaMNUHOBAs KNCNOTa, MNLMH);

5) ynydwieHne 6MO3HEPreTUYeckKoro COCTOAHUS Op-
raHm3ama (MekCcuKop, MUASPOHAT, NEUMNTUH, IMMOHTAp).

lNpumep KypcoBOVi MeANKaAMEHTO3HOM Teparnunm:

1-i kypc: «MarHe B6» — no 2 TabneTtku 3 pasa B ieHb
B TeueHue 14 gHeli, 3aTeM 2 TabneTkn 2 pasa B AeHb —
0o 2 mecsiueB (¢ 12 neT BO3SMOXHO NpUMeHeHne npena-

pata «duacnopan marHmin 300» no 1 nakeTunky, pacTeo-
peHHomy B 0,5 cTakaHa GpPyKTOBOro COKa, Yas v BoAbl
exenHeBHO, 1 mecqu; ¢ 18 neT BO3MOXHO NMPpUMEHEHUE
npenaparta «MarHepoT» — no 2 Tabnetkn 3 pasa B AeHb
B TeyeHne 1 Hepenu, nanee 2-3 TabNeTkM B CyTKU — A0
2 MecsueB); ackopbuHOBas KucioTa (NpyM OTCYTCTBUU
okcanatypum U CEMENHOro aHamMHe3a MOYeKaMEHHOWN
6one3Hn) — oo 0,6 r B oeHb — 4 Heagenu; MUIOpPoHaT —
5 mn pacTtBopa B/B Ha ayTokpoBu Ne 10, ganee no 250 mr
2 pasa B geHb — 12 gHei (lla, kateropus C).

2-1i Kypc: unHKMT — no 1 TabneTke 2 pa3a BaeHb — 1,5 me-
csua; mekcukop — 100 mr 2 % pacteopa B/B Ne 10, 3atem no
1 kancyne 3 pasa B geHb — 3 mecaua (lla, kateropus C).

3-1 Kypc: kanbLeMuH agBaHc — 1 TabneTka 2 pasa
B CYTKM LO 4 MecsaueB (MHOVBMAyalbHO) UM cynbdat
meaun 1 % pacteop — 10 kanenb Ha npuem 3 pasa B AeHb
4 Hepenu + kanbunii-D3 HUKomMen no 1 TabneTtke 2 pasa B
neHb 4-6 Hepensb (lla, kateropus C).

Ha ¢poHe ykasaHHbIX KYypCOB PEKOMEHAYETCS NpuMe-
HeHVe NMMAOOTPONHLIX TPaB (KOPEHb LIMMOBHMKA, TpaBa
MaHXeTKM, KpoBOxJIebKK) B BUE OTBAPOB — MO Y42 cTaka-
Ha 2-3 pa3a B AeHb — C 3aMeHOoli cocTaBa cbopa kaxable
2 Hepenu.

6. AEMEHUE U KOPPEKLUUA OCHOBHbIX
KAUHUHECKUX CUHAPOMOB NMPU ACT

6.1. AcTeHu4eckuii CUHAPOM

XopoLwo nogaaeTcs KOPPEKLMN C NMOMOLLLBIO KOMMJEKC-
HbIX MeponpuaTuin obLlero xapakrepa — nedebHoOn Gus-
KyNbTypbl, AMETHl, PexvMMa CHa-60ApCTBOBAHUS U Npwu
HeobxoaMMOoCTM ncuxoTepanuun. MNpu HegocTaToOuHON 3dh-
(PEKTMBHOCTN BO3MOXHO KYPCOBOE MPUMEHEHNE aHTMacTe-
HNYECKNX NPenapaToB (3HEPUOH, aaanTon, KyaecaH 1 ap.),
a[anToreHoB (KOrMTyM, UMTPY/UIMH, apruHuH, 6emuTun),
HOOTPOMOB (NMpaueTam), TOHU3NPYIOWNX CPELCTB (KEeHb-
LUIEHb, 3NeyTOPOKOKK, IMMOHHUK 1 Ap.). lNaToreHeTn4yeckmm
fle4eHMEM aCTEHNYECKOr0 CUHAPOMA SBSIETCS BOCCTAHOB-
NeHne aHeproobmMeHa (npexae Bcero cuHtesa AT® B Muto-
XoHApusx). [lencTBys Ha 3TO 94pO NaTtoreHesa, opraHuye-
CKve npenapaTtbl MarHUs ABASIOTCA npenapatamu Bbibopa
0519 neyeHust acteHmdeckoro cuHagpoma (lla, kareropus C).

6.2. KocmeTunyeckuii cuHapom

OCHOBHOWM MeTOoA, NevyeHnss — paumoHanbHas Ncuxo-
Tepanusa B pamMkax KOMMJIEeKCHOro BOCCTaHOBUTENBLHOIO
JleYeHVs, Npu HanaMyMm NPU3HaAKOB TPEBOXHO-Aenpec-
CMBHbIX PaCCTPOMCTB BO3MOXHO MeAUKaMEHTO3HOEe
fiedyeHne (aHKCUONUTUMKM, HOOTPONbLI, TeHOoTeH) (lla, ka-
Teropus C). Mo BO3MOXHOCTN NPOBOAUTCS NiiaHOBOE 06-
cnefoBaHMe U iedeHne CUHAPOMOB, MOCYXUBLUUX NPU-
YMHOWM HEeAO0BOJIbCTBA BHELLUHOCTbLIO (KOPPEeKUMs MaccChl
Tena, MbilevyHom maccbl, JIOK n 1. 4.). MNpur BbipaXeHHbIX
KOCMeTuyeckux gedekrtax LesiecoobpasHa KOHCybTa-
LMsl KOCMETONOora, nNiaacTM4eckoro Xxmpypra.

6.3. CUHAPOM HEBPOJIOrMYECKUX HapyLUEeHUN

[nga Koppekumn nMmetoLLencs BeretatmHom ancyHk-
UMM MOryT BbITb PEKOMEHOOBAHbLI Mpenapartbl, ONTUMU-
3upytoLme MeTabonM3m roIoBHONO MO3ra C NokKasaHHOMN
9pDEKTUBHOCTBIO NPU CUHAPOME BEreTo-CoCyamncTomn
OVUCTOHUM, @HTUIMMOKCUYECKUM OENCTBUEM (KyOecaH,
aKTOBErunH, Mekcnaon, nHcTeHoH) (lla, kateropus C).

[ns kKoppekumnm HEBPO30B M HEBPO30MOA00OHbLIX CO-
CTOSIHUA MOMUMO pPaLMOHanbHOW ncuxoTepanun 060-
CHOBaAHHbIM SBASIETCSH MCMNONb30BAHME AHKCMONUTUKOB
(aTapakc, rpaHgakcuH, aganton, adobason) (lla, kate-
ropus C). XenatenbHa KOHCyNbTaLMs NCUxXoTepanesTa.

6.4. CuHapom apTepuanbHOM rmnepTeH3nn

JleyeHne nmauneHTOB C apTepuanbHOW rMNepTOHMEN
NPOBOAUTCS COrlACHO COBPEMEHHbIM PEKOMEHAALUAM
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no Ie4eHUI0 apTepmnanbHON rmnepToHnm Beepoccuincko-
ro Hay4yHoro obwecTsa kapaunonoros (2010 r.), a Takxe
EBponerickoro obuiectsa runepToHnm n EBponeiickoro
obuiecTBa kapguonoros (2013 r.).

6.5. CUHAPOM rMNEepMoOOUNILHOCTU CYCTaBOB

et n nogpocTkm ¢ rmnepMoOnbHOCTbIO CYCTaBOB
yacTto oTbupatoTca ons ruMmHacTukm 1 6aneta. Heobxo-
OVMO 3HaTb, YTO OHU NoABepPXeHbI 6olee BbICOKOMY pU-
CKy TpaBmMaTuldaumm, 4em Te, KToO MMeeT 0ObI4HbIA ana-
NasoH ABMXXEHWI CyCTaBOB. TpaBMOW YalLle nopaxarTcs
KONEHW, CTOMbl W MOSICHUYHbIA OTAEN MO3BOHOYHMKA.
«'MnepmobunbHbIE» OETU U MOAPOCTKA YyBCTBUTESbHbI
K CMOPTUBHbLIM TPaBMaM, Tak Xe Kak 1 B3pOCble, HO Ha
npakTuke 4yalle TPaBMMPYIOTCS MOAPOCTKU, YEM OETU.
[na oco3HaHus reHe3a TpaBMbl 0COOEHHO BaXXHO MOHU-
MaHne dnsndecknx, GrUanoaorn4eckmnx U NCUXonormye-
CKMX UBMEHEHUI Yy NOAPOCTKOB, KOrAa Mbl UMEeM AEefNo C
«rMNepMoBUbHbIMM» CMOPTCMEHAMM.

MMNepMobUNBLHOCTL CYCTaBOB CYMTAETCs  Kaye-
CTBOM, 6/1aronpuATCTBYOLNM 3aHATUAM MY3blKOW — OHa
yayylwaeT NOBKOCTb M MO3BOASET MNanbLaM OBUratbCsH
MakcuMasibHO BbICTPO. OTO HEPEAKO NMPUBOAMUT K TpaBs-
MaMm y My3blKaHTOB. 0O3TOMY MONOAble My3blKaHTbl C
CIrMC posmkHbl BbIMOHATL PA3MUHKY, pa3orpeBaioLlme,
paccnabnsiowme un cunosble ynpaxHeHus (Keer R.,
Graham R., 20083).

NeyeHne naupeHToB ¢ CITMC yacTo anurensHoe 1 Tpe-
OyeT TeprieHns. B noBcegHEBHbIX Harpy3kax Heob6xoamMmo
06paTnTb BHMMaHWE NaLMeHTa Ha NpaBuiibHYIO OCaHKy (B
NMOMOXEHNN CUAS ONMUMPATbCHA HA CMVHKY CTyna, nsberatb
NMOJIOXKEHUS C BbITAHYTbIMU HOramu 6e3 onopsbl AJ1s KONeH-
HbIX CYCTaBOB, CNOXWB HOrM B Buae OykBbl «W», Uamn co
CKPELLEHHbIMU HOFaMn «MO-TYPELIKM»; B MOJIOXEHUN CTOS
n3beraTb NnepepasrmbaHme KONIEHHbIX CYCTaBOB), HOLLEHWE
CYMKM (BE€C JOMKEH pacnpefensitbCs PpaBHOMEPHO MeXAay
OBYMSI pykamu, He gonyckatb nepepasrnbaHvis B ny4ve-
3angCTHbIX CycTaBax npuv rnogbemMe rpysa). Bo sBpema cHa
HebnaronpUSTHbIM ABASIETCS AUTENbHOE CrbaHne B JIOK-
TEBOM U NIy4€3aNSCTHOM CYCTaBax, 4TO MOXET CMPOBOLM-
pOBaTb TYHHEJbHbI CUHAPOM. [M0oNe3Hbl perynspHble ne-
pepbIBbl 1 pasnmnyHas dusmnyeckas akTMBHOCTb C MAMKMMMN
OBUXEHUsIMU, pacTsxkamu B TedeHne aHs (Keer R., 2003).
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Maunentam ¢ CIMC He pekoOMEeHAYIOTCS KOHTaKTHbIE
BUAbI cnopTa (Bonenbon, 6acketbon, dyTdosn, XOKKen n
ap.), Taxenaa artnetvka, npodeccuoHasnbHOe 3aHdaTue
CnopTMBHbLIMM TaHuamu, 6anetom (Grahame et al., 2000).

B cnyyae 601eBOro Mbile4yHO-CyCTaBHOro CMHApoOMa
npu OTCYTCTBMW NPU3HAKOB pPeBMaTUYeckmx 3abonesa-
HWIA NauUMeEHTY HeoBXO0AUMO OOBACHUTL, YTO CUMMTOMbI
CBS13a@Hbl C MOBbILIEHHOM PACTSXUMOCTbIO CBS30K, U 3TO
He NpMBOAUT K Aedopmanmm CyCTaBOB 1 MHBANMAHOCTU.
Mo3TOMYy OCHOBOI IeYEHUS ABNSETCS YKPEMNIEHNE MbILLILL
BOKpPYr npobnemHbix cyctaBoB (beneHbknin A. ., 2005;
Simmonds J. V., 2007; Keer R., 2003).

LeTam n nx poantensam Heob6xoaMmMo 0ObACHUTb, YTO
00NEBOI  MbILLIEYHO-CYCTABHON CUMHOPOM KynupyeTcs
npy PeryasipHOM BbIMOSIHEHUM KOMIIIEKCA YNPaXHEHWUA,
HanpaB/IEHHbIX HA YKPEMNIEeHNEe MbILLEYHOrO Kapkaca BO-
Kpyr cyctaBa u ¢GopmMmpoBaHue MpPaBuUiibHOW MOAENn
OBVXKEHUI, KOTOpas UCKKYaeT AJNTEeNbHble cTaTuye-
CKMe no3bl M NnepepasrnbaHne B cycTaBax.

B nporpammy ¢uamnyeckoinn peabunmrtaumm BkOYa-
I0TCS YNPAXHEHUS ON51 YBENIMYEHUS CUJIbl, BbIHOC/MBO-
CTW, PaBHOBECUS 1 KOOPAVHALUWM ABUXEHWIA. [porpamMmmy
HaAYMHAOT C M3OMETPUYECKUX YMPaKHEHW, a B Oaib-
HelweM NpPUCOeaVHSIOT ANHAMUYECKME YNPaXKHEHUS C
Do06GaBNeHVEM COMPOTUBAEHUS 1 oTsaroweHns. C uenbto
YAyYLWEHNS MPonpuoLenumum n ctabuibHOCTU MPOKCU-
MasbHbIX CYCTaBOB NMPOBOAATCS 3aHATUS C UCMONb30Ba-
HMWEM TMMHACTUYECKOro msiya, GanaHcupyoLwen 40CKn
1 xonbba. MNMpumeHeHne acnanaepa, Pe3VHOBOW NEHTHI
CNoCcoBCTBYET YNYHLLIEHUIO KOHLEHTPUYECKOW N SKCLLEH-
TpUYeckor cunbl U BeIHOCIMBOCTU. Kpome Toro, Bo Bpe-
MS$1 BbINMOJIHEHUS YNPAXHEHU PEKOMEHAYETCHA CMOTPETh
B 3epkana Ana KOHTPOonsa 3a ABuxeHuaMun. KonmyecTso
NOBTOPEHUI HeobxoaMMOo noadupaTtb, OPUEHTUPYSICH
Ha YTOMJIEHME U CNOCOOHOCTb NOAAEPXMBaTb KOPPEKT-
HYIO MOZENb ABMXKEHUS 6e3 nepepa3rnbaHns CycTaBoB.
Takxke B KOMMNEKC HE0OX0ANMMO BKITIOYaTb a3pOOHbIe Ha-
rpy3ku HU3KOW MHTEHCUBHOCTU, Takme kak xoapba, esna
Ha Beflocunene 1 akBaaspobuka.

Kpome $unsnyeckmx ynpaxHeHun, UCrnonb3ylT Cy-
NMUHATOPbl O KOPPEeKUMU MI0CKOCTONUS, anactuye-
CcKMe MOBA3KW Mpu TpaBmMax. Heo6xoauMo UCKIUYUTb
HOLLUEHME CYMKW Ha OLHOM nne4ye, obycTpouTb paboyee
MecTo pebeHka (CnuHKa CTyna C MNOAAEPXUBAKOLLNM
YCTPOMCTBOM [OJ19 MOSICHULbI, MNOACTaBKa ANS KHUT)
(Russek L. N., 2000).

JononHuTenbHO Ang KynnposaHnsa 601€eBOro MbiLLeuy-
HO-CYCTaBHOr0 CMHAPOMA UCNonb3yeTca dusnotepanuns
C NPUMEHEHNEM YNbTPa3BYyKa, YPE3KOXHOM 9NEKTPOCTU-
MYNSILMN, MaHyaNibHOM Tepanum, Maccaxa u akynyHKTy-
pbl (Simmonds J. V., Keer R., 2007, 2008).

Mpw ynopHbix 6015X B OOHOM WAN HECKOJIbKUX CY-
CTaBax UCMNOMb3YKOT 3/1aCTUYHbIE OPTE3bl (HAKONEHHUKMN
1 T. n.), obecneymBaioLme NCKYCCTBEHHOE OrpaHnyeHne
ob6bemMa ABMXEHMI 1 KynrupoBaHue 601EBOro CMHApOMa.
Mpwv BbISIBNEHNUM OpTONEeANYECKUX OTKIIOHEHUI (MI0CKO-
CcTOnNMe) NokasaHa Ux Koppekuus.

B neyeHnn Takxe BaxkHbl NCUXONOrMYECKME acneKThbl.
MpoBoAMTCS KOPPEKLMS NOBEAEHUS, KOTOPas BKIOYaeT
TEXHUKY CAMOPEryALnN, «<KOMUHI-CTpaTernio», Hanpas-
NeHHble Ha GOpMUpPOBaHWE MNPaBWILHOTO MOHUMAaHUS
cBoero coctoaHus (Keer R., 2003; Nijsa J., 2006).

MauveHTaMm MNONE3HO 3aHMMATbCs MAaBaHUEM, MU-
narecom, Tai-u3bl, LUpbl-ryH, pasfinyHbiM1 BUOAMKN NOrK,
TaHuamMu noja, PyKoBOACTBOM MHCTpyKTOpa. JlioGoi Bua
br3MYeCKOM akTUBHOCTU J0JIKEH ObITb MHANBUAYANN3N-
pOBaH, AOCTaBATb YOOBO/LCTBME U HE Bbl3biBaTb 60N
(Keer R., 2003). Jinuam ¢ CI'MC, koTOpble 3aHMMAIOT-
csl 6aneTom, CNopTMBHbLIMY TaHUAMU, XYLOXECTBEHHOWN
M CNOPTUBHOW MMMHACTUKOM, GyTOONIOM, BOIENOOIOM,

cHOoybopaoM, HeOBXO0AMMO MPOSIBUTL OCTOPOXHOCTb U
NMPUMEHSATb 3ALUMTHBIE U NOAAEPXUBAKOLLIME MPUCNOCO-
61eHns ans cycTaBOB.

Ona KynvpoBaHUsa CyCTaBHbIX GOnen MCnonb3yloT
3NEeKPOCTUMYSISILMIO, PYYHOW M BuUOpOMaccax, penak-
caumio. NonoxutenbHbll 9ddEKT okasbiBaeT nnaBaHue
(Keer R., Graham R., 2003).

Mpn ocTpoi 60K MOryT UCMNONb30BATLCA HECTEpPO-
MAHbIE MPOTUBOBOCNANUTENbHbIE NpenapaTsl. MNpu xpo-
Hu4yecko 6onn HeobxoaAMMO uccnenoBaTb NauneHTa
Ha HanMyne genpeccun, Hanpumep, C UCNOJIb30BAHNEM
rocnuTanbHOM wWkanel Tpesorn mn genpeccun (HADS).
Mpn NnoaTBEPXAEHUN 3TOrO AMarHo3a nauMeHTy Has3Ha-
4alTCHA aHTUAENPECCAHTbI U3 FPYMMbl CENIEKTUBHbBIX WH-
rméuTopoB 06paTHOro 3axBaTa CEPOTOHMHA (CepTpanvH,
NnapoKCeTuH).

B cnyyae TpaBM, 6ypcuUTOB, TEHOAUHUTOB, TYHHEJIbHbIX
CUHOPOMOB TaKTUKa fIe4eHUs NPakTUYeCKN He OTAnYaeT-
Cs1 OT TAKOBOM Y MAUMEHTOB C OObIYHOW MOABUXKHOCTbLIO
CyCTaBOB. BbIACHAIOT BO3MOXHbI NPOBOLMPYIOLLUIA
dakTop (HeyoobHass 00yBb, M3ObLITOYHAs Harpyska u
T. O..) U UCKJIOYaloT ero.

Ona  ctumynauum  konnareHoobpa3oBaHUs MOryT
NPUMEHATLCS ackopbuHOBasi KMCNOTa, BUTAMUHbI FPyr-
nbl B, npenapatbl meaun, unHka (LluHkut, Okcunpund, Cen-
UMHK), marims (Marne B6, Marne B6 ¢opTe, Anacnopan
marHun 300, MarHeporT), kanbums, aHTurunokcaHTol (lla,
kateropus C).

6.6. CuHapOM NaToJsIOruu CTOMbI

PekomeHpaumm no nopdbopy o0yBu, ynpakHEeHUsM
L9 YKPEnIeHUs MblLLL, CTOMbI (NpunoxeHne 2). BoccTa-
HOBUTENBHOE neveHune. Mpn HeoH6XOAMMOCTU — KOHCY/b-
Tauusa optonepa.

6.7. BepTeOporeHHblii CUHAPOM

PekomeHpaumm no 0COBGEHHOCTSM ABUraTesibHOM
aKTUBHOCTW, KOMMNEKC YNpPaXHeHUN AN yKpenneHus
MbILLLL CIMHBI U XXMBOTA, COBETHLI MO paLMoHanbHOW opra-
Hu3aumm paboyero mecTa (NpenynpexneHne AnvTenb-
HOro CTaTUYECKOro HanNPsXXeHns).

JleyeHne ckonmo3da OeNUTCA Ha KOHCEPBATMBHOE WU
onepaTtusHoe. Llenbio KOHCepBaTMBHOW Tepanuu B Ha-
CTOsILlee BpeMs ClefyeT cyMtaTb OCTAHOBKY Mporpec-
CMpPOBaAHUS 1 NPOYHYI0 cTabunmaaumo gedopmaumm no-
3BOHO4YHMKA.

Komnnekc KoHcepBaTMBHbIX MEPONPUATUI fleHeHUs
paHHMX GOPM CKONMO3a BKIIOHAET CreyloLlee:

1. CobniogeHne 0pTONeanyeckoro pasrpy304Ho-
ro pexuma — fied4eHne NonoxXeHnem, T. e. NpoBeaeHne
LUKOJIbHbIX 3aHATUI Ha creunanbHO 060pya0BaHHOM Ky-
LeTke, COH B M’MNCOBOW KpoOBaTKe (B HEKOTOPbLIX Clyya-
SX), HOLLEHME OPTONEeANYeCcKOro kKopceTa (HenNPOA0IKM-
TeNbHOE BPEMS).

2. O6uiee 0300pOBSIEHNE OPraHn3ma: paumoHanbHoe
nuTaHmne 1 3akanmeaHue.

3. BblpaboTka uWHAMBUAYANbHOrO CTATUKO-AMHA-
MuUyeckoro pexuma. Mcknoyaworcsa HeynobHble Mo3bl,
BefeTca HabnogeHne 3a cobnofeHMEM ONTUMaNbHOM
LBUraTenbHOW akTUBHOCTU U T. M. (MPUNIOXeHne 2).

4. OyHKUMOHaNbHOE ncnpasneHne gepopmarmm no-
3BOHOYHMKA W FPYLHOM KNETKM C MOMOLUbIO ne4yebHom
FMMHACTUKU, MAaBaHUS N 3NEKTPOCTUMYNSALUU MbILLLL.
Mo AONONHUTENBbHBIM NOKA3aHUAM — Ha3HAYEeHME Kopce-
Ta 60NbHbIM, CTPAAAIOLLMM CKOJIMO3aMU.

Moka3aHus K oNnepaTMBHOMY JIEYEHUIO CKOJINO30B

Mporpeccupyowme, HeCMOTps Ha cucTtemaTuye-
CKOe KOHCepBaTWBHOE JiedeHue, TaXenble CKOMMO3bl
-1V cTeneHwn (c yrnom mckpusnexHus >500). MNpucyT-
cTBME Yy OONBbHOrO HavyaNbHbIX UM BblPaXEHHbIX Hapy-
LWEHUN PYHKUNI CEPAEYHO-COCYANCTON N ObIXaTeNbHOM
CUCTEM N HE3AKOHYEHHbIV POCT NO3BOHOYHMKA.
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[MporpeccupyowmMm CHUTaAITCS CKONNO3bI, MNP KO-
TOpLIX NOCcNenoBaTeNlbHO CAeNaHHble PEHTreHOrpaMmbl
nokasbiBaloT yBennyeHve gedopmaumm 6onee 4em Ha
15° B roa, HECMOTpPS Ha NPOBEAEHHOEe KOHCepBaTUBHOE
neyeHne. [JOBONBHO TPYAHO TOYHO OMPenenuTb, MNpu
KaKOW CTeneHn HapylieHuss GYHKUMM BHELLUHEro AbiXa-
HMSA MOKa3aHO onepaTMBHOE NleYeHne, Tak Kak y AeTen B
Bo3pacTe A0 14 neT yMeHblUeHNe XNU3HEHHOM eMKOCTU
nerkux He 6onee yem Ha 20 % OT HOPMbI ABNSETCSH OTHO-
CUTENbHbIM NMokasaTtenem kK onepauumn. HmxHaa rpaHmua
DYHKLMKM Kak NPOTUBOMNOKa3aHne K onepauunm onpeaens-
eTCs MHAMBMAYallbHO U 3aBUCUT OT OOLLLEr0 COCTOSHUSA
pebeHKa 1 HaNn4Ms NN OTCYTCTBUS Y HEro PE3EPBOB.

Ckonno3sbl onpeneneHHoro MNpPOUCXOXOEHUs, KOTOo-
pble MOCTOSIHHO MPOrPEeCcCUPYIOT A0 TAXKENbIX Y O4YEHb TSI-
Xenblx cTeneHen gedopmaumn.

Mpumepamu MOryT CNy>XXUTb CKOMMO3 Ha NMOYBE HENPO-
dnbpomaTosa, OGYpPHO MPOrpeccupylolme BPOXOEHHbIe
CKONMO3bl HA NOYBE HAapyLLUEeHns cerMmeHTaumn. MNpu Taknx
CKOJIN03ax OLHOBPEMEHHO C Koppekumen gedopmauunm
Heo6Xxo0aMMO MPOBEAEHME KOCTHOMIACTUYeckoln dukca-
LM NO3BOHOYHMKA HE3ABMCKMO OT BO3pacTa 60MbHOrO.

MpoTuBONoOKazaHUusa K OnNepaTUBHOMY JieYEeHUIo
CKOJINO30B.

1. Henporpeccupyowmn nnm manonporpeaneHTHbIN
ckonmo3 | n Il cteneHn y 60bHbIX 11060ro Bo3pacTa.

2. BpoxaeHHble CKONMOo3bl LWEHOrO OTAENa NO3BO-
Ho4YHMKa (Tvna 6one3un Knunnens — deiins), a Takxke
CKOJINO3bl, BO3HMKAOLIME HA NOYBE HEKOTOPbLIX HENPO-
MbilLeYHbIX 3aboneBaHuii (6onesHb [iolweHHa, Muona-
™).

3. Mpwu coyeTaHHOW rpybori NaToNOrvm Co CTOPOHbI
BHYTPEHHMX OPraHoB (NOPOKK cepaua, naTtosorn4eckme
N3MEHEHUS B MEeYeHN U T. A.), Yy ocnabneHHbIX 1 NCTO-
LEHHbIX OOJIbHbIX.

4. BpOXOEHHblIEe NMOPOKN OPraHoB OblXaHWA U cep-
[Ee4YHO-COCyaMCTON CUCTEMbI B CTaAUM AeKOMMNeHcaumm
(mekomneHcaumsa cepgeyHo-cocyaucton cuctembl |l
CTENEeHN N CHUXEHNE rnokasaresnien GyHKUMN BHELLUHErO
ObixaHusa 6onee 70 % oT BO3PaCTHOM HOPMbI).

5. PaHee He nedyeHHble Taxenenwuve purugHble Ku-
dockonmodbl IV cteneHn npu Hannuuu LANTESNIbHOMO
aHamHe3sa (8—10 neT).

[MokadaHus 1 NPOTUBOMOKA3aHUS K XMPYPruieckomy
JIEYEHMIO CKONIMO30B N3JOXEHBI B OOLLIMX YepTax, Tak Kak
K KaX[0My KOHKPETHOMY 60nbHOMY Heobxoaum cyrybo
VHANBUAYANbHbIA NOOX0, C y4eTOM OCOOEHHOCTEN Teve-
HUs 3aboneBaHns.

[TokaszaHO nNpuMeHeHWe npenapaTtoB AN CTUMYNS-
UMM konnareHoobpa3oBaHuUs (CM. CUHOPOM TUMNEepMOo-
OUNbHOCTM CYCTaBOB).

6.8. Topako-gnadparmasnbHbiii CAHOPOM

O6Lwme pekoMeHOaLuMn COOTBETCTBYIOT PEKOMEHAA-
LUMaM npuv BepTebporeHHOM CUHAPOME (KOMMJIEKC KOH-
cepBaTUBHbIX MEPONPUATUN).

KoHcepBaTuBHbIE METOAbI IEYEHUNS U peabunuTaumn:

— KOMMJIEKC HEMEANKAMEHTO3HbIX MEPOMPUATUIA: Ne-
yebHasa GU3KyNbTypa (MPUNoXeHne 2), Mmaccax rpyaHomn
KNEeTKN 1 MO3BOHOYHMKA, MiaBaHWe U Apyrue BOOHble
npoueaypbl, NICMxotTepanus;

— MeOuKaMeHTO3Has MeTtabonunyeckass Tepanust u
CTUMYNALNA KONnareHoob6pa3oBaHus (CM. BbiLLE);

— Nle4yeHne COMNyTCTBYIOLWEN NaTonorum co CTOPOHbI
ObIXxaTeNbHOW N Cepae4yHO-CcoCyanCTON CUCTEM;

— JIEYEHWE OCJIOXHEHU (Nero4yHas rmnepTeHs3us,
cepaeyHasn n apixatenbHas HegOCTaTO4YHOCTD).

[Mpw BbIpaxeHHON aedopmMaLmn rpyaHON KNeTkm BO3-
MOXHO MPUHATUE peLleHns 06 onepaTUBHOM IEHEHUN.

MpuopuUTeT XMPYPrvyeckoro JeyeHUss BOPOHKO-
obpasHoii pedopmauunm rpyaHon KNeTkym NpusHaeTcs
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OONbLUNHCTBOM XMPYProB 1 opTonenos. lNokasaHus k
TOpakoniacTuke MMEIT TEeHAEHUMIO K pacLUMPEHUIo,
KpOMe TOro, YMEHbLUAETCS BO3PaCT ONepupyemMbix
OO0bHbIX.

AGCONIOTHBIMM MOKa3aHUAMMU K XUPYPru4eckon
KOppeKkuun BOpPOHKOOOpa3Holi aedopmauuun rpyaHomn
KNeTKn ABAFITCA:

nedpopmaumsa lll cT.;

nedopmauus 1l cT. B cyGKOMMNEHCUPOBAHHOW U Ae-
KOMMEHCMPOBAHHOM CTaaunsX;

coyeTaHMe BOPOHKOOOpa3HOW rpyan ¢ CUHOPOMOM
«TJIOCKOW CMUHbI» UM PE3KO BbIPAXEHHbIM CKONIMO30M;

Hannyme runepTpodunn NpPaBoro Xxenygoyka cepaua,
BbIP@XEHHbIX HAPYLUEHUI reMOANHAMUNKM Manoro Kpyra
KPOBOOOpPALLLEHNS N 3aCTOMHbIX ABIEHUI JTIErKUX;

Hann4yme cepaeyHo-ero4HOM HegoCTaTO4HOCTY;

Hann4yme CIMN4YMBOro nepukapauTa.

KocmeTnueckue nokasaHus K OonepatMBHOMY Jie-
YEHUIO CBOAATCH K XEenaHuio naumeHTa, gaxe npu oT-
CYTCTBMU Yy HEr0 (PYHKLMOHANbHbLIX OTK/IOHEHUI B Kap-
OM0-pecnnpaTopHoi cucteme, n3baesuTtbcs OT gedekra
rpygHom knetku. B rpynny KOCMeTUYeCcKmx nokasaHui
MOXHO [006aBUTb HEMaANOBaXHbIE, @ MOPOI 1 BbICTyMNa-
IOLMEe Ha MEepBbI MfaH, COLMANbHO-MCUXONOrn4yeckme
dakTopbl. MpoaeneHne aTnx GakTopoB Yaule OTHOCUTCS
K MogpocTkam, KOraa OHWM HAYMHAKT UCMbITbIBATb OUC-
KOM@OPT B OTHOLLUEHNN CO CBEPCTHMKAMMU.

OpToneauyecKMMu noKasaHUaMU K Xupyprude-
CKOMY JIEYEHUIO CHUTAETCS Hanmyue y 60JIbHOro name-
HEHUI B MO3BOHOYHUKE. DTO PA3/INYHbIE CTEMEHU CKONN-
oTuyeckor gedopmaunm, ycuneHme rpyaHoro kmgoaa,
yAAoLWeHne NOSICHNYHOIO 10PA03a, OHOLWECKUN KNdo3,
OCTEOXOHAPO3.

CuuTaetcs, 4TO ONTMManbHbIA BO3PAcT AJS BbINOJ-
HeHuns onepaunn — ot 4 0o 9 ner.

Xupyprmyeckoe nevyeHme Hepenko no3BonsieT [o-
OUTbCS XOPOLUMX KOCMETUYECKMX PEe3ysbTaToB, 4YTO
NPUBOAMUT K YJYYLLIEHUIO NCUXOSIOMMYECKOro COCTOSHUS
©0JIbHbIX N YMEHbLLEHMIO HEKOTOPLIX Xanob. Tem He Me-
Hee B MPOrHOCTUYECKOM OTHOLUEHUM Hanbosnee BaxHbIM
SIBNSIETCA BOMPOC O BJIMSIHAUW OMNEPATUBHOIO JieYeHUs
Ha COCTOSiHME CepLEeYHO-COCYOUCTOM W OblXaTesibHOMN
cuctem. CoBcemM HepaBHUE pe3ynbTatbl psna KPyMnHbIX
ncenenoBaHuii B 9To 061acTi nokasanu NosiHoe OTCYT-
CTBUME MOJIOXUTENBHbIX UBMEHEHWNI B KapAno-pecnmpa-
TOPHOI cUCTEME Kak B Onumxaliume, Tak 1 B OTAANIEHHbIE
CPOKM OT TOPAKOMIACTUKU.

6.9. Topako-guadparmanbHoe cepaue

HanpaBneHns neyeHuss onpepensioTcsa pasmepa-
MW ceppua, HalMydMeM BHYTPUKapAMasbHbIX KianaH-
HbIX N3MEHEHW, Neperpysku npaebix OTAENOB cepaua,
bopMMPOBAHNEM NErO4YHON MMMNEPTEH3NN U CepaeYHON
HEeLO0CTAaTOYHOCTM, OCYLLECTBASIOTCA B COOTBETCTBUM C
CYLLECTBYIOLLMMN CTaHOAPTaAMM.

6.10. CuHAPOM rMNepTeH3nn Masnoro Kpyra Kpo-
BOOOpaLLeHuns

JleyeHne cMmMNTOMaTMYeCcKOe N HanpaBJfIEHO HA CHU-
XeHue faBneHus B JIEFrOYHOM apTepun (Hanpumep, anb-
BEONIAPHOM MMMOBEHTUNALNM NPU 3a060NIEBAHUSX NErKNX,
CTEHO3a MUTPaNbHOro OTBEepPCTUA U Ap.). B aTux uenax
NCNOJb3YIOT PasnnyHble BazoaunaTaTopbl, a Npu BbICO-
KOW BEHO3HOW rMNepTeH3un TakKe MOYEroHHbIe npena-
paTtbl. PekomeHaoyeTcss pacCMOTpeTb BOMPOC O Havane
Tepanun npenapatom Pesauwno.

[ns ymeHbLUeHMs BASKOCTN KPOBU MCMONb3YIOT Ae3a-
rperaHTbl. C y4eTOM KOMMEHCATOPHOM PONn nonvuute-
MWW Y Taknx BOJbHbIX ONTUMasIbHBIM CYUTAOT Noanep-
XaHue remornoburHa Ha ypoBHe okono 170 r/n.

B uensx npodpunaktukn Tpombo3a NEeroyHbiX apTe-
pvon in situ 1 ycyrybneHus noBbILLEHNS NErOYHOro Co-



MEAULUHCKUNA BECTHUK CEBEPHOTO KABKA3A
2016.T.11. Ne 1

MEDICAL NEWS OF NORTH CAUCASUS
2016. Vol. 11.Iss. 1

CyAMCTOro CONPOTUBAEHNS NOKA3aH AJNTESNbHbBIN NPUEM
aHTMKOArynsiHTOB HEMNPSAMOTro AENCTBUS.

Kucnopog, xoTa 1 obnagaet HeKOTOpbIM Basogunia-
TUPYOLWKWM AeACTBMEM, Masio ob6sieryaeT oabILKy BBUAY
ee pedNeKTOPHOro reHesa.

6.11. MeTaGonnyeckas kKapguomMmmonaTus

MommnMo ob6s3aTesibHbIX 0OLWMX pekoMeHaaunii (pe-
XUM OHS, afekBaTHble puanyeckme Harpyakum, nedebHas
bunskynbTypa), LenecoobpasHo MNpPUMEHEHNE KYpPCOB
NIeKapCTBEHHbIX CPEACTB C KapAMOMpPOTEKTUBHbIM 3d-
dekTom (MungpoHar), KapaANOTOHMYECKUM OENCTBUEM
(KynecaH), npenapatoB marHusa (MarHe B6, MarHe B6
dopTe, Auacnopan marHuin 300, MarHepoT), aHTUOKCU-
nanTtoB (Mekcunaon).

B kayectBe MeTaboNMYeCKOro, aHTUOKCUAAHTHO-
ro, aHTUrMNOKCAHTHOrO CpeacTBa MOXHO MPUMEHSTb
AHTapHyto knucnoty (B kancyne 100 mr) no 1-2 kancynbl
2 pasa B eHb, Kypc — 3 Hegenn. BoaMoXxHO npumeHeHne
BUTamMuHa E (a-tokodpepon nnm cmecb Tokopeponos) no
400-800 ME B cyTku, kypc — 3 Hepenv (KagypuHa T. U.,
2000) (lla, xateropus C).

6.12. KnanaHHbIh cnuHapom

MaumeHTbl C Nponancom MUTPasibHOrO knarnaHa ¢
xanobamu, 0OYyCNOBMIEHHLIMM MOBLILLEHMEM TOHYyca
NN PeakTUBHOCTN CUMMNATUYECKOM HEPBHOWM CUCTEMbI
(cepauebueHne, Kapauanruu, onplllka), 4acTo Mnoso-
XUTENIbHO pearnpyloT Ha Tepanuio 6eTta-6iokaTopamu.
B psigoe cnyyaeB 4OCTAaTOMHO OTKA3aTbCs OT TakMX CTU-
MYNATOPOB, Kak KOPEWH, ankorosb 1 kypeHune. OptocTta-
TUYECKYIO CUMMTOMATUKY (MOCTypasibHas rMNOTEH3US U
cepauebreHne) MOXHO YMEHbLUUTb MOBbILLEHUEM MO-
TpebneHns XUAKOCTU U COJIN, HOLUEHMEM KOMMPEeccu-
OHHOro 6esbsi, B TAXENbIX C/y4asx NpueMomM M1UHepasno-
KOPTUKONAOB.

Mpuem aueTuncanmuunoBon KuUcnotbl (75-325 wmr/
CyT) nokadaH naumeHtam c MK ¢ TpaH3UTOpPHbIMUK
MLIEeMUYECKMMM aTakamMu nNpu CUHYCOBOM puUTMe n 6e3
Tpom6b60B B nesBom npeacepaunn (lla, kateropusa C). 9tun
nauveHTbl A0JKHbl n3beratb ynotpebneHns opasnbHbIX
KOHTPaAUENTUBOB M KypeHud. lNMpuem auetmncanmumno-
BOW KMCNOTbI NoKa3aH naymeHtam ¢ NMK, nepeHeclunm
VIHCYJIbT, HO HE MMEIOLLMM MPU3HAKOB MUTPAIbHON pe-
ryprutaunun, dubpunnaunn npepcepaouin, TpomM60B B
neBOM rnpeacepaun unm ytonueHus (5 mm n 6onee)
CTBOPOK MUTPaNbHOro knanaHa. Npu Hannumm aTmx co-
CTOSAHUN nNn HedDDEKTUBHOCTU aLETUNCANMNLMNIOBON
KNCNOTbl NokadaH npuem BapdapuHa ¢ uenesbim MHO
2,0-3,0.

Y naumeHtoB ¢ NMK un ¢dubpunnaumen npencep-
Ouin BbIOOP MeXxay Tepanvein acnmpuHom n Bapdapu-
HOM onpefnensercs BO3PacTOM (MOJIOXE unu ctapLie
65 neT), HanMYMEeM MUTPaNbHONM peryprutauum, yton-
LWeHNa N n36bITOYHOCTU CTBOPOK MUTPAsIbHOrO knana-
Ha, apTepuanbHOM rMNepTEH31N N CEPAEYHON HeQOCTa-
TOYHOCTW.

Cnenyet NOMHUTb, 4TO PUCK MHGHEKLIMOHHOIro 3HA0-
kapauta npu NMMK 6e3 peryprutauymy rno4tv Takom xe,
kak v B o6en nonynsaumm — 0,0046 %, npu NMMK ¢ n3o-
JIMPOBaHHbLIM MO34HEE — WJIN FOJIOCUCTOSINYECKUM LLY-
mom — 0,059 % (Mnapkux H. H., droga A. B., 2007). A6-
COJIIOTHBIVI PUCK Pa3BUTUSI 9TOMO OCJIOXKHEHUS B LIEJIOM
4ype3BbiyariHo H1u30k (Guidelines for the Management of
patients with valvular heart disease, 2008).

AHTNOMOTUKN A1 NMPOGUIAKTUKM NHDEKLIMOHHOIO
SHAoOKapAnTa rpuv BCEX MaHUMysiLmsIX, COMPOBOXAAal-
Lmxcsi baktepuemueri, HasHadyarT nauveHtam ¢ NMNMK, B
0COBEHHOCTY MPU HASINYUM MUTPASIbHOM peryprutaumm,
YTOJILLIEHUST CTBOPOK, YAJIMHEHUN Xop4a, Avnataumm e-
BOro XeJsyao4yka niav npeacepaus.

o naHHbIM, NpuBegeHHbIM B Guidelines for the Man-
agement of patients with valvular heart disease (2008),
pakTopamun pucka pasBuTvs OCA0XHeHur npu MK
SIBJISIIOTCS TOJILMHA CTBOPKU 3 MM 1 GoJsiee C rnpu3Ha-
KaMmy MUKCOMAaTO3HOV naereHepauun (puck paspbiBa
XopAa); To/MHa CTBOPKU 5 Mm 1 6onee (CymMmapHbIi
pUCK BHe3arHov cMepTu, aHaokapauta v aMb60smm
LepebpasnbHbix cocynoB (p<0,02); puck aHgokapauTa
(p<0,02); pyck yMepeHHO TSXXKeJs10 MUTPasibHOM peryp-
rutaumm (p<0,001); Heobx0ANMOCTb 3aMEHbI MUTPAJIb-
Horo knanaHa (p<0,02); pUcKk KOMIJIeKca Xeny404KOBbIX
aputmuii (p<0,001)); BHYTPEHHW ANaMeTP J1e€BOro Xe-
nynoyka 60 mm n 6onee (HE06XoAMMOCTb 3aMeHbl Mu-
TpasnbHoro knanaHa (p<0,001).

NmetoTcs nuTepaTypHble AaHHble 06 addekTUBHO-
CTK npenapaTtoB mMarHma npu nepsudHom MMK (Map-
TiHOB A. U., 2000; Heyaesa I. W., Apyk . B., Mopo-
308 C. J1., 2007). Bbino nokasaHo, 4TO 4epe3 LWeCTb
MEeCSLEB PErynspHOro npuema npenapara MarHepoT He
TOoNbko Hopmanuaosanucb YCC n ypoBeHb ALl, CHU3U-
JI0Cb 4YUCNO 9NU30A0B HAPYLUEHUA PUTMA, HO U A0CTO-
BEPHO YMeHbLUMAACh rnybuHa NponabunpoBaHms CTBOPOK
MUTPanbHOro knanaHa. Kpome T1oro, oTMe4yeHbl 3Hayu-
TENIbHOE YMEHbLLEHNE BbIPAXXEHHOCTU N3MEHEHUIN KOXU
1 OeCTPyKUuMnN 1 Ae30praHn3aunm KOanareHoBbIX 1 ania-
CTMYECKMX BOJTOKOH.

Ona  ctumynauum  konnareHoobpas3oBaHUs MOryT
NPUMEHATLCA BUTaMUHbI rpynnbl B, npenapatbl MarHus
(marHepoT, MarHe B6), aHTUrMNOKCaHThI.

Mpn kapananrnax BO3MOXHO MPUMEHEHNE aHKCUO-
JINTUKOB (rPaHgaKCuH).

Xvpypruyeckoe nedyeHve MnokasaHo Mpu TAXeson
MUTPaNIbHON HEefoCTaTOYHOCTM, B OCOOEHHOCTU 0O0Y-
CJ/IOBJIEHHOW Pa3pbIBOM XOPA, NPUBOAALLUM K HOpMU-
POBaHMIO MONOTALEN CTBOPKX MUTPASIbHOro KfianaHa.
B 6onblumHcTBE cnyyaes npu NMK addekTBHa pekoH-
CTPYKTMBHas onepaums (B 0COBEHHOCTN NMPU NopaxxeHnun
3aZiHelr CTBOPKM) C NyHLIMM OOJITOBPEMEHHbLIM NMPOrHO-
30M MO CPaBHEHMIO C NPOTE3VMPOBAHNEM MUTPAIbHOrO
Knanasa.

6.13. CocyaucTblii CUHAPOM

Ha cerogHsawHMI geHb 6eTa-6n0KkaTopbl ABASIOTCS
Hanbornee M3y4eHHOW FpPynnoi npenapaToB Ojs feye-
HUS MaLWEHTOB C paclumMpeHmneM aopThl. beTa-bnokaTo-
pbl APUMEHSIIOTCA C LLENbl0 KOPPEKLMN FrEMOONHAMMUYE-
CKOW Harpy3ky Ha aopTy, YMEHbLUEHUS BbIPAXEHHOCTU
MOPGONOrMYeCcKNX U3MEHEHUN COCYOAUCTON CTEHKU B
OTBET Ha [OEeNCTBUE [OECTPYKTUBHLIX reMoAMHaMuye-
CKNX CTPECCOPOB U, TEM CaMbIM, AN 3aMeAsIeHNs Npo-
rpeccupoBaHusa gunataumn. Beta-6nokaTopbl OEMOH-
CTPUPYIOT CHWXEHWE apTepuanbHOro 1 nysbCOBOro
LaBneHnsa B Cnyyae npeanosaraeMor uimM AnNarHocTu-
pPOBaHHOM AucCekunm aopThl (YPOBEHb AOKa3aTesbHO-
ctn IC). Kpome TOro, npegnonaraercs Hanmyme npsambix
a¢dpdekToB NpenapaToB Ha BHEKIETOYHbIA MAaTPUKC, 4YTO
noka He 6b1110 y6eanTenbHO NPOAEMOHCTPUPOBAHO. MNpun
Mcnonb3oBaHuM 6eTa-610KaTOPOB CHMXAETCA BEPOAT-
HOCTb MOBTOPHOrO OMEpPaTUBHOrO BMellaTeNbCTBa Ha
aopTe nocne NpPOBEAEHHOW onepaumn rno NoBoay AUC-
cekumn. B nocnegHue roabl NosiBUANCH paboTbl, AEMOH-
CTpUpYiOLME NMEePCNEeKTUBbLI NMPUMEHEHUS MHIMOUTOPOB
aHrmoTeHamHnpespatawouero depmenta (MAMND) n
6710KaTOPOB PeLenTopoB aHrmoTeH3nHa |l npu pacum-
peHun aopThl y naumeHToB ¢ CM.

MokazaHusa K onepauun Npu gunataumm aopTbl Hau-
0onee TOYHO pas3paboTaHbl ona cuHapoma MapdaHa:
avnaraums aopTbl =5 CM; B C/lyd4ae MEHbLUMX Pa3sMepoB
(=45 MM) — Npyn Hannuun GakToOpPOB pUCKa (CEMENHbIN
aHaMHe3 AMCCEKUMM aopThbl, YBENMYEHVE AuameTpa —
paclwmpeHne >2 MM/rof, BbIPpaXeHHas aopTasibHas

37



HALLUOHAABHBIE PEKOMEHAALUU

NATIONAL RECOMMENDATIONS

peryprutauusi, nnaHmpyemas 6epemMeHHOCTb). B oTHO-
LWEeHU NauneHToB ¢ Map@aHOUAHbIMU MPOSABIEHUAMM
naTonorvM COEANHUTENIbHOM TKAHW, HO HE VMEIOLLMX
SBHbIX MPU3HAaKOB cnHagpoma MapdaHa, gomkHa npume-
HATBLCA Ta Xe TakTuka. ns naunmeHToB ¢ GuKycnunanbHbIM
aopTasibHbIM KIaNaHOM PELLEHNE O XUPYPruyecKom Kop-
peKuun B Ciyyae aopTanbHOro guamerpa >5 cm gox-
HO OCHOBbIBATbCS HA KOMIMJIEKCHOM OLEHKe BO3pacTa,
pasMepoB Tena, CONyTCTBYIOLWEN NaToNorum, Tuna one-
paumn 1 Hanuyua OOnOoAHUTENbHbIX GakTOPOB pucka
(cemenHbIh aHaMHe3, apTepuanbHas rmnepTeH3ns, Ko-
apkTaums aopTbl NN YBEIMYEHME AMAMETPA — pacLumpe-
Hue >2 mm/roa). MNpun gnameTpe aopThl 25,5 cm onepa-
TUBHOE SIe4YeHME NoKa3aHO BHE 3aBUCUMOCTU OT CTENEHU
aopTasibHOW peryprutaumn.

Mpn BbIBNEHMN HEPA3OPBABLUENCSH AHEBPU3Mbl U
YOOBNETBOPUTENIBHOM COCTOSIHUM OOJNIbHOrO  LLeneco-
obpasHa xmpypruyeckas TakTuka (KInmnupoBaHmne «Lweii-
KV>» aHEBPU3Mbl, BbIKJIIOYEHME aHEBPU3MbI HANIOXEHNEM
OBYX KNUMNC OUCTanbHEe U MPOKCUMaibHEE aHEBPU3MBI,
OpoLUeHVe NNacTU4ECKNM COCTABOM, SHAOBACKYNSIPHOE
BBeAeHMEe BannoHa unn nnaTuHoBoM cnupanu). Ecnu no
KakMmM-nnbo npuynHamMm onepaTvBHOE JleYeHne HEeBO3-
MOXHO, HeobXoAMMa KOppekLms yrnpasnsiemMbix (pakTo-
pOB pucka (apTepunanbHOW rMnepTeH3nu, GU3n4eckmnx
Harpysok).

Bapuko3Hoe paclumpeHmne BeH HUXHUX KOHEYHOCTEN
TpebyeT BbINOJSIHEHUS PEKOMEHAALMA No 0b6pasy Xus-
HU 1 OBUraTesNbHOM akTUBHOCTU (M36eratb OUTENbHbIX
CTaTMYECKUX Harpysok, HoweHue yaobHon obyBu, uC-
Nonb30BaHNE KOMIMPECCUOHHOIO TpUKOTaxa, nevyebHas
GU3KynbTypa), a Takke KypcoBoe NpPpUMEHEHNE BEHOTO-
HUYECKNX NEKAPCTBEHHbIX CPEACTB.

[Tocne KOHcynbTaLMM COCYANCTOro Xupypra onpege-
NISIOTCA NOKa3aHUA K XMPYPrMyeckoMy JIeHEeHUIO.

6.14. ApUTMUYECKUI CUHOPOM

YcTpaHeHue Npu4MH apuTMmnM4ecKoro cuHapoma (rm-
noMarHMemMusl, runokaanemus, TrUMNnoKCcus, JeroyHas
rmnepTteH3nd). MegukameHTO3HOEe JleYeHVe B 3aBUCKU-
MOCTW OT BUAA HapyLleHns puTMa B COOTBETCTBUE C CYy-
LLECTBYIOLMMU aNrOpUTMaMMU.

6.15. CUHAPOM CUHKOMAaJIbHbIX COCTOSIHUM

OO6Lueli OCHOBO NIe4YEeHNst CUHKOME SIBNSIETCA CTPaTU-
dukauma u ngeHTndunkaumna cneundunyecknx MexaHms-
MOB, KOrga 3To BO3MOXHO (puc. 10).

[iwarHoctuka
i
| et i Bt ]
1 : ]
Pednekcel HeBbisicHeHHble
Matonorus
11 opToCTaTUYECKas MPUYMHBI
cepaua .
HenepeHoCMOCTb 1 Bbicokuit puck BCC
| | | | |
1 1 1 i 1
1 1 1 ! 1
" ' n ' ! CTpyKTYpHblE '
lenporHoau- pOrHo3u-
peMbIe Dyt ApHTim HapyLueHns KAB, AKMM,
py | (cepaeyHble TOKMM,
W uacTole yyactle E 1IN CepaeyHo- ATDKKMI
i
1 ! i TeroyHble) 1
1 H 1 1 1
: : ' i i
: : : i ]
B 3aBucumoctn MoaroToeka Cneumdcm- Jleyenve Vmnnaxtauns
OT pesynbTaToB NaLMeHTOB, yeckoe OCHOBHOTO WKD,
OKI" HasHauuTb || YOGexnaeHue ux B ToM, nevyenre 3abone- neveHre
cneunduyeckyio 410 M3bexKaHMe apuTMun BaHus ornacHo
Tepanuio unu TPUITEpOB 1oKa3aH1sIM
OTNOXUTb 06bl4HO SBNSIETCA WKL,
nevexve [10CTaTOYHbBIM

Puc. 10. JleyeHne cunkone: AIDKKMIT — aputmoreHHas npaso-
xenypnoykosas kapanomuonatus; FOKMI — runeptpodunyec-
Kas 06¢cTpykTUBHAsA kapanomuonatus; AKMI — gunataumoHHas
kapgnomuonatus; UK — nmnnaHTupyemslii KapamosepTep-
nednbpunnatop; KAB — kopoHapHas apTepuanbHas 60ne3Hb
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Bo3moxHOCTM nedeHnss pednekTopHbIX CUHKOMe
npeacrtasneHa B Tabnuvue 14.

Tabnanuya 14
JleueHue pedieKTOPHbIX CUHKONE
Knacc | YpoBeHb
peko- | Aokasa-
PekomeHaauunmn MeH- | TenbHo-
nauumn CcTHn
MosicHeHMe AuarHosa, MopasbHas noa- I C
Aepxka, obbsicHeHMe pucka peumavsa
NPOBOASATCS BCEM NauUMeHTaM
N3omeTpuueckoe MO 4EMOHCTPUPYIOT- I B
Csl BCEM MaLuMeHTaM C NpoapoManbHbIMK
CMMMTOMaMu
OKC ponxHa 6biTb paccmoTpeHa ans| Ila B
60/bHbIX C AOMUHUPYtoWMM CCCY
OKC pgomxHa 6biTb paccMoTpeHa y 6onb- | Ila B
HbIX cTaple 40 neT ¢ YacTbIMW peunan-
BaMW W 3MNM304aMW YrHETEHUs cepaeyd-
HOW AeATeNnbHOCTM BO BPEMS KapAMOMO-
HUTOPMPOBAHNS
MunaoapvH MoOXeT 6bITb Ha3HayeH 6onb- | IIb B

HbIM C Ba3oBarajbHbIM CUHLPOMOM,
pedpakTepHbIM K HeMeaUKaMeHTO3HO-
My NleYeHuto

TUNT-TECT MOXET ObITb noneseH ans| IIb B
06yyeHus nauueHToB, nosyvyeHue Aon-
rOCPOYHOW MOSb3bl 3aBUCUT OT corna-
CUSi NPOAOMXKATb 3aHATUA

DKC wMoxeTr 6biITb paccmotpeHa y | IIb C
naumveHtoB crtapwe 40 ner ¢ TUAT-
WHAYUMPOBAHHBIM YrHETEHNEM Cepaed-
HOWM AesiTeNIbHOCTM, 4YacTo He npeacka-
3yeMbIMWU peuunamBamm U HeapdheKkTmB-
HOCTbIO asibTEPHATUBHOM Tepanuu

SKC He paccmaTpuBaeTtcs npu otcyT-| III C
CTBUM 33a40KYMEHTUPOBAHHbIX MPUCTY-
NnoB acuUCTONnn

B-6nokaTopbl He NpUMEHAITCA
pedneKTOpHbIX CMHKOMNE

npu| III A

lMpumeyaHne: CCY — cuHgpom cnabocT CUHYCOBOIO y3na;
MdnN - npuemsl pusunyeckoro npotnsogasneHust; 9KC — anek-
TPOKapAMOCTUMYNSALUS.

CepaeyHble apuTMUMU KaK MepBUYHAs MNPUYMHA
CUHKoOne

Llenamu neveHnsa aBns0TCA NpeaynpexneHme Bo30-
OHOBNIEHUSI CUMMTOMOB, YYYLIEHNE KAayecTBa XU3HU U
yBeNn4yeHne NpoaoIKNTENBHOCTU XNSHN.

B Takon cuTyauum npuyrHbl 06MOpPOKa MHOTOYNCTIEH-
Hbl — MPOCNEXMBAETCS BUSHME 4ACTOTbl COKPALLEeHUs
XEenyaoykoB cepaua, GyHKLMM NEBOro Xenyaoyka n agex-
BATHOCTW KOMMEHCcauMnm COCyaucTOn CUCTEMBI (BKOHas
NoTeHUManbHOE BANSHNE HEBPAJIbHbIX PEdIEKCOB).

AuncyHkymns cuHycoBoro y3na

B uenom Tepanusi, HanpaBneHHasa Ha NencMmemnkep
cepaua, nokasaHa W okazanacb BbICOKOI(dEKTNB-
HOW y MauMeHTOB C ANCOYHKLMEN CUHYCOBOIro y3na
B Cllyyasx, korga npuYMHoi o6MopokoB Obina Gpa-
onaputmus, gokasaHHaa ¢ nomowbio IKI BO Bpems
CMOHTAHHOro 0O6MOpOKa, WA HapylleHWne BPEMEHMU
BOCCTaHOBNEHUA GYHKLUM CUHYCOBOro yana. focTto-
SIHHasa KapAMOCTUMYNSLUUS H4acTo obneryaeTr TAXeCTb
CUMNTOMOB, HO MOXET He BINSATb Ha BbIXMBAEMOCTb.
HecmoTpsa Ha agekBaTHYIO KapAMOCTUMYSUUIO, MNpu
ONNTEeNbHOM HabnioaeH OTMEYEHO NMOBTOPEHME 06-
MOpOKOB npumepHo y 20 % nauneHToB. [NpuymHon
3TOro ABASETCH 4acTo BCTPEHalLWascs CBA3b MexXay
MexaHU3MOM cocypopaclumpsiowero pednekca n Ha-
pyweHnem @yHKUMN CUHYCOBOro yana. B kaudectBe
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anbTepHaTuBbl MPUBbLIYHON  DU3MONOTMYHON  OBYX-
KamepHol anekTpokapauoctumynsaumm (3KC) y na-
LUMEHTOB, HYXOAKOWWXCA B MpeacepaHor CTUMYS-
UMM MO XWU3HEHHbIM MOKa3aHUSAM, PEeKOMeHAOyKTCs
HeJaBHO pa3paboTaHHble BapuaHTbl MWUHUMabHOW
ypecnpencepaHon CTUMYNALUN XENYA04YKOB.

McknoyeHne npuema MeankaMeHTOB, KOTOPbIE MO-
ryt o60CTpuUTb WM OemMackupoBaTb MPencyLlecTBylo-
LLYI0O CKJIOHHOCTb K OGpaaukapauu, SIBNSieTcs BaXHbIM
3/1EMEHTOM NMPEAOTBPALLEHUS MOBTOPEHNSA 0OMOPOYHbIX
cocTosHMM. TeM He MeHee B chnyyvasx, Korga 3amelle-
HUE TakMX MEANKAMEHTOB HEBO3MOXHO, MOXET NOHaA0-
OUTbCA KapaMoCTUMYNAUUS. Y oTAENbHbIX NaLMEHTOB C
Opapukapamen-taxmkapauen BCNeACTBME HapyLUeHUs
GYHKUMM CUHYCOBOIO y3/na 0Cobyl BaXHOCTb Mpuob-
peTalT MeToAbl YPECKOXHOW kapananbHon abnsuum c
LeSblo KOHTPONS NPEeACEPAHON TaxnmapuTMuUU, HO OHWU
peaKo NePBUYHO MCMOMb3YIOTCS ANS NPOodUNakTukm 06-
MOPOKOB.

HapywieHuns aTpnoBeHTPUKYISIPHOV NPOBOANMOCTH

MeTonom nevyeHnss 06MOPOKOB, CBA3AHHbIX C CUM-
nTomaTtuyHo AB-650kagon, siBnsieTcs anekTpokap-
anoctumynaums. B nocnegHee BpeMs nepeyHu npes-
noYTUTENbHbIX pexnmoB OKC 1 noka3aHuin K HEWN Npu
AB-6nokane 6binm 06HOBIEHLI. [Mog4yepkmBaeTcs, Y4TO
MOCTOSIHHAs NpaBoxenynoykoBasi BepxyweyHas 9KC,
BO3MOXHO, UrpaeT HebnaronpusaTHyO poJib, HO alb-
TepHaTmBHble Todykn IKC Bce eule aBnd0TCa npen-
MEeTOM Anckyccum. Y naumeHToB, kKoTopbiM OKC noka-
3aHa no nosoay AB-650kafbl U CHUXEHHOW dpakumm
BbIGpOCa NEBOro XeNnyao4yka, cepaeqyHoit He[ocTaTou-
HOCTU, yOJIMHEHHOro komnnekca QRS, cnepyet pac-
CMOTPETb BO3MOXHOCTb MPUMEHEHUS OBYXXKEenyaou-
ko OKC.

MapokcuamanbHble HagXesyaoO4YKOBbIE U XXeJly-
AO0YKOBbIE Taxukapauu

Y nmayvMeHTOB C  NapOKCU3MasbHOW  aTpuo-
BEHTPUKYNAPHON Y3/10BOW PELMNPOKHON Taxmkapamnen,
aTPUOBEHTPUKYNAPHON PELMMPOKHON Taxukapauen uam
TUNUYHBIM TperneTaHMeM npeacepani, CBSA3aHHbIM C
obMopokamu, nevyeHnem Bblbopa ABNSETCA kaTeTepHas
abnauuvsa. Y Takmx naunmeHToB MeaMKamMeHTo3Hasa Tepa-
nusa CNYXWUT B Ka4YeCTBe nepexoa k abnaumm nnm uc-
noJsib3yeTcs Npu HeaaekBaTHOCTU abnaunu. Y naunmeHToB
c obmopokamu, cBsi3aHHbIMU C Gubpunnaunen npea-
cepavni nnm atMnuYHbiM TpeneTaHMeM NeBoro Nnpeacep-
OVs, pelleHne cnepyeT MpUHUMaTb WHAUBUAYAbHO B
KaXAO0M OTAENbHOM Crlyyae.

O6MOpOKN BCNeACcTBME TaxuMkKapauu Tuna nupy-
3T BCTpPeYaloTCs A0BOJIbHO YacTo U (B cllydyae uUx npu-
0OpEeTEHHOro xapakTepa) SBASIOTCA pPe3y/ibTaToM
npuemMa MegukameHTOB, yaauHsawmx nHtepsan QT.
JleyeHne — HemeaieHHOE NpekpalleHne npyema npes-
MONIOXUTENBHO MPUYMHHOIO NIeKapCcTBa. Y NauVeHTOB C
obMopokamMu BCNenCTBUE XEeny04YkoBOW Taxmukapamm
BO3MOXHOCTb KaTeTepHOM abnaunm nnm megukameH-
TO3HOW Tepanuu cnegyet pacCMOTPEeTb NpPU YyCOBUK
HOpMasnbHOro cepaua unm 3aboneBaHns ¢ yMEPEHHbIM
HapyweHuem dyHkuum cepaua. NMauneHtam ¢ o6mMopo-
KaMn N CHMXEHHON dYHKUMEN cepaLa, Y KOTOPbIX BO3-
HUKAIOT XeNnyaooykoBas Taxvkapans u dubpunnaums
XeNyAo4vykoB, NokasaHa MMniaHTauus kapamosepTepa-
nedunbpunnaTopa C LEeNblo CHUXEHUS pucka BHesan-
HOW cepaeyHomn cMepTu.

6.16. BpoHX0onero4Hblii CUHAPOM

HanpaBneHus neyeHuss GPOHX0-/IErO4HOr0 CUMHAPO-
ma y naumeHtos ¢ CT:

® OTKa3 oT TabakokypeHus.

® YripaBnieHune kaiwunem: obydyeHre npaBuIbHOM Tex-
HUKE Kaluns, NPMMEHEHNe NPOTUBOKALLEBbLIX UKW MYKO-

INTUYECKUX NpenapaTtoB B 3aBMCMMOCTM OT xapaktepa
Kawns, KOMMMEKChl AbIXaTeNbHOW TMMHACTUKKM C ane-
MEeHTaMM KNHEe3NoTepanuu.

® YNpaB/ieHVE OAbILLKON: pEKOMEHZALNM N0 pusnye-
CKOW aKTUBHOCTU, 06y4eHne npruemam gunadparmanbHo-
ro AbIXaHWUS U AbIXaHUS C NOBbILLEHMEM CONPOTUBAEHUS
Ha BbloOXe.

® JleyeHne HGPOHX00BCTPYKTUBHOIrO CUHAPOMA: pery-
NIIPHOE MNpUMEHeHne OPOHXONMUTUYECKMX MPenapaTos,
NIKC no nokasaHuam (lla, kateropus C).

® [OBbILEHNE CUJIbl U BbIHOC/IMBOCTU AblXaTeNbHbIX
MbILLLL: PErYNSIPHOE BbIMOSIHEHME KOMIMIEKCOB yrnpaxHe-
HUM, B TOM YUCAE C AblXaTeNbHbIMY TPEHAXEePaMU.

® [podunaktmka 1 nevyeHme UHPEKUMOHHbIX 0060-
CTPEeHWIA: BakUMHALUUS, paLmoHarnbHas aHTubakTepuarb-
Has Tepanus no nokadanuam (lla, kateropus C).

Mpu BegeHUM NaunNeHTOB C BPOHXONEroYHbIM CUH-
apomom npu ACT, noMrUmo 06LMX pekoMeHaaumin, Mo-
ryT notpeboBaTbCs AOMNONHUTENbHbIE cneundunyeckme
MeToAbl JIeYEHUS OUCNNACTUKO3ABUCUMBIX MPOsiBEe-
HUN.

BpOHXO03KTa3bl, OCNOXHEHHble XPOHUYECKUM
rHOMHbIM GPOHXUTOM: NMPY HEIDPDHEKTUBHOCTN KOHCEP-
BATUBHbIX MEPOMNPUATUIA CneayeT pacCMOTPEeTb BOMNPOC
0 NPOoBeAeHUn caHaunOoHHbIX GUOPOOBPOHXOCKOMMUIA, IH-
L00BPOHXManNbHOW nazepoTepanun C MOMOLLbIO Tennii-
HEOHOBOro nadepa (ot 1 pasa B cyTkm go 1 pasa B He-
Lern0), a Takke OLEHUTb MoKa3aHus K XMPypru4eckomy
JIeYEHMIO (N1eroYHble KPOBOTEYEHUS, YacTble 060CTPEHUS
npouecca, HEBO3MOXHOCTb AOCTUTHYTb CTONKOW peMunc-
CuKn B TeveHne 2-3 neT, LMPPO3 30HbI NEFKOTO C THONHbLIM
MPOLIECCOM B Pe3KO paclUMpeHHbIXx 6poHxax). OaHako
HeoOX0AMMO NOMHUTL, 4TO Ansa nauyueHTa ¢ ACT xupyp-
rM4yeckoe nevyeHne CRyXuT anLlb NanamaTMBHbIM BMeLLa-
TENbCTBOM U HE NMPENATCTBYET MPOrpeccnpoBaHmio anc-
naacTUYeCKOro npoLecca.

BynnesHas amdbuszema nerkux: npegnonaraet
KOppekuunio obpasa XuM3HU (NpeKpallleHne KypeHus,
OrpaHuyeHre aBuanepeneToB, 3aHATUA OAVBUHIOM U
T. n.). LlenecoobpasHa nnaHoBasi KOHCY/bTauMnM Topa-
KanbHOro Xxupypra Ans yTO4HEHUs nokasaHui K onepa-
TUBHOMY JIEYEHUIO.

MaumeHTaMm C MHEBMOTOPAKCOM MOCAE OKa3aHus
HEOTNOXHON XMPYPrn4ecKom NOMOLUM PEeKoOMeHOyeTcs
NpVHMMAaTh y4acTve B peabunntaunoHHbIX NporpamMmmax
onsa nauyenTtos ¢ ACT.

6.17. CuHapOM NaToJIOrMM NULLEBAPUTESNIbHON
CUCTEMbI

0O6sa3aTenbHbl pekoMeHZaumMmM no auete u pexumy
nUTaHWUS, B COOTBETCTBMU C CYLLECTBYIOLMMUM CTaHOap-
Tamu NPOBOAUTCS NeveHne aCCOLNMPOBAHHbBIX KUCOTO-
3aBUCUMbIX 3a6oneBaHnii, pedtoKCHON 6ONE3HMU.

MpeobnagaHne 1 BbIpaXeHHOCTb y nauueHToB ¢ ACT
TMMNOTOHNYECKNUX U TFUMNOKMHETUYECKUX PaCCTPOMUCTB,
pPe@IOKCHbIX MNPOSABAEHUI AUKTYIOT HEeoOXoOUMOCTb
BKJIIOYEHUS MPEenapaToB C MPOKUHETUYECKMM AENCTBUEM
(meToknonpamma, 4OMNEPUAOH, UTONPUA) B CTaHAApPT-
Hble CXEMbI TEPANUN.

Cnaamonutuyeckme npenapartbl (HO-wIMa, Arcna-
TanuH, GyckonaH) crenyeT NPUMEHSITb TOMbKO B Cllyyae
cnacTnyecknx Gonen, He yCTPaHSEMbIX MOSHOCTbLIO Npwu
1cnonb3oBaHmMm 6a3ncHeix cpencTs (lla, kateropus C).

C uenbio CTUMYNASUUM MOTOPUKU Xenyaka u ABe-
HaaUATUNEPCTHOM KULWIKK B MEpUOS, pEMUCCUN LLMPOKO
NPUMEHSIIOTCA MeToabl Nle4ebHo uskynbTypbl. CTu-
MyNMpyowmn apdekT Ha MOTOPUKY racTpoayoneHasb-
HOW 30Hbl OKa3bIBAET Harpyska mMason MHTEHCUBHOCTHU
(~50 %), NpPOAOMIKNTENBHOCTLIO HE 6osiee 15 MUHYT, Bbl-
nonHaemas yepes 1-2 yaca nocne eabl nnu 3a 1-2 yaca
00 efpl.
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Bcem naumeHTam nokasaHO MNPUMEHEHWE 3TUIME-
TUATMAPOKCUNUPUOMHA CYKUMHATa, CHUXAIOLLEro cTe-
NeHb CUMMNATUYECKUX BIANSIHWUIA HA COCYAMCTbIA TOHYC
M ynydwalooulero nokasatenu nepudepuyeckon pesu-
CTEHTHOCTM cocynoB. Ha ¢doHe Tepanuu 6eTa-agpeHo-
61okaTopomM 6MCONPOSIONAOM Yy NMaUuUEeHTOB C CUHAPOM-
HbiMK popmamm OCT peructpmpyeTcs TEHOAEHUMS K
yBENMNYEHNIO 0OBEMHOI0 KPOBOTOKA MO BEpPXHelr 6pbl-
Xee4yHor aptepun. JONONHUTENBHOE SHTEpPasibHOE Mn-
TaHMe Ha OCHOBE NUTaTENIbHOM cMecn HyTpuapuHK Ha
dOHe KoppekUMn reMoanHaAMUYECKUX W3MEHEHWUI Mo-
3BONSET YNYYLINTb NoKasaTenn Tpodonormieckoro cra-
Tycay naumneHtos ¢ [CT.

Llenecoo6pa3Ho 04HOBPEMEHHO NPOBOAUTbL KOPPEK-
LUMIO CMHOPOMA BEreTo-COCYyAUCTOM AUCTOHUU, COMyT-
CTBYIOLLMX HEBPACTEHNYECKNX PACCTPONCTB, acTEeHNYe-
CKNX COCTOSIHUI 1N HAPYLLEHW CHa B NEPUO, CTUXAIOLLENO
o60oCcTpeHus nnmn pemuccun 3abonesaHus.

6.18. CuHapom NnaTonorum Mo4eBbIAeNIUTENIbHOMN
CUCTEMbI

Tepanuio cnenyeT HauMHATbL C HOPMANN3aLUnn PeXxm-
Ma [HS: O4EHb BaXHO, YTOObI HOYHOM COH COCTaBAsAN He
MeHee 8 4. JleuebHOE NUTaHWE NPU OCTPOM U XPOHUYE-
ckoMm nuenoHedpute (ametbl Ne 5 n Ne 7 no lNeB3Hepy
COOTBETCTBEHHO) HaNpaBfIEHO He TOJIbKO Ha YyCTpaHeHne
BOCMNAJNTENBHOINO MNpouecca B YalleYHO-STOXaHOUYHbIX
CTPYKTypax moyek, HO M Ha NpeaoTBpalleHMe noTepu
MWKPOSNEMEHTOB U3 KPOBMU.

YcuneHHoe nuTaHue pekoMeHOyeTcs npu naTosnoru-
yeckoM geduumTe maccbl Tena, xapakrepHom ans ACT,
uny nocne ObICTPOro NOXyaaHns 60SIbHOroO C Liefbio yBe-
JINYEHNS MACChl OKOJIOMOYEYHOM XMPOBOW KieTyaTkm u
NPOMOUNAKTUKN BO3HUKHOBEHMUS/NMPOrPeECCUPOBaHNSA He-
dponTosa. [pu coxpaHeHn 3HEPro-HYTPUTUBHOIO ANC-
6anaHca, pedurunTta maccol Tena 060CHOBaAHO NPUMEHe-
HVE npenapaToB AfS AOMNOJHUTENbHOIO SHTEPaNbHOro
nutaHus. NMpeanoYTUTENbHLIM ABASETCHA UCMOJIb30BaHME
NOJIyaNeMEHTHbIX cMecel (HyTpuapuHK).

Kpome TOoro, BCeEM nauyeHTam c NnMenoHedpuUTom Ha
doHe OCT pekomeHpyeTcs: ynotpebneHme npoaykTos,
oborauleHHbIx BuTammHamu C, E, Bg, D, P 1 Mukpoane-
MeHTaMu (MarHmem, Meaplo, MapraHueMm, LMHKOM, Kaslb-
LuMeM, CENIEHOM); MPY CUMNATUKOTOHUW JOMONHUTENBHO
nokasaHbl MPOAYKTbI, coaepXaliune Kanuin, BUTaMuHbl A
1 E, NonMHeHachILLEHHbIE XNPHbIE KNCNOTbl (CYyXOdpyK-
Tbl, Ne4veHbli kapTodenb, MOPKOBb, GaHaHbl, kabayku,
3e/1eHb, pacTUTeNbHOE Maco 1 ap.).

Bcem nauyeHTam ¢ HepponTo30M rnokasaHa ieyeb-
Hast U3KyNbTYpa, HanpaBeHHas, rnaBHbIM 06pa3oMm, Ha
yKpenneHue MbilliL, nepeaHen 1 3aaHeit 6poLHon cTe-
HOK, 4TO obecrneuynmBaeT HOpManM3auuio BHYTPUOPIOLL-
HOro JaBfieHUS N OFrpPaHNYEHNE CMEeLLAeMOCTI NoYeK.

OTnoTponHas Tepanus OCTPOro HEOCNIOXHEHHOrO
nuenoHedputa Ha ¢oHe OCT nposoautcs B ambyna-
TOPHO-MOJIMKJIMHUNYECKNX YCNIOBUSIX COrfacHo obue-
NPUHATBIM MPUHLMNAM U cTaHgapTaM nevyeHnst nHpek-
UM moudeBbiBoAsWmMx nyten (MMBI1). Smnupuyeckas
aHTMbakTepuanbHas Tepanus Ha3HavyaeTcs cpasdy no-
cne yCTaHOBNIEHUS AnarHo3a (ecnuv niaaHupyeTcs noces
MO4M, TO Tepanus Has3Ha4vyaeTcsa Nocye Nocesa) B Teye-
Hue 7-14 pHel (AHTUMMKPOOBHaa Tepanusa 1 npodunak-
TUKA MHPEKLNM NOYEK, MOYEBBLIBOAALLMX MYTEN U MYX-
CKMX MOonoBbix opraHoB. depnepanbHble KIMHUYECKUE
pekomeHgauumn. 2015).

JleyeHne 060CTPEHNA XPOHNYECKOr0 nuenoHedpuTa,
a Takke oCTporo nuenoHedpputa y 6epemeHHbix ¢ ACT
OOJMKHO NMPOBOANTLCS B CTauuoHape, afekBaTHO cTene-
HU TaxecTn 3aboneBaHns, Nog HaAbNAeHMEM yposiora,
Hedponora, B COOTBETCTBUN C COBPEMEHHBIMU NPUHLN-
namun neveHus MMBI.
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C uenbio KOppekLMY UMMYHOIOTMYECKNX N3MEHEHUI
B KOMMJIeKCHOM Tepanuu 6onbHbix ACT ncnonb3yioT M-
MyHOMOZAynupylowyo Tepanuio. C yyetom 6e3onacHo-
CTU N 3P DEKTUBHOCTU NIeHeHns NpeanoYTeHne oTaaeTcs
Takum npenapaTtam, kak Azokcumepa opoMuza, AMUHO-
avrngpodTanas3mHguoH Hatpus, OepuHat, PubomyHun,
WMMYHOCTUMYINPYIOLWNM CpeacTBaM, TakMm Kak nonu-
nentuapl TuMmyca (Tumanut).

[lepcnekTMBHbIM HanpPaBNeHUEM KOPPEKUMN remMo-
OVHaMUYeCcKuX HapyLleHn npu nuenoHedpute Ha poHe
OCT npenctaBnsieTcs UCMofib30BaHWe MHrMbuTopa aH-
rMoOTEH3NHNpeBpaLLawero @epMeHTa nepuHoonpu-
na B pexmMax TUuTpaumm, Ha4ymHas ¢ MUHUMabHbIX 003
(1,25-5 mr/cyT, non koHTponem Al) C Lenbio ynyyule-
HUS QHAOTENMANbHOM DYHKLMN, COCYO0PACLUMPSIOLLETrO
addekTa, a cnepoBatesibHO — yBeNNYEeHUS 0ObEMHOM
CKOPOCTU KPOBOTOKA U CHUXEHUS BHYTPUKITYOOUYKOBOM
runepteH3un (lla, kateropus C).

Bcem nauyeHTam ¢ natonoruein novyek Ha ¢poHe ACT,
pekomeHaoBaHa 6a3oBas Tepanua OCT, HanpaBneHHas
Ha yKpenjeHne KOMMOHEHTOB COEeAMHUTENbHON TKa-
HU (NGO NOoBbILLIEHWE CUHTE3a KonnareHa, nMbo npea-
ynpexzaeHne gerpagauum 6enkoB). MegukameHTO3Has
6as3oBas Tepanus HOCUT 3aMECTUTESIbHbIN XapakTep ”
NPOBOAUTCS MO CReaylowuM HanpasieHUaM: CTUMYIS-
umMsa konnareHoobpasoBaHusa (ackopbuHOBasi KUCNOTa,
BUTaMWHbI FPyNnbl B, npenapartbl Mean, unHKa, MarHus,
Kanbuus, aHTUIMMNOKCaHTbI); KOPPEeKUMS HapyLleHuin
CUHTE3a M katabonmama rAMKO3aMUHOMIMKAHOB (rpe-
naparbl, perynupyiowme oOMeH BELLECTB B XPSLLEBOW
TKaHW); cTabunmsaums MUHepanbHOro obmMeHa (BUTaMuH
D> 1 ero akTnBHble GOPMbI, NpenapaTbl KanbLuus); Koppek-
UMS YPOBHSI CBOOOAHBLIX aMUHOKUCOT KPOBU (METUOHWH,
rNyTaMUHOBAs KMCNOTA, MWLMH); yay4dlleHne 61uoaHepre-
TUYECKOr0 COCTOSIHUSI OpraHu3ma (MenbOOHWUA, NeuUnTUH
n 4p.); noaaepxaHne GyHKUMM BeH 1 TnMdaTrnyecknx co-
Cy[OOB — BEHOTOHMYecKme u numdoapeHaxHble npenapa-
Thbl (AVMOCMUH, TPaBa MaHXETKM, KPOBOXJ1IEOKM, KOPEHb LUK-
nosHuka) (lla, kareropus C).

Heobxogumo pguHamudeckoe HabnogeHue 3a na-
UMeHTamMu ¢ 006a3aTeNbHbIM UccnenoBaHNEM PYHKLMNO-
HaJIbHOr0 COCTOsIHMSA noyek (onpeneneHne CK® n ypos-
HA anbObymuHypun/npotenHypumn): npu CKD>30 mn/
MuH/1,73 M2 (XBIM C1-3) — HabniogeHve TepanesTa
1 pas B roa, npy CKd <30 mn/mun/1,73 M2 (XBMN C4-5) —
HabnogeHne Hedponora Kak MMHUMYM 2 pasa B o,

Mockonbky nuenoHedput Ha doHe LACT xapakTte-
pPU3YyeTCsa TSXENbIM TEYEHMEM, HaCTbIMU peLUanBaAMU,
No34Hen ANarHoCTUKOM N HeZOCTaTOYHbIM 3D PEKTOM OT
NPOBEAEHHOM 3TUOTPOMHOW Tepanuu, LenecoobpasHo
pelleHe Bonpoca B NONb3y OJMTENbHOrO NPOTUBOPE-
UMOVBHOrO nevyeHus. Hannume y naumeHta 3 anM3onos
obocTpeHus NnnenoHedpuTa 3a nocnegHue 12 mecsiues,
WnnM 2 SNU30A40B 3a nocnegHue 6 MecsueB No3BonseT
roBOpuTb 0 peumamsupytowen nHdekumm YJ1C Ha dpoHe
OCT. AHTnGakTepuanbHas npodunaktmka peuuaneu-
pylLwero nuenoHedputa NPUMEHSETCS TONbKO MOCIe
KOHCYNbTUPOBAHMNSA YPOJsIOroM, A0 Havana npodunaktun-
yeckol aHTMbakTepuanbHOW Tepanuu cneayeT BbIMoJ-
HUTb BakTEPUONOrn4yeckoe MccrenoBaHMe MOYU Yepes
1-2 Hepenn nocne OKOHYaHUS nevyeHns HOEKLMOHHOMO
npouecca Y1C ansa noaTBepXAeHUs OOCTUXEHUS 3pa-
ovkaumm Bo3oyautens. C uenbto NnpodunakTukmi peum-
OVBOB NnenoHedpuTa aHTUOBNOTUKN CNeayeT NPUMEHSITb
3-6 mecsaueB (AHTUMUKPOOHas Tepanusa n NPpodUNaKTm-
Ka MHPEKUMI NOYEK, MOYEBBLIBOOALLMX MYTEN U MY>XCKUX
nonosbix opraHoB. defepanbHble KINHUYECKME PEKO-
MeHaaumun. 2015).

AnbTepHaTMBHbIE METOAbI MPOMUNAKTUKM PELMONBOB
nuenoHedpuTa BKIOYAOT B cebs Tepanuio npenapara-



MEAULUHCKUNA BECTHUK CEBEPHOTO KABKA3A
2016.T.11. Ne 1

MEDICAL NEWS OF NORTH CAUCASUS
2016. Vol. 11.Iss. 1

MW, BO3OENCTBYIOWMMN HA UMMYHUTET, — YpoBakcowm,
ConkoYpoBakowm (la, kateropus B), Tepanuio npodbuotu-
kamu (lla, kateropus C) n ynotpebrieHne KIIIOKBEHHOIO
coka (lla, kateropusa C). 3T MeponpusaTusa cHMTalTCs
He TakmMu 3PPEKTUBHbIMU, KakK aHTUOMOTUKONPOpU-
NaKTUKa, XOTS NMPsiMble CPABHUTENbHbIE NCCNIEN0BAHMS B
3aToM 06nacTn He NPOBOAUIINCE.

JNeyeHne HedpponTo3a MOXET ObiTb KOHCEPBATUMBHLIM
1 Xupypruyeckum. HeocnoxHEHHbIn HedponTos |-l cTe-
MeHen feyaT KOHCEepPBATMBHO — HOLUEHME CreunanbHOro
OaHpaxa, nsberaHve HaTyXXmBaHWi. JledebHas rMMHacTu-
Ka HanpasJ/ieHa Ha yKpereHne MbillL, nepeaHen 1 3agHemn
OPIOLLHOWN CTEHOK, 4TO 0becnevBaeT HopManM3aUmIo BHy-
TPUOPIOLLIHOTO A3aBNEHUST U OrpaHNYeHne CMELLaemMocCTu
noyek. Hedpontos Il v IV cteneHen, a Takxke npu passnutum
OCJTIOXHEHUNA (MUKPOremMaTypus, PeUNaMBUPYOWAS WH-
dekups, HedpponnTnas, apTepmanbHas rmnepTeH3ns) noa-
JNIEXUT OnepaTUBHOMY JIEYEHUIO (Yepes MaJiblii OCTYr, na-
MapOCKONMYECKNA OCTYN), 3akitoyatoLwemMycs B dukcaumm
MOYKN C COXPaHeHeM GU3NONIOrMHECKON MOABMXHOCTN.

CoBpeMEHHbIe Nle4ebHble BOZMOXHOCTU MPU My3bIp-
HO-MO4YEeTOYHNKOBOM pediiokce BkoYaloT B cebs Tepa-
neeBTMyeckmne Bo3aencTeua (pusnonevyeHme, Hempomo-
Oynaumg) n xvmpyprmyeckoe BMeLlaTesbCTBO (BBeaeHmne
06bemMo0bpasyloLLmMxX BELLECTB, MAacTUYeckme onepa-
UMM Ha MOYETOYHMKE), HanpaBfiIEHHOE Ha YyCTpaHeHue
npu4nHbl pedntokca n NIMKBMLAUMIO ero NOCNeacTBUNA.

MNMokasaHMeM K 3HAOCKOMUYECKOMY CMnocoby Kop-
pekunn peditokCOB BEPXHUX MOYEBLIX MYyTEN SABNSETCSH
HEeahPEKTUBHOCTb KOHCEPBATUBHOW Tepanun B CPOKU
oT 6 0o 12 mec. B uenom pelleHne o TakTuke BeAEHUS
naumeHTa ¢ pednokcamn n atoHnen YJ1C npuHumaet-
CS KONnernanbHo, C NpuUBAEYEHNEM AETCKOro yponora
(yunTbiBas 4yactoe BOSHUKHOBEHME AAHHOW NaToaormm B
paHHeM OeTCKOM BO3pacTe), yposora, Hedposnora. o-
CJle XNPYPruyeckom Koppekuumn (gaxe B cry4dae e€ ycne-
Xa) NauMeHT J0MKeH ObITb Ha AMcnaHCepHOM Habnoae-
HUN U NPOXOAMTb NMepuoauyeckoe npodunakTnyeckoe
neyeHuve.

CaHaToOpHO-KYpPOPTHOE NeveHne 6oMnbHbIX C NaTtosno-
rvein noyek Ha poHe OCT pekomeHaoBaHo B TpyckaBue,
KenesHosoacke, Kucnosoacke, Canpme, Kapnosbix Ba-
pax (T. e. NPENMYLLECTBEHHO Ha «NUTbEBbLIX» KYpOpTax).

6.19. CuHAPOM NaTONOrumM opraHa 3peHus

Hab6nioneHve n neyeHne y odprtanbmorsora.

6.20. CUHAPOM MMMYHOJIOFMYECKUX HapyLUeHU

BbinonHeHne pekomeHaauuii Nno 340poBOMYy 06pasy
XUN3HU. CBOEBPEMEHHAA CaHaUMsi XPOHUYECKUX O4Haros
nHdekumn. PaumoHanbHaa aHTubakTepuanbHas U npo-
TUBOBUPYCHAs Tepanus 6akTepuanbHbIX U BUPYCHbIX 3a-
6oneBaHuin COOTBETCTBEHHO. KOHCYNbTaLMs UMMYHONO-
ra C uenblo Koppekunn MMMYHONOMMYECKNX UBMEHEHWNT,
nyTeM BK/IOYEHUS B KOMIMJIEKCHYIO Tepanuio OOJSbHbIX
OCT nmmyHOMOLYNMPYIOLLMX NpenapaTos.

6.21. Femopparnyeckuii CUHOPOM

KoHcynbTaumsa rematonora ang nonbopa afaekBaTHOM
MeankaMmeHTo3How Tepanuu. NMpodunaktrka TPOM60006-
pas3oBaHUa MOXeT OCYLLEeCTBAATbCA C MOMOLLbIO KOP-
peKLMM YPOBHSA rOMOLIMCTEMHA npenapataMmu Gonmeson
KUCIOThbI U MPUMEHEHMEM HEMPSAMbIX aHTUKOArysiHTOB
(BapdapwuH), renapnHongos (cynogekcua) (lla, karero-
pusa C). Mpu NOBbILLEHHOM KPOBOTOUYNBOCTU PEKOMEHAY-
eTCa OTMEHa MeAMKaMEHTO3HbIX CPeACTB, MOAaBASO-
LMX aKTUBHOCTb TPOMOOLMTOB: 6110KaTOPbI KasbLMEBbIX
KaHanoB, HOOTPOMbI C Ae3arperaHTHbIMW CBOWCTBAMMU,
6nokaTopbl 06paTHOro 3axBaTa CEpPOTOHWHA (aHTuae-
npeccaHTbl) 1 gesarperaHtel. OCHOBHblIE METOAbI Nleve-
HUS FreMopparn4eckoro cuHapoma y naumeHto ¢ ACT
BKJIOHAIOT B ce6S MCNONb30BaHWe nNpenaparoB aHTUdU-
OPUHOINTNYECKOTO AENCTBUSA (3MCUSIOH-aMUHOKanpo-

HOBasl, TpaHekcamoBasi, napaammbeH3oiHas KMCnoTa,
amOeH, anpoOTUHNH), @HTMOMPOTEKTOPOB (LOKCUYM, Mpe-
naparbl KanbLusl, TOOKCEBa3WH, aCKOpOMHOBas KMCNoTa,
PYTUH 1 Op.), CTabnnn3aTopoB B1UoNOrmieckmx memopaH
(npenapatbl KanbUMsa U MarHug, aTam3vnart Ui Auuu-
HOH, CpeacTBa, CTUMYIUPYIOLWME BHYTPUKIETOYHbIE
OnosHepreTnyeckme npoueccol). JleyeHre nNpoBoauTCS
Kypcamu npoaosik1UTebHOCTbIO OT ABYX Hefenb 1 6onee
C 4acTOTON, onpeaensaeMon MHANBUAYaNnbHO ANs KaXka0-
ro naumeHTa, B 3aBUCUMOCTU OT HAaCTOTbl U TSAXECTU re-
Mopparn4ecknx NnposisneHnn. NpennovtnTenbHee BKIIO-
YyaTb B ieyebHylo NporpamMmy npenaparbl N3 HECKOJIbKNX
rpynn, ¢ pasHbiMM MexaHu3Mamu gencrteusi. FemocTa-
TU4eckme CpencTBa, Ha3Ha4YaeMble B YPreHTHbIX CUTya-
LUMSIX, OKa3blBalOT ObLICTPLIA remMocTaTuieckmin apodexT
(cBeXxe3amMOopoXeHHas nnasma, aprMHUH-Ba30MNpPECCUH,
OVLMHOH NMapeHTepasibHO, PEKOMOVHAHTHbI akTUBUPO-
BaHHbI dakTop VII).

6.22. CuHapoM aHEMUM

TakTuka nedeHus aHemum y naumeHtoB ¢ AOCT Ha-
npaefeHa Ha HEOTNOXHYID Tepanuio YPreHTHbIX CO-
CTOSIHWIA, KOPPEKLMIO reMocTa3nosiornyecknx n meTta-
OONIMYECKNX HAPYLLUEHWI, MNOAABNIEHNE XPOHUYECKOro
BOCNaNNTENBLHOIrO Npouecca, Koppekumio gucnnactuye-
CKUX HapyLlEeHU C NPUMEHEHNEM paLMOHaNbHOM ane-
TOTEPanMn U BUTAMUHHO-MUHEPAsbHbIX KOMMIEKCOB, a
Takke HasHadeHne membpaHocTabunnsaTtopos. HasHa-
YeHVe >XeNne3ocofepxallmx npenapaTtoB MPOBOAUTCS
npyv HU3KOM COAEPXaHUM CbIBOPOTOYHOrO Xenesa Kpo-
BU. Hecneundunyeckas npodunaktmka aHeEMUU BKIIO-
YaeT NPaBUJIbHYIO OPraHU3auUuIo pexmnmMa OHs, pauumo-
HaNbHYIO OVETOTepanuio, CBOEBPEMEHHYIO KOPPEKLMIO
OCHOBHOro 3ab0seBaHus.

6.23. CuHgpom ocTeonaTui

HemeankamMeHTO3HbIE METOAbI:

® O6pasoBaTesibHble NporpamMmbl («LLIkona 3popoBbs
019 NauUEHTOB C OCTEOMNOPO30M»).

® Xoab6a 1 Gusnyeckmne ynpaxHeHus (ynpaxHeHus c
Harpyskor BECOM Tena, CUIOBbIE YIPAXHEHUS U TPEHU-
poBka paBHoBecus). MpbiXkn 1 6er NpoTMBOMNokasaHbi!

® Koppekumsa nutaHus (NpoaykThbl, 6oratble KanbLu-
em).

® OTKa3 OT KYPEHMUS 1 3110ynoTpebneHns ankoronem.

® [1py BLICOKOM pUCKe NafeHnii — MeponpuaTus, Ha-
NMpaBJiEHHbIE HA CHUXXEHWE PUCKA MALEHUINA.

CHMXEHNE pucka NageHuin:

® fleyeHne ConyTCTBYIOLLMX 3a00NEBaHNIA;

® KOPpPEKLUNA 3pEHNS;

® KOppeKkuMs NpUHMMaeMbIX MeaMKaMeHTOB (cena-
TUBHBbIX, MMOPENakCaHTOB, TPAHKBMIN3ATOPOB U T. .);

® OLIeHKa N U3MeHeHne gomMallHei 06cTaHoBKY (cae-
natb e€ 6onee 6e3onacHoin);

® 0Oy4eHne NPaBUIbHOMY CTEPEOTUMNY OBUKEHUIA;

® 10/1b30BaHNE TPOCTbIO;

® ycTOo4MBas 00yBb HA HU3KOM KabmyKe;

® hur3myeckme yrnpaxkHeHs Ha KOOPAMHAUMIO U Tpe-
HMPOBKY PaBHOBECUSI.

MpenapaTbl kanbunsa 1 BUTammHa D — o6s3aTenbHble
KOMIMOHEHTHI Nt06oM cxeMbl nedyeHns octeonoposa. Cy-
TOYHOe noTpebrieHre Kanbuus CKNaablBaeTCsa U3 Kasb-
LM NPOAYKTOB MUTAHUS U JOMKHO ObITb, B 3aBUCUMOCTU
oT Bo3pacTa, B npegenax 1000-1500 mr. CyTtoyHoe no-
TpebneHne sutammHa D — 800-2000 ME.

Y nopen ctapwe 65 neT npu CHUXEHUU KanpeHca
KpeaTuHuHa Huxe 60 Ma/MUH BMECTO HAaTUBHOIO BUTA-
MnHa D pekoMeHayeTCss ICNOoNb30BaTh aKTUBHbBIE METa-
OONUTbI UM aHanoru Butammua D.

PeaynbTaThl KpyNHOMACLUTAOHbIX KIVHUKO-3NNAEMU-
OJIOTNYECKMX UCCNEeAOBAHUN U KIIMHUYECKUX UCMbITAHUNA
npenapaToB MarHus rnokasanu, 4To gocTaTtoyHas obe-
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CMEYEHHOCTb MarHMem MoBbIAaeT MUHEepPasbHy MaoT-
HOCTb KOCTU Y 34,0POBbIX LOOPOBOJILLEB 1 CNOCOOCTBYET
npodunakTmke ocTeonoposa.

[Ons komneHcaumn gueTtapHbiX 4eOULMTOB Kanbuus
M MarHus NepcnekTMBHO MUCMOJIb30BaHNE OPraHNYeCKmx
CONEeNn MarHus, npexage Bcero — umtpaTtos. [1eno B Tom,
4YTO COBPEMEHHOE «LMBUIM30BAHHOE» MUTaHWe Xapak-
Tepu3yeTcs M30bITKOM MULLEBBLIX MPOAYKTOB, CMOCO6-
CTBYIOLLMX cABUramMm Metabonv3amMa B CTOPOHY auuao3sa u
CHVXEHUIO YPOBHS LmMTpaTa B KPOBU, B NEPBMYHON MOYe
M B OPYrux XUAOKOCTAX opraHmama. Liutpar marHusa xa-
pakTepu3yeTcs BbICOKOW PacTBOPUMOCTbLIO 1 GUOYCBOSI-
€MOCTbI0. B CBSI3M C 3TUM LMTpaT MarHns NCNoNbL3yeTcs
0N HopManusaumm MUHepanbHOM MAOTHOCTU KOCTHOM
TkaHW. LluTpaT akTMBHO pacxooyeTcs B novkax, 4To npu-
BOAMT K YCKOPEHHOMY BbIBEAEHWNIO TOKCUHOB N3 KNEeTOoK,
aKTUBU3ALMM MOYEYHOrO KPOBOTOKA, YydlleHnio peab-
copOuUnN MOHOB MarHns 1 KanbLunUs U3 NepBUYHON MOYN
N NpensaTCTBYET KpuCTannoobpa3oBaHUIO OKCanaTos,
docpaTos, ypaToB Aaxe B KOHUEHTPUPOBAHHOM MO 3TUM
conam Moue. B cBs3K ¢ 9TMM pekoMeHayeTcs oTaaBath
npegnoyYTeHne umTpaTy MarHus, Hanpumep B COCTaBe
npenapatoB MarHe B6 ¢dopTe, Auacnopan marnuin 300,
cpeau opyrux TabneTnpoBaHHbIX NpenapaToB OpraHuye-
CKUX CONEN MarHus (nakrtar, opoTar).

MepaukameHTO3Has Tepannsa octeonaTui.

Bbi6op NekapCTBEHHLIX MpenapaTtoB Aas Meaunka-
MEHTO3HON Koppekunn OF fonxeH CTPoro onupartbes
Ha 3aperncTpuMpOBaHHbIE MOKA3aHUS U O0Ka3aTesbHY
6a3y. MNpenapatbl nepBoro Bbibopa:

® azoTcopepxawime 6ucdocdoHaTbl (aneHopoHarT,
pu3eapoHaTt, nbaHapoHaT, 30/1e4pOHOBAs KUCNOTA);

® CTPOHUMSA paHenar;

® neHocymab.

3oneppoHoBas KMUCNOTa TakxXe 3aperncTpupoBaHa
B P® gna npodunakTuky HOBbLIX MEPENIOMOB Y MYXYUH
N XEHLLMH C nepesioMaMn NpoKcumasbHoro otaena 6e-
OPEHHOW KOCTW.

B cootBeTCcTBUM C peweHnem KomuTteTta no nekap-
cTBeHHbIM npenapatam (CHMP) EBponenckoro me-
anumHekoro arentctea (EMA) nocne npoBegeHusi op-
raHammn 3gpaBooxpaHeHns EC aHann3a COOTHOLUEHUS
Nnonb3bl M PUCKA, CBA3AHHbLIX C MPUMEHEHMEM KasbLu-
ToHMHa (20 wions 2012 ropa), komnaHusa «HoBapTuc»
(Npon3BoanTENb KanbLUUTOHMHA IOCOCS) coobLmna, 4To
Muakanbumk (KanbUUTOHMH nococs) Gosiblie He peko-
MeHAyeTCs K MPUMEHEHMIO MO NOKa3aHUI0 «OCTEOMNOPO3».

MpoOomKMTENBHOCTL TEPANUM OCTEOoNaTui B peKko-
MeHO0BaHHOM pexume He meHee 3-5 nerT.

KombuHMpoBaHHasa Tepanus OOHOBPEMEHHO [OBYMS
npenapatamMm NatoreHeTU4eckoro AencTBus He NPOBO-
OMTCA (3a UCKKYEHMEM npenapaToB Kanbuus 1 BUTa-
MuHa D, KOTopble [OMKHbI HA3HAYaTbLCS BCEM OOJIbHbIM,
nonyyarwLwmym natoreHetTnyeckyto Tepanuio). bonee
noapobHas umHdbopmaumsa: http://www.ema.europa.eu/
docs/en_GB/document_library

6.24. HapyweHns CTaHOBJIEHUS MEHCTPYyasibHO-
ro umkna

HapylweHus mMeHcTpyanbHOM (yHKUMKM (NepepbiB B
MeHCTpyauusx 6osee yeM Ha 45 aHeli B nyGepTaTHOM ne-
pvone, CKyaHble, peaKue MEHCTpyauum gaxe npu pery-
NISPHOM MEHCTPYasibHOM LMKE, OOUSIbHbIE ONIUTENbHbIE
MEHCTpyaLnn) ABASIOTCSA NOKa3aHMEM K HamnpaBieHuto
[EBOYKN K CMEXHOMY CheumanmcTy Bpady-akylepy-ru-
Hekonory. [pu OTCYyTCTBUM MeHapxe cneayeT UCKITIHUTb
BPOXAEHHbIE N FEHETUYECKME aHOMANVN.

OT wncnonb3oBaHUS KOMOMHMPOBAHHbLIX 3CTPOreH-
rectareHHblx npenapatoB y gesodek npu OCT cneny-
€T BO3[epXaTbCs, Tak Kak 3aMecTuTenbHasa Tepanus B
YyCNoBUAX OYHKUMOHANBHBLIX HapyLleHUn runoTanamo-
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rmnodun3apHbiX B3aMMOOTHOLLUEHWNA MPU HEeYyCTaHOBMB-
Lencsa MeHCTpyasibHOM GYHKUMN HA POHE ANCHYHKLNN
BeretaTMBHOM HEPBHOW CUCTEMbI N TanaMo-KOPTUKab-
HbIX B3aMMOOTHOLUEHWIA HEe MOXET crnocobCcTBOBaTb
aekBaTHOMY CTaHOBNEHUIO OYHKUNIA CepAeyYHO-CO-
CYOUCTOM W PEenpoaykTUBHOW CUCTEM, YTO OCOOEHHO
BaxkHo npu ACT. CnenyeT y4nThiBaTh M BTOPOI acnekT y
6onbHbIx Npu ACT — HapyLleHne remocTasa.

[Mpn HeperyngapHOM MEHCTpPyasibHOM UUWKNEe BCRen-
cTBMEe HectabunbHon dnoktyaumn JIF n NI/OCr, ru-
nepnaacTM4eckoM npouecce 3HAOMETPUSA Ha GOHEe OT-
HOCUTENbHOM TMMNO3CTPOreHnn NpeanoyTeHne cnegyet
oTAaTb npenapaTam NporecTepoHoBoro psga (¢ 16-ro
no 25-" AeHb MEHCTPYasbHOrO LMKIA): eCTECTBEHHbLIM
nporecTepoHamM (NpPOrecTepoH, MPOXEeCTOXeNb, YTPO-
XeCTaH U T. A..) U CUHTeTMYECKMUM aHanoram — nNpon3Bo-
OHbIM NperHagueHa (AnaporectepoH (awdgacTtoH)). Mpu
otcyTcTBUM 3ddekTa, a Takke NPy aHOBYASTOPHbIX LU-
Knax — MHAYKTOpam OBYNALUN.

Mpu perynsapHbIx MEHOPpPArusx cneayeT OLEeHUTb COo-
CTOSIHME MEPBMYHOrO 3BEHA (COCyanCTO-TpoMboLmTap-
HOro) 1 KoarynsiLuMOHHOro 3BeHa remoctasa. Tepanus
[OMmkHa ObITb HAaMpaBiieHa Ha reMOCTaTUYEeCKMNIA acnekT
BO BpeMSsI MEHCTpyauum (MOKOW, TpaHeEKCaMoBas KUCo-
Ta no 1 TabneTke 3 pasa B AeHb UK aTamamnat no 3 mn
B/M B rnepBsble 2—3 OHS, yTEePOTOHUYECKYO Tepanmto (OK-
cutoumH 0,5-1,0x2 pasa B AeHb 2 gHS), OTBap Kpanuesbl,
npenaparbl KanbUMsa U T. 4.). B MexXMeHcTpyanbHbIi ne-
puon HeobxoaMMa KoppekLmsa xene3oneduunTHOM aHe-
MUK, obLLeyKkpennsoLas, BUTaMmHoTepanus.

Tonbko NpWU BbIpaXeHHoW aHemMmsaumm O0SbHON W
0BUIbBHOM KPOBOTEYEHUU, HEIPPEKTUBHOCTU reMO-
CTaTU4eckor Tepanuu LenecoobpasHo paccMoTpeTb
BOMPOC O rocnutanusauum 60JSIbHOM U FOPMOHaNbHOM
remocrtase ogHOdasHbIMM KOMOVHNPOBAHHLIMU Opasib-
HbIMW KOHTpauenTMBamMun (N0 CXeme) C NOCAenyloLwmm
nepexonoM Ha NPOM3BOAHbIe NperHaaneHa — 10 gHen, ¢
JanbHENLINM UCMOIb30BAHNEM MOCNEAHVX B MOCNEAYI0-
LMe TP MeHCTpyasbHbIX umkna ¢ 16 no 25 geHb uykna.
Mpwn HapyLweHn B cUcTeMe KOarynsuMoHHOro 3BeHa Le-
necoobpa3Ho peLLnTb BONPOC O TpaHCchy3umn niasmei.

Mpy nevyeHnn NepBUYHON ONCMEHOPEN MOTyT ObiTb
Ha3HayeHbl cnasamonuTukn (Ho-wna no 1 1. 2-3 pasa
B O€Hb 3a 1-2 OHA 00 OXMOAeMOW MeHCTpyauuu B CO-
YeTaHUN C HECTEPOUOHLIMWU NPOTUBOBOCHAIUTENBHBIMA
cpencTeamMum B CBeYax WM CUCTEMHO (AMKNO@EHaK, NH-
OOMETaUMH N T. 4.).

HectepougHble npPOTUBOBOCNANUTENbHbIE Mpena-
paTbl crnenyet NPUMEHSTb C OCTOPOXHOCTbIO (Yy4UTbl-
Basl BbICOKYID 4HacTOTy S3BEHHON GOne3Hu xenyaka u
12-nepctHoM knwkn npu ACT, HapyLweHne NepBUYHOro
remocTasa). VIx cneoyet Ha3dHavyaTb NULLb PEKTANIbHO U
npv HeaPEKTUBHOCTU MNEPEUNCTIEHHON Tepanuu.

M3 ocobeHHOoCTeN nevyeHns NepBuYHON gMcMeHopeun
y aesoyek npun ACT npeanoyteHne cnenyet otoatb npe-
napatam marHuma (MarHe B6, marHenuyc, marHueBas
COJIb OPOTOBOW KNCNOThI 1 Ap.). PeakTnBHasa 1 ANYHOCT-
Has TPEBOXHOCTb, KOTOPbIE ABNAOTCA CNeACTBUEM CUM-
NaTMKOTOHUW, BereTaTMBHbIN AucHanaHc B coYeTaHuu
C HeyCTaHOBMBLUENCS DYHKUMEN rmnoTanamo-rmnodu-
3apHOM CUCTEMbI PACLUMPSIIOT NOKa3aHUs K Ha3HAYeHUIo
npenapata MarHe B6. ViccnenoaHnsmu 6b110 nokasa-
HO, 4TO NpuMeHeHne MarHe B6 goCTOBEPHO yBENMYMBA-
eT coaepXaHne BHYTPUKIETOYHOIrO MarHus, 4To cnoco6-
cTByeT ctabunudaumm ATD, perynupyeT Bo36yAMMOCTb
KNeTkn 1 NpoLecchl Aenonapusaumm B HEPBHbIX U Mbl-
LeYHbIX KneTkax. YyacTme B CUHTE3e okcuaa as3oTta u
NnoAaBfeHNN NPOLECCOB OKCUAATUBHOIO CTpecca nytem
BNAHNSA HA FNYIOTAaTUOH3aBMCMMOE 3BEHO Hernocpen-
CTBEHHO B/IUSIET HA YMEHbLUEHE CUMMNTOMOB AUCMEHO-
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peu n cnocobcTByeT nNpodunakTuke psga rmHeEKoNorn-
yeckunx 3abonesaHuin B byayuiem (3HAOMETPNO3, MMOMa
MaTtku 1 ap). HaznavatoTt npenapat no 1-2 ta6n. 2-3 pa-
3a B OeHb OJUTENbHBIMU KypcamMn B TedyeHne 3-6 mec.
TepaneBTuyeckun apdekT npu evYeHUn nepBUHHON
OMcMeHopen yaanock 0obutscs y 88,6 % neBouek.

lMpenapaTbl NPOrecTePOHOBOro psga (NPorecTtepoH
MWKPOVOHN3NPOBAHHbIN, MPOrecTuHbl) ¢ 16-ro no 25-i
OeHb MEHCTPyaJlbHOrO UMKia MpeanoyTUTEsbHbl MO
CPaBHEHMIO C OpajibHbIMW KOHTpaLenTuBamu, OOHAKO
aBnaTca 6onee MHBA3MBHLIMU MO CPABHEHMUIO C Mpe-
napatamu MarHust u OO0/KHbl MMEeTb CTPOrme nokasa-
HUSA (MeHoMeTpoparuu nybepraTa, rmnepniacTmieckne
npoueccskl aHaomeTpus). OcobeHHOCTU reHesa amcme-
Hopew y 605bHbIX Npu ACT — 0cOBEHHOCTU OLEHKN 3MO-
UMM 1 BOCNpuUaTUS 6oNnn — CnefyeT yuuThiBaTb, NPeExXae
4yeM BbIOpaTb NpenapaT NepBOM TNHUN.

Takke pekomeHaoBaHa 0OLeykpenasowas u Kop-
pernpyowasa nposeneHns AOCT Tepanusa: Koppekums
YPOBHSI CBOOOAHbLIX @aMUHOKMCIIOT B KPOBU (rNyTaMUHO-
Bas KMCNOTA, MNLUKH), KOPPEKLUMA HAPYLLEHNN CUHTEe3a
1N katabonvama rnioko3aMUHOMIMKAHOB (rNOKO3aMUH
cynbdaT), XOHAPOMNPOTEKTOPbI (XOHAPOUTUH Cynbdar),
obnagawlume XoHAPONPOTEKTUBHBLIM, XOHAPOCTUMYJIN-
PYIOUM, CTUMYUPYIOLLUMM PEereHepaumto 4eriCTBUEM.

PekoMeHL0BaHO XOHAPOMPOTEKTOPbLI MPUMEHSTbL B
CcOYeTaHUM C aHTMoOKCcuaaHTamum (ButamumH C, ButamuH E
n 6eta-kapoTuH). PekomeHayeTcs nedyebHas UIKyb-
Typa, nevyebHblii Maccax, nnaBaHue, Ncuxonoruyeckas
Koppekuus, GrnanoTepaneBTUYeCKME METOAbI IEYEHUS.

6.25. JleueHne 6epeMeHHbIX

YuyTbiBasi BbICOKYIO 4acCTOTy HeBblHalLUMBaHUA Gepe-
MEHHOCTU, KOTOpPblE pa3BMBaloTCs Ha GoHe aucbanaH-
ca BeretaTtMBHOW HEPBHOW CUCTEMblI M FOPMOHANIbHOrO
amncbanaHca, HapyLweHNi NepBMYHOINO reMocTasa ¢ pas-
BUTMEM PETPOXOPUANbHbIX reMaTtoM, JaTEHTHOW unn
KITIMHNYECKN BbIPaXXEHHON MCTMUKO-LEepPBUKaNbHON He-
[OCTATOYHOCTUN, MPEXOEBPEMEHHOrO M3NUTUS OKOJIO-
NI04HbIX BOA, TaKTMKa OnpeaensieTcs Cpokom 6epemMeH-
HOCTW 1 conyTCTBYOLWMMU NposisneHnamn ACT.

Bonpocbl mapuipyTtusaumm y 6epemenHbix npu OCT,
NleYeHne, HanpasfieHHOe Ha MPOJIoHrMpoBaHne bGepe-
MEHHOCTU, KOPPEKUUa HapyLeHnin GeTo-nnaLeHTapHo-
ro KOMrjekca, a Takxe MaHUpecTaunto CUMNTOMOKOM-
nnekcos ACT, aBns0TCS BEAYLLMMN:

MapuwpyTtusauusa (npukas Ne 572-1 2012 r.):

1) mo6asa nauneHTka ¢ NMMK, APX, HapyLieHusamMmum cep-
OEe4YHOro putMa 1 NPOBOAMMOCTMU KakK B COYETAHUN, TaK U
06e3 fonxHa 6blTb KOHCYIbTUPOBAHA KapANOoI0orom crne-
LMann3npoBaHHOro AncnaHcepa Ha npegmMeT NoATBEPXK-
aeHnsa/mcknodenmns cuigpoma ACT n ACT cepaua;

2) Npn HaNMYK /1I060Oro KOJIMYecTBa ANCNNACTUKO3aBu -
cumMbIX nameHeHut CT u 3HakoB ACTc nauueHTka goxk-
Ha ObITb NpUKpenseHa ans o6cnenoBaHus (a Npu HaNYUn
nokasaHui — gns pogopaspeLlenuns) B JINY ¢ npasom oka-
3aHUS MEAMLIMHCKOW NOMOLLM MO NPODUIISAM «aKyLLIepCTBO-
TMHEKONOrnsl» + «<KapaAMONOrns/KapanoXupyprims»;

3) Npu reMogMHaMMYeCcKn 3HAYNUMBbIX MOPOKaX CEPA-
ua, a Takxke Tskenom TedeHnm ACT BoNpoc 0 NpOsoHM-
poBaHUN BEPEMEHHOCTU A0/IKEH ObITh PELLIEH KOHCUN-
YMOM (Kapauonor/kapanoxmpypr, akyLlep-rmHeKkonor) B
cpoke ao 10 Heaenb. MpepbiBaHue B JTY ¢ BO3MOXHOCTbIO
OKa3aHug cneunann3npoBaHHOW (kapauopeaHumaum-
OHHOI) nomown. MNpu oTkase GepeMeHHOl npepBaTb
6epeMeHHOCTb — NMpPUKPenieHne/rocnuTann3aumns B yu-
pexaeHve C NPaBOM OKa3aHUs MEOVLMHCKOM MOMOLLN
no NPoduasaM «akyLepCTBO-TMHEKONOrus» + «Kapamno-
NOrnNs/KapouoxXnpyprmns»;

4) npun Hann4um N6Oro KoNMYecTBa AMCNIacTMKo3a-
BUCUMBbIX nameHennn ACT n 3nakoB ACT cepaua naum-

eHTKa JoskHa 6bITb B cpoke Ao 18-22 Hepn,. o6cnepoBaHa
(ambynaTopHO/CTaUMOHAPHO) MO NPOPUNI0 «KaPANOSI0-
rIs/Kapanoxmpyprms»:

o O6LLUMI (KNMHNYECKIMIA) aHANN3 KPOBU Pa3BEPHYTLIN.

o AHanu3 KpoBu OBuoxmmmnyeckuin (oblietepaneBTu-
yeckuii): obwmin 6enok, Mo4YeBMHA, KpeaTUHUH, obLni
O6unupyobuH, NpsiMO BUNUPYOUH, anaHWH-TpaHCaMuUHa-
3a (AJIT), acnaptaT-TpaHcamuHasa (ACT), rnokosa, npu
OXWUPEHUN, OTekax, npeaknamncum OGepemMeHHbIX, Mpu
3aboneBaHnax LMTOBUAHOM Xenes3bl, caxapHoM auabe-
Te, apTepuanbHOi rMNepTeH3nN, NLIEMUYECKON 6oNe3Hn
cepaua (onanee — MBC), uepebpo-BacynspHbIx 3abone-
BaHUAX — TPUrAMLEPUAbI KPOBM, JIMMOMNPOTENUHBbI BbICO-
KOW nnotHocTu (panee — JIMBI), aMnonpoTenHbl HN3KOWM
nnoTHocTu (aanee — JIMNHIT), o6wnii xonecTepuH.

e Koarynorpamma (OpMeHTUPOBOYHOE MUCCef0BaHNE
CUCTEMbI reMocTasa) — KoM4ecTBO TPOMOOLMTOB, BPEMS
CBEpPTbIBAHUS, BpEMS KPOBOTEYEHMS, arperaums TpomM60-
LMTOB, akTMBMPOBAHHOE YaCTUYHOE TPOMOOMIACTUHO-
Boe Bpems (nanee — A4TB), dpubpuHoreH, onpenenexve
NPOTPOMOMHOBOrO  (TPOMOOMNIACTUHOBOIO) BPEMEHM,
+ O-onmep.

e OxoKI" Ha NnpegMeT COCTOSIHUS KnanaHHOro annapa-
Ta n gpyrux mansix aHomanuin cepaua (MAC), oco6eHHo-
cten remoguHamuku. Mpu BoigeneHnn MAC — 9xoKIm ma-
rMcTpasbHbIX COCYA0B.

e CyTo4HOE MoHuTOpMpoBaHue SKIM no Xontepy (npwm
HapyweHun putma), CMAL (npu apTepuanbHOW runep-
TeH3Mn), aHannad BapuabenbHOCTU CepAeyHOro puUTMa,
PEHTreHONOrM4YeCKoe MCCNefoBaHMe OpPraHoB TPYAHOM
KNeTKM (Mo Ha3HaA4YEeHMIO Bpaya- kKapauorsnora).

e Y3 opraHoB GPIOLIHON MOMOCTM U NoYek Ans Uc-
KIOYEHNS BUCLLepanbHbix npossneHnii JCT n coyetaHHOM
naTonornn.

e [1pn Bapnko3Hon 6onesnn — Y3WM + ponnneporpa-
dusa BOBNEYEHHOr 0 y4acTka BEH, aHMMOCKaHUpoBaHue (no
Ha3Ha4YeHto Bpayva-CcepaevyHO-COCYAMCTOro Xupypra).
[Mpn oTAroweHHOM CeMenHOM aHamMmHe3e (paccnavBeato-
Lasics aHeBpmM3ma aopThl, BHE3AMHas CMEPTb B MOJIO0M
BO3pacTe) cnenyet paccMoTpeTb Bonpoc o MPT (no Ha-
3HAYEHMIO Kapanoaora/kapanoxmpypra).

e KoHcynbTauuMn crneumanuctoB: kapauonora, odp-
TanbMosiora, HeBponartonora, 9HOOKPUHOMOra, oTona-
puHronora.

5) npu Hann4mMm N 6GOro KoMYecTea AMCNAacTMKo3a-
BUCUMBbIX nameHeHnin ACT v 3HakoB A CTc, a Takxe nio-
6o conyTCcTBYlOLLEN cepaevyHO-COoCyaNCTOM naTosiormm
naumeHTKa gomkHa OblTb FOCNUTANM3NPOBaHa:

— B cpoke 27-32 Hepn. B y4pexpeHve no npodunio
«aKyLlepCTBO-ITMHEKONOrsS» + «KapaMoNnorns/kapamoxm-
pyprus» (poauibHble gomMa npu MHOronpodubHbix J1Y,
MMEIOLLMX B CBOEM COCTaBe KapAnopeaHnumMaumio/kapan-
oxmpypruo) ansa obcneposanua (AxoKr, Y3W+ponnnep,
coctosiHue DMK u 1. 4.) u onpeneneHns KOHCUIMYMOM
(akyLep-rmHeKonor, Kapauosor/Kapamoxmpypr) ganb-
HeNwen TakTUKM BeOEHUS U MecTa poAopaspelleHus
(appecHoe pooopaspeLLeHmne);

— B cpoke 35-37 Hen. ana obcnenoBaHus, oueHkn OK
CH 1 peleHns KOHCUAINYMOM (akylLlep-rmHeKkonor, kap-
OMONOr/Kapavioxupypr,  aHecTe3nosior-peaHnmaTosnor)
cpoka pofoB, cnocoba n mecTta poaopaspeLleHus.

Bce 6epemeHHble He 3aBUCUMMO OT 0COBEHHOCTEN Te-
yeHunss 6epeMeHHOCTM 1 3KCTpareHMTasbHON naTonorum
DOMKHbI O6bITb 06cnenoBaHbl (Npukad Ne 572-H): Y3U +
ponnnepometpusa B 25 Hepenb 1 ¢ 30 Hepenb n KT nnopa
B AnHamuke; Y3W pns onpenenexHns o6bema okononion-
HbIX BOA.

B | TpumecTpe npu yrpose npepbiBaHUsS 6epemeH-
HOCTW N HA4YaBLLUEMCS BblKUAbILLIE: TPAHEKCaMOBas KNUC-
nota no 250-750 mr x 3 pasa B AeHb; NPOU3BOAHbIE
nperHeHa (nporectepoH) no 200-600 mr/cyTku, npe-
rHagmeHa no 10-20 mr/cyT, npenapaTtbl MarHma no 1-2
Tabn. 3 pasa B oeHb (MarHe B6, marHmeBas cosnb opo-
TOBOW KNCNOThI).
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Bo II-lll TpumecTpax: aHTaroHUCTbl Kanbunsa (Hude-
nenvH no 40-80 Mr/cyTku), npou3BOAHblE MperHeHa
(nporectepoH) no 200-600 mr/cyTkun, nperHagneHa no
10-20 Mr/cyT, cBe4YM C MHAPOMETAUMHOM pPEeKTanbHO,
nekcameTa3oH, 6eTaMmeTasoH (a8 NpodunakTnkmu pe-
CMMpPaToOpHOro AMCTPEeCC-CUHAPOMA Mnnoga), npu npe-
XAEBPEMEHHOM U3NINTUN OKOJIOMJIOAHbIX BOL, — aHTUOaK-
TepuanbHag Tepanus.

AHTaroHuUCTbI Kanbuma (HUdenennH) Nnpu yrpose npe-
pbiBaHUS BEPEMEHHOCTU ABNSIIOTCS Npenaparamu nep-
BOM nuHUN. OT agpeHOMMMETUKOB Yy nauueHTok ¢ ACT
LuenecoobpasHo 0TkasaTbCsi BBUAY YCYrybnsioLero Bim-
SIHMS HA BO3MOXHbIE CKPbITbI€ aHEBPU3MbI U BAUSHME HA
XPOHO- N NHOTPOMHbIE 3P DEKTHI.

Mpn HanMyMM NCTMNKO-LEPBUKANBbHOWM HegocTaTou-
HOCTU (DYHKLMOHANBHOIO AV OPraHNYeCcKoro reHesa Ha
doHe CT) ob693aTenbHbIM CNEKTPOM AOMNOSHUTENIbHOrO
ob6cnenoBaHUs ABNSIOTCS:

® Y3/ uepBUKOMETPUS B CKPUHUHIOBbIE CPOkKM (10—
14, 20-24, 32-34 Henenn) v Npu rnosiBIEHNX NPU3HAKOB
Yyrpo3bl NpepbiBaHMs GepeMEHHOCTU A onpenesieHns
NOMIOXEHMNS, ANNHbI LUENKM MaTKn, ee HGOpMbl (CTEMEHDb
MLH), cocTosHue (cTeneHb nponabupoBaHME) OKOJo-
NAO4HOrO Ny3bIPS;

® nnarHocTuka 6eccMMnTOMHON 6akTepuypumn (He
6onee 105 KOE/mn);

® oripefeneHne MapkepoB NPEXaAeBPEMEHHbIX POLOB
(TecT-cuctema).

Mpu nopgTBEPXOEHUN NCTMUKO-LLEPBUKANBHON HEO0-
CTaTO4YHOCTU OUCTINIACTUKO-3aBUCUMOrO reHesa:

® NUrMOPONMPUONHOBLIE MNPOW3BOAHbIE (HUdeamn-
NWH) — Npenapar NnepBon ANHUK;

® npenapaTbl MarHusa (MarHepoT) rno 2 Tabn. 3 paszaB
OeHb (nNoa, KOHTponem coctosHusa S/D oTHOLWeHWs), mar-
HUS cynbdaT No CXEME;

® GeTa2-aApPEHOCTUMYNIATOPbLI CENEKTUBHBIE;

® [JII0OKOKOPTUKOCTEpOUabl akTuBHbIe (rpynna lll) (6e-
TamMeTa30H) WK [IOKOKOPTUMKOCTEpOUabl (AekcameTa-
30H) no cxeme (ans npodunaktvku PAC nnona);

® aHTUMUKPOOHas Tepanus — No pesysbTatam 6akno-
CEBOB;

® cefaTvBHbIE NpenaparTsbl (BanepunaHa, NyCTbIPHUK);

® dusnoneyeHme (anekTpodopes Ha HM3 XMBOTA C
CEPHOKMCNON MarHe3unemn);

® pa3rpyxaroLwmi neccapuii;

® Mpy HEOOXOAMMOCTUN — HAJIOXEHWNE LLIBOB Ha LUEKY
MaTKN (LLMPKNSXK HUXHEro cerMeHTa MaTkn B F’MHEKOO-
rMYeckoOM CTaLMOHape B CPOKe A0 26 Heaenb).

Mpw Baprnko3HoW 60ne3Hn (OCTpbIi TPOM603) B | Tpn-
MecTpe — 6epeMeHHOCTb MOXET ObITb MPOSIOHIMPOBAHA,
Bo lI-Ill TpumecTpax TakTuka onpenenseTcs ConyTcTBy-
IOLLMMW aKyLLEPCKUMU OCNOXHEHUSAMU. [pn BbiIiBIEHUN
dnoTupytoLLero Tpomba — ycTaHoBKa kaBa-dunbTpa (no
Ha3Ha4YeHMIo Bpava-cepaevyHo-COCYaANCTOro Xupypra).

Mpw HepocTaTo4HOM Macce Tena (NpubaBke) K OC-
HOBHOMY CnekTpy o6cnenoBaHuii:

® KOHCy/NbTaLUMX Bpayen-crneumanncTos (Bpaya-am-
eToJiora, Bpava-sHOOKPUHOMOra, Bpaya-raCTpoaHTepo-
nora, Bpada-ncuxuarpa);

® Kas Ha AlLA reNIbMUHTOB, CKPbITYIO KPOBb.

Mpu cnumdunsonatmn:

® NOHN3NPOBAHHbIN KaNbLWIA;

® pellleHre BONPOCca O TaKTUKE POAOPA3PELLEHNS;

® peHTreHorpadua Taza (MPT) (no Ha3HavyeHMio Bpa-
Yya-TpaBMaroJsiora-opToneaa);

® HecTepouaHble NPOTUMBOBOCMNANUTENbHBIE CPen-
cTBa (Masu, renun);

® XOHOO0MNPOTEKTOPLI (Ma3b, resnb);

® husnoneveHne, maccax, JIPK;

® Tyroe GMHTOBaHME, «lamMak».
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6.26. PopopaspelueHue u nocnepoaoBbiii nepmoa

B HacTosLEee BpeMS U3MEHUIACh CTPYKTypa NaLmeH-
TOK B CMEUVanM3npoBaHHbIX MO CEPAEYHO-COCYANCTbIM
3ab0s1eBaHMSM poaunbHbIX gomax. Ecnm B 80-e roapl
XX cTtonetusi npeeannpoBan NpuobpeTeHHbIe MOPOKU
cepaua M XPOHMYECKME peBMaTuMyeckme 3abonieBaHus,
TO celyac, y4uTbiBass BHEAPEHNE B KIAMHWUKY METO40B
BM3yanmsaunm, nepsoe mecTo (74,4 %) 3aHMMaeT nau-
onatuyeckuin NMMK (4,2 % — B 80-90-e rr.). Jons npnob-
PETEHHbIX MOPOKOB CepALa N XPOHNYECKNX PEBMATUYE-
cKux 3aboneBaHunii He npesblwaeT 1,5 %. TeMm He meHee
napagokc CUTyauum B TOM, YTO MNPU CHUXEHUU HACTOThI
cepaeyvyHo-cocyamcTbix 3ab0seBaHUin C ABNEHUAMN Oe-
komMmneHcauum ¢ 22,2 no 15,2 %, yactota poaopaspe-
LWeHns nyTeM KecapeBa CeyeHust B NPOOUIMPOBAHHbBIX
poaunbHbIX gomax yesenmymnacb ¢ 9 go 33 %. lMpuyem
nauneHTkn ¢ NMK coctaBunu 74 %.

Takon noaxon, K Bbibopy cnocoba poaopaspeLleHuns
naumeHTok npu ACT, a Tem 6051€e No OTHOLLUEHUIO K na-
umeHTkam ¢ HeaudpepeHumporaHHo ACT, He onpas-
0aH.

TakTunka pogopaspewenna npu OCT onpegensetcs
COBOKYMHOCTbIO nposieneHunin CT, cTeneHblo UX reHe-
panu3aumn (COCTosiHME CepaeyvyHO-COCyaMCTON CucTe-
Mbl, CTENEHb MUOMNUN, OPYTMMU BUCLLEPAJTbHBIMU NPO-
ABNIEHNSAMUN) N OCOOEHHOCTAMUN TeyeHUss 6epeMeHHOCTH
M poOoB (aHOManMM POJOBOWN OEATENIbHOCTU Ha dOoHe
3penbIX/He3penbIX POAOBbLIX MyTEN B CO4ETAHUM C NATO-
normven nnoaa).

Jaxe npu manbix gnddepeHunpoBaHHbix Gopmax
OCT (C3[) oT onepaTtMBHOrO poaopaspeLleHns cne-
nyeT Bo3aepxatbcs B BMAY HEeHOMEHa «pacnon3aHus
PaHbl» N MIOXON 3AXMBASIEMOCTU pPaH, HE TOBOPS YyXe
06 onepaTMBHOM pojopaspelleHn npu HegudbdepeH-
LMPOBaHHbIX popmax. TakTnka pogopaspeLleHns B aTnx
cnyyasax O0JKHA OnNpenensTbCs akylwepckuMu nokasa-
HUAMN. TONbKO MO OTHOLUEHWIO K nauyeHTkam ¢ C34 | n
IV Tvna BBMAY BbICOKOIro prcka pa3pbiBa NoJbIX OPraHoB
1 COCYA0B 1N HEOOXOAMMOCTM n36eratb y 9TOMN KaTeropum
60NbHbIX BCEX CUTYaLNA, CBSAI3AaHHbIX C GU3NYECKON Ha-
rpy3KoW, Hanps>XXeHMeM NMpu 3aKPbITON FOI0COBOM LENN,
onepaTvBHbIE POAbI NMYTEM KecapeBa cevyeHuns 60NbLUINH-
CTBOM aBTOPOB pacCMaTpuBalOTCs Kak MpUEMSIEMbIE.
MaumeHTkM ¢ cuHopomom MapdaHa B CBSI3U C HANNYNEM
COCYAMCTON 1 rNa3Hon NaTonornm Takxke MoryT ObiTb OT-
HECeHbl K 9TOl Koropte 60JIbHbIX.

OCOBEHHOCTU BCTYMEHUS B POAbl Y NALMEHTOK NpuU
OCT onpepensatoTcsa «poAoBOA AOMUMHAHTOM», aganTta-
LMOHHbBIMWN BO3MOXHOCTSIMW OpraHnu3mMa, a camm pogbl —
HEepPeaKo HEenepeHOCMMOCTbIO AJINTENbHbIX TOHUYECKUX
Harpy3oK.

B 3aBucumocTn ot dopmbl CT, cCOCTOAHUS cumna-
TO-aapeHanoBon cuctembl ans 6onbHbIX Npu ACT nato-
NOrMY4ECKNN MPENNMUHAPHBIA Nepruon, MOXeT AOCTUraTb
70 %. JleyeHne NaTonoOrM4eckoro NPenMMmnHapHoro ne-
pvuona nogynHsaeTcsa obwmm npasmnamm Beibopa Mmeau-
KaMeHTO3HOW Tepanuu BnaOTb A0 HAPKOTUYECKMX aHasb-
reTuKoB.

OpHako MaTonorMyeckuini NPEMMUHAPHbBIA NEPUOL,
MOXeT OblTb NpeaynpexaeH, a CTeneHb KIANHUYECKMX
€ro NPosIBAEHNN CHUXEHa NPy Ha3HaYeHNUM MarHMeBomn
COIN OPOTOBOW KNCNOThl B cpoke 38-39 Henenb Gepe-
MEHHOCTW NauneHTkam C CybkanHu4yeckumu dpopmamm
apTepuanbHON rMnepTeH3mn Ha GoHe BbICOKMX Nnokasa-
Tenen B-apm (6onee 80 E[): yem Bbile ObIIN Mokasa-
Tenu agpeHopeakTUBHOCTU, TeM 6osiee ObINIO NOKa3aHO
HasHayeHue npenapara.

Mpun NnpexneBpeMeHHOM U3NNTUM OKJTOMIOAHBLIX BOZ,
N1 NpexaeBpeMEHHbIX pofax Tepanus O0JKHa ObiTb
Harnpae/ieHa Ha CHATME POAOBON AeATEeNbHOCTU C LENbio
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npoBefeHns Tepanum ans npodunakTukm pecnupaTtop-
HOro AMcTpecc-cuHapoma nnoga. AnntenbHocTb Tepa-
nuu onpenensieTcs cpokoM GepeMeHHOCTU, a crnocob
pofopaspeLleHns — COCTOSIHUEM MJI0Aa U OCNTOXHEHUS -
MKn B6epeMeHHoCTU. TaxecTb TedeHus ACT B 60nbLUMH-
CTBE C/ly4aeB He ornpegenseT cnocob poaopaspeLleHms
npu NpexaeBpeEMEHHbIX poaax, Tak Kak poAbl Ha paHHUX
cpokax gaxe ans MoHoreHHbix dopm ACT npoxoasaT «He-
3aMeyYeHHbIMU» NS KITIMHULMCTOB.

TakTvka nevyeHns yTepoTOHMKaMUN TMNOTOHNYECKUX 1
rMNEePTOHNYECKNX AUCHYHKLNI MATKN MPY CBOEBPEMEH-
HbIX pofax onpeaensieTcs o6LWMMM NpaBuiamu.

Y naumeHToK C HU3KUMMK fnokasatensaMu f-apm 4a-
CTOTa MCMNONb30BaHNS YTEPOTOHMYECKON Tepanum Mo-
xeT pnocTturatb 74,9 %. Koppekuusa gucbanaHca mar-
HMWEBO-KaNIbLMEBbIX B3aVMMOOTHOLUEHUI MOXET ObITb
OCYLLECTB/IEHA UCMNOMb30BaHNEM MpPenapaTtoB Kanbuus
B COYETaHMM C UCMOJSIb30BAHMEM aKyLLUEpPCKOro cHa B
80 % cnyyaeB (NPeanoYTUTENBHO HAaTPUS OKCubyTUpaTt
(FTOMK) - 20 %), yuuTtbiBas OCT (runHotuk metabonu-
Yeckoro OencTBus, aHaboNMK MNpPsSMOM UM ornocpeno-
BaHHbI, @HTUIMMNOKCAHT, MOBbILAET ajanTaunoHHbIe
pes3epBbl OpraHn3ma 3a cyeT akTmBauum runodmaa, 0o6-
najaeT MArkMM BXOXOEHMEM B COCTOSIHME CHA, He TOK-
CUYEH U T. 4.).

MmnepToHnYyeckne OUCHYHKLUM MaTKU Y MaLUEeHTOK
npy NOBbLILLIEHHOW ANCMIACTUYECKOW CTUrMaTM3aumm m
mapdaHomgHoM deHoTUne Ha GOHE MOBbLILWEHHbLIX MO-
Kasarenen aapeHopeakTVMBHOCTM OMpenensiorT npume-
HEeHWe pervoHapHoi aHecTe3un (57 %) ona ocnabne-
HUS YPE3MEPHOr0 CUMMNATUYECKOro BAUSHUSA (3 dekT
C034aH1s POAOBOM OOMUHAHTLI), B co4eTaHun unu 6e3
c Hatpuem okcubytupatom (FTOMK) — 33 n 44 % cooT-
BETCTBEHHO.

OT pervoHapHOM aHecTe3nn MpPU FTMNOHTOHUYECKUX
ONCOYHKUMAX crnenyeT BO3AEPXATbCs, B TO BPEMS KakK
ONCKOOPAMHALMS POLOBOM [EATENbHOCTU SBNSETCs
NPsSIMbIM NOKa3aHUEM K Ha3HAYEeHUIO PErmMoHapHO aHe-
CcTE3UN.

ConyTcTBylOLLAs 3KCTpareHnTanbHas naTtoaorus Mo-
XEeT onpenennTb nokasdaHmsa K abaoMnHanbHOMYy poao-
paspeweHunto. MNMpun gekoMmneHcmpoBaHHbIX NMMK, ocnox-
HEHHbIX Neperpy3kon nesoro npeacepaus (JIM) ceppua
M CEepAeyHOl HeAoCTaTOYHOCTbIO BBUAY BbIPaXXEHHOW
MUTPAsbHOM Peryprutauum, npu MHOXECTBEHHbIX aHO-
MasbHO pacnonoXxeHHblx xopgax JPK, OCAOXHEHHbIX
anactonuyeckon gucoyHkumen JK n aputmusamun, a
TaKkXe WHbIMW CUCTONIMYECKUMU OUCHYHKLMAMU, HACTO-
Ta KecapeBa CeyvyeHus MOXeT gocturatb 36,8-44,1 %,
4YTO He OoT/myaeTcs OT cnocoba poaopaspeLlleHns npu
nopokax cepaua (46,7 %). Takke nokasaHuamMm K nna-
HOBOMY poAopaspeLLeHmnto y nauneHTok npu HACT moryT
OblTb: OCNIOXHEHHAss MUOMNUA, Oucnnasnsa TasobenpeH-
HbIX CYCTaBOB, OMNEPMPOBAHHbIA CKOMMO3, BAPUKO3HOE
pacLuMpeHne BEH BY/bBbl, CMOHTAHHbIE MHEBMOTOPAKChI
B aHaMHe3e 1 ap.

OpHako BblGOp poLoOpaspeLleHnss OnepaTyBHLIM
nytemMm y naumeHtok npu ACT ponxeH OblTb TWATENLHO
B3BeLLEeH 1 000CHOBaH, Tak kak naumeHTkn npu 4CT nme-
10T CKJIOHHOCTb K MOBbILLEHHOW KPOBOTOYMBOCTUN TKAHEN
(33-45 %) B 3aBUCKMMOCTM OT TskecTn OCT 1 CKNOHHBI
K MJIOXOMY 3aXMBNIEHWNIO paH. PaboTamMum nokasaHa Mop-
donornyeckas oesopraHn3auns CoOeANHUTENIbHOM TKaHW
B pybuax Ha maTke nocsie kecapeBa CeYeHUs y naumeH-
Tok npu ACT, 4yto 06yCcNnoBAeHO OANNTENLHO NMPOTEKalo-
e cnaboi penapaumeit Ha GOHE CHUXEHHOIO YPOBHS
aHrvoreHesa n moHouuToB CD16+ n CD14+.

Mo aTOM Xe NPUYNHE Mbl HE PEKOMEHOYEM POXEHU-
uam npu OCT pyTUHHYIO Oonepauuio paccevyeHus npo-
MEXHOCTH (3NN3no-, NEPUHEOTOMMUS).

Ocob6eHHOCTAMK TpPeTbero neproga pPoaoB Hepenko
ABNAIOTCA MOCNEPOAOBbIE KPOBOTEYEHUS BCIEACTBUE
rMNOTOHUM MaTKK. YTEpOTOHMYeckasa Tepanus B coye-
TaHWM C NpenapaTamu Kanbuus SBASIOTCA npenaparaMmun
nepBoOn INHUN.

B nocnepopnosebiii nepuon, y 26 % 605bHbIX pasBrBa-
eTcs cyOuHBOMIOLMSA MaTKM. Takxke npenapaTtomM nepBo
NIMHUK ABNSIETCSA YTEPOTOHNYECKAs Tepanus.

6.27. CuHAPOM NPOTPY3UU U penakcauum Ta3o-
BOro AHa

YuutbiBas, yto I gaBnsetca mynbTudakTopuasb-
HbiM 3aboneBaHnemM, NoadopP xMpyprudeckmx 6e3peum-
OVBHbIX TEXHONOrMA NpeacTaBnsieT coO0M Cepbe3Hyto
npobnemy. Hepenko xupypr BblHYXAEH AenaTb BbIOOP
MeXAy COBPEMEHHbIMU XUPYPrMYECKUMU TEXHONOMNSAMN
M KOMOPOBUOHOCTbLIO, kKoTopas conposoxaaet OCT mnnn
VIHYIO 9KCTpareHuTalbHyl0 MaTosornio; npeaLlecTByio-
WMMU XUPYPruyecknmm metogammn koppekumun M vnnn
VHBIMW XMPYPrMYyeckmMm BMellaTenbCTBaMn Ha opraHax
Tasa 1 6pPIOLLHON NONOCTU. TakKe CepPbe3HON ANIEMMON
ABNSETCS BbIOOP MEeX/y BbICOKMM PUCKOM pa3BUTUS pe-
umama Ml n xenaHneMm XeHLNHbI COXPaHUTb PenpoaykK-
TUBHYIO QYHKLMIO.

O6Lenpr3HaHo, 4TO «30JI0TbIM CTaH4APTOM» Y MO-
noabix 60MbHbIX NpY annkanbHbix opmax Ml asnsTca
onepauun ¢ UCNOJIb30BAHUEM «XKECTKUX» TEXHONOMMN —
CaKpOCMuUHanbHblE MEKCUU (MM WHbIE TEXHONOrnK)
abooMUHaNbHLIM OOCTYNOM, KOTOPbIE AOJIKHbI A0MO0S-
HATbLCA BCMOMOraTeNbHbIMU MeToAaMu — MAnKauuemn
KPEeCTLLOBO-MaTO4YHbIX CBA30K, 06MTEpaLMeit ayrnaco-
Ba NpocTpaHcTBa 1 Ap. Beibop B JaHHOM cnyyae onpe-
pengdetrca anukanbHon ¢opmon MM n conyrcTeyowen
ACT, MEHbLWKUM YNCOM AUCNAyPEHUA N PELMANBOB Y
MOJI0AbIX CEeKCyaslbHO akTUBHbIX XEHLWWH. Mpuyem Hop-
MalbHbIA MHOEKC maccbl Tena (MMT=18,5-24,9 «kr/m?)
onpegenseT nokas3aHmsa K MUHUMHBA3WMBHOMY flanapo-
ckonmyeckoMmy pocTyny. lMauMeHTkam C OXUPEHUEM
(MMT=>30 kr/m?) cnegyeT NpeanoYecTb OTKPbLIThIV nana-
POTOMHBIV gocTyn. Jlanapockonuyeckmini abaommHanb-
HbIA JOCTYN MMeeT npeuMyLlecTBa no AJNTESIbHOCTU
onepauun, KPOBOMOTEPU, a TakKXe pPaHHEN akTMBU3a-
uMn 605bHON W ANUTENbHOCTU npebblBaHUS B CTauu-
OHape. BmecTe ¢ TeM OTKPbIThbI aba0MUHaNbHbIA 00-
CTyn y MaUNEHTOK C OXUPEHUEM SIBAAETCH HAAEXHbIM
rapaHToOM afekBaTHOM CYCMEeH3UM CBOAa BAaranuiia.
ABOOMUHANbHbIE OOCTYMNbl Y MONOAbIX OONbHbLIX Npen-
MOYTUTENbHLI B CPaBHEHWU CO CMNUHAJIbHOW Mekcuen
BRnaraauHbIM OOCTYNOM B CBSI3W C HU3KUM KOJn4e-
CTBOM AMCnaypeHunii BCNeacTBUM TOro, YTO HE N3MEHS -
eTcs AjJinHa n ock Bnaranuwa. A6AOMUHaNbHbIA 40CTYN
MO3BOJISIET BbINOJIHUTL COMNYTCTBYIOLWME Onepaunm Ha
opraHax penpoayKTUBHOW CUCTEMbI Y MOJIOObIX >XEH-
LWMH U UHblE CUMMYNbTaHHble TexHonormu. Mpu Hanu-
4ynM anukanbHOro npoJsanca ¢ npeobnagaHve nponan-
ca nepegHen cteHku Bnaranuuwa Il n 6onee crtenexHemn
OCHOBHOW 9Tan abaoMWHaNbHOW MEeKCUM y MOJOAbIX
6onbHbIXx ¢ ACT mMoxeT ObiTb OOMOSHEH KOppeKkuuein
napaBarvHanbHbix AedeKTOB NanapockonnMyeckmum nm
TpaHCBarnHasabHbIM AOCTYMNOM C UCMOIb30BAHMEM CET-
4aToro MMMNaaHTa.

Mpwn Taxenon dopme ACT, koTOpas cCONpoBOXAAET-
CSl ICTOHYEHNEM OPIOLLVHBI U MaAKOMbILLEYHbIX KOMIMO-
HEHTOB, BBUAY BbICOKOW 4aCTOT Mesh-accoumnMnpoBaHHbIX
3p03UN He cnenyeT MNOSHOCTbID UCKA4YaTh abaomMu-
HaNlbHbIE TEXHOIOMUN C UCMOJIb30BAHNEM COOCTBEHHbIX
TKaHen (anoHEBPOTUYECKME NTOCKYThI U TPUNANKaumo
CBA304YHOr0 annapara ¢ ero pukcaumnen Kk pacumanbHbiM
CTPyKTypam Tasa), B TOM 4YUCNE C COXPaAHEHVEM LLUEN-
Kn matkm (matkm). Mo oTaaneHHbiM pesynbTaTtaM Tex-
HOJNMOMNN C «KECTKOM» pukcaunem ¢ 1ncnosib3oBaHNEM
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COOCTBEHHbIX TKAHEN HE MMEIOT NPenMyLLECTBA Nepen,
TEXHOIOMMSIMU C UCMNONb30BAHMEM CeTHaTbIX UMIMIAHTOB
NpY CakpomnuKCUU, HO SIBASIIOTCS MEHEE arpeCCUBHbIMU
Nno 4Yuncny o6CTPYKTUBHBIX HAPYLUEHWA CO CTOPOHbI KU-
weyHuka (2,7 % npotme 0,2 %), Mesh-accouMmMpoBaHHbIX
1 LLIOBHbIX OCNOXHeHW (4,2 % npoTtuB 0,4 %), TPOMO3IM-
6onunyecknx ocnoxHeHnii (0,6 % npotue 0,1 %).

Mpu peungmeax anukanbHoro [ (sHeTpouene,
nponanc CBOAOB Bnaranuviia nocfnie ruCTePaKToOMmMn um
ap.), a Takxke onsg npodunakTMku nogobHbIX OCNOX-
HEHWUIA cakpoCnuMHanbHas KosbMonekcus obs3aTesibHO
[oJkHa ObiTb A0MOJIHEHA MnKauueli KpecTLoBO-Ma-
TOYHbIX CBA3OK.

Kak nannmaTuBHbIA BapuaHT y MONOObIX OOJbHbIX,
XenawLwmx COXPaHUTb PENPOAYKTUBHYI QYHKLMIO,
y NauMeHTOK C 3JIOHrTMPOBaHHOWM Lenkor maTku (6e3
anukanbHol ¢opmbl MIKN) MoxeT 6bITb MCNOJIb30BaHA
MaH4yecTepckas onepauus, Aakowas NnoNOXUTENbHbIN
adbdekT Ha 5-15 neT B 3aBMCcuMoOCTU OT dopmbl ACT.
ONoHrMpoBaHHas LWerka MaTkn ABNSIETCS 3a/10FOM «CO-
XPaHHOro» GUKCMpyoLLero annapara (KpecTLoBo-Ma-
TOYHbIE U KapAWHabHble CBA3KM). HecnyyarHO 3710H-
rmMpoBaHHas Leika MaTku KOpPenupyeT C TOJILMHON
Munokapaa.

Mpu codveTtaHun I CO CTPeccoBbLIM Heaep>XaHu-
€M MOYM MCNnoJSib30BaHMe ceTyaTbiX TexHonorun (TOT)
MMeeT NpenMyLLLecTBa nepes koabnopadpuen ¢ Ncnosb-
30BaHMeM cOOCTBeHHbIX TkaHeli. OgHako TOT posnx-
Ha BbIMNOJIHATLCA MO CTPOrMM MOKa3aHUSIM — Hanmyme
CTPECCOBOro HepepxaHus Mouu. Mogxon K neyeHuio

HeaepxaHus moun npu Ml gonxeH 6bITb KpaiHe B3Be-
LWEeHHbIM BBUAY YCYryb/ieHMs CUMMNTOMOB HeaepXXaHus
MOYU N GOPMMPOBAHNSA HEEPXAaHMA MO4YKM de NoVO.

Koppekuus pekTouene npennoyTuTenbHa 4pessna-
ranuiHeiM goctynom. Pektouene Il cteneHn y monoabix
nauneHTok TpebyeT 06A3aTeNlbHOrO UCKIIIOYEHUS SHTE-
pouene, pekTanbHOM nHBarnHauum n ap. OT xmpyprmye-
ckonm koppekunmn pektouene |l cteneHu, KOTopoe He Cco-
npoBoxaaeTcs pyouoBoi aedopmMaumen NpoMexHOCTH,
y NaLMeHTOK penpoaykTMBHOIO BO3pacTa Lenecoobpas-
HO BO3AEPXaTbCS B MOJSIb3Y 3NEKTPOMUOCTUMYALUN U
BOC-Tepanuu, a 'y nauMeHTok MeEHOMNAy3aibHOIro 1 NOCT-
MeHonay3asibHOro BO3pacTta BbiCOKas konbnopadwus um
neBaTtoponnacTuka [[OMKHbl ObiTb BCMNOMOraTesibHbIM
3TanoM K OCHOBHOM TEXHOJIOMUN.

Mpwn BoIOOPE METOAA ONEPATUBHOIO JIEYEHUS Barun-
HaNIbHbIM OOCTYMOM C WUCMOJIb30OBAHMEM CUHTETUYECKUX
UMMNIaHTOB HEOBXOAMMO MOMHUTL, YTO MAUMUEHTKU Mpu
OCT B nocneonepaunoHHbIN Nepuos, yBenIn4neaioT KO-
ropTy 60JIbHbIX C Mesh-accouMMPOBAHHLIMU OCJIOXHE-
HUAMMN:

® 5po3un (6onee 11,3-26 %), ucceyeHuwe ceT-
ku Tpebyetcsa Gonee yem y 75 % 60nbHbBIX C mesh-
aCCOLMVNPOBAHHBIMU 3PO3UMU;

® IHDEKLUNOHHbIe 0coXHeHus (6onee 5,3 %);

® pDa3BUTUE TUNEepPakTUBHONO MOYEBOro ny3bipsa de
novo 6onee 4eMy 7 % GONbHbIX;

® KNVHNYECKM 3Ha4YMMble reMaTOMbl B nocraeonepa-
LMOHHbIN nepuop, (6onee 7 %).

7. TAKTUKA BEAEHUA NTAUMEHTOB C CUHAPOMOM MAPPAHA

MaTonormns cepaoeyHo-cocyamcTon CUCTEMbI BASIET-
Csl Npu4mMHoM cmepTn 'y 95 % naumMeHToB B MONOA0OM BOS3-
pacTte (o 40 net) Npy HECBOEBPEMEHHOW ANArHOCTUKE
n obpawieHnn. loka3aHo, 4TO CKeneTonaTum y4acTByoT
B popmMumpoBaHUM Topako-anadparmManbHOro CUHOPO-
Ma, a NporpeaMeHTHas HeA0CTaTOYHOCTb COEAVNHUTENb-
HOTKaHHOIO Kapkaca cepjLa npuBoanT K ero pemoaenu-
POBAHUIO C PasBUTUEM CEPAEYHON HEeOAOCTaTO4YHOCTU B
MOJIO0M BO3pacTe.

Ocoboe BHUMaHMe yaensieTcs pgunataumm aopThbl
C peryprutauuen, KoTopas MOXeT NporpeccupoBaTtb
rogamu. HabniogeHne kapauonora npegycmarpmsaet
exerogHoe nNpoBeAeHMe 3xoponrnjepokapamorpa-
dwun, a npn pacwmpeHun 6onee 4em Ha 50 % OT HOp-
Mbl — Kaxkable nonroga ¢ o6s13aTesibHOM KOHCYbTaunemn
kapauoxupypra (Shores J. et al., 1994; Dieckmann C.,
Nienaber C. A., 1999; Kodolitsch Y. V., Raghunath M.,
1998).

B 1981 roay B CLUA 6b110 OpraHM3oBaHO 00LLLECTBO
National Marfan Foundational, o6beguHsiowee 605b-
HbIX C cuHApomMoM MapdaHa, Ang pacnpocTpaHeHus
NMONIOXUTESNIbHOTO OMbITa MO BEAEHUIO U JIEYEHUIO 3TOMN
natosiorum. TakTnka BeAeH1s 3TUX nauneHToB «oTpaba-
ThlBanacb» B X04e HECKOJIbKUX MEXAYHAPOOHbIX CUMMO-
3MyMOB, 06006uaLmx aokasaTtesbHble GakTbl MO CUH-
apomy Mapdana (1988 r. — B bantumope, 1992 r. — B
CaH-®paHumncko, 1994 r. — B bBepnuHe, 1996 r. — B [a-
BOCE), roe VU NMpuHATHI COBPEMEHHbIE ANArHOCTUYECKME
KpUTEPUN.

B OmMcke 3a pavTenbHbI nepuon HabnoaeHns 60sb-
HbIX ¢ cuHgpoMmoM MapdaHa (6onee 30 neTt) nauneHThbl
NO3HaKOMWINCh, aKTMBHO o6LlalTCs 1M noaaepxusa-
0T OPYr Apyra B CNOXHbIX XUTenckux cutyaumsax. Oco-
6EHHOCTU NCUXONIOrMYeCcKOro ctatyca L, ¢ CUHAPOMOM
MapdaHa npu Bblpa>XeHHbIX KOCMEeTUYEeCKNX aedekrax,
OrpaHnyYeHHble GU3nYeckne BO3SMOXHOCTU OTINHAIOT NX
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OT APYrux Y4eHOB 00LLECTBA U OUKTYIOT HEOOXOAUMOCTb
ob6beagnHeHUS.

lMutaHmne 60s1bHBIM C CUHAPOMOM MapgaHa Ha3Ha-
4yaeTca C Y4eTOM BeayLllero KJAMHUYeCKoro CUHApPOMA.
Tak, kapauonoruyeckme npobnemsl npegnonaraioT Ha-
3HadeHne gumeTtbl Ne 10. Mpu ckenetonatusax oeduumt
HEKOTOPbIX MakKpO3/IEMEHTOB (KanbUUA, MarHUm, LUUHK,
Mefnb) U GEeNKOB, y4acTBYIOLLMX B «CTPOUTENLCTBE» CO-
e[NHUTENBbHOW TKaHW, NpegnonaraeT Ha3HayeHne Ouo-
JNIOrMYEeCKN akTUBHbIX A06ABOK M KOMMIEKCa Makpo- u
MUKpOanemeHToB. MHbopmaums o6 addekTMBHOCTU
nuweBbIX A06aBOK NPU «PacCTPOMCTBAX COEAUNHUTENb-
HOW TKaHW» pa3MelleHa Ha canTte (http://www.ctds.
info). [lna koppekumn ckenetonaTnuii peKkoOMeHAOylTCs
Do06aBku, copepxallime MarHuin, KanbLUmii, LMHK 1 Mefpb,
a TakXe rmasypoHOBYIO KUCNOTY, MTIOKO3aMUH, XOHOPO-
ntnHeynodat, ButamuH K, sutamuH D. NckyccTBeHHoe
TOPMOXEHME poCTa KOCTen 3CTpPoreHamm B NOAPOCTKO-
BOM BO3pacTe, pekOMeHAOBaHHOe paHee WHCTUTYyTOM
neamaTpum 1 4ETCKON XNPYPruun, B HACTOSILLLEE BPEMS He
NCNOb3yeTCs.

AKTUBHOCTb 60JIbHbIX C cuHaApoMomM MapdgaHa. He-
ob6xoammo npucnocobuTb 06pas Xn3HM nauneHTa K 3a-
6onesaHuio. PerynspHaa ymepeHHas TpeHUpPOBKa Yy N,
¢ cuHgpoMmoM MapdaHa BaxHa Ans coxpaHeHus obLue-
ro 340pO0Bbs U NOAAEPXaHUA GU3NYECKOro U NCuxmye-
ckoro 6narononyyus. OCHOBHOW 3apavyert TPEHUPOBOK
SIBNSIETCS YKPEMNIIEHUNE MbILLLL, CMHbI, CYCTaBOB, KOCTHOW
CUCTEMBbI, @ TakXe TPEeHMPOBKA CepAeYvHO-COCYAUCTON
cuctembl. [loaxopawmmm  pasHOBUOHOCTAMKW cnopTa
SABNAIOTCSA Te, NPY KOTOPbIX BCErga MOXHO OCTAHOBUTb-
Ca N OTOOXHYTb, €CNY NOYYBCTBOBAN yctanocte. bnaro-
NPUATHON GU3NYECKON aKTUBHOCTLIO SABAAOTCHA nyTe-
wecTBMa, xoabba MNewkoMm, KOM@POPTHOE KaTaHMe Ha
Benocunene, nerknin 6acketbors, HaCTOsbHbINA TEHHUC U
3aHATUSA C O4EHb NIErkUMK raHTensamun. HyxxHo BbibupaTtb
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Takylo OedATeNbHOCTb, KOTOPYI MauMEeHT MOXET UCMNOo-
HATb 3—4 pasa B Heaento 1Mo 20—30 MUHYT «LLYTSA».

OOHO3HAYHO OTPULATENbHO PELLUEH BOMPOC O KOH-
TakTHbIX, @ TakXXe rpynnoBbiX BUaax cnopra, paboTe ¢ Ta-
xectamun. HyxxHo nsberatb AeaTenbHOCTU, Tpebyiollen
M30MEeTpuYeckon paboTbl (Taxenas aTneTuka, Nogbem
Mo KPyTOM necTHuue u T. 4.). NMpn cunagpome MapdaHa
0COBEHHO MoaxodsAT Takme BuMAObl CropTa, kak nnaBa-
Hue, e3aa Ha Benocunene u nerkuii 6er, Ho 6e3 ydacTus
B Kakux-nnbo copesBHoBaHusx (Dieckmann C., Niena-
ber C. A., 1999; Kodolitsch Y. V., Raghunath M., 1998).
Ecnn naumeHT npuHumMaeTt B-610KaTop unn Bepanamus,
TO NynbC Ao/keH OblTb MeHee 100 yoapoB B MUHYTY,
ecnu He npuHumMaeT — 00 110 yoapoB B MUHYTY.

Mpy NoAHATUN TAXeCTen B ObITY HY>XXHO 0Oy4nTb na-
LMEeHTa NCNOMb30BaTb Kak NOAbEMHUK CBOU HOMU, a He
cnuHy. Cnenyet nzberatb Ppe3kmMx N3MeHeHU B aTMOC-
depHOM [aBneHuu, HanpuMmep MOJIeTOB B CaMoJleTe,
Tak Kak MMeeTCsi CKNNOHHOCTb K CIIOHTAHHOMY NMHEBMOTO-
pakcy, u noaBoaHoro nnasaHusi. HeobxoaMmo 3apaHee
nogymaTb 0 NPodEecCMOoHanbHON opueHTaunm 6obHO-
ro. Cnyx6a B apmun npotmBonokasaHa (Raghunath M.,
1998).

MccnepoBaHne Bonpoca O BAVMSIHUM OO3VMPOBAHHbIX
dunanyecknx Harpysok (dkosnes B. M., Oybunein I'. C.,
1996; HeuaeBa I'. U., Akoenes B. M. u ap., 1997) Ha co-
CTOSIHME KapAno-pecnmpaTopHOr CUCTEMbI MALMEHTOB C
cuHapomoM MapdaHa ¢ ToNepaHTHOCTbLIO K prn3nyeckom
Harpy3ke 6onee 50 BT npu BenosproMmeTpuun nokasasno
BO3MOXHOCTb 3aHATUN B TPEHUPYIOLLEM pexmnme no 45
MWHYT 3 pa3a B HeZEeNo Npu OTCYTCTBMW NMPOTMBOMOKA-
3aHUN (Nporpeccupylollee paclupeHne KOpHSa aopThl
M POCT MUTpasibHOM peryprutaummn). B ocHoBe nocTpo-
€HUSA NpOorpamMMm NexmuT KOHUEenuus WHANBWAYyanbHOro
noaxoaa K 003MpoBaHNI0 GU3NYECKMX HArpy3ok B 3aBu-
CUMOCTM OT a4anTaunOHHbIX BO3MOXHOCTEN OpraHm3ama.
MpenycmaTpuBancs pexmm Masbix Harpy3ok — ot 25 1o
50 Bt (150-350 k'M/MWH), 4TO yBENWYMBANIO 4acTOTy
cepAeyHbix CoKpaLLeHuii Bo Bpems 3aHatuin oo 100-110
B MUHYTY. MNocne 10-HemenbHOro Kypca 3aHATUiA oTMe-
yanacb MOMOXWUTENbHAs HanMpaB/IEHHOCTb MokasaTenen
reMoAMHaMuKN 1 GYHKLNM BHELLHErO AblXaHus Ha GOoHe
yNy4LIEHNS CyObEKTMBHOINO COCTOSIHUS.

Cxembl MeTabo/IM4eCcKoi Tepanuu rnpu CUHAPOME
MapgaHa ponxHbl BKOYaTb aCKOPOWHOBYK KUCNOTY
(Npn OTCYTCTBUM OKcanatypum u CEMENHOro aHamHesa
Mo MOYEKAMEHHOW NaTofornMn) B BUAE KOKTENNEN C MO-
JIOKOM, OrypToMm; go3a — He 6onee 1 T B AeHb B 3aBU-
CMMOCTM OT BO3pacTa, y geteinn — 250-500 mr B cyTKu.
MN36bITOK aCKOPOUHOBOM KNUCOThI, MOSIOXUTENbHO BNUSAS
Ha CMHTEe3 KonnareHa n o6pasoBaHMe NOMEPEYHbIX CLUM-
BOK B €r0 Makpomorsiekyse, oTpuuaTesibHO CKa3biBaeTcs
Ha rvanypoHaHe (rmanypoHOBOM KUCOTE), Bbl3biBas €ro
nerpagaumio. Micnonb3oBaHrne ackopOUHOBOIM KMUCNOTbI
0e3 BMTamMuHa P pe3ko CHUXaeT ee BO3JENCTBME HA CO-
€VNHUTENBHYIO TKaHb.

BTopoli cocTtaBnsiowleli cxem meTabonnyeckon Te-
panuun aBRAOTCA Npenaparbl, coaepXalwme KOMMNOHEH-
Tbl COEOMHUTENbHOW TKaHW (FManypoHOBYK KUCIOTY,
XOHAPOUTUHCYNbdAT, rNIoKO3aMnH) U MarHuii. Hanpu-
Mep, rnko3aMuHcynbdaTt; go3a B Bo3pacte 12 net
n B3pocnbiMm — 1,5 r 1 pad B 4eHb BO BpeMS efpl, 3anu-
BaTb 6OJIbLUNM KONIMYECTBOM BOAbl; Kypc — 1,5 mecsaua.
B cnepytowem Kypce MOXHO MUCMOJSIb30BaTb Npenaparhl,
coaepxaime xoHapoutuHcynbdat (lla, kareropus C).
[osa: petam B Bo3pacTte oo roga — 250 mr, ot 1 roga oo
5 net - 500 mr, ot 6 go 12 net — 500-750 mr, B3poOC-
neim — 1,5-2,0 r BO BpemMs enbl, 3anmpatb OONbLUMM
KOIM4ECTBOM BOAbI; Kypc — 2 Mecsaua. Npenapart «MarHe
B6» crnocobcTByeT aktnBauum metabonmama coeamHun-

TENbHOW TKaHW N pekoMeHayeTCcs Ana npuemMa oJnTenb-
HbIMU Kypcamu (no 6-12 mecaues). Tabnetkn «MarHe
B6» paspelueHbl aetsam ctaple 6 net (macca tena 60-
nee 20 kr) — 4-6 Tabnetok B cyTkn. Popma «Marxe B6»
B BME pacTBOpa 41 Npruema BHYTPb pa3peLleHa AeTsaMm
ctapwe 1 roga (macca tena 6onee 10 kr) —1-4 amnyn B
cyTku (lla, kateropus C).

B kayecTBe meTabonmTta B KypC MOXHO BKJIHOUUTb AH-
TapHyto kucnoty (B kancyne 100 mr) — no 1-2 kancynsl
2 pasa B geHb, Kypc — 3 Hegenu (lla, kateropus C).

KapHuUTUHa xnopug mcnonbdyeTtcs BHYTPb kak 20 %
pacTBop; 0o3a AeTaM B Bo3pacTte Ao rofga — no 5-10 ka-
nenb, ot 1roga oo 6 net —no 15 kanenb, oT6 00 12 net — no
30-40 kanenb, ctapwe 12 net — no 1 yaiiHo noxke 3 pasa
B ieHb nocne epl; kypc — 1 mecau (lla, kateropus C).

MwngpoHaT — npenapat MeTabonMyeckoro Jei-
CTBUS — MoKasas Xopollve pe3ynbTaTbl N0 BOCCTAHOB-
neHnio Gpmn3nyeckom agantaunm, MMMYHHOro cratyca y
L, C AUCnNasusiMyM COeauHUTENbHOM TKaHW, BKIOYast
cuHapom MapdaHa (lla, kateropusa C) (Akosnes B. M.,
Oy6unein . C., 1996; Heuaesa I'. ., Akoenes B. M. n
ap., 1997).

B Tepanumn pekomMeHaytTCs BUTAMUHHO-MUHEPab-
Hble KoMmnaekcbl: Komnnmeut AKTne, Bruomakc kypcamu
no 1 mecsiLy exekBapTtanbHo; AkTn-5 nn6o Guonoruye-
CKU aKkTMBHas gobaBka, cogepxalyas L-nm3nH; nosa —
B 3aBMCUMOCTU OT BO3pacTa; KPATHOCTb Npuema — no
1 Tabnetke 3 pasa B AeHb; kypc — 1 mecsay, (lla, kate-
ropus C).

MpuMeHeHVe aHTUOKCUOAHTOB SABASETCH TpPaauum-
OHHbIM: BUTaMUH E (a-Tokodepon nnm cmecb Tokodpepo-
noB); #o3a B Bo3pacTe 12 net u B3pocnbiM — oT 400 oo
800 ME B cyTku; kypc — 3 Hegenu (lla, kateropus C).

Xopolne pedynbTaTbl Nokasan aHTUrMNOKCaHT akTo-
BEruH npu nepopansHom (no 200 mr 3 pasa B AeHb nepes,
e[on) n napeHTepanbHoM (no 5-20 mn exegHeBHO 2—-3
Hepenn) HasHadveHun (lla, kateropus C).

MpumMmeHeHne B-610KaTOPOB MokalaHoO Aas npodu-
NaKTUKM aHEeBPU3Mbl a0pPTbl B Clly4ae pPaCLUMPEHHOrO
KOPHS aopTbl MPU HaNMYUN peryprutaummn, n ocob6eHHo
nMuam ¢ aHeBpM3MON cuHyca Banbcanbsebl (lla, katero-
pua C). B 1994 rogy yctaHoBneHa ux apdeKTUBHOCTb
Ons nNpenoTBpalleHnsi MPOrpecCcUpoBaHNs aHEBPU3MbI
aopThl (Shores J. et al., 1994; Roman M. J. et al., 1993).
B-anpeHob6noKkaTOPbl YMEHbLUAOT BbIGPOC B a0PTY U CO-
OTBETCTBEHHO HarpysKky Ha CTEHKW BOCXOASLLErO OTAe-
na, KOpPUrvpyroT CONYTCTBYIOLLYIO reMOAMHAMUYECKYIO
apTepuanbHyi0 TMMNepPTEH3MIO.

Peryprutaums npu NMK, a Takke CMMATOMbI rMnep-
KaTexoNaMmmMHeMUKn, cepaedHble apuTMuUM npegnonara-
10T Ha3HayeHune B-agpeHobnokatopoB. CumMTaeTcs, 4TO
B-apnpeHobnokaTopbl NpefoTBpaLlaloT PUCK BHE3ar-
HOM CMepTU Yy MauMEeHTOB C MpPOsiancoM MUTPasbHOro
knanaHa (Silverman D. I. et al., 1995; Roman M. J. et
al., 1998). [o3a nponpaHosona moxeT O6biTb OoT 40 o
200 mr B cyTtku. LlenecoobpasHee ncrnonb3oBaTtb ASN-
TeNbHO AelicTBylWme B-aapeHobnokaTopbl, Hanpumep
meTtonponona cykumHat 50-200 mr B cyTku. o3y y ge-
TeW 1 B3POC/bIX HApaLLMBaOT A0 TeX NOP, Noka OTHOLIe-
HVe nepuoaa npenseibpoca k nepmony Bbibpoca He yBe-
nnyntcsa Ha 20 %.

B HacTosflllee BpemMs MnokasaHo, 4TO B-agpeHo-
6nokaTtopbl Npu NMMK Hepeako NPUBOAAT K yXyOLIEHUIO
CaMOYyBCTBUS, Tak Kak 60nbLUIMHCTBO naumeHTos ¢ NMMK
VIMEIOT HOPMasibHOE WM MOHMXKEHHOE apTepuanbHoe
nasneHne. YcuneHne ronoBOKpPYXeHUs, cnabocTb, CHU-
XeHne paboTocnocobHOCTH, AENPECCUS, CHUXEHME MO-
TEHUMM Ha POoHe ycyrybneHus runoTOHUM NPUBOAAT K
0TKagdy OT TPAAUNLMOHHOIO fiedeHus. OTAnyHbIn addekT
y Takmx nauueHTOB WMMEIOT MpPaBUIbHO MOAO06pPaHHbIE
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[031poBaHHble pr3nyeckme Harpyskm no cxeme, onu-
caHHoI Bble (Ykoene B. M., Oybunen . C., 1996;
HeuaeBa I'. U., 9koeneB B. M. u gp., 1997). OgHako He-
KOTOpble 6O/bHbIE UMEIOT HU3KYIO TONEPAHTHOCTb K (u-
3MYECKOIM Harpyske — [OCTUXeHue cybMakCuMasbHOM
4acTOThbl CEpPAEYHbIX COKpalleHuin Ha Harpy3ke 50 BT,
4YTO He MO3BOJISET NPOBOAUTL GU3UYECKYlD peabunu-
Taumio. [pepnoxeHa MeToauka naToreHeTu4yeckom
KOPPEeKUUN TFUMOKMHETUYECKOro Tuna reMOAVNHAMUKNA
C MOMOLLbIO BEHOTOHMYECKOro npenapara — ANoCMuHa
(netpanekc-500), HOpManM3yOLLEro CTPYKTYPY BEHO3-
HOrO NPUTOKA Y NNL, C HU3KOW TONIEPaHTHOCTLIO K GuU3n-
yeckmm Harpyskam n NMK. lNocne npuema npenapara no
2 TabneTkn B ABa npuema B TedeHue 4 Hegenb 'y 100 %
NauMeHToOB OTMEYaNnoCb yny4ylwleHne CaMOvyBCTBUS,
CHUXEHME YTOMNSIEMOCTHW, YyBenuyeHne paboTocno-
coBHoCTU, B 62 % cny4yaeB — yMEHbLUEHME MPOSABIEHUIA
BeretaTMBHOM OUCHYHKUMM (CUHYCOBOW Taxmkapomnu
M ObIXaTENbHOWM apuTMNKM) C OTHETIMBOM TEHOEHUMEN K
YBENNYEHNIO YAAPHOIO U MUHYTHOrO 06BEMOB NPaBoOro 1
JIEBOIO XENYyO04KOB.

7.1. JleuyeHne KapanNoBacCKYJIAPHbIX OCJIOXKHEHUN
npu cuiapome MapdaHa

Hanbonee cneumduyHbIM 1 TAXENbIM OC/TIOXHEHUEM
CO CTOPOHbI cepaua 1 KPYnHbIX COCYA0B NPy CUHAPOME
MapdaHa asngeTca aHeBpu3Ma aopThl, KOTOpPaAsa valle
BCEr0 HaynHaeTcs C CuUHycoB Banbcanbebl (Steinhil-
ber W., 1996; Raghunath M., 2000).

AHeBpM3Ma aopTbl 6€3 NeYeHnss MOXeT NPUBECTU K
HEeAO0CTAaTOYHOCTM a0PTaNbHOrO KianaHa UM K paccio-
€HU1Io aopThl. [MauneHTbl C paccnoeHnem aopTbl 0ObIYHO
XanyTcsa Ha 60/1b B FPYAHON KNeTKe (3a rpyanHOn nnuv
B CMNUHE, Mexay nonatkamu, nocnegHee 6onee xapak-
TEPHO), XOTSA Npn aHEBPU3ME HUCXOAsLWEel N OPIOLLIHOM
aopThl (4TO GbIBAET 3HAYUTENLHO pexe) 00Mb ToKannady-
eTCcsl B anuracTpanbHoil o6nactu. PaHHUM NpuU3HaKoM
paccnoeHnss aHeBPU3Mbl BOCXOAsLWElN aopThbl, KpOMe
6onei B rpyaHon KneTke, SBASIOTCS OXPUMIOCTb rono-
ca, ouckomMm@opT B rpyaHON KNeTke, Kawenb, oAbllka,
ancdaruvsa, ppota uam KpoBoxapkaHbe (Mpu CNagHHOCTY
¢ 6poHxom). Mpwn paccnoeHnn nnu NPOrpeccrupoBaHnn
aHEBPM3Mbl @0PTbl MOXET NPOUCXOAUTb OKKIO3Us OT-
XOOsAWMX OT aopTbl COCYAOB, YTO NMPMBOAUT K 0OMO-
pokam, napanfermu, UWemMun numMbanbHbIX CTPYKTYP,
acnmmeTpun nynbca. Kl BbISIBASET NOBbILIEHME Cer-
MeHTa ST B MNpaBblX rPyaHbIX OTBEOEHUSX, UMUTUPYS
OCTpbIn nepuon mHdapkTa Muokapaa nepegHenepe-
ropofo4YyHo obnactv nNeBoro xenygoyka. Bo3MoXHbI
Hebonblune konedaHua GepmMeHToB: kpeaTUHdocdo-
KMHa3bl, TpaHCaMUHaga, nakraraerngporeHasol. B Takom
cuTyaummn Heobxoamma akcTpeHHas IxoKl, a 3atem
aopTtorpadusa Ona yTO4YHEeHUss pPacnpoCTPaHEHHOCTU
nopaxeHus. JleyeHne TONbKO XUPYpPru4eckoe — rnpo-
Te3npoBaHMe aopTbl SHAO0- UK 3K30NPOTE30M. X1pyp-
rmyeckme metoapl Nnpm cuHgpome MapdaHa nokasaHsbl,
€C/ aHEBPU3MATUYECKM pacLUMpPeHHas aopTa COCTaB-
naet 6onee 6 cM UM oTMevaeTcs GbICTPOE Nporpeccu-
poBaHue pacwmpeHus oo 5-6 cm (Steinhilber W., 1996;
Raghunath M., 2000).

B cnyyae oTCcyTCTBUSA aAeKBATHOWM MOMOLLM NPW pac-
CNIoeHUn aopTbl cMepTb HacTtynaeTt y 80 % HenevyeHbix
nauneHToB B TedyeHue 14 gHeli. Hanbonee spkuini npu-
Mep — cnyyaii co 3Be3[0i amepurKkaHckoro Bosnerbona,
4yneHoM onumnuickolr cbopHo Flo Hyman, koTopblit
yMep OT 3TOro ocnoxHeHus B 1986 roay.

[TocpeacTBOM CBOEBPEMEHHOM ANArHOCTUKM U MPO-
dUNakTUKN BO3MOXHO MNpeaynpexneHne ornacHbIX AN
XWU3HU OCNOXHEHUN. OCHOBOM NPOOUNAKTUKN SABAS-
etca MHOOPMMPOBaAHME NauMeHTa O BO3MOXHON ¢u-
3M4ECKOM aKTUBHOCTN, NPaBUIbHOMN NPOdECCMOHabHOMN
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OpueHTaLMKn, PEerynsapHoin [O3MPOBAHHOW HArpy3ke npu
a[eKkBaTHOM MeOuMKamMeHTO3HOW nogaepxke. NMpun aTom
KOHTPOJIbHbIE NCCNea0BaHNs Cepae4YHO-COCYyaNCTON CU-
CTeMbl criefyeT NPOBOAUTL EXXEroaHO.

B cBOeBpeMEHHON [marHOCTUKE pPasfnyHbIX OC-
JNIOXXHEHUN noMoraeT MOHUTOPUPOBAHME OKCUMPONMHA
M TNMKO3AMUHOIMIMKAHOB CYTOYHOM MOYM, 9KCKpeuus
KOTOPbIX MPWY PEe3KOM MPOrpeccupoBaHun aunatauum
3Ha4YnTENbHO yBenuymeaetca (B 1,5-3 pasa). JOCTOMH-
CTBaMu nccnenoBaHnsa MeTabonmMToB COEAMHUTENbHOW
TKaHW B CYTOYHOM MOYe ABJISETCH TO, YTO 3TO NPOCTON U
JeLleBbli METOA, MO CPABHEHMIO C UHCTPYMEHTasNIbHbIMU,
BbICOKOYYBCTBUTESbHbIA, HEAOCTAaTKOM — TO, YTO OH He
CTONb CrneuudUYHbIA ANs KOHKPETHOrO OCJIOXHEHUS.
Ero MOXHO pekomMeHAoBaTbh Kak CKPUHUHIOBLIA METOL,
OMArHOCTUKN PasfinyHbIX OCJIOXKHEHWUI. YBenn4eHHas
aKkckpeuuss MeTabosMTOB COEAUHUTENbHOM TKaHWU Mo-
3BONISET NpeackasaTtb He TOJIbKO OCNOXHEHUS CO CTO-
POHbI @0PTbl, HO U NPOrpeccupoBaHne nNponabuposa-
HUS KNanaHoB nocne MHQEeKUMN 1 TMXopankun, OTCIONKy
ceTyaTkm, 06OCTPEHNE XPOHMYECKOrO nuenoHedpuTta,
060CTpeHME OCTE0APTPO3a, JIErOYHbIE OCIIOXHEHUS —
CMOHTAHHbIA MHEBMOTOPAKC, MHEBMOHMIO U HEKOTO-
pble gpyrune (Jincuyenko O. B., 1986; Buktoposa U. A.,
1993).

Xvpypruyeckmne MeToabl NedyeHus npu CUHAPOME
MapdaHa nmetoT cBom nokadaHug. K npote3nposaHuio
3HO0- UM 3K30MNPOTE30M aHeBPM3MaTMYeCKOro oTae-
na aopTbl NpuberaioT B Crydae paclumnpeHus ero 6onee
6 cm (Shores J. et al., 1994; Roman M. J. et al., 1993).
B 1968 roay npodeccop Bentall Bnepsbie onucan cno-
cob onepaunm Ha aopTe CO CIIOXHOW OTKPbLITOM TpaHC-
nnaHTaunen.

Mo nuTepaTypHbIM AaHHbIM N3BECTHO, 4To npu NMK,
Jaxe B Cllyyae BblpaXXeHHOW cTabunbHOM peryprutaumu,
NpOTEe3MpOBaHME KlanaHa He NMPOBOAMAT, TakK Kak OH Me-
€T OTHOCUTENIbHO 61aronpuUsTHOE TEYEHME U MPOrHO3 B
oTCcyTCTBME OocnoxHeHun (Pyeritz R. E., Wappet M. A,,
1983; Silverman D. I. et al., 1995; Devereux R. B. et al.,
1987).

Xupypruyeckasa koppekumsa pedopmaunii  rpya-
HOW KNETKM U MO3BOHOYHMKA LUMPOKO HE MpUMEHseTcs
BCNeACTBME HeaoCTaTO4YHOU 3ddeKkTUBHOCTU U BOJb-
LWOW TPaBMaTUYHOCTWN, HEPEAKNX OCNOXHEHWI NneBpu-
Tamu, nepukapamtTamMmu, MHEBMOHUSIMU B PAHHEM U NO3[4-
HEM NOCeonepaLnoHHbIX Nepmoaax. B Hawen npakTmnke
oTMeYanncChb peumanBbl BOPOHKOOOpa3HbIx AedopmaLnii
paxe nocrne oukcaumm rpygHon KNeTky cneumnanbHbIMU
wtndTamm B TeYEeHWE roga.

CpaBHeHMe nokasaTesiein reMmoguHaMukm oo u no-
CNe ornepaTtMBHOrO BMelUaTenbCTBa MO MNOBOAY Ae-
dopmauni rpyaHon knetku 2-3- CTeneHu y nuu,
npoonepmnpoBaHHbIX B 00JIACTHOM TpaBMaToJsiornye-
ckoi 6onbHULEe 1. OMcka, nokasano, 4TO OXWAaemo-
ro yny4weHus remogMHamMuku B NO3QHEM nocneone-
pPaUViOHHOM Mepuoae He MOJyYeHO, XOTS OTMeYannchb
HEKOTOPbIE MONIOXUTENbHbIE CABUIM B PAHHEM MOChe-
onepaumoHHOM nepuoge. ITO elle pa3 NoATBEPXOAET
MHEHMEe O TOM, 4YTO BbIIBNIIEMble KapAMo-pecnupaTop-
Hble HapyweHus npu OCT B 60nbLUEN CTENEHN CBA3AHbI
¢ cobcTBEHHO opraHoobpasywmmM gedekTomMm coeagm-
HUTENbHOM TKaHU, YEM C MEXaAHNYECKUM BANSHUEM [e-
HGOPMUPOBAHHOM FPYLAHOWN KNETKM Ha BHYTpUTOpakasb-
Hble OpraHsbl.

Bonpoc 0 uenecoobpa3HOCTM TOPaKoMNIacTUKKU
MHOroOKpaTHO obcyxpaancs Ha cumno3dmymax B Omcke,
NOCBSALLEHHbIX ANCMAA3UsSM COEANHUTENbHOW TKaHW.
BbiNo NpUHATO pelleHne 06 orpaHnyYeHnn xmpypruye-
CKOW KOppeKLuumn crydyasamm BOPoHKoobOpasHon aedop-
Mauum 3-1 CTENEHN C TSXENbIMU Kapamo-pecnmpaTtop-
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HbIMW HAPYLLUEHUAMW: CAABEHNEM JIETKNX, CMELLEHNEM
cepaua 1 nepekpyTom KpyrnHbix cocynos. Onepauummn no
BOCCTAHOBJIEHUIO MOBEPXHOCTU FPYAHON KNEeTKN C KOC-
METMYECKOW LLeNblo B HACTOALWEE BPEMS HE MPUMEHS-
1oTcs. B 3apybexHon nutepaTtype MMEITCSa aHanorny-
Hble MoKa3aHus K TopakonnacTuke: 6osbline CTeneHn
BOpOHKoOOpa3Hon nedpopmaunm (Paepe A. etal., 1996).

Mpodunaktnka MHOEKLUMOHHOIO 3HAOKapamMTa npu
XNPYPruyecknx BMeLllaTenbCTBax AOJKHA MPOBOAUTLCA
y iy ¢ cuHgpomom MapdaHa npy MMKCOMaTO3HO U3-
MEHEHHbIX CTBOpKax knanaHos u NMK ¢ peryprutauuen
(Dieckmann C., Nienaber C. A., 1999; Kodolitsch Y. V.,
Raghunath M., 1998).

[Mpn cpepHen cTteneHn pucka (CTomMaTosornyeckue
BMeLlaTenbCTBa: yaaneHue 3yba, neveHne nepnogoHTu-
Ta, BCKPbITME KaHaNOoB): aMOKCULWAANH — 2 T (Y AeTen no
0,06 Ha kr macchl Tena) BHyTpb 3a 1 4ac A0 BMellaTesb-
CTBa MM aMmnuuuanmi — 2 r (y geten 200 mr/kr maccebl
Tena) /M unu B/ 3a 30 MUHYT 00 BMELLATENBLCTBA.

Mpn HenepeHOCMMOCTU MNEeHUUUNIMHOBOrO psaa
MPUMEHSAIOT BAHKOMULMH — 1 1 (y geten 20 mMr/kr macchl
Tena) B/B, MHPY3NS NPOBOAUTCH B TedeHne 60 MUHYT 1
3akaH4mBaeTcs 3a 30 MUHYT 0O BMeLllaTenbCTBa, O4HO-
KpaTHO.

8. BOCCTAHOBUTEAbHOE AEHEHUE

B nporpamMmmMy BOCCTaHOBUTENbLHOIO Ne4YeHns naum-
eHToB ¢ [ICT BkoyaloTca neyebHas GuskynbTypa, Mac-
cax, usnorepanus, NCMXonorn4yeckasa Koppekums, me-
Tabonuyeckas Tepanus. MNMpn HeO6XO0AMMOCTU AalTCs
KOHCYynbTaumMu no o6pasy XnsHu n nutaHuio. MNMporpam-
Ma paccyuTaHa Ha 12-HefenbHbIN Kypc 2 pasa B rog npu
noceLleHnm 3aHaTuiA 3 pasa B Hegento 1 AoJKHA HOCUTb
MaKCUMasibHO MHAMBUAYANM3NPOBAHHbI XapakTep.

JleueGHas pu3KynbTypa NPOBOAUTCS MO, KOHTPO-
NleM Bpaya-mMeToaucTa nocne npeaBapuTenbHON OueH-
K1 pusnyeckoin padotocnocodbHocTu. Komnnekcol JIOK
CTPOSITCS Ha OCHOBE 00Llepa3BMBalOLLMX, KOPPEKLM-
OHHBbIX, ObIXaTeNbHbIX YNPaXHEeHW 1 aspobHOM YacTu ¢
MCMONb30BaHNEM pPEXMMA CTYNeHYaToro MOBbILLIEHUS
Harpysku. Llenb AaHHOro KOMMOHEHTa — MOBbIWEHNE
YPOBHS duamyeckonn paboTocnoCobHOCTU M HOpMann-
3auusa BEreTaTMBHOro ToHyca. Kpome 1oro, B TPEHUPYIO-

Mpwn BbICOKOW CTeneHu pucka (onepauum Ha GptoLu-
HOW MOMIOCTU 1 MOYENOJIOBbIX MYTAX, KAPOMOXMPYpPruye-
ckme onepauuvmn): napeHTepanbHOe NPUMEHEHME aMnu-
umnnuHa — 2 r (y getent 200 mr/kr maccel Tena) B/mM 1am
B/B 3a 30 MMHYT 00 BMELlAaTeNbCTBA, @ 3aTEM MOJIOBUH-
HYI 003y OT NepBOHa4YanbHOM B/M nnu B/B Yepes 6 4a-
COB Mocne MepBoro BBeAEHUS HEOOXOAMMO coveTaTb
C reHTamumuyyHom no 1,5 mr/kr, Ho He 6onee 120 mr B/B
vnn B/M 3a 30 MUHYT 00 npoLuenypbl 0OHOKpaTHO. MNpun
annepruy Ha NeEHNUUININH MPUMEHSIOT BAHKOMULIMH NO
CXeme, ONUCaHHOW Bbllle, BMECTEe C TeHTaMULUHOM.

WccnepoBaHusi, npoBeAeHHble Ha nabopaTopHbIX
XMBOTHbIX, MOKasanu, 4TO MPU WCKYCCTBEHHOM MO-
BpEeXAEeHUN aopTbl BANNIOHOM U B NOCAEAyWeM nNpun
OVeTe C BbICOKMM coAepXaHuem marHus naet 6onee
ObICTPOE BOCCTaHOB/IEHME AedekTa, YEM MpU AmeTax
C HOpMaJsibHbIM U HU3KUM cogepxaHmem marHus (Di-
etz H. C. et al., 1998). NpumeHeHne «MarHe B6» (no 1
Tabnetke 3 pasa B geHb unan 10 mn (1 amnyna NMTbLEBO-
ro pacteopa) 1 pas B AeHb B Te4eHue 3 Heaenb), «Mar-
HepoTa» (no 1 TabneTtke 3 pasa B AEHb) WU OPYrux
npenapaTtoB MarHus COMNPOBOXAANIOCh YAy4dlleHnEM
CyO6BHEKTUBHOIO cTatyca M yMeHblLleHUEM CUMMTOMOB
BeretTaTMBHOro gucbanaHca.

L1e nporpaMmmbl BKIOYAOTCSA KOMMIEKChI YNPaXHEHWNA,
COOTBETCTBYOLLME BeayLeMy npossneHuio ACT.

JleueOHbIii Maccax ynyylaeT TPODUKy MbILLLL Fpy/-
HOWM kneTku. NMpoBoauTCcs NO OOLENPUHATEIM MeToau-
kam 12-15 npouenyp Ha Kypc.

dusuoTtepaneBTUYECKOE Jle4eHUe Ha3zHavaeTcs
npu HanM4MmM cybGbeKTUBHOW CUMNTOMATUKM KakK «6a3nc»
dunsnyeckon peabunutaumm Oo Hadana GU3NYECKUX
TPeHNPOBOK. BbiGOp MeToauKM OCYLLECTBASIETCS Bpa-
4yoM-PU3NOTEPANEBTOM B 3aBUCUMOCTU OT BeAyLLEro
cvHOpoOMa.

McuxoTtepanusa. OcHoBHas Lenb — BbipaboTka cu-
CTEMbl aeKBaTHbIX YCTAHOBOK W 3aKpersjeHue HOBOM
NMHUM MOBEAEHUsa B ceMbe nauveHTta. OnTuManbHbIMU
ABNAIOTCH 3aHATUSA C NCUXOTEPANEBTOM B MHAMBMAOYANb-
HOM pexunme, He pexe 1 pasa B Hegento.

9. NIPOPUAAKTUKA 3ABOANEBAHUA, OBYCAOBAEHHbIX ACT

PaznnyaioT Tpn Bnaga npodunakTuku HacnencTBeH-
HOW naTofnorum.

9.1. MepBuuHaa npodunakTnka — KOMMJIeKc me-
ponpuaTUii, KOTOPbIE AOJKHbI NpenynpeanTb 3adatne
6onbHOro pebéHka. [lnaHMpoBaHWe [EeTOPOXAEHUN
BKJ1I04AET TPU OCHOBHbIE MO3ULMN: ONTUMabHbI PpENpPO-
OYKTUBHBI BO3PACT, KOTOPbIV A5 XXEHLLMH COCTaBNsgeT
21-35 neT; 0TKa3 OT AETOPOXAEHUNS B CIIy4asiX BbICOKOrO
pucka HacneacTBEHHOW N BPOXAOEHHOW MaTtonoruu; oT-
Ka3 OT AeTOPOXAEHUS B Bpakax C KPOBHbIMM POACTBEH-
HUKaMU 1 MeXAy ABYMS HOCUTENSIMW NaToN0ornyeckoro
reHa. NMMoM1MMo MnaHMpPOBaHUS CEMbM MEpPBUYHAA MNPO-
dunakTvka npegnonaraeT npenynpexaeHne BHOBb BO3-
HUKaoLWMX MyTaunii. OcyLecTBASeTCs 9TO NYTEM XECT-
KOrO KOHTPOJIS COAEPXaHNA MyTareHOB 1 TeEPaTOreHoB B
oKpy>XatoLen cpeae.

9.1.1. MepukoHuenuuoHHaa npodunakTuka
(cucrtema mMep, HanpasieHHasd Ha yCTPaHEeHWEe HeKO-
TOpbIX GakTOPOB puUCKa, YNydlleHne COCTOSAHUSA 340-
poBbsl Oyaywmnx poauTenei n cosgaHne 6naronpusT-
HbIX GU3NONOrNYEeCKnUX YCIOBUA B MOMEHT 3a4aTus).

PyTuHHBIA nnaH ob6cnenoBaHus M MEpPONpUSATU Npu
naaHMpoBaHUM GEPEMEHHOCTU OOMXEH BKOYaTh Cre-
Ayoume NyHKTbl:

> HaszHayeHune npuéma GonmeBor KMCNoThbl B 403e
400 mMkr/peHb 3a 3 Mecsua 0o nnaHMpyemoln 6epemen-
HOCTW;

>> Ha3HayeHwe rnpenapaTtoB MarHusg Kypcamu no
6 Hepenb 3a TPU Mecsua 40 3a4aTus;

> MpOBeAEHNE UCCNENOBAHNSA HA HaNu4ne NHopek-
LIMOHHbIX 3a001eBaHNiA;

> OLleHKa pucka NPOW3BOACTBEHHbLIX BPEOHOCTEN,
VCKJIIOYEHME KOHTaKTa C pacTBOPUTENSAMU, KpacUTens-
MW, NecTuumaamMmmn, COKpaTUTb OO MUHUMYMA KOHTakT C
npenapaTtamu 6bITOBOM XUMUU;

> TMPOBEAEHME EeXEerogHow JucnaHcepusaumm u
06CYyXAEHNE C XEHLUMHOMW BO3MOXHOCTU WCMOJb30Ba-
HUS Pa3INYHbIX JIEKAPCTBEHHbIX MPenapaTos, B TOM YMC-
e Npuv MNOBbILIEHUN TeMNepaTypbl, BOSHUKHOBEHUU an-
nepruv n opyrmux 4acTblX CUTYaLUSX;

> caHaumsa 04aroB XpPOHUYECKOM MHDEKLUMN; caHa-
LLMS MOJIOCTU PTa;
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> npekpalweHne KYpeHns 1 CoKpalleHne 40 MUHU-
MyMa KOJIM4YECTBa aJIKOrOJIbHbIX HAMNUTKOB; UCKJIIOYEHME
npremMa HapKOTUYECKNX N MCUXOTPOMHbIX BELLECTB;

> UCKJIOYeHue pucka geduumTta NnuTaTesbHbIX Be-
wecTB, obcyxaeHne npu HeobXxoaMMOCTM NpPobGrembl
OrpaHNYUTENbHbIX ONET;

> perynsipHble yMepeHHble dusnyeckmne ynpaxHe-
HVS, BBEAEHME B MPABUIIO NELInX MPOrysok Ha CBEXEM
BO3YXE;

> un3beraHve neperpeBaHns: MOCELLEHUS CayHbl,
MHdpakpacHbIX KabWH, conapus 1 ap.

9.1.2. NMNepuHaTanbHaga npodunakTuka

Mpw HacTynneHnn 6epeMEHHOCTU XEHLLMHA NPOJ0-
XaeT Npuém donmeBon KMcnoTel BrioTb Ao 10 Hepenn
rectauunu.

Mpuem npenapaTtoB marHua (MarHe B6) kypcamu Ha
8-14 n 24-30 Hepenax 6epeMeHHOCTH.

YcTaHOBNEHHbI nnaH obcnegoBanusa: B 10-14, 20—
24 n 32-34 Hepenu 6epeMeHHOCTU y/ibTpa3BykoBoe 00-
cnefoBaHMe C LLEeNbio BbISIBIEHUS BPOXOEHHbIX MOPOKOB
pPasBUTUS N MAPKEPOB XPOMOCOMHOI NaToNIoOru.

Ha cpokax 9-10 n 15-18 Hepenb nccneayoTcs CbiBO-
POTOYHbIE BENKM C LLENbIO BbIIBAIEHUS FPYNMbl pyucka no
BPOXAEHHBIM MOPOKaM Pa3BUTUSA U XPOMOCOMHbIM 3a-
6oneBaHUsAM.

Mpn Hannyum nokaszaHuM MM NO XEenaHWio CeMbU
NPOBOASATCA MHBA3VBHblE METOAbl MPEeHaTanbHOM Aua-
FHOCTUKM C LeNblo UCKIOYEHNS NaTONOrMn y naoga.

KoHcynbTupoBaHue pogutenein no BCKapManNBaHuIio,
pPaLMOHANBHOMY MUTAHMIO, GU3NYECKOMY U FUrMEHUNYE-
CKOMY BOCMNUTaHUO pebeHka.

BakuuvHauyms.

'MrneHnyeckas ruMHacTuKa, Maccax.

9.1.3. MocTHaTanbHaga npodunakTnka 3aknoya-
€TCS B MaKCMMaJslbHO PaHHEN AMarHOCTMKE COCTOAHUS U
CBOEBPEMEHHOM Ha4yane npodunakTM4eckoro nevyeHuns,
a Takke B UCKMOYEHUU 13 cpeabl GakTopoB, Cnocob-
CTBYIOLLMX PA3BUTUIO NATOJIOrMYECKOoro peHoTuna.

JdnddepeHumpoBaHHbIE PEXNMbI BbIXaXKMBaHWUS.

KomnnekcHoe BOCCTaHOBUTENbHOE NeYeHne (rmmHa-
CTUKa, a3pobHble Harpy3kn, GuanoTepanus, NCUXOKop-
pekuus, Maccax, metabonuyeckas Tepanus).

KoHcynbTupoBaHme no npasunam GU3MYECKON ak-
TUBHOCTW.

Mcuxonornyeckas n dusmnyeckas peabunutauus.

OdnddepeHumauma n Koppekums accounMnpoBaHHOM
naTonoruu.

MpodopureHTauns.

OnpepneneHne BO3MOXHOCTU GEpPEeMEHHOCTU U PO-
[O0B.

BoeHHO-MeanumHCckaa akcnepTusa, Meamko-coum-
anbHaga aKCnepTnaa.

Takum o6pasom, Bpay NepBMYHOro 3BeHa (neguatp,
TepanesT, Bpay o6Lel NpakTkn) o6s13aH aaTb NauneHTy
¢ ACT 060CHOBaHHbIE peKOMeHAALM MO NIaHUPOBAHUIO
CeMbM, ONpenennTb NoKasaHus ONns Meamnko-reHeTunye-
CKOr0o KOHCYJ/IbTUPOBaHMSA, HACTPOUTb Ha MakCUMasbHO
paHHee BbISIBIEHNE BO3MOXHbIX GEHOTUMNYECKUX MNPO-
asneHuii CT y pebeHka n onpeaennTb HanpasieHns nx
NPOGUNAKTUKN N KOPPEKLNN.

9.2. BropuuyHasa npodunakTtuka OCyLLECTBISETCS
nyTém npepbiBaHUs 6epeMeHHOCTU B Cilydae BbICOKOM
BEPOATHOCTM 3aboneBaHus nioga WK npeHaTanbHO
OMarHOCTMPOBaHHOM 6one3Hun. NpepbiBaHMe MOXHO ae-
naTb TONBbKO B YCTAHOBJIEHHbIE CPOKM 1 C COrNacus XeH-
WwuHbl. OcHOBaHWEM AN SAUMUHALUK 3MOpPUOHA WU
nnoaa ABNSeTCa HacneacTBeHHast 60N1e3Hb.

9.3. TpetuuHas npodunakTuka npegnonaraet
KOPPEKUMIO MPOSIBAEHUS NATONOrMYECKMX FeHOTUMOB.
C e nomMoLbio MOXHO A0OUTLCS MOSIHOM HOpManuaa-
UMN UIN CHUXEHUS] BbIPAXEHHOCTU MaTONIOrMY4E€CKOro
npowecca.

9.4. Meauko-reHeTU4EeCKOe KOHCYJIbTUPOBA-
HUe - Chneunann3npoBaHHbIM BUO MeOULMHCKOM Mo-
MoLLW, aBnsieTcst Hanbonee pacrnpocTpPaHEHHbIM BUAOM
npodUNakTUKU HacneacTBeHHbIXx 6one3Hel. CyTb ero
3ak/04aeTCs B ONpeaeneHnm nporHo3a poxaeHus pe-
6EHka C HacneaCTBEHHOW naTosiorner Ha OCHOBE YTOu-
HEHHOro AmarHo3a, B 0ObACHEHMN BEPOATHOCTU 3TOro
COObITUSA KOHCYJIbTUPYIOLLMMCS U MOMOLLM CEMbE B MpPU-
HATUWN PELLEHNS O AETOPOXAEHNMN

lMokazaHua ona MeanKo-reHeTUYeCcKoro KOHCYNbTU-
pPOBaHUS:

>> YCTaHOBMIEHHAd WM MoAo3peBaemMasi Hacnen-
cTBeHHasa 60ne3Hb B CEMbE;

> poxaeHune pebEéHka ¢ BPOXAEHHBIM MOPOKOM pas-
BUTUSA; 3a4ep>kka GU3N4ECKOro pasBmuTus UAU YMCTBEH-
Hasi oTcTanocTtb y pPebEHKa; MOBTOPHbLIE CMOHTaHHbIE
abopThl, BbIKUOBILLIN, MEPTBOPOXAEHMUS; BbisiBEeHMEe na-
TONOrNKM B X04,e NPOCENBAIOLLNX MPOrpamMm;

> KPOBHOPOACTBEHHbIE Bpaku;

> BO3[ENCTBME U3BECTHbIX UM BOSMOXHbIX TEpaTo-
reHoB B nepBble 3 MecsiLa 6epeMeHHOCTH;

> HebnaronoslyyHoe npoTekaHne 6epeMeHHOCTH.

10. OCOBEHHOCTU KYPALLUU NALUUEHTOB C ACT

PA3HbIX BO3PACTHbIX TPYMMN

Kypaumsa peteri B nepuoae HOBOPOXAEHHOCTU
OOMMKHA BK/OYATb MEpOonpuaTUs, HamnpaBiieHHble Ha
npeaynpexaeHne nosiBNeHns HoBbix npusHakoB OACT un
nporpeccnpoBanus nmetwmxcsa npusHakos ACT. And-
depeHUNPOBaHHbIE PEXNMbI BbIXaXXMBaHUSA NpeayCcMo-
TPEeHbI 4719 KOPPEKL MM COMYTCTBYIOLLMX OPTONENYECKMX
npobnem. Poouteneii Heo6xoaMMO MHDOPMUPOBATL O
TOM, 4TO MHEKUMN, afeHOUAHbIE BeretTaunmn, Hepery-
JISPHOE 1 HEMOJIHOLLEHHOE NuUTaHne aBnsioTcsa pakTopa-
MU pucka MaHndecTalumn reHeTU4eckn 3anporpamMmmm-
POBAHHOIO COCTOSIHUS.

Kypauns getein WKonbHOro Bo3pacTta, NoapocT-
KOB, NUL MOJIOAOro Bo3pacTta Cc npuadHakamu OCT
[O/MKHA NPOBOANTBLCS C BbIAENIEHNEM YrPOXAKOLLNX XN3-
HW N TPYAOCNOCOBHOCTN CUHAPOMOB: CEPLAEYHO-COCYAM-
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CTbIX, OBPOHXONEroYHbIX, NMCUXOCOLUMaNbHOM Ae3afanTa-
umn (puc. 11). Kypauus BkaoHaeT 9KCnepTmu3y rogHoCTur
K cnyx6e B apMuu, NnpodopueHTaumio 1 KOMMIEKCHOE
BOCCTAQHOBUTENIbHOE Jle4eHMe MNOAPOCTKOB M JUL, MO-
noporo sospacTta. [JomkHbl peKOMeHA0BaTbCA npasuna
dn3n4eckon akTUBHOCTU, BbIOGOP MPeanoyHTUTESIbHOro
napTHepa B 6pake, onpeaensaTbCs BO3MOXHOCTb Bepe-
MEHHOCTU M POAOB, MPOBOAUTBHCS 3IKCMEPTU3a TPyOo-
cnocobHocTu. OCHOBOWM MporpamMmbl BOCCTAHOBUTEb-
HOro NIe4eHUs OO0JKHbI BASATLCS HEMEOVUKAMEHTO3Hble
MeTobl BO3LENCTBUS: PU3nyeckme aspobHble TPEHU-
POBKM KapOuo-pecnmpaTopHOi CUCTEMbI B COYETaHUMU
C NHANBUAOYaNN3UPOBAHHOW r’MMHACTUKOM, Gpusnortepa-
nuemn, Maccaxem — B 3aBUCUMOCTUN OT TOKOMOTOPHbIX U
opraHHbix nposieneHnii 4CT, NCUXOKOPPEKLUS.
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BEreTaTMBHbINA CTaTyC, NPOBEPKA OCTPOTbI
3peHuA, AMHaAMOMETPUS, NAaHTorpadus,

CemeitHbiit HoctynHas 6ecega | —| Amanns pogocnosHoit || OueHka KauyecTsa —
Bpad C naumeHTom Y BePMaTOrNPHUKH KM3HM NaLMeHTa
OnpegeneHue
NpU3HaKoB
McuxokoppeKuma MHBA/IMAHOCTM
C 371eMEHTaMM PALIMOHA/IbHOV NepsnyHoe obcnesoBaHune: GU3MKanbHbIN
nemxortepannn OCMOTp, OCMOTP MOIOCTU PTa,

93x0oKC (npu ayCKyNbTaTUBHBbIX
deHomeHax), PB/, BIM c oueHKow

\ 4

06yueHne KoppuUrupyoLLen OAK, OAM, 3Kr TONIEPAHTHOCTM K GU3Harpy3Kam
TMMHaCTMKe, CaMOMaCCaxy
CTON, HaBbIKaM 3aKaMBaHUA / Su60p cynoyra
| no NpesnoYTeHNAM Lentp
MeauKaMeHTO3Has KoHcynbTUpoBaHue BOCCTaHOBUTE/BHOTO
neyeHua
KoppekumA no Bblbopy npodeccuu BO3MOHOCTb
I 7y 6epemMeHHOCTV 1 POos0B ¢

KoHcy/nbTalmm cneumanmncTos:
opToneaa, opTanbMOOra,
Kapauonora, CToMaTonora

A 4

OnpeaeneHune rogHocT!
K cykbe B apmuu

McuxoTepanesT, dU3noTepanesT,
TepanesT, KapAMOoa0r, METOAMUCT
NOK, maccaxuct

v

KOHTpO/Ib 33 KauecTBOM peabuantaumm v noaaepaHue pesyabTaTos Ha LOMKHOM ypOBHe

MnaBaHue

Puc. 11. NMporpamma Kkypaumm monogpix nauneHtos ¢ ACT

Oco6eHHOCTAMM Kypauuu nauveHToB CpepHero u
MOXXWJIOro Bo3pacTa sBsS0TCA HEOOX0AMMOCTb TLUA-
TenbHoM anddepeHuraunm npusHakos ACT n accoum-
MPOBAHHOW NaTonornm, akcnepTnda Tpy40cnocobHOCTH,
ncuxmnyeckas n pusundeckasa peabunmraumns. 3Ha4MMOCTb
peabunmMTaunmoHHbIX MEPONPUATUIA (neyebHas GUaKyb-

11. MPOTHO3

MporHo3 npun OCT onpenensieTcs xapakTepoMm U Bbl-
Pa)KEHHOCTbIO AVCNIAaCcTUYECKNX NMPOSBIEHUI, CHOpPMUn-
POBaBLUNXCH KJIMHUYECKUX CUHOPOMOB, OCOOEHHOCTbIO
BO3elCcTBUA PaKTOPOB BHELLHEN cpeabl 1 06pasa Xna-
HU naumeHTa.

Crtpatngukaumns pyucka.

O6wme n aucnnacTukodaBncumble GakTopbl, onpe-
Oengdoume noBbIWEHHbI PUCK OCNIOXKHEHUN, paHHen u/
nnn BHe3anHom cmeptun (Hevwaesa I'. U., dkosnes B. M.,
Opyk U. B.) npeacraBneHbl HUXe.

1. O6wme dakTopbl pucka HebGnaronpuUATHOro
nporHosa:

Hann4me NOPOKOB Pa3BUTUS;

Hannumne MAP;

non;

CEMEWNHbIN aHaMHE3 PaHHEeN 1/ BHE3ANHOM CMEPTY;

HepaunoHanbHOe NUTaHue n/mnu rmnoTpodus;

HM3Kasa dnsnyeckasi akTMBHOCTb;

KYpPEHUE;

XPOHUYECKME BOCNaNNTENbHbIE 3a601€BaHMS;

peaHnMauns nam MHTEHCUBHAA Tepanus B aHaMHe3e.

2. ACT c nerkuMmm uim ymMepeHHbIMU pYHKLUNO-
HaJNIbHbIMU U3MeHeHnasMU. HeGobLLOV NN yMepeH-
HbIVi PUCK OCJIOXKHEHWA:

BeretaTtMBHas AMCOYHKLNS;

Topako-amadparManbHbeli cuHApoOM ©6e3 pecTpuk-
TUBHbIX HapyLueHnii ®BL;

nponanckl knanaHoB 6€3 MMKCOMAaTO3HOW AereHepa-
umn, ¢ peryprutaumen 1- cteneHm nnmn 6e3 TakoBow;

Typa, Maccax, HopmMmanm3auua mMaccbl Tena, HoLeHune
crneynanbHbIX CTenekK npum nioCKOCTonun m ,El,p.) Yy nug, €
LOCT ¢ BO3pacTOM He YMEHbLLAETCS, a Aaxe BO3pacTaerT,
yynTbliBas NpuUCcOeanHEHNE acCOoUMMPOBAHHOM NaTono-
mm n 3Ha4nTesibHOe CHMXeHUne Ka4eCcTBa XXU3HU C BO3-
pacTom.

MeTabonnyeckasn kapauomMmuonaTus 1-i ctenexu;

HapylweHne puTma: CUHycoBasa Taxukapaus, SV-
3KCTPACUCTONNSA, EONHNYHbBIE XEeNyo04KOBbIE 9KCTpacK-
CTOJIbl, MUIpaLnsa BOOUTENSA pUTMa, TpaH3nTopHaa AB-
6nokaga 1- cTeneHu;

aCTEHNYECKN, MNCEBOOKOHCTPUKTUBHBIA BapuaHThbl
TOopako-anadparmManbHOro cepaua;

dnebonatuu;

TpaxeobpoHxmnanbHas OUCKNHE3NS;

anckmHesnm XKT.

3. ACT c BbipaxeHHbIMU MOpPdhOPyHKUMOHANb-
HbIMU HapyweHusMu. Bbicokuin puckKk OCnoXxXHeHun
n/Vnn paHHen n BHE3arnHom CMepTu:

cuHgpomHasa ¢opma ACT;

nponanckl K1anaHoB C MMKCOMATO3HOM aereHepaum-
el (TonwuHa cTBOpokK 3 MM 1 6onee) n/unm perypruta-
unen 2—-4-n cteneHu;

paclMpeHne KOpHS aopThl, cuHyca Banbcanbsbl,
YCTbA JIEFOYHOW apTepun;

aHeBpu3MbI LiepebpasibHbIX COCYA0B, a0pThl;

XU3HEeyrpoxaiouMe HapyLleHus putMa: CUHAPOM
cnaboCTn CMHYCOBOTIO y3/a; Xenyao4koBas Taxnukapans
ySI3BMMOro nepuoga n nonmmopdHas xenynoykosas Ta-
XNKapauvs; Xenyao4ykoBble 3KCTPACMCTONbI, NpeacTaB-
nawouwme coboi codetaHme 3-5-1 rpagauuin (nNo knac-
cubukaumm JlayHa un Bonbda), KOpoTKMe, CAOHTaHHO
npekpatjatmoLmecs anmaoabl GUOPUNAaLUN NN aCUCTO-
NN Xenyno4KkoB;

MeTabonmnyeckas kapamoMmmonaTtms 2—3- cTeneHu;
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Topako-gnadparmMmanbHoe cepaue: J0XHOCTEHOTU-
Yeckuin, NCeBAOANNATALMOHHLIA BapuaHTbl, NEro4yHoe
cepaue;

PECTPUKTUBHbIE NN OBCTPYKTUBHbLIE BEHTUNSALMOH-
Hble HapyLleHusa ¢ AH 2-3-i1 cTenexu;

oynne3Has amdpunsema, TpaxeobpoHXoOManNALNS;

BapnKo3Has 60n1e3Hb BEH HMXKHUX KOHEYHOCTEN, Ma-
noro tasa ¢ XBH 2-3-11 ctenenu;

3HA4YNTENIbHOE CHUXEHWE BapunabenbHOCTU cepaed-
HOro pUTMa;

XCH ¢ gmnactonmyeckomn n/mnm CUCTONNYECKON Anc-
byHKUMENR;

amBepTunkynes nonbix opraHos XKKT.

11.1. Puck passutuns OCJ/IOXKHEHUIA Y NAaLUEHTOB
c NMK

Puck nHdekumoHHoro aHpgokapauta npu NMMK 6e3
peryprutaumMm noyTu Takoh Xe, kak M B oOLiein no-
nynaumn, — 0,0046 %; npu MNMMK ¢ mn3onupoBaHHbIM
nosgHe- unn ronocucrtonmyeckum wymom — 0,059 %
(Fnapknx H. H., dropga A. B., 2007). ABGCONIOTHbIN pUCK
pPa3BUTUS 3TOrO OCIOXHEHMUS B LLESIOM YPE3BbIYANHO HN-
30K (Guidelines for the management of patients with val-
vular heart disease, 2008).

OcTpas MuTpanbHas He4OCTaTOYHOCTb Y MaUMEHTOB
¢ NMMK moxeT ObITb CNeacTBMEM OTPbIBA MUKCOMATO3-
HO M3MeHeHHbIX XopA. Mo gaHHbiM T. Takamoto et al.
(1991), TONWMHA CTBOPOK MUTPASIbHOrO KianaHa 3 Mm
n 6onee, N3BLITOYHOCTb AJIMHbI U HU3KAsA 9XOMIIOTHOCTb
NOBbLILLIAIOT PUCK pa3pbiBa XopA (48 % vs 5 %).

BHezanHasa cmepTb — peakoe ocnoxHeHune MNMMK, 3ape-
rMCTPMPOBAHHOE MO [AaHHLIM MPOCMEKTUBHBLIX UCCeno0Ba-
HNN MeHee YeM B 2 % n3BecTHbIX cnydaes (Guidelines for the
management of patients with valvular heart disease, 2008).

. N. Ctopoxakos ¢ coaBT. (2001) npeanoxun Bbige-
NSTb rPynnbl 60MIbHLIX MO CTEMEHU puUcka Pas3BUTUS OC-
JNIOXXHEHWIA:

1) rpynna HM3KOro puvcka — NauMeHTbl C HaNYnem
M30/IMPOBAHHOIrO CUCTONMYECKOro Lenyka, rnybuHom
MMK meHee 10 MM, MMKCOMaTO3HOWM aereHepauuei 0;
KIIMHUYEeCKME MNPOSIBAEHUS OTCYTCTBYIOT UM SIBASIIOTCS
NPOSIBNEHNSIMU  CUHOPOMA MNCUXOBEreTaTMBHOMW OuC-
dyHKLMN;

2) rpynna cpenHero pycka — naumeHTbl C HaNMYneMm
N30JIMPOBAHHOIO0 CUCTOJINYECKOrO LUenyka, rnyouHom
NMMK 6onee 10 mm, npu AxoKI BbIABASETCA MUKCOMA-
TOo3Hasa pereHepaumst 1-2-i1 cTeneHn, MuTpanbHas pe-
ryprutauma 0—1-i1 cteneHun, Bo3pacT ctaplue 45 ner;

3) rpynna BbICOKOro pycka — NaumeHTbl C HAJIMYMEM
CUCTOJINYECKOrO LUenyka M MO3OHEro CUCTOIMYEeCKOro
wyma, npu AxoKI rnybuHa NMMK 6onee 12 MM, Mukcoma-
TO3Hasa gereHepaums 2—3-in CTeNeHn, MUTpanbHasa peryp-
rmtauya 2-3-i cTeneHn, Bo3pacT ctapwe 50 net, Hanm-
yne MmepuaTtesibHOM apuTMUmn, apTePUaNIbHON TMMNEPTOHUN.
BbiaBnseTcs ymepeHHoe paclumpeHne nonocTen cepaua
0€e3 3HAYNTENBHOIrO CHUXEHWUSI rnokasaTtesieli CoKpaTUMo-
CTW, cepheyHasi HeoCcTaTo4HOCTb He Bbiwe |l PK;

4) rpynna o4eHb BbICOKOro pycka — NnauueHTbl C Ha-
JIN4MEM CUCTONMYECKOrO Lenyka 1 rno3gHero CUCTonu-
4eckoro wyma WM W30JMPOBAHHOIO CUCTONIMYECKOro
lyma, MWUKCOMATO3HOM [JereHepaumen 3- CTeneHu,
MUTpanbHOM peryprutaumen 3-n cteneHn, IxoKr-npu-
3HaKaMu paspbiBa XOpL, MepuaTesbHOM apuTtMmnen, yee-
JIN4eHVeM Kamep cepaLa, CepaeyHon HeoCTaTO4YHOCTbIO
-1V ®©K, TpaH3UTOPHLIMU NLLEMUYECKMMWN aTakamMn nUim
nepeHeceHHbiM OHMK, nepeHeceHHbIM MHOEKLMOHHBIM
3HA0KAPAVTOM WUV NPU3HAKaMu TEKYLLLEro 3HAoKapauTa.

Mo paHHbIM, NpuBeaeHHbIM B Guidelines for the man-
agement of patients with valvular heart disease (2008),
dakTopamMmun pucka passmtua ocnoxdeHnin npu NMK as-
naKTCs:

> TOJIWMHA CTBOPKM 3 MM 1 6onee ¢ NpusHakamm
MWUKCOMaTO3HOW AereHepauunmn (PUCK paspbiBa Xopa);

> TOJILWMHA CTBOPKM 5 MM n 6onee (CyMmapHbIi
pUCK BHE3arnHom cMepTn, aHJokapamta n améonuu Le-
pebpanbHbix cocynos (p<0,02);

> puck aHgokapauta (p<0,02);

>> PUCKYMEPEHHO TSXeNon MUTpanbHOM peryprura-
umn (p<0,001); HeOBXOAUMOCTb 3aMeHbl MUTPaNbHOIO
knanana (p<0,02);

> pUCK  KOMIekca
(p<0,001);

> BHYTPEHHUI AaMeTp NeBoro xenyaoyka 60 Mm n
6onee (HEOOXOAMMOCTb 3aMeHblI MUTPANbLHOIO KanaHa
(p<0,001).

XENyao4ykoBbIX  apUTMUI

12. BOMPOCbHI BPAHEBHOIO NMNPOPECCUOHAABHOTO
KOHCYAbTUPOBAHUA NOAPOCTKOB C ACT

K npo6nemam, cBA3aHHLIM C BpaiebHbIM Npodeccu-
OHasbHbIM KOHCYNbTUPOBaHMeM nogpocTkos ¢ ACT, oT-
HOCATCS:

> MHoroo6pasune knmHuyeckux npossnenun OCT —
OT NIErknX OTKJIOHEHUI B COCTOSAHUM 340POBbs A0 TSXe-
NOW NaTonoruu;

> oTtcytcTBue gmarHo3a ACT B MKB-10 n HopmaTtums-
HbIX JOKYMEHTax BpayebHOro KOHTPons (CrnopT, OLEeHKa
npodeccnoHanbHOM NPUrogHOCTH);

> CHWXEHHble ajanTauyiOHHblE BO3MOXHOCTU W
GYHKUMOHaNbHOE COCTOSIHNE OPraHOB-MULLEHEN;

> KOHCTataumsi CUIOMUHYTHOrO OTCYTCTBUSI/HaNN-
ynsa 3aboneBaHUii U NATONIOMTMYECKUX COCTOSIHUIA Mpwu
NPoOBeAEHUN MeANLMHCKNX OCMOTPOB;

> pellarollee 3Ha4yeHne A0JIKHbl UMETb OCOOEHHO-
CTU TeYyeHus, QYHKUMOHAIbHOE COCTOSIHME opraHa um
CUCTEMbI, KOMMNEHCATOPHbIE BO3MOXHOCTN OPraHn3ma;

> MUVHUMaNbHOE OrpaHunyeHre BO3MOXHOCTM MO-
nydyeHns npodeccmoHanbHoro obpasoBaHus U TPyOo-
YCTpOWCTBa NPU MakCcMMasibHOM OXpaHe 300PO0BbS;

> HeoOXOAMMOCTb YyyeTa BCEro Kommnjekca BO3-
OencTByoWmNX NpodeccnMoHanbHO-MPOU3BOACTBEHHbIX
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dakTopoB B nepumo nNpodecCMoHanbHOro obyyeHus 1
nocneaywouien paboThbl;

> OTCYTCTBUE KPUTEPUEB 3KCNEPTU3bl Npodeccno-
HanbHOW NpurogHocTun y nuy, ¢ ACT.

12.1. 3kcnepTusa Npo¢pnpurogHOCTU NOAPOCTKOB

okcneptmda nNpodnpurogHoOCTM MNOAPOCTKOB, SB-
NIF99Cb  BaXHOW cocTaBngowen npodpeccnoHanbHOro
BPayYeOHOro KOHCY/bTUPOBAHUSA, [OO0J/KHA MNPOXoAuTb
B HECKOJIbKO 3TamnoB, Ha KaXAoM M3 KOTOPbIX Bpay pe-
LwaeT 3a4a4n B COOTBETCTBUM C BO3PACTOM NOAPOCTKA,
YPOBHEM ero obuieobpasoBaTefibHOM NOAroTOBKU N CO-
CTOSIHMEM 300P0BbS. FABMASACL BaXXHOWM COCTABASAOLLEN
npodeccnoHanbHOro Bpa4yebHOro KOHCYNbTUPOBAHUS,
[OJXKHA NMPOXOANTb B HECKOJbKO 3TaroB, Ha KaXaoM 13
KOTOPbIX Bpay peluaeT 3a4a4m B COOTBETCTBUM C BO3pac-
TOM MOJpOCTKa, YPOBHEM ero obuieobpasoBaTefibHOM
noAroTOBKM U COCTOSAHMEM 3[,0POBbS.

MepBbiA aTan

Ha nepBom aTane npoBOAMTCS BbISIBIEHNE BO3PACTHbIX
DYHKUMOHANBbHbBIX OTKJIOHEHWI, nUccnegoBaHne QyHKUUn
3PUTENBHOIO, CAYXOBOr0 aHannm3aTtopoB, OMOPHO-ABUra-
TeNbHOro annapara, Cepae4yHO-CoCYyaANCTON U OpIXaTesb-
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HOI cUCTEM C Lenbio Hanbosiee onTMmasibHOro nogbopa
npodeccun; oueHka WUHAMBUAYaNbHbIX (akTOPOB pucka
pPas3BUTUS OCNIOXHEHUN 1 nporpeccupoBanusa ACT.

Mpn npoBeoeHMN MEANLIMHCKOro 0CMOTPa B UCTOPUN
pasBuTUS pebeHka oTpaxaloTcs pes3ynbTaTbl GU3nKasb-
Horo obcnenoBaHus (HeobxoanumMo obpallatb BHUMaHUE
Ha dakTopbl pMUCKa: BICOKUI POCT, AedunumnT Macchl Tena,
HapYyLUEeHWS YacTOTbl U pUTMa CepAeYHbIX COKpPaLLEeHUN,
deHoTunuyeckue npmdHakn JCT — CKOMO3 U HapyLLIEHUS
OCaHKW, niaockocTonue, aedopmaums rpyaHoOn KNeTku,
rmnepMoOuIbHOCTL CYCTaBOB, MPU3HaKM BereTaTMBHO-
cocyamcTol AMchyHKUMKM, nepnamyTpoBbie cTpun, be-
Necble napannesibHble MONoChl PacTsXeHUst B obnacTtu
MOSICHULbI, PACTAXUMOCTb KOXW (Mpeanneybe, Knovmua,
KOHYMK HOCQ, NNOKOTb), OJIMHA HUXXHUX KOHEYHOCTEN (pas-
Huua B cm), HCC, ALl Ha 06eunx pykax fiexa u cTos.

Bcem nogpocTtkaM HeobxoauMo MpoBefeHUE KUCTe-
BOM U CWIOBOW OMHAMOMETPUU, OnpeaefieHne cratu-
YeckoW BbIHOCNMBOCTWU, MUCCNenoBaHWe apanTaLOHHOMN
BO3MOXHOCTU CEPLEYHO-COCYANCTON CUCTEMbI K DU3N-
Yyeckown Harpyske. Npu BoisBneHun npudHakos ACT n/vunu
hesagjanTtaumm NnoApPOCTOK HYXAAeTCs B AasibHENLEM 00~
obcnenoBaHny U NPoBeaeHUN nevedHo-peadbnnnuTaLmnoH-
HbIX MEPOMNPUATUIA. YunTbiBas NabunbHOCTb U Bapnabenb-
HOCTb reMOAMHaAMNYECKMX NoKasaTenen B NoAPOCTKOBOM
BO3pacTe, ocobeHHo y nogpocTtkos ¢ ACT, uenecoobpas-
HO HEOAHOKpPATHOE MPOBEAEHME HArpy30YHbIX TECTOB C
pasHbiMy BUAAMU GU3NHECKOM HAarpy3ku.

MeanumHckunii paboTHMK LLKOJbI MOCE NPOBEAEHUS
npodunakTn4eckoro ocmMoTpa opopMnsaeT pekoMeHaa-
LN NO KOPPEKLUMN OTKJIOHEHU B COCTOSAHUM 300P0BbS
B BUOE «JIMCTKA 300POBbS» B KIACCHOM XypHane, rae
ykasblBaeTcs rpynna 340poBbs pebeHka, ero MeanLmnH-
ckas rpynna gns 3aHaTuii GuskynbTypon, NpoTMBOMNO-
Ka3aHusl K OCBOEHMIO npodeccuur, HoMep NapTbl, Pag, n
KOHKPETHble pekoMeHaauuun negaroram. Mbl peKOMeH-
OYEM BHECTU B «JIMCTOK 340POBbSA» AAHHbIE O HANNYUUN Y
noapocTkoB nposisneHuin ACT. MNpu 3anofHeHNM Ha pe-

OeHKa KOHTPOJbHOW KapTbl ANCMAHCEPHOro HabnaeHNs
B HEOOXO0OMMble pekoMeHOaLMn No ero 0340PO0BIEHNIO
HYXXHO BKJIOYUTb MPOdUAaKTU4eCKne MeponpuaTus no
YMEHbLLEHWIO TEMMNOB nporpeccuposaxns JCT.

Ha paHHoOM aTane NpoBOANTCS OLLeHKa aaanTaLUMOHHOro
noTeHLMana OPraHoB-MULLEHEN, aHANN3NPYIOTCS PE3epPBbI
dunsnyeckoro passutus nogpoctka ¢ ACT, nyTn nx coxpa-
HEHWS (B TOM YMCe M BO3MOXHOCTM YydLIeHns Gusnye-
CKOro pasBuUTus NyTemM BBeAEHWS HEOOX0aNMbIX e4ebHOo-
OUBKYNbTYPHBIX MEPOMNPUATUIA B y4eOHO-BOCMMTATENbHbIN
npouecc wkonbl). Mpu BpavyebHO-NPOPECCUOHANIBHOM
KOHCYNbTUPOBAHUW LUKOJIbHUKOB 14—15 neT B Cnvcok y4a-
LMXCS, Noafexallmx LenesoMy MeauuMHCKOMY OCMOTPY
Ha BbiSiBNIeHNe 3aboneBaHnii 1 AedeKkToB pa3BUTKS, orpa-
HUYMBAIOLMX MPOPECCUOHANIbHYIO MPUFOAHOCTb, HYXHO
BKJIIOUYNTb 0COBEHHOCTM COCTOSIHUS 380p0Bbs npu ACT.

BTopow atan

MpenBapuTenbHble MEOULMHCKME OCMOTPbl HECO-
BEPLUEHHONETHUX NPOBOASATCS NPU NOCTYNJEHUN B 00-
pasoBaTesfibHble YyyYpexaeHus B Uensx onpeneneHus
COOTBETCTBUSA ydauleroca TpeboBaHUAM K 0Oy4YeHMIo.
MNepunognyeckne MeanuMHCKMEe OCMOTPbI HECOBEPLUEH-
HONETHMUX NPOBOAATCS B LENSX AMHAMMUYeckoro Habo-
LEeHNS 3a COCTOSIHMEM 300POBbS yyalLMXCs, CBOEBpE-
MEHHOIr0 BbISIBIEHUS HayaslbHbIX GopM 3aboneBaHui,
paHHMX NPU3HAKOB BO3OENCTBUSA BPeAHbIX U/Unu onac-
HbIX akTopoB y4eBHOro npoLecca Ha COCTOSIHUME UX
300pO0BbS, a TaKkKe MeOVULMHCKMX NPOTMBOMOKA3aHUN K
NPOOOJIKEHUIO yHeDbl.

Ha paHHom atane nogpoctkm ¢ OCT pacnpepensi-
I0TCS B 32aBMCMMOCTU OT Hannynsa Tex Uin mHblx deHo-
TUnuyeckux nposeneHnin OCT, Ha OCHOBAHUU KOTOPbIX
onpenenseTca nepevyeHb ¢pakTopoB, yieba n paboTta B
KOHTaKTe C KOTOPbIMU HE PEKOMEHAYETCH AaHHbIM y4a-
wumcs (tabn. 15).

Tpetuin aTan nNpenycMOTPEeH B CHOXHbIX Clyvyasx
3KCNepTnu3bl NPOPECCUOHANBHOM NPUrOAHOCTU MOA-
pocTtkoB ¢ ACT (BblpaxXeHHbIe KNMHn4eckmne Gopmbl).

Tabnuua 15

MepeyeHb pakTOpOB, yueba n paboTa B KOHTAKTE C KOTOPbIMU HE PEKOMEeHAyeTCcs NoApocTKam
C pa3nuyHbiMmu nposeneHamu O CT

deHOTUNNYECKME
nposisnenna ACT

KnuHuyeckasi xapaktepuctuka

®dakTopsbl

CvHAPOM BeretaTMBHOM
ANCHYHKLUMN

CMMNaTUKOTOHUS,
BaroToHus,
rnaHn4yeckmne atakmu

HebnaronpuaTHbIn MuUkpoknumat (Harpesa-
IO N OXNaXxaatoLwmin),

TOKCMYEeCKMe BelLlecTBa,

3HauYUTeNbHOE 3MOUMOHaNbHOE Hamnpse-
Hue,

paboTa Ha BbICOTE,

NoBbILLIEHHAas ONACHOCTb TpaBMaTM3Ma,
3/1EeKTPOMArHUTHbIE Mosns,

BMbpaums obuwas n nokanabHas

ACTEHUYECKUNIT CUHAPOM

CHuxeHne paboTocnocobHOCTU, yxyalleHue
NepeHoCMMOCTN (U3NYECKMX W TMCUXOIMO-
LIMOHasIbHbIX Harpysok, MoBbllleHHas yTOM-
NISIeMOCTb

HebnaronpuaTtHbIn MUKpoknuMmat (Harpesa-
IOLNIA 1 OXNaXxaatoLwmin),

TOKCMYecKmMe BeLlecTsa,

3HauYUTENbHOE 3MOUMOHaNbHoe u dusmye-
CKOe HanpsixeHue

MMK

Mo aaHHbIM DXoKI (Bbi6yxaHue ogHon n/mnu
o6enx CTBOPOK MUTPasibHOro KiamnaHa B no-
NIOCTb N1EBOro npeacepans Ha 2 MM u 6onee
Haj4 YpPOBHEM MWUTPanbHOro Kosjbla Mo ropu-
30HTaNIbHOM OCWM B MapacTepHasbHOW Mo3u-
LMW C MUKCOMAaTO3HOW [ereHepauunen CTBoO-
poKk unu 6e3 Hee, C MUTpasibHOM perypruta-
umen nan 6es Hee)

HebnaronpusiTHbIA MUKpPOKAUMAT,
TOKCUYECKME BeLLecTBa,

3HaunTenbHoe dulnyeckoe nepeHanpsxe-
Hue (NoabeM W MepeHocKa TSXeCTU, ANn-
TenbHas xoabba),
ONUTENbHOE  BbIHY)XAEHHOE
Tena,

3HAYUTENIbHOE 3MOLMOHAIbHOE Hanpsi)XeHne

NOoJI0XXEeHne

Topako-anadparMasnbHbIi
CUHAPOM

AcTeHuveckas dopMma rpyaHOM KneTku, ae-
dopmaumn rpyaHor knetku (BopoHkoobpas-
Has, KunesuaHas),

AedopMaunn No3BOHOYHMKA (CKOMO3bI, KU-
dockonmosbl, rMnepkndosbl, rMNepropao3bl
W Ap.), WU3MEHEHMSA CTOSHWS WU 3KCKYpCuu
avadparmel

3HaunTenbHoe @u3nyeckoe nepeHanpsxe-
Hue,

NOABEM U MEPEHOC THXKECTH,

ANUTENbHOE BbIHYXAEHHOEe (PUKCUMPOBaHHOE
nonoxeHwe Tena,

HeynobHasa paboyas nosa
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deHoTUNNYECKME
nposisnenus ACT

KnuHuyeckas xapaktepucrmka

dakTopsbl

CocyancTbii CUHOPOM

MoBbILWIEHNE TOHYCa B CUCTEME KPYMHbIX,
MENIKUX apTeEpPUin U apTepuosi, yMeHblueHne
o6beMa M CKOPOCTM HamMoSIHEHUS apTepu-
aNbHOroO pycna, CHUXXEHUE BEHO3HOIO TOHY-
ca ¥ M36bITOYHOE AENOHWPOBAHWE KPOBMW B
nepudepuyeckmx BeHax,

apTepuanbHas rmnoTeH3us

HebnaronpuaTHbIN MUKpoknuMaT (Harpesa-
WM U oxnaxaatowmii),

AnnTenbHoe npebbiBaHWe Ha Horax,
CTaTU4yeCcKue Harpysku, TOKCHMYyeckune Belle-
CTBa,

paboTa Ha BbicoTe,

obwasa n nokanbHas smbpaumns

Topako-aguadparmanbHoe
cepaue 6e3 npusHakoB He-
[0CTaTOYHOCTM KpoBoo6pa-
LeHus

(NpW HanMuMM NpU3HaKoB
HeLoCTaTOYHOCTM KPOBO-
obpalieHns Bonpoc pelua-
eTCcsa MHABMAYaNbHO)

ACTEHUYECKUN, KOHCTPUKTUBHBbIN, JIOXHO-
CTEHOTUYECKMI, NceBAOAMNATaLMOHHbIN Ba-
puaHTbl, TOpako-aAnadparmanbHoe neroyHoe
cepaue

HebnaronpuaTHbIN MUKpoknuMaT (Harpesa-
WM U oxnaxaatowmii),

TOKCMYEeCKMe BelLecTBa,

paboTa Ha BbICOTE,

3HauuTeNbHOE (U3MYeCcKoe nepeHanpsxe-
Hue,
AnnTenbHoe
Tena

BblIHY>XAEHHOE nonoxxeHue

MeTabonnueckas
KapavomumonaTus

Kapananrum, aputMmumn cepaua, HapylleHus
npoueccos penondapumsaumnm

HebnaronpmaTHbIN MUKpoknuMaT (Harpesa-
WM U oxnaxaatowmii),

TOKCMYECKMe BeLLecTBa,

paboTa Ha BbICOTE,

3HaunTenbHoe (pM3MYecKoe nepeHanpsxeHue,
ANUTENbHOE  BbIHYXAEHHOE  MONOXeHNe
Tena

ApUTMUYECKUIA
CUHAPOM

XenyaoukoBas 3KCTPacUCTONNSA Pas3INYHbIX
rpagauumn,

MHOrooKyCHasi, MOHOMoOpdHas, pexe no-
nuMopdHas, MoHOMOKYyCHass npeacepaHas
3KCTPACUCTONNSA, MAapOKCU3MalsibHble Taxua-
puUTMUM,

MUrpauns BOAUTENS pUTMa, aTpPUOBEHTPU-
KynsipHble U BHYTpUXenyao4dkoBble H6noka-
Abl,

aHOManum NpoBeAeHns uMnynbca No Jonon-
HUTENbHbIM NYTAM, CUHAPOM NpeaBo36yxae-
HUSA XKeNyaouKoB,

CUHAPOM YAJIMHEHUS nHTepBasa Q-T

HebnaronpusaTHbI MUKpoknuMaT (Harpesa-
HOLWMA U OXNTaXaaowmnii),

TOKCMYECKMe BelLlecTBa,

paboTa Ha BbicoTe,

3HauuTeNbHOe PU3NYECKOe U HEPBHO-IMO-
LMOHaNbHOe nepeHanpsiXeHue,
ANUTEnbHOE  BbIHYXAEHHOe
Tena,

NoBbILIEHHAst ONAaCHOCTb TpaBMaTn3Ma

nosnoXxeHune

EDOHXOJ'IeFO'«IHbIﬁ CUHAOPOM

TpaxeobpoHxunanbHasa AUCKUMHE3Us, Tpaxe-
obpoHxoMansaums, TpaxeobpoHxoMmeranus,
BEHTU/ISLNOHHbIE HapyweHnsa (06CTpyKTuMB-
Hble, PECTPUKTUBHbIE, CMELUaHHble HapyLue-
HUS), CNOHTaHHbIN MHEBMOTOpPaKC

He6naronpusTHbIA MUKpokAuMaT (Harpesa-
IOLWIA M OXNaxaaroLwmmn),

3HauuTeNnbHoe (u3nYeckoe nepeHanpsxe-
HMe, B TOM Yyuc/ie NoAbEM U MEPEHOC TSAXe-
cTen,

TOKCMYECKMe 1 pasgpakatolime BelecTsa,
MbiNb,

obwasn Bubpauuns

CUHAPOM MMMYyHOMIOrNYe-
CKMX HapyLeHui

CUHAPOM MMMyHOAedMLUMTA, ayTOUMMYHHbIN
CUHAPOM, a/lfIepruyecknin CUHAPOM

He6bnaronpusTHbIA MUKpOKAMMaT (Harpesa-
IOLWIA M oxnaxaaroLwmm),

TOKCMYECKMe 1 pasgpaxarlme BelecTsa,
nblnb,

annepretsb,

MHMEKLUMOHHbIE areHTbl

3aboneBaHuns xenyno4yHo-
KNLWWIEYHOro TpakTa, NTo3bl
BHYTPEHHWX OpraHoB

HedponTo3 n ancronum noyek, NTo3bl opra-
HOB XeNyAO4YHO-KULWEeYHOro TpakTa, opra-
HOB Masjoro Tasa,

OVCKMHE3NN OpPraHoB XenyA04YHO-KMLWEeYHO-
ro TpakTa,

AyofeHoracTpasbHble U ractpossodareanb-
Hble pediloKCbl, HECOCTOATENbHOCTb CHUH-
KTEepoB, AMBEPTUKYNbl MULLEBOAA, TPbKU
NULLEBOAHOIO OTBEPCTUS Anadparmsl

3HaunTenbHoe dulnyeckoe nepeHanpsxe-
HWe, B TOM Yucne NoAbEM U MepeHoC Tsxe-
cTen,

AnnTtenbHoe BblIHY>XAEHHOE MnoJsioXeHune
Tena (anutenbHoe npebbiBaHWE Ha Horax, B
COTrHYTOM MOJIOXEHUM),

obwasa subpaums,

HEPBHO-3MOLUMOHAJIbHOE HanpsaXeHune

CvHAPOM naTtonoruv opra-
Ha 3peHus

Muonus,

acTMrMaTmMsM, rmnepMeTponus,
KOCOr/flasue, HUCTarM, OTC/I0MKa CeT4YaTKy,
BbIBUX M MOABbLIBUX XpyCTanuka

Hanps)xeHne opraHa 3peHua (menkas,
ocobo ToyHas paboTta, paboTta c BMAeoAU-
cnnerHbiMn TepMnHanamm 6onee 50 % cme-
Hbl) Npy 6M30PYKOCTM BbICOKOW U CpefHel
CTEMeHu,

paboTbl, NPensTCTBYIOWME NCMOSIb30BAHNIO
KOPPUIMpYOLWKNX OYKOB (Ha BbICOTE, B YCNO-
BMSIX MOBbIWEHHOM BAAXHOCTW U TeMmnepa-
Typbl, 60nblWKMX MepenagoB TeMmnepaTypbl,
B PE3KO BbIHY>XEHHOM MOJIOXEHUW Tena BO
BpeMsi paboThl),

3HauuTenbHoe (Gu3nyeckoe nepeHanpsxe-
HWEe C NOABEMOM U MEPEHOCOM TAXECTEN,
3/1IeKTPOMarHUTHbIE Mons,
yNnbTpadroeTOBOE U3NyYeHne
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remMmaTomMeseHXxmMalsibHble
ancnnasmn

cuHapom Panat — Ocnepa - Bebepa,
peunamsupytlolne remopparnyeckme (Ha-
crneacTBeHHass AMChYHKUMS TpoMbouuToB,
cuHAapoM BunnebpaHpa, KoMB6UMHMPOBaHHbIE
BapuvaHTbl) M TpoMboTuyeckne CUHAPOMbI
(runeparperaunsa TpoM60OLMTOB, NEPBUYHbIN
aHTUdochoNMNUAHbIA CUHAPOM, TMNEProMo-
LMCTEMHEMUNSA, PE3NCTEHTHOCTL dakTopa Va
K @aKTMBMPOBaHHOMY npoTeunHy C)

lpoaosxeHne
deHoTMNNYECKNE
nposenerus ACT KnuHnuyeckas xapakTepucTmka dakTopsbl
FemMmopparunyeckune FemornobuHonaTtum, HebnaronpuaTHbIi MUKpoOKanMaT (Harpesa-

IOWWIA M oxnaxaatowmmn),

TOKCMYECKMe BeLlecTBa,

NnoBbILLEHHAs OMacHOCTb obwero M MecT-
HOro TpaBMaTM3Ma (BbICOTa, pexyline MH-
CTPYMEHTbI U T. 4.),

BMbpauuns obwas n nokanbHas

CVIH,U.DOM naTosornm Ctonbl

Koconanoctb, nnockoctonune (NpoaosibHoe,
rnornepeyHoe), nonas crona

B cnyyae BbIpaXeHHOro MJ0CKOCTONMUS
AnuTenbHoe npebbiBaHWE Ha Horax, noabeM
N MepeHoC TSXeCcTen, cTaTuyeckas Harpyska
(kMM Ha nejanb U T. A4.), AnvUTenbHas xoabpba

CUHAPOM rMNepMo6usbHO-
CTW CyCTaBoB

CrnocobHOCTb MAacCMBHO OTOrHYTb Hasag V
nanew B NaAcTHO-cdanaHroBom cycrase b6onee
yeM Ha 90°, naccuBHO npuBecTn I naney K
NafOHHON MOBEPXHOCTU PYKMU, MAacCUBHO pa-
30rHYTb JIOKTEBOW cycTaB >10°, naccuBHO
pa3orHyTb KOJEeHHbI cycTtaB >10°, MHTeH-
CMBHO MpwXaTb NTafoHM K nony, He crmbas
KONeHewn

HebnaronpuaTHbIn MUKpoOKIMMaT (oxnaxaa-
owmn),

paboTa, Tpebytollas NoBbILLEHHON HAarpy3Kku
Ha KoHeuyHoCTW, 6onbworo obbema ABuxKe-
HWIN B CyCTaBax,

3HaunTenbHoe du3nyeckoe nepeHanpsxeHune,
NOABEM W MEPEHOC TAXKECTH,

ANNTENbHOE BbIHYXAEHHOE MOJIoOXeHMe Tena
(AnuTenbHoe npebbiBaHME Ha Horax, cTaTu-
YecKue Harpysku)

HapyweHns ncuxmyeckon
N HEPBHO-3MOLIMOHaIbHOM
chepbl

6uyeckme paccTpoicTea U T. 4.

HeBpoTnyeckme paccTpoiicTBa, Aenpeccum,
TPEBOXHOCTb, UMOXOHAPUS, 06CceccnBHO-dO-

3HaynTeNnbHOe HEepBHO-3MOLIMOHANbHOE Ha-
npsixxeHne, pabota Ha KoHBeliepe,
TOKCMYecKMe BeLLecTsa,

MoBbILLIEHHAast ONAaCHOCTb 06LLEro U MECTHOIO
TpaBMaTu3Ma (BbICOTA, PpeXylune WHCTPY-
MEHTbI U T. A4.),

3N1EeKTPOMArHUTHbIE Mons

BepTebporeHHbIn CMHAPOM

BepTebpobasunnsipHas
CroHAWMONNCTES

OBEHUNbHBIN OCTEOXOHAPO3 NMO3BOHOYHUKaA,
HeCTaGVIfIbHOCTb, MEXMNO3BOHKOBbLIE TPbIXK,
HEAOCTATOYHOCTb,

3HaunTenbHoe @u3nyeckoe nepeHanpsxe-
Hue,

noAbEM U NEPEHOC TAXECTU

ONVTENbHOE BbIHY>XXAEHHOE MOMIOXEHWe Tena
(anutenbHoe npebbiBaHWe Ha Horax, craTu-
YecKme Harpyskm),

obuwas Bubpaums

C uenbto npeaynpexaeHns oTpmuaTebHOro BANSHUS
NPOV3BOACTBEHHbIX (PAKTOPOB HAa COCTOSHUE 300PO0BbS,
nporpeccupoBaHna npudHakos ACT, dopmMmpoBaHua

CTOMKNX HAPYLUEHN DYHKLMIM Pas3nmnyHbliX OPraHoB U CU-

MepeuyeHb

CTEM HaMu NpennaraeTcs CneayLwmnin nepeyeHb Mmean-
LLMHCKNX I'IpOTI/IBOI'IOKHSﬁHI/IVI nanropunTtm o6cnenoaaHmn
nogpoctkoB ¢ ACT (tabn. 16).

Tabnuuya 16

MeAULMHCKUX NPOTUBOMNOKa3aHUii U anroputm o6cnenoBaHns nogpoctkos ¢ AACT npu npoeeaeHnu Bpa4yeGHon
npo¢deccuoHasibHOW KOHCYJIbTaLun, NpeaBapuTesibHbIX U Nepuoanyeckux MeaAMLUHCKUX OCMOTPOB

[Mpon3BoOACTBEHHbIE

HeO6XO,qMMbIe AONOJITHUTENIbHbIE
nabopatopHbie 1 yHKLMO-

Bpauu-

MeanumHckmne NpoTMBONOKasaHms

dakTopbl Ha/bHbIE MCCNEN0BaHMS** cneumanucTbl** y noapoctkos ¢ ACT
Aspo3onu npenmyLe- CnupomeTpus, Mepunatp, BpoHX0Mero4HbIn CMHAPOM,
CcTBEHHO DUBpOreHHoro NynbCOKCUMETPUS, peHTreHonor, CUHAPOM MMMYHONOMMYECKNX HapyLue-
M CMEeLLIaHHOro Tuna Aen- |peHTreHorpadus rpyaHON KIETKM [My/IbMOHOMON,  |HWNA,
cTBUSA B ABYX npoekuusx 1 pas B rog, annepronor CHMXXEHWE CMMPOMETPUYECKUX MNoKa-
onpeaeneHne AepvBaToB reMorio- 3aTenen HMUxe 3HayeHun P16,
6uHa NOBbILLEHHOE COAEepXXaHWe MeTreMo-
rnobuHa, HUTpo3maremMoraobumHa
Tokcunyeckue BelecTsa OxoKI (c obszaTtenbHown oueHkoM |MeanaTtp, CVHAPOM BereTaTUBHOW ANCHYHKLMMU
rnokasartesnen AMacTONNYeCcKol | HeBposor, NnMK,
dyHKLUMN), peHTreHosnor, Topako-anadparmManbHoe cepaue,

xontep-3KI C oueHkon Bapua-

6enbHOCTN cepAeYHOro puTMa, MyHoON0or*, MeTabonmyeckas KapavomuonaTtums,
peHTreHorpadus rpyAaHOW KNeTKu|Kapanonor*, ApUTMUYECKNI CUHAPOM,

B ABYX npoekuusx 1 pas B rog, remartonor* CYHAPOM MMMYHOMOMMYECKNX HapyLue-
onpeneneHne AepvBaToB reMorio- HWIA,

6uHa, remopparunyeckue reMaToMe3eHXn-
dakTop BunnebpaHaa*, MasibHble gucnnasum,

Koarynorpamma, daktop Bunne- CHWXXEHMEe CMMPOMETPUYECKUX MNoKa-

6paHaa, GUOpPUHOreH, aKTMBUPO-
BaHHas arperaums TpomboumnToB *

annepronor-um-

COCYAMUCTbIN CUHOPOM,

3aTenen HMxe 3HadyeHun P16,
NOBbILLIEHHOE COAEpXXaHWe MeTreMo-
rnobuHa, HUTpo3mareMoraobumHa
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[Mpon3BOACTBEHHbIE

HeobxoanMble AONONHUTENbHbIE
nabopaTopHble N hYHKLMO-

Bpauu-

MeavumMHCKMeE NpoTMBONOKa3aHus

MpoAYyLEHTbI,NpenapaTsl,

peHTreHorpadus rpyaHon KneTku

dakTopsbl HANbHBIE NCCHENOBAHNS** crneunanmcTbl** y nogpoctkos ¢ ACT
BewecTBa pasgpaxatoule- |CnupomMeTpus, MeaunaTp, BpoHX0neroYHbI CMHAPOM,
ro gencreuns nMy1bCOKCUMETPUS, peHTreHosnor, CUHAPOM MMMYHOJIOMMYECKUX Hapylue-
peHTreHorpadusi rpyaHON KAETKM [My/JIbMOHOJOT, HWI, anepconofobHbIl heHoTun,
B ABYX npoekuusx 1 pas B roa, annepronor, CHWXEHNE CMMPOMETPUYECKUX MOoKa-
ornpegeneHue AepuBaToB remMorso-|aepMaTosor 3aTenen HUXe 3HadyeHun P16,
6uHa NOBbILWEHHOE CcoAepXaHne MeTremo-
rnobuHa, HUTpo3uaremorsnobuHa
Buonorunyeckue cdaktopbl |CrnvpomeTpus, Meanatp, BpOHX0NEeroyHbIn CUHAPOM,
(MuKpoopraHmsmbl- nySbCOKCUMETPUS, peHTreHonor, CUHAPOM MMMYHOIOMMYECKUX HapylLue-

nyAbMOHOOT,

HWUIA,

6enbHOCTN cepaeYvHOro puTtMma,
cnupomeTpus,

nynbCOKCUMETPUS,
peHTreHorpadusi rpyaHON KIeTKu
B ABYX npoekuusx 1 pas B roa,
onpeaeneHve aepuBaToB reMornio-
6uHa”,

xonoposas npoba*,

Y3U nepudepnyeckmx cocyaos*,
MMMYHOrpamma*,

Koarynorpamma, aktop Bwunne-
6paHTa, (UOpPUHOreH, aKTUBUPO-
BaHHas arperaums TpomboumToB*

coaepallime XuBble B ABYX npoekuusix 1 pas B rog, annepronor- CHMXXEHME CMUPOMETPUYECKUX MOoKa-
KNEeTKM U CNopbl MUKPO-  |onpeaeneHne AepuBaToB remMorsio- |MMMYHOsOr, 3aTenen Huxe 3HayeHun P16,
OpraHu3MoB, nNaToreHHble |buHa, Aepmarosnor, NoBbILEHHOE coAepXaHue MeTremo-
MWUKPOOPraHM3Mbl) MMMYHOrpamma*, oTonapuHronor |rnobuHa, HUTpo3unremornobuHa
cneunduyeckas anneprogmarHo-
CTuKa in vitro, in vivo*
YneTpaduonetosoe OdTanbMOCKONMS rNasHoro AxHa, Meanatp, CWHAPOM NaTosIorMM OpraHa 3peHus:
n3nyyeHune 6rnoMumKpockonus cpep rnasa, Aepmarosor, BbIBMX W MOABbLIBUX XpyCTanuka,
OCTpOTa 3peHus, odpTanbmMonor AereHepaTuBHO-ANCTpodMYeckme 3a-
TOHOMETpUS 6oneBaHus ceTyaTKu rnas,
XpOHMYecKkme 3aboneBaHnsa nepeaHero
oTpes3ka rnas,
oCcTpoTa 3peHust 6e3 Koppekuun He
Hmxe 0,5 D Ha ogHom rnasy un 0,2 D
Ha Apyrom rnasy,
muonusa cebiwe 4,0 D n/nnu runepme-
Tponus cebiwe 3,25 D
Bubpaumnsa obwas OcCTpoTa 3peHunst C KOppeKkuunen, MeaunaTp, BepTebporeHHbIn cMHAPOM,
W nokasnbHas Y3 abnoMuHanbHoe, HeBpoJior, remopparuyeckume remMaToMe3eHxu-
nannecreavomeTpus, OTONIAPUHIONOr, |ManbHble AMcnaasuu,
xonoaosas npoba*, odTanbMosor, |BuUcCUepanbHbIi CUMHAPOM (MNTO3bl Op-
Y3U nepudepunyeckmnx cocynos*, |xmpypr raHOB XeJlyJO4YHO-KULIEYHOro TpakTa,
DHMI*, OpraHoB Manoro Tasa, NTo3bl MOMOBbLIX
nccnenoBaHme BeCTUOYNsipHOro OpraHoB Yy XeHLMH),
aHanmsaTopa*, BblCOKas UM OCNOXHeHHas 6nusopy-
ayanomeTpus*, KOCTb,
Y3W opraHoe manoro Tasa*, COCYAUCTbIV CUHAPOM,
Koarynorpamma, aktop Bunne- CUHAPOM BeretaTMBHOM ANCHYHKLNN
6paHTa, GUBpPUHOreH, aKTUBUPO-
BaHHas arperaums TpomboumToB*
MoHmxXeHHas TemnepaTy- |TepMmoMeTpus, MeaunaTtp, CuHApPOM BereTaTMBHOM AMCHDYHKLNMU
pa Bo3ayxa B npomussoa- |[IKT, AepmaTtornor, MMK,
CTBEHHbIX MOMELLEHUSAX OxoKIN (c obsizaTenbHON OLEHKO |HeBposor, COCYAUCTbIA CUHAPOM,
M Ha OTKPbITOM TEpPUTO- |MOKasaTenewn ANacTonmyeckon [odTtanbmMonor, |[Topako-avadparmanbHoe cepaue,
pumn byHKUNKM), XUpypr, MeTabonuyeckas KkapavomuonaTtus,
xontep-OKI ¢ oueHkon Bapua-|kapaunonor* apUTMUYECKNIA CUHAPOM,

B6POHXONEroYHbIA CUHAPOM,

CUHAPOM MMMYHOJIOMMYECKUX HapyLle-
HUN,
reMopparuyeckue
ManbHble AUCNNa3uK,
CUHAPOM rMMNepMobUIbHOCTU CYyCTaBOB

reMaToMe3eHXxun-

MoBbiWeHHas TemnepaTy-
pa BO34yXa B NpOV3BOA-

CTBEHHbIX MOMELLEHUSX U
Ha OTKPbITON TEPPUTOPUM,

TENIOBOE U3NTy4YeHne

KT,

Ox0oKI (c obsazaTenbHOM OUEHKOM
rnokasarenen OMAaCTONNYeCcKon
dyHKUMM),

xontep-3KI c oueHkon Bapwua-
6enbHOCTM cepaeyHOoro puTMa,
cnupomeTpus,

nybCOKCUMETPUS,
peHTreHorpadus rpyaHoOn KeTku
B ABYX npoekuusax 1 pas B rog,
onpegeneHve AepuBaToB remMorio-
6uHa,

Y3U nepudgepmnyeckmnx cocynos,
6unommkpockonus cpep rnasa*,
MMMYyHOrpamma*

MepunaTp,
Aepmarosor,
HeBpoJior,
odTanbmonor,
Xupypr,
Kapaunonor

CuHAPOM BereTaTMBHOW AUCHYHKLUMNK,
BbIPaXXeHHbIN aCTeHUYECKUA CUHAPOM
MMK,

COCYAUCTbIA CUHAPOM,
Topako-anadparmanbHoe cepale,
mMeTabonumyeckas kapavommuonaTtus,
apUTMUYECKNIA CUHAPOM,
6pPOHXONEroYHbI CUHAPOM,

CMHAPOM NAaToO/IOMMM OpraHa 3peHus
(Npy HanuMumMuM NpensaTCTBMS WUCMOSb-
30BaHMUIO KOPPUIMPYIOLWMX OYKOB (B
YCNOBUSIX MOBbILEHHOW BIAXXHOCTU U
TemnepaTypbl, 6o0nblwKX nepenasos
TemnepaTypbl),

CUHAPOM MMMYHONIOMMYECKNX HapylLue-
HWI
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lMponomxeHne

pon3BOACTBEHHbIE
akTopbl

HeobxoanMble AONONHUTENbHbIE
nabopaTtopHbie N HyHKLKNO-
HasibHble UccnegoBaHus**

Bpauu-
cneunanucTbl**

MeanunHCKMe NpoTMBOMNOKasaHus
y nogpoctkos ¢ ACT

dur3myeckme neperpyskm
(busnyeckas gMHamMu-
yeckasl Harpyska, Macca
rnogHMMaeMoro u nepeme-
LLL@eMOro rpy3a Bpyu4HYyo,
cTepeoTunHble paboune
OBWXEHUS, cTaTuyeckas
Harpyska,

pabouas nosa, HaKJ/IOHbI
Koprnyca, nepeMeLleHne B

OcTpoTa 3peHusi C Koppekumen
OXoKT,

xontep-3KI C oueHkon Bapua-
6enbHOCTN cepaeYyHoro puTMa,

o TanbMOCKONUS rNasHoro gHa*,
Y3 nepudepnyecknx cocynos wu
DHMI no pekoMeHAaUMn HEBPOSIO-
ra*,

peHTreHorpadus cyctaBoB, No3BO-
HOYHMKA MO peKoMeHAaumnn Xmpyp-

MNenwnaTtp, Topako-agnadparmManbHblii CUHAPOM
HeBpoJsor, MMK***,

Xupypr, COCYAUCTbIN CUHAPOM***,
odTanbMonor, |Topako-anadparmanbHoe cepaue***
peHTreHonor* MeTabonuueckas kapavommonaTma***,

apUTMUYECKNIA CUHAPOM,
OpOHXOMEroYHbIn  CUHAPOM, BUCLe-
panbHbIA CUHAPOM MPU HAANYMKU NTO-
30B U AMUCTOMNUN BHYTPEHHUX OPraHoB,
OpraHoB Masoro Tasa,

npocTpaHCcTBe ra u Hesponora*,

Y3W abaomuHanbHoe,

Y3W opraHoB Masoro Tasa,
KOMMblOTEpHas

no pekoMeHaauuu xmpypra

nnaHTorpapus

67M30pPYKOCTb BbLICOKOW U CpeaHen
cTeneHw,

CMHAPOM MaTonorum cTonbl (cTaTude-
CKaa Harpy3ka Ha HWXHWE KOHe4Ho-
CTW, XXMM Ha nepanb, ANuTenbHoOe CTo-
sSHUe, AnuTenbHas xoabba),

CUHAPOM rMNepMobUIbHOCTN CyCTaBoB
(paboTta, Tpebylowas MOBbIWEHHOM
HarpyskmM Ha KOHe4yHOCTW, 60nbluIoro
obbeMa ABMXKEHMI B CcycTaBax),
3HaunTenbHoe @du3nyeckoe nepeHa-
npsixxeHue,

noabEM W NEpPeHOC TAXeCcTen,
ONVTENbHOE BbIHYXAEHHOEe MoJloXe-
HVWe Tena (anuTenbHoe npebbiBaHWe
Ha Horax, ctTaTMyeckue Harpyskmu),
BEPTEOPOreHHbIi CUHAPOM

lpymeyaHye: * — nccnefoBaHNs, NPOBOAMMbBIE MO NOKA3AHUSM;

** — Bcem ob6cnenyemMbiM NOAPOCTKAM Npu NPOBEAEHUN NpeaBapUTeSbHbIX MEAULMHCKNX OCMOTPOB, COrflacHo npukady M3 PO
Ne 1346H o1 21 gekabpsa 2012 r., nposoauTtcsa OAK, OAM, dntooporpadus opraHoB rpygHoi knetku, 9K, nccnenoBaHne ypoBHS
roKo3bl B kKpoBU, Y3 opraHoB GPIOLLIHON MNOMOCTU, LMTOBUAHOM Xene3bl U OPraHoB PENPOAYKTUBHOM CUCTEMBI; BCE NOAPOCTKM
ocmaTpuBaloTCs neanaTpom, AETCKUM XUPYPIroM, LETCKMM CTOMATO10roM, AETCKMM YPOJSIOrOM-aHAPON0roM, eTCKUM 3HO0KPUHO-
I0rOM, HEBPOJIOrOM, TPAaBMaTO/N0roM-0pTONeaomM, oPpTanbMOIOroM, akyLepoOM-rMHEKOIOrOM, NCUXMATPOM NOAPOCTKOBLIM; Npu
npoBeaeHNN Nepnoanyecknx MeanunHckmx ocmotpoB — OAK, OAM, aHanna oK1UcK yrnepoa BbiabIxaeMoro Bo3ayxa ¢ onpeaene-

Hnem kapB6okcureMornobunHa;

* kK

CcMepTu.

Mpn npoBeaeHUN OCMOTPOB YHUTLIBAOTCH 3aKJIO-
YeHVs Bpayer-cneumanncTtoB U pesynbTaTbl UCCNeno-
BaHWI, BHECEHHbIE B MEANLUVHCKYIO JOKYMEHTAUMIO He-
COBEpPLUEHHONETHErO (MCTOPUIO pas3BuUTUS pebeHka),
[ABHOCTb KOTOPbIX HE MpeBbIlWaeT 3 MecsueB C OaThbl
NpoBeAEHMs1 OCMOTPA U/UNN NCCNEfOBAHMS.

Mpepnaraemeblii nepevyeHb HeGNAronpPUSATHLIX MPOU3-
BOACTBEHHbIX GaKTOPOB, MEANLMHCKNX MPOTMBOMNOKa3a-
HUI NO3BONUT Bpayy, kypupyowemy nogpoctka ¢ ACT,
pewaTb BOMPOCHlI OUEHKM NPOPECCUOHANBHON NMPUrog-
HOCTW B pamkax Bpa4yebHOro npodeccrnoHanbHOro KoH-
CYNbTUPOBAHNSA MOAPOCTKOB.

MNpuBeneHHbIE PEKOMEHAALMN OTHOCATCS K MOAPOCT-
kam ¢ OCT 6e3 pe3kmx PYHKUMOHANbHbIX OTKIOHEHUIA.
JaHHble pekomeHgaumMm He 3aMeHSAT OeNCTBYIOWMX ne-
peyHen MeonuMHCKUX NPOTUBOMOKA3aHUN, OOHAKO MOryT
ObITb MCMOJIb30BaHbI MPY PELLIEHNM 3KCNEPTHBLIX BOMPOCOB.

— NPV CHNXXEeHNN OCHOBHbLIX reMognHaMnyeckmnx rnokasartenemn Huxe 16-ro npoueHTunng, Hann4dnmn NnpegnkTopoB BHE3anHom

CuctemaTnyeckoe  BbINOJSIHEHME  peKOMeHZauMmin
Bpaya, Ncuxosora, NoceLleHne LWKo 340PO0Bbs MO3BO-
JINT MOBbLICUTb YCTOMYMBOCTb CEPLAEYHO-COCYAMNCTON,
HEPBHOW CUCTEM, OMOPHO-ABUraTENbHOro annaparta kK
BO3pacTalOLWMM Harpy3kam, pas3BuUTb OBUraTeNibHble U
KOMMYHWKaTUBHbIE HAaBbIKW, HEOOX0AMMbIE AN npodec-
CMOHanbHOro Bbibopa.

Takum 06pa3oM, WNPOKOoe BHEOPEHNE CUCTEMBI
npodeccnoHanbHOro BpPayYebHOro KOHCYJbTUPOBAHUS,
B3anmogencteme ¢ LleHTpammn 300p0oBbsa B MyHULMNATb-
HbIX 06pa3oBaHUsAX, CBOEBPEMEHHAs NpodopueHTauus
1 BpayebHas NpPodKOHCYNbTaUUSA MO3BOJAT COXPaHUTb
300p0OBbe, NpoduNakTUpoBaTb NPodeccnoHanbHO 0by-
CNOBJIEHHbIE 3260/1EBAHMS, UCMOJIb30BAThL Y MOAPOCTKOB
¢ ACT Bo3mMoOxHOCTM Hanbonee adEKTUBHOrO TPyAO-
YCTPOWCTBA.

13. MEAUKO-COUNAABHASA U BOEHHO-MEAULUMNHCKASA SKCMNEPTU3A

Bonpocbl meguko-coumnanbHon akcneptmndbl (MCI)
y naumentoB ¢ AOCT pewaloTca MHAMBUAYyabHO B 3a-
BUCVMOCTU OT U3MEHEHUN, BbISBAEHHbIX NMPU KIIMHUKO-
MHCTPYMEHTanbHOM obcnenosaHmm. Heo6xooumo nom-
HUTb, YTO OCHOBAHUAMUW AN MPUSHAHUS TFPpaxaaHuHa
VIHBANVAOM SBNAOTCA:

1) HapyLweHne 340P0Bbs CO CTONKNM PAaCCTPONCTBOM
dYHKUNI opraHm3ama, o0ycnoBfieHHOe 3aboneBaHnAMU,
nocneacTBMSIMU TPABM Unn gedekramu;

2) orpaHu4yeHve XU3HEeOEATENbHOCTU (MonHaa munm
yacTuyHasa yTparta JMLOM CMOCOBHOCTU MU BO3MOX-
HOCTWU OCYLLECTBNSATbL camMoobOCnyXuBaHMe, CaMoCTOsi-

TENbHO MNepenBuraTbCsl, OPMEHTMPOBATLCS, OOLLATLCS,
KOHTPONMpPOBaTb CBOE NoBeAeHne, 00y4aTbCst NN 3aHu-
MaTbCs TPYO0BOWN AESATENBHOCTLIO);

3) He06X0AMMOCTb OCYLLECTBIEHNS MEP COLMASIbHOWN
3aWMThl rpaxaaHuHa.

B cBA3K ¢ Tem 4TO B HacTtoswee Bpemsa ACT He nme-
€T cTaTtyca CaMOCTOATEeNIbHOM HO30/10rM4ecKon GopMbl,
npu HanpaeneHnn Ha MC3 B ka4yeCTBe OCHOBHOIo guva-
rHo3a ueniecoobpasHo ykasbiBaTb Beayllee 3aboneBa-
HWE MU CUHAPOM, MOCHYXUBLUMA HENOCPEACTBEHHOM
NMPUYMHOM yTpaTbl TPYAOCNOCOOHOCTU (BapUKO3Has
00ne3Hb BEH HWXHUX KOHeyHocTel, NMMK, 6ynnesHas
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amdusema, ckonmotTuyeckas gedopmaums NO3BOHOY-
HUKa 1 T. 4.). Mpn aTOM HEOBXOANMO NMOAYEPKHYTL MO-
JIMOPraHHbIN XapakTep NaTtofornv M NepedvnucnuTb BCe
ocTtanbHble nposeneHns OCT B rpade «conyTCcTByOWME
3aboneBaHus». na Toro 4tobbl NpeaocTaBuTb B OOPO
MC3 MakcMManbHO MOMHYI0 MHPOPMALMIO O COCTOSHUN
60nbHOro, nepeyeHb He0OXoAMMbIX 06CneaoBaHUN Lie-
necoobpa3HOo paclmnpuUTb B COOTBETCTBUM C alrOpuT-
MomMm auarHocTukn AOCT. B mMeouumHCKMX OOKYMEHTax
60NbHbIX, HanpaBieHHbIx Ha MC3, BaxHO oxapakTepu-
30BaTb TeyeHne 3aboneBaHns 1 okasaHne MeanLMHCKOM
NMOMOLLM MPU HEM, CPOKN OUATHOCTUKW, AJINTENBHOCTb
3a60/51eBaHus, YaCcTOTy 0OpaLLeHnii 3a MeANLMHCKOM No-
MOLLbIO, 06bEM 1 KQ4EeCTBO MEANLMHCKOM MOMOLLN, ANC-
naHcepusaumm, rocnutanusauum, a Takke pesynbTaThbl
NPOBeAEHHbIX peabunnTauMoHHbIX MEPOMNPUATUIA.

MpurogHOCTb K BOEHHOW cnyxbe onpenensieTcs B
COOTBETCTBUM C pacnmcaHmem 6onesHer n tabnuuemn
[OMONMHUTESNBbHBIX TPEOOBAHMIA K COCTOSIHUIO 3[0POBbS
rpaxaaH.

B pacnucaHun 6one3Hen npenycMaTpuBaloTcs Tpe-
60BaHUS K COCTOSIHUIO 3[00POBbS rpaxaaH npu nepeo-
Ha4vasbHOM NOCTAHOBKE HA BOMHCKMIA y4EeT 1 NPU3bIBE Ha
BOEHHY0 cnyx0y (I rpada); BoeHHOCyXaLuX, NPOX0oas-
LKMX BOEHHYIO cnyx0y no npu3sbiey (Il rpada); BOeHHO-
CnyXalmx, NPOXoasiLLNX BOEHHYIO CNyX0y N0 KOHTPaKTy
1 oduuepos 3anaca (lll rpada); rpaxnaH, npegHasHaya-
€MbIX 715 NPOX0XAEHNS BOEHHOW CnyX6bl HA MOABOLAHbIX
nogkax (IV rpada).

NMPUAOXEHUA

lNpunoxexne 1

MecTo gucnna3uii coeaANHUTENIbHON TKaHn
B MKB-10

11l BOJIE3SHU KPOBU, KPOBETBOPHbIX OPFTAHOB
M OTAEJIbHbIE HAPYLLEHUS, BOBJIEKAIOLLUE
MWMMYHHbIN MEXAHU3M

D50.0 XeneszopedpnuntHaga aHeMuUss BTOpUYHasa
BCJZiIeACTBME NOTEPU KPOBU (XpOHMYEcKas)

[MocTremopparmnyeckas (XpoHuyeckas) aHemums

UcknmoyeHbl: 0OCTpas nocTremMmopparnyeckas aHemMus
(D62)

BPOXAEHHas aHeMus BCNencTBMe KPOBOMOTEPU Y
nnona (P61.3)

D53.8 [lpyrme yTo4HEeHHble aHEMUU, CBA3aHHbIe
C NUTaHnem

AHemus, cBA3aHHaa ¢ neduuuTomMm: meam, monubae-
Ha, UMHKa

UcknoyeHa: HepoCTaTOMHOCTL NUTaHMA 6e3 ynomMmu-
HaHWA 006 aHeMUU, Takme Kak:

- pedvunt meanm (E61.0), peduumt monmnbaeHa
(Y61.5), nednumt umnHka (E60)

D53.9 AHemus, cBA3aHHasa C MUTAaHUEM, HeYyTOou4-
HEeHHasi

[MpocTasa xpoHnyeckas aHeMuns

UcknioyeHa: aHemus b1y (D64.9)

D65 [AucceMMHUpPOBaAHHOE BHYTPUCOCYAMUCTOE
cBepTbiBaHue (cuHgpom necdubpuHaumm)

AdunbpurHoreHemms npuobpeTeHHas, KoarynonaTtus
notpebneHus, gudpdysHas WM AMCCEMUHUPOBAHHAS
BHyTpucocyauctaa koarynaumsa (DJC), dubpuHonntu-
yeckasi KDOBOTOYMBOCTb NpUOBpeTeHHas

Mypnypa: bnbpunHonuTnyeckas, MoJIHMEHOCHas

UckmoyeH: cvHppom nedunbpuHaumm (OCNOXHSIO-
Wwuin): abopT, BHEMATOYHYIO UM MONSIPHYIO 6epemeH-
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HecMOTps Ha TO 4TO B HOPMATUBHbIX JOKYMEHTaxX OTCYT-
cTBYeT ynomuHaHve o ACT kak 06 oTAenbHON Ho300rmye-
cKon opMe, MHOrMe OUCnNacTMKo3aBMCUMbIE N3MEHEHUS
OrpaHnyYMBaloT roAHOCTb K BOEHHOM ciyxx6e. Hanpumep, Ha-
Jinyre nponanca MMTPanbHOro KnanaHa ¢ Npu3Hakamm cep-
nevHol HepoctaTodHocTn 1 DK 06YyCNoBNMBaET NPUHATUE
pEeLleHNst 0 TOOHOCTM OCBUOETENLCTBYEMbIX UL, K BOEHHOM
cnyx6e 1 K NOCTYMNEHNIO B y4UIMLLA M BOEHHO-y4Ye0HbIe 3a-
BeeHus. B To e Bpems Hannyne CTONKUX HapyLUEHWA pUT-
Ma cepaua v NPOBOAMMOCTHU, MAPOKCU3MabHbIX TaxMapuT-
Mui, a Takke cuHgpoma WPW npu ocBuaeTensCTBOBaHUM
no |l u Il rpadam onpenensietT HErogHOCTb K BOEHHO Cryx0e;
no lll rpacde — orpaHMYeHHyI0 roHOCTb K BOEHHOW Cnyxoe.
Mpwu aTOM cepaeyHas HeaoCcTo4HOCTb 1-2 DK mosnxHa ObITb
noaTBepXaeHa KapaAMoreMoouHaMMyecknumun  nokasare-
NaMK, BbISBASIEMbIMU NPW axoKapauorpadun, a Takke pe-
3yfibTaTamMu BENOSProMeTpumn AJ1s OLEHKN MHONBUAYAbHOM
NnepeHoCMOCT GU3NYECKON HAarpy3kn B COYETaHUN C aHa-
JIN30M KJIIMHMYECKNX NposiBNeHuiA 3abonesaHus.

B HOpMaTMBHbLIX JOKYMEHTax coaepXaTtcs cBeaeHus
06 akcnepTuae npu gedopmMaLmsix No3BOHOYHMKA, MN10-
cKocTonun, Mmonuu, aedununTe Mmaccol Tena, BeretaTma-
HOW ANCHYHKUMN, aCTEHNHECKOM CUHAPOME U T. M.

B 3apmauv Bpaya NepBUYHOro 3BEHa BXOASAT 3HAHUE
HOPMaTMBHbIX AOKYMEHTOB, AeTajibHas AnarHocTuka
deHoTunnyeckmnx npusHakos ACT, obcnenoBaHue npu-
3bIBHMKA B COOTBETCTBUUN C BbISIBIEHHBIM CUHOPOMOM U
TwaTtenbHoe oHpopMIEHNE MEANLMHCKOW JOKYMEHTaLNN
C y4eTOM CUCTEMHOrO XxapakTepa naTonoruu.

HocTb (O00-007, 008.1), y HoBopoxaeHHoro (P60),
6epeMeHHOCTb, poabl 1 NnocnepoaoBbli nepuog, (045.0,
046.0, 067.0, 072.3)

D69 NMypnypa n apyrue remopparmieckme cocto-
AHUS

UcknioyeHsli:

nobpokayecTBeHHas
ckas nypnypa (D89.0)

KpuornobynnHemmnyeckas nypnypa (D89.1)

mauonaTtmyeckasa (remopparumdeckas) TpombouuTte-
Mus (D47.3)

MOJIHMeHocHas nypnypa (D65)

TpomboTNYeckas TPOMOLMTONEHNYecKas nypnypa
(M31.1)

D69.1 KayecTBeHHble AedeKTbl TPOMOOLUTOB

TpombouuTonaTums

Uckmoyena: 6one3Hb Bunnebparaa (D68.0)

rmneprammarno6ynv|HeM|/He-

IVBOJIESHU 3HAOOKPUHHOW CUCTEMBI,
PACCTPOUCTBA MUTAHUSA U HAPYLUEHUA
OBMEHA BELLLECTB

E45 3apepxka pa3Butusa, obycnoeneHHasa 6en-
KOBO-3HEpreTu4eckom HeJ0CTaTO4YHOCTbIO

AnnmeHTapHasi: HU3KOPOCOCTb (Kap/IMKOBOCTb), 3a-
aepxka pocta

3agepxka GU3NYECKOro pa3BUTUS BCNeACTBUE He-
[OCTATOYHOCTU NUTAHUSA

E55.9 HepocTtaTto4yHoCcTb BuUTamuHa D HeyToOu-
HeHHas

AButamunHos D

E58 AnumeHTapHas HeA[OCTATOYHOCTb Kallib-
uus

Uckno4veHbl: HapylleHna obmeHa kanbums (E83.5)
nocneacTBmsa HeLOCTaTOYHOCTU Kanbuma (E64.8)

E59 AnnmeHTapHas HeJ0CTAaTO4YHOCTb CeJieHa

KelwaHckas 6051e3Hb
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UcknioyeHsbl: NnocneacTBms HEAOCTAaTOYHOCTU cene-
Ha (E64.8)

E60 AnMmeHTapHas HeA40CTaTO4YHOCTb LMHKA

E61.0 HepocTtaTto4yHOCTb Megu

E61.1 HepocTaTo4yHOCTDb Xene3a

Uckmoyena: xenesonedunumtHasa aHemus (D50.-)

E61.2 HepocTaToO4HOCTb MarHus

E61.3 HepocTaToO4HOCTb MapraHua

E61.8 HepmocTaTO4YHOCTb [APYrUX YTOYHEHHbIX
3/1IeMEeHTOB NUTaHus

E61.9 HepocTaToO4HOCTb 3JIEMEHTOB NUTaHUSA
HeyTO4YHEeHHas

E63.9 HepocTaTO4HOCTb NUTAHUSA HEYTOYHEHHas

E64.2 Nocnepcreus He[OCTAaTOYHOCTU BUTAMM-
HaC

E64.9 MocneamctBus HepocTaTOYHOCTUM nNuTa-
TeJIbHbIX BELL,EeCTB HEYTOYHEHHbIX

E83.4 HapyweHus o6mMeHa mariua

MnepmarHuemus, runomMarHmemMms

V NCUXUHECKHUE PACCTPOMCTBA
N PACCTPONCTBA NMOBEAEHUSA

F45 ComaTtodopmHbie paccTpoincTBa

UcknioyeHbl:  guccoumaTuBHbIE  PacCTpPOMCTBa
(F44.-), BoinepruBaHue Bonoc (F98.4), netckas ¢dop-
ma peun (nenet) (F80.0), cioctokaHbe (F80.8), kycaHue
HorTen (F98.8), ncuxonormvyeckume u MnoBedeHYeckue
dakTopbl, CBA3AHHbIE C HAPYLUEHUSAMU UK 6ONE3HAMN,
KnaccuounumpoBaHHbiMn B apyrux pybpukax (F54), cex-
cyanbHas AUchyHKUMSA, He 0OyCNOBNIEHHAs opraHuye-
CKUMW HapyleHuamu unm oneduamu (F52.-), cocaHue
nanbua (F98.8), Tmkm (B meTcTBe 1 NOAPOCTKOBOM BO3-
pacte) (F95.-), cuHopom ae na TypeTtTa (F95.2), Tpuxo-
Tunnomanus (F63.3)

F45.0 ComaTtusupoBaHHOE pacCTPONCTBO

MHoXecTBEHHOE NCMxocomMaT4eckoe pacCcTpONCTBO

F45.1 HepuddepeHunpoBaHHoe comatodpopm-
HOEe pacCTpPOMNCTBO

F45.2 noxoHapuyeckoe pacCTPOMCTBO

PaccTpoiicTBO, Bblpaxatouieecs B 03aO04EHHOCTU
COBCTBEHHbIM 300p0BbEM, ancMmopdodobus (Hebpeno-
Basl), MMOXOHAPUYECKNI HEBPO3, MMOXOHAPUS, HO30(h006MSA

F45.3 ComatodpopmHasa guchyHKLns BeretaTuB-
HO HEPBHOW CUCTEMBbI

KapananbHbii HEBPO3, cuHapoM ga KocTtbl, ractpo-
HEBPO3, HempoumpkynaTropHasa acteHus. NcuxoreHHble
dopmbl: aspodarnm, Kawng, guapeun, gucnencum, gu-
3ypun, MeTeopunama, MKoTbl, Fy60oKOro 1 4acToro gbixa-
HUS, YYaLLLEHHOro MOYencnyckaHus, CMHApomMa pasnpa-
XEHHOIO KMLLIEYHMKA, Nnnopocnasma

F45.4 YcTtoitumBoe comatodopmMmHoe OoneBoe
paccTponCcTBO

Mcuxanrus. McuxoreHHasa: 605b B CMHE, rOJfIoBHas
6011b, cOMaToPOpPMHOEe 60JIEBOE PACCTPONCTBO

UcknioyeHsbl: 6onb B cnnHe (M54.9); 6onb: BAY
(R52.9), octpasa (R 52.0), xpoHuyeckasa (R52.2), Hey-
ctpaHumas (R52.1), ronosHas 60/b HaNpPsXXEHHOro Tuna
(G44.2)

F45.8 Alpyrue comatodpopMHbie pacCcTponcTea

lMcuxoreHHas(bIn): ancmeHopes, aucdaruns, BKIO-
yas «rnobyc UcTepukyc», 3ya, Kpueowes. CkpexeTaHue
3ybamu

F45.9 ComaTtodopmMHOEe pacCTPOMCTBO HEyTOou4-
HEeHHoe

F48 [lpyrne HeBpOoTU4YECKME pacCcTpomcTBa

F48.0 HeBpacTteHus

Ucknioyensbi: acteHna BAY (R53), cocTosHmMe NcTo-
LLEHUS XU3HEHHbIX cun (Z73.0), HeooMOraHve n yTom-
nsemoctb (R53), cuHApoM yToMasieMocTn nocre nepe-

HEeCeHHOM BUpYCHoI 6Gone3nn (G93.3), ncuxacTteHus
(F48.8)

F48.8 [lpyrue yTo4HEeHHble HEBPOTUYECKME pac-
cTponcTBa

bone3Hb bpuke, cuHogpom [ata, npodeccmoHasb-
HbIli HEBPO3, B TOM YUCJIE MUCHUI CNa3dMm, MNCUxacTeHuns,
NncuxacTeHMYECKMIA HEBPOS3, MCUXOTEHHbI 06MOPOK

F51 PaccTpoiicTBa CHa HeoOpraHn4eckow 3TMono-
rmm

F51.0 BeccoHHULa HEOPraHU4YeCKOn 3TUOJIOTUU

F51.1 CoHNMBOCTb (rMNepcoMHUs) HeopraHmye-
CKOM 3TUOJI0rnn

F60.5 AHaHKacTHOe PacCTPOMACTBO JINYHOCTU

F60.6 TpeBoXHOe (YyKJIOHAIOWEeecs) paccTpom-
CTBO JINYHOCTHU

F62.8 [ipyrue ctoiikue n3ameHeHus JIM4HOCTU

XpoHu4ecknri 601eBOMN IMYHOCTHbINM CUHAPOM

F93.0 TpeBOXHOE pacCTpPOMCTBO y AETeun, Bbl-
3BaHHOE pa3nykom

F93.1 ®o6Guyeckoe TPEeBOXHOE PACCTPOMCTBO B
AEeTCKOM BOo3pacTe

F93.3 PaccTpoiAiCTBO CUGJINHIOBOrO conepHuye-
cTBa

F98.0 3Hypes3 HeopraHn4eckow npmupoabl

OHype3 (NepBUYHLIN) (BTOPUYHbIN) HEOPraHNYeCcKomn
npupoapbl, GyHKUMOHANbHbIV 3HYPES, MCUXOrEHHbIN 3HY-
pes, HegepXaHne MOYM HEOPraHMYeCKOro NPONCXoXae-
HUSA

UcknioyeH: sHypes BAY (R32)

F98.5 3aunkaHue (3annHaHue)

UcknioyeHnsi: Tnkn (F95.-), peyb B3axned (F98.6)

VI BOJIESHU HEPBHOW CUCTEMBbI

G90 PaccTpoiicTBa BeretaTuBHOM (aBTOHOMHOIM)
HEpPBHOW CUCTEMBI

UcknioyeHbl: pacCTPOWCTBO BEreTaTUBHOM HEPBHOM
CUCTEMbI, BbI3BaHHOE ankoronem (G31.2)

G90.0 UanonaTuyeckasa nepudepuyeckas Bere-
TaTuBHasg HeBponaTus

O6MOpPOK, CBA3AHHLIN C pasapaXxeHnem KapoTUaHO-
ro cMHyca

G90.9 PaccTpoiicTBO BeretatTMBHoii (aBTOHOM-
HOW) HEPBHOW CUCTEMbI HEYTOYHEHHOE

VIl BOJIESHU I1A3A
U Ero NPUOATOYHOIO AMMNAPATA

H43.0 BbinapeHue CTekNoBMAHOro tena (npo-
nanc)

UcknioyeH: CNHOPOM CTEKNOBUAHOrO Tena nocne
onepaumn no nosoxy katapakTtbl (H59.0)

H49 Napanutnyeckoe kocornasme

UcknioyeHsbl: odTanbMmonnerns:

— BHYTpeHHsia (H52.5), BHyTpuspepHas
HaabsaepHasa nporpeccupyowasn (G23.1)

H52 HapyweHunsa pedpakuum n akkomogaumm

H52.0 NMnepmeTponus

H52.1 Muonus

H52.2 ActurmaTtusm

H52.5 HapyweHuns akkomopauum

(H51.2),

VIII BOJIE3HU YXA U COCLEBUAHOIO OTPOCTKA
H80 OTocknepos
IX BOJIEBHU CUCTEMbI KPOBOOBPALLLEHUA

115 BropuyHaa runepTteH3unsa
115.8 Apyras BTOpu4Hada runeptTeH3uns
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115.9 BropnyHaga runepTeH3nsa HeyTo4HeHHas

134 HepeBmaTuyeckme nopaxeHus MUMTpanbHOro
KnanaHa

134.0 MuTtpanbHaa (knanaHHasl)) HepocTaToOuy-
HOCTb

MwuTpanbHaga (knanaHHaq): GyHKUMOHaNbHasA, Heno-
CTaTO4YHOCTb, peryprutaums (BAY nnm yro4HEHHON npu-
YMHbI, KDOME PeBMaTUYECKOMN)

134.1 Mponanc (nponabupoBaHne) MUTPasbHOro
KnanaHa

CuHOpoM BbIOYxXaoLW,ero MMTpanbHOro knanaHa

Ucknroyen: cnippom MapdaHa (Q87.4)

135.1 AopTtanbHas (knanaHHasl)) HepocTaToOuy-
HOCTb

AopTanbHaga (knanaHHaq): dyHKUMOHaNbHas Heno-
CTaTO4YHOCTb, peryprutaums (BAY nnm yro4HEHHON npu-
YMHbI, KDOME PeBMaTUYEeCKOMN)

136.1 HepeBmaTnyeckasa HeJO0CTAaTOYHOCTb TPEX-
CTBOpYATOro KfanaHa

TpukycnugansHasa (knanaHHas) @yHKUNOHaIbHasA He-
LOCTaTto4HOCTb, peryprutauva (BAY wnm yTo4HEeHHOon
NPUYNHBI, KDOME PEBMATUYECKON)

137.1 HepocTaToO4HOCTb KjlanaHa Jiero4yHon ap-
Tepun

JleroyHoro knanaHa: dyHKUMOHaNbHas HegoCTaTou-
HOCTb, peryprutaumnsa (BAY nnm yTOYHEHHOW NPUYHUHDI,
KPOME peBMaTnU4eCcKom)

142 Kapauomuonartus

143.1* Kapaguomuonatus npm mMmetabonn4yeckux
HapyLIeHUsaX

143.2* KapanomuonaTusa npu paccTpoicTBax nu-
TaHus

144 NMpepcepaHo-Xenyaovykosas (aTpUOBEHTPU-
KynsipHas) 6nokapa v 6a1okaga neBoii HOXKM NMyvka
(Fuca)

144.0 NpepcepaHo-xenypovykoBasa 61okapa nep-
BOW CTErneHun

144.1 NMpepacepaHo-Xenyao4koeasa 6jokaga BTO-
poi cTeneHun

ATpunoBeHTpukynapHas 6nokaga, tvn | u ll, 6nokana
Moo6uTua, Tvn | 1 ll, 6nokaga BTopon ctenenun, Tun |l n ll,
6nokapa BeHkebaxa

144.2 NpepcepaHo-xenynovukoBaqa 6a1okaga non-
Has

MonHas 6nokana cepaua BAY, 6nokana TpeTbel cte-
neHu

145 Apyrue HapyLwieHUs NpoOBOAUMOCTU

145.0 Bnokaga npaBoi HOXKM NMy4yKa

145.1 Opyras u HeyToYHEeHHaa Gnokapa npaBoi
HOXKM My4Ka

Bnokapa passeTBAeH NpaBor HOXKM nyyka BAY

145.2 iByxnyykoBasa 6i1okana

145.3 Tpexny4ykoBas 6n1okaga

145.4 Hecneundunyeckas BHYTpPUXENyaovKkoBas
onokapa

Bnokapa Hoxkn nyyka BAY

145.5 Apyras yrouHeHHas Gnokapa cepaua

CuHycHoO-npencepaHaa 6nokaga, CUHOAYPUKYNsip-
Hasa 6nokana

Uckmoyena: 6nokana cepgua 64Y (145.9)

145.6 CuHgpom npexpeBpeMeHHOro Bo3oyxae-
HUSA

AHOManMn npencepaHoO-XenynoykoBoro BoO30YyX-
neHus. MpencepnHO-XenynoykoBoe  MpoBefeHue:
YCKOPEHHOE, MO AOMOJIHUTENbHBIM MYTAM, C Npexaes-
pemMeHHbIM BO306yxaeHnem, cuHapom JlayHa — MaHoHra —
JNeBuHa, cnHgpom Bonbda - NapknHcoHa — Yanta

146 OcTtaHoBKa cepaua

146.0 OcTaHOBKa cepaua C ycrnelwHbiM BOCCTa-
HOBJIEHUEM CepAeYHON JeaTesIbHOCTU
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146.1 BHe3anHaga ceppevyHas CMepTb, TakK Onu-
caHHas

UcknioyeHsi: BHe3anHasa cmepTtb BAY (R96.-)

npu: HapyweHun nposogumoctn (144-145), nHdap-
KkTa mmokapgaa (121-122)

146.9 OcTaHOBKa cepaua HEYyTOYHeHHas

147 MNapokcuamanbHasa Taxukapaus

147.1 HapxenypodkoBas Taxmkapaus

Mapokcu3amanbHaa  Taxukapgusa:  npeaceppHas,
npencepaHo-Xenyao4koBas, Mcxoaqiuias n3 a-B coeau-
HeHus, y3noBas

147.2 )XenypoukoBas Taxukapausa

148 dnGpunnauusa n TpenetaHue npeacepaui

149 Aipyrue HapywieHus cepae4yHoro putma

149.0 ®uGpunnauua n TpenetaHue Xenypou-
KOB

149.1 MpexpaeBpeMeHHaa genongpusauua npeg-
cepanmn

MpexaeBpeMEHHbIE COKpaLLeHNs Npeacepamnn

149.2 MpexaeBpeMeHHas Aenonspusauus, Uc-
xoafuwas n3 coeauHeHus

149.3 MNpexaespeMeHHaqa genonsapusaums Xxeny-
LAO4YKOB

149.4 [lpyras n HeyToO4HEHHasa aenonapusauus

OKTOMMYecKme CUCTOSbl, IKCTPACUCTOSbl. DKCTpaCK-
cTosInYecKas apuTMus

MpexaeBpemMeHHble: cokpaleHus BAY, cxatus

149.5 CuHapom cnaGocTu CUHYCOBOIO y35a

CuvHOpoM Taxmkapaun-6paagnkapaomm

149.8 Apyrue yTo4YHEHHble HapyLUEeHUsa cepped-
HOro puTMma

HapylleHusa putma: KOPOHAPHOr0 CUHYCa, 3KTonuye-
cKue, y3noBble

150 CeppeyHas He[OCTAaTOYHOCTDb

150.0 3acToiiHag cepae4yHas He4OCTaTOYHOCTb

BonesHb cepaua 3aCTOMHOro xapakrepa, npaBoXxe-
NyA04KOBas HEOOCTATOYHOCTb (BTOPUYHASA MO OTHOLIE-
HUIO K JIEBOXENYA,04YKOBOM HEAOCTATOYHOCTM)

150.1 JleBoXenypo4koBass HEAOCTAaTOYHOCTb

OTek nerkoro, OCTpPbIA NEroyHbli OTEK, cepaeyHas
acTMa, JIeBOCTOPOHHASA cepaeyHas HefOCTAaTOYHOCTb (C
ynoMuHaHveM o 6onesHun cepgua BAY vnun cepaeyHol
Hef0CTaTOYHOCTU)

150.9 CeppeyHas HeJOCTAaTOYHOCTb HEYTOYHEH-
Has

HepoctaTto4yHOCTb 060MX XENYAOYKOB, CEpPAEYHas
(cepmua) wnu MuokapgmanbHas HeOOCTaTOYHOCTb
BAY

151 OcnoXxHeHUs1 1 HETO4YHO 0003HaYeHHble 60-
ne3Hu cepaua

151.1 Pa3pbiB CyX0Xunuii xopabl, He Kilaccudpu-
LMPOBaHHbINA B APYrnx pyopukax

151.2 Pa3pbiB COCOYKOBOW MbILULbl, HE KJIaCCU-
¢duuMpoBaHHbI B APYrux pyoépukax

151.3 BHyTpuceppaeuHbii Tpom003, He KJaccu-
duuMpoBaHHbIA B APYrux pyoépukax

Tpom603 (HaBHUIN): BEPXYLUEYHbIN, NPeacepaHbIi,
ylwika npeacepaus, Xenyno4koBbIil

151.5 [lereHepauua muokapga

JereHepauua cepgua wan Mmokapga: Xuposas,
cTapyeckas. MuokapananbHas 60n1e3Hb

151.7 Kapanomeranus

CeppaeyHoe(asd): pacwmpeHune, runeptpodua. Juna-
Tauusa Xenyao4ykos

160 Cy6apaxHouaanbHOe KpOBOU3NUaHUE

160.0 CyGapaxHoupanbHOe KPOBOU3NUSAHUE U3
KapoTUAHOro cuHyca v 6udypkauunsa

162 ipyroe HeTpaBMaTU4YECKOE BHYyTpU4epernHoe
KPOBOU3NUSHNE

167 Opyrue uepebpoBacKynspHbie 6051e3HN
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167.0 PaccnoeHue MoO3roBbix apTepuii 6e3 pas-
pbiBa

167.1 AHeBpu3ama mo3ra 6es paspbiBa

Moarosas(oi): aHeBpuama BlY, apTepnNOBEHO3HbIN
CBULL, NPUOOPETEHHbIN

UcknoyeHsl: BpOXAeHHas aHeBpu3ma mo3ra 6e3
paspbiBa (Q28.-), pasopBaHHas aHeBpuM3mMa MO3ra
(160.7)

171 AHeBpu3Ma u paccriioeHne aopTbl

171.0 PaccnoeHue aopThbl (N1i060M 4acTu)

PaccnauvBatowaa aHeBpu3ama aopTbl (pasopBaHHas)
(noboii vacTu)

171.1 AHeBpu3Ma rpyaHoM 4acTu aopTbl pasop-
BaHHas

171.2 AHeBpu3Mma rpyaHoii 4acTu aopTbl 6€3 yno-
MUWHaHNS O pa3pbiBe

171.3 AHeBpu3Ma OpIOLLHOK aOpPThbl pa3opBaHHadA

171.4 AHeBpu3ma GplOLIHOM aopPTbI 63 ynomMuHa-
HUSA O pa3pbiBe

171.5 AHeBpu3Ma rpyaHoOii U OpIOLWIHOK aopThl
pa3opBaHHas

171.6 AHeBpuM3Ma rpyaHoOii U OGpPIOLWIHOI aopThl
6e3 ynoMuMHaHUs O pa3pbiBe

171.8 AHeBpu3ma aopTbl HEYTOYHEHHOW NOKanNun-
3auuu pa3opBaHHas

PaspbiB aopThl BAY

171.9 AHeBpu3ma aopTbl HEYTOYHEHHOW NOKanun-
3auum 6e3 ynoMmHaHus 0 pa3pbiBe

AHeBpu3Ma, aunaTtauus, rmaanHoOBbIN HEKPO3 aopPThl

172 Apyrue dpopmMbl aHEBPU3MbI

BknoyeHa: aHeBpu3ma (BeTBucTas) (noxHas) (pa-
30pBaHHas)

Ucknwoyerna: aHeBpuama: aoptbl (171.-), apTtepuo-
BeHo3Hasa BAY (Q27.3), npuobpeteHHas (177.0), uepe-
OpanbHasa (6e3 paspbiBa) (167.1), pasopsaHHas (160.-),
KopoHapHas (125.4), cepaua (125.3), neroyHon aptepum
(128.1), cetyatku (H35.0), Bapuko3sHas (177.0)

173 Opyrue 6one3Hn nepudpepuyeckux cocyaos

173.0 Cunppom PeiiHo

PeiiHo: 6ones3Hb, raHrpeHa, peHomeH

178 Bones3Hu KanUINapPoB

178.0 HacneacTtBeHHasa remopparmyeckas tene-
aHrnoakTasus

BonesHb Panato — Ocnepa — Bebepa

183 Bapuko3Hoe pacLuMpeHue BEeH HMKHUX KO-
He4yHocTen

183.0 Bapuko3Hoe pacluMpeHne BeH HUXXHUX KO-
He4YHoCcTen ¢ 93BOM

183.1 Bapuko3Hoe pacluiMpeHne BeH HUXXHUX KO-
HEYHOCTEWN C BOCnaNieHueMmM

183.2 Bapuko3Hoe paclumpeHne BeH HMKHUX KO-
HEe4YHOCTEeN C 93BO U BOCNasieHueM

183.9 Bapuko3Hoe pacluMpeHne BeH HUXHUX KO-
He4YHocTel 6e3 A3Bbl UM BOCNaneHus

184 Fremoppoi

Bkusio4yeHbl: BApUKO3HOE paCLUMpPEHME BEH aHyca
VAN MPSMON KALLIKW, FeMOPPOUAaSbHbIE Y3bl

UcknioyeHnbi: OCJIOXKHSIOLLMIA: 6epeMeHHOCTb
(022.4), poapbl unu nocneponoBon nepuop, (087.2)

184.0 BHYyTpeHHUI1 TPOMOUpPOBaHHbIA reMoppoii

184.1 BHYyTpeHHUIi reMOppoi C APYrMMU OCJIOX-
HEeHUsMu

BHYTpEHHMIN reMoppon: KPOBOTOYALLNMIA, Bbinagato-
LN, YIWEMSEHHbIV, N3bA3BNEHHbIN

184.3 Hapy>xHbliA TPOMOMPOBaHHbIA FEMOPpPO

184.5 HapyxHblit remoppoii 6e3 0CNoXXHeHUsa

184.9 Femoppoii 6e3 0CNOXXHEHUS HEYTOYHEHHbIV

185 Bapuko3HoOe pacluMpeHune BeH nuiiesoga

185.0 Bapuko3Hoe pacluMpeHune BeH nuweBoaa ¢
KPOBOTEYEHUEM

185.9 Bapuko3Hoe paclumpeHue BeH nuwieBoaa
0e3 KpoBOoTEeuYeHUs

186 Bapuko3Hoe pacLumpeHue BeH ApPYrux sokKa-
nusauun

186.0 Bapuko3Hoe paclumMpeHue noabsa3bi4HbIX BEH

186.1 Bapuko3Hoe paclumpeHue BeH MOLUOHKU

186.2 Bapnko3Hoe paclimpeHue BeH Tasa

186.3 Bapuko3Hoe pacLuMpeHue BeH BYJibBbl

186.4 Bapuko3Hoe pacluMpeHue BEeH Xenyaka

186.8 Bapuko3Hoe pacLimpeHue BeH ApYyrux
YTOYHEHHbIX JIOKanusauum

Bapuvko3Has s3Ba HOCOBOW NepPeropoakKun

187 Opyrne nopaxeHus BeH

187.2 BeHo3Has HeAQOCTAaTOYHOCTb (XpPOHU4e-
ckasi) (nepudepunyeckas)

187.8 Alpyrue yTo4HEeHHble NOPaXXeHUs BEH

195 N'MnoTeH3usa

195.0 UanonaTuyeckasa runoTeH3ns

195.8 Apyrue Buabl rMnoTeH3nmn

XpoHunyeckas rmnoTeH3uns

195.9 'MnoTeH3usa HeyTOYHEeHHasa

X BOJIE3HU OPrAHOB ObIXAHUSA

J43 Omdpusema

J43.9 Omdpusema (nerkoro) (nero4Has)

BAY, 6ynnesHas, Be3ukynsipHas, aMpuU3emMaTo3Hbli
ny3blpek

J93 NMNHeBMOTOpaKeC

J93.0 CnoHTaHHbIVi NTHEBMOTOPAaKC HanpsiXXeHus

J93.1 [pyroii CnoHTaHHbI MTHEBMOTOpPAaKC

J93.8 [pyroit nHeBMOTOpPaKC

J93.9 NHeBMOTOPaKC HEYTOYHEHHbIN

X1 BOJIE3HU OPTAHOB NMULLEBAPEHUSA

K07 YeniocTHO-nuuEeBble aHOManuu (BKio4as
aHoOManuu npukKyca)

K07.0 OcHOBHble aHOMaNINM pa3sMepoB 4YesocTen

K07.1 AHOManuu 4esiloCTHO-4epernHbIX COOTHO-
LUeHun

K07.2 AHOManum cooTHOLLEHNA 3yOHbIX Ayr

K07.3 AHoOManum nonoxeHus 3y6oB

K07.4 AHoOMmanus npukyca HeyToO4HeHHas

KO07.6 Bone3Hn BUCOYHO-4E€JIIOCTHOIO cycTaBa

K22 [ijpyrue 6ones3Hn nuwesona

K22.4 AucknHesus nuwieBoaa

K22.5 AluBepTukyn nuwieBoaa npmMoodpeTeHHbIn

K30 Oucnencusa

HapylweHune nuuwesapeHus

K31.3 NMunopocna3m, He knaccuduumnpoBaHHbIN
B ApYyrux pyopukax

K31.4 uBepTuUKyn Xxenyaka

K40 NaxoBas rpbika

K40.0 IByCTOPOHHSAS NaxoBasd rpbiXka C HEMpPOXo-
ANMOCTbIO 6€e3 raHrpeHbl

K40.1 [IByCTOPOHHAS NMaxoBaf rpbika C raHrpe-
HOW

K40.2 1BycTOPOHHSAS NaxoBag rpbika 6e3 Henpo-
XOAWMOCTU UJIN FraHIPEHbI

LByCcTOpOHHAS naxosas rpbixa bAY

K40.3 OQHOCTOPOHHSASA UM HEYTOYHEHHas naxo-
Bas rpbhkKa ¢ HEMPOXOANMOCTbIO 6€e3 raHrpeHbl

MaxoBas rpbixa (0QHOCTOPOHHSS): Bbl3blBaloLas He-
NPOXOAMMOCTb, YLLIEMJIEHHAs, HEBMNPaBUMada, CTPaHry-
naumoHHas (6e3 raHrpeHbl)

K40.4 OgHOCTOPOHHSASA UM HEYTOYHEHHasa naxo-
Basi rpbhKa C raHrpeHomn

K40.9 OaHOCTOPOHHSAN UM HEYTOYHEHHas Nnaxo-
Bas rpbhka 6e3 HeNpPoOXoANMMOCTHU UJIU FraHrPEeHbI

61



HALLUOHAABHBIE PEKOMEHAALUU

NATIONAL RECOMMENDATIONS

K41 BegpeHHas rpbixa

K41.1 OBycTOpOHHASA OegpeHHas rpbika C raH-
rpeHom

K41.2 [1sycTOopoHHAqa GepgpeHHasq rpbika 6e3 He-
NPOXOANMOCTMU WUJIN FraHIPEHbI

K41.3 OOHOCTOPOHHSA WU HEeyTOYHeHHasa Oe-
APeHHas rpbika Cc HeNnpPoxXoAUMOCTbIO 6e3 raHrpeHsbl

BeppeHHasa rpbpka (OOHOCTOPOHHSAS): Bbi3blBatoLLAs
HEeNpPOXoAMMOCTb, YLLIEMJIEHHAs, HEBMPABMMAs, CTPaH-
rynsunoHHas (6es raHrpeHbl)

K42 NMynoyHas rpbika

Biusro4eHa: 0KONonyno4yHas rpbika

UckmoyeHo: ompanouene (Q79.2)

K42.0 NMyno4yHasd rpbiXa ¢ HeNPoOxXoAUMOoCTbio 6e3
raHrpeHbl

MynoyHas rpbixa: Bbl3blBalOWAS HEMNPOXOAMMOCTb,
yUWEMJIEHHad, HeBMNpaBuMas, CTPaHrynsiuMoHHasa (6e3
raHrpeHbl)

K43 MNpbixka nepegHei OpPIOLWHOA CTEHKN

Bis1io4eHsblI: rpbixXa: HagupeBHas, MHLUM3MOHHAA

K44 NOnadparmanbHasa rpbika

BknroyeHbl: rpbiXka oTBEPCTUS Anadparmbel (nuwe-
BOLHOrO) (CKONb3ALLAas), OKONONMLLEBOAHASA rPbiXa

UckmoyeHbl: BPOXAEHHAA rpbixa: anadparmanbHas
(Q79.0), nnweBoaHoro oteepcTus anadparmel (Q40.1)

K57 OuBepTukynsapHas 6051e3Hb KULLIEYHUKA

Bkso4yeHbl: pBEPTUKYNNUT, AMBEPTUKYNE3, OMBEP-
TUKYN TOHKOM (TONICTOM) KNLLKN

UcknoyeHbl: BPOXAEHHbI OVBEPTUKYIT KMLLEYHMKA
(Q43.8), omeeptukyn anneHgukca (K38.2), ansepTtukyn
Mekkens (Q43.0)

K57.0 AneepTukynsapHasa 60/1e3Hb TOHKOW KULLUKU
c npo6ogeHuem n abecueccom

JOunBepTukynspHas 601e3Hb TOHKOW KULIKN C NEPUTO-
HUTOM

UcknoyeHbl: BPOXAEHHbI OUBEPTUKYIT KMLLEYHMKA
(Q43.8), omeepTukyn anneHaukca (K38.2), aneepTukyn
Mekkens (Q43.0)

K57.1 AneepTukynsapHasa 601e3Hb TOHKOW KMULUKU
0e3 npoboneHusa n abecuecca

OneepTukynsapHasa 60ne3Hb TOHKOM Knwkn BAY

Ucknoyena: nueepTukynsapHas 601e3Hb 1 TOHKOM, 1
ToncTon kuLku 6e3 abcuecca (K57.5)

K57.2 OuBepTukynapHas 605e3Hb TOJICTOMN KULLI-
Ku ¢ npo6oaeHuem n abcueccom

OneepTukynsipHas 6one3Hb 060404HOM KULLIKN C ne-
PUTOHUTOM

Ucknoyensl: nmBepTukynspHas 60ne3Hb 1 TOHKOW,
M TONCTOM KMLWKK ¢ NnpoboaeHnem n abeueccom (K57.4)

K57.3 OuBepTukynsapHasa 605e3Hb TOJICTOMN KULL-
Kn 6e3 npo6ogeHua n abcuecca

OneepTukynsipHas 6one3Hb 060404HON knwkn BOY

UckmoyeHa: pnBepTukynapHas 601e3Hb 1 TOHKON, 1
TosIcTON Knwkum 6e3 npoboaeHns nnmn abeuecca (K57.5)

K57.4 OueepTukynapHaa 60ne3Hb U TOHKOW, U
TOJICTOI KMLLIKKU ¢ npo6oaeHuem u abcueccom

JOuBepTukynspHas 60ne3Hb U TOHKOW, WU TOJNCTOM
KMLLKN C NEPUTOHUTOM

K57.5 OueepTukynapHaa 60ne3Hb U TOHKOW, U
TOJICTOI KNLWIKU 6e3 npoboaeHns unm abcuecca

OneepTukynsipHass 60Ne3Hb M TOHKOW, U TOJICTOW
Kuwku BAOY

K57.8 OuBepTukynapHasa O0osie3Hb KULUEYHUKA,
HEeYyTO4YHEeHHOW YacTu, c npoboaeHnem u abecueccom

JunBepTukynspHasa 6one3Hb kuwevHnka B4Y ¢ nepu-
TOHUTOM

K57.9 OuBeptukynapHas 60sie3Hb KULLUEYHMKA,
HEeyTO4YHEeHHOo YacTu, 6e3 npoboaeHus n abcuecca

JunBepTukynsapHas 60/1€3Hb KNLLIEYHMKA

K58 CuHgpom pasgpaeHHOro KuLle4yHuka
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BknioyeH:
KULLIKN

K58.0 CuHgpomMm pasppaXeHHOro KuwieyHuka C
Avapeen

K58.9 Cungpom pasgpa)eHHOro KkuwieyHuka 6es
Anapeu

CuHOpOM pasgpaxeHHOro kuweyHuka by

K59 [pyrue ¢pyHKUMOHaNbHbIE KULLUEYHbIE Hapy-
LweHus

UcknioyeHbl: W3MEHEHUSI COCTOSHUS  KULLEYHUKA
BAY (R 19.4), dyHKUuMOHanbHbIE paCCTPOMCTBA Xenyaka
(K31.-), HapyweHune BcacbiBaHMa B kuweyHuke (K90.-),
NMCUXOreHHble KnlleyHble paccTpoinctea (F45.3)

K59.0 3anop

K59.1 dyHkumoHanbHaga guapes

K59.3 MerakonoH, He knaccuduunpoBaHHbI B
Apyrux pyopukax

PaclmpeHne 060404HOMN KNLLIKKW, TOKCUYECKMIA Mera-
KOJOH

UcknoyeHbl: merakonoH (npu): 6onesxun Llaraca
(B57.3), BpOXAEHHbIV (araHrnnoHapHbliii) (Q43.1), 60-
nesHn Mpwnpydra (Q43.1)

K63.4 QHTeponTos

K82.8 Apyrue yTO4HEHHble 0OJIe3HMN XENYHOro
ny3bips

Cnarnkun, atpodwus, Kucta, OUNCKUHE3US, TMNepTpo-
duna, otcytcTBue GYHKUMKW, A3Ba My3bIPHOrO MpoTOoKa
VI XXENTYHOT O Ny3blps

K82.4 XonecTepo3 xen4yHoro ny3bips

CUHAPOM pasapaxeHHoOW o000404HOM

XI1 BOJIEBHU KOXXU N NOAKOXXHOW KNETYATKU

L20 Atonuuyeckuii pepmMmaTuTt

UcknioyeH: orpaHnyeHHbli HenpoaepmatuT (L28.0)

L90 ATpoduyeckme nopakeHus KoXxmu

L90.6 ATpoduuyeckue nonocsl (striae)

L90.8 Apyrue atpodpunyeckne N3MeHeHUs KOXn

L90.9 ATpoduyeckoe U3MEeHEeHNEe KOXU HeyTou-
HeHHoe

L91 MNinepTpoduyeckne usmMeHeHUs KOXun

L91.0 KenoungHbiii pyoel,

Mmneptpoduyecknin pybeu, kenong,

Uckmoyenbi: yrpn kenovgHele (L73.0), pybew BAY
(L90.5)

L91.8 [Apyrue runeptpodunyeckme U3MeHeHus
KOXU

L91.9 NunepTpoduueckoe n3aMmeHeHne KOXu He-
YTO4YHEHHoe

L92.8 [Opyrue rpaHynemMaTo3Hble WU3MeHeHus
KO>XU U NMOAKOXXHOW K/leT4yaTKun

L92.9 IpaHynemMato3HOe MU3MEHEHUe KOXU U
NOAKOXXHOWM KJIeT4aTKN HeYyTOYHEHHOe

X1l BOJIE3HU KOCTHO-MbILLEYHO CUCTEMbI
U COEOUHUTEJIbHOM TKAHU

M12 [pyrue cneundpunyeckme aprponarum

Uckmoyenbr: aptponatna bBAY (M13.9), aptpo3
(M15-M19), nepcTHe4vepnanosuaHas aptTponatus (J38.7)

M12.5 TpaBmaTunyeckasa apTponarus

UcknioyeHsbl: nocTTpaBmMatuyeckun apTtpos: BbAY
(M19.1), nepBoro npeanItoCHO-MIOCHEBOrO cycTaBa
(M18.2-M18.3), TasobempeHHoro cyctaBa (M16.4-
M16.5), koneHHoro cyctasa (M17.2-M17.3), opyrux ot-
nenbHbix cyctaBos (M19.1)

M24.5 KoHTpakTypa cycTtaBa

UcknoyeHsi: npnobpeTeHHble fedopMaLLn KOHEY-
HocTelrn (M20-M21), KOHTpakTypa CyxOoXunus Bnara-
nuuwa 6e3 KoHTpakTypbl cycTtaBa (M67.1), KOHTpakTypa
HiontoutpeHa (M72.0)
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M24.6 AHkKMno3 cycTaBa

McknioveH: no3BoHo4YHMKa (M43.2),
HOCTb cycTaBa 6e3 aHkuno3a (M25.6)

M24.7 MpoTpy3na BepTNyXXHON BNaauHbl

M25.5 Bonb B cycTaBe

M35.7 MmnepmMoOWnbHLIM CUHOPOM pa306onTaH-
HOCTU, U3NULLUHE NOABUXHOCTU

CemeliHas cnabocTb CBA30K

UcknioyeHsbl: cnHpopom Onepca — HaHno (Q79.6),
cnabocTb cBA30ok BAY (M24.2)

M40 Kudo3 n nopaos

Ucknrwoyenbi: knpockonnos (M41.-), kudos n nop-
003: BpoXxAaeHHbIl (Q76.4), nocne MeanuMHCKUX npoue-
Ayp (M96.-)

M40.0 Kndo3 no3SMUnNOHHbIN

UcknioyeH: oCTeoXoHAP03 N03BOHOYHMKA (M42.-)

M40.1 Apyrue BTOpUYHbIe KNP O3bl

M40.2 ipyrue v HeyTO4YHEeHHbIe KNP O3bl

M40.3 CuHapomM NpsaMOi CNUHbI

M40.4 Oipyrue nopao3bl

Nopno3: nprobpeTeHHbIN, NO3ULMOHHbIN

M40.5 Jlopno3 HeyTOYHEHHbI

M41 Ckonuo3s

BknroyeH: kndpockonmos

UcknioyeHbl: BPOXAEHHbIM ckonmod: BAY (Q67.5),
BCieACTBME MOopoka pa3BuTtusa kocten (Q76.3), nosnuym-
OHHbIN (Q67.5), kndockonnoTryeckas 60ne3Hb cepaLa
(127.1), nocne megnumHckux npouenyp (M96.-)

M41.0 UHdaHTUNBHBIA MAMONaTUYECKUA CKO-
nvo3s

M41.1 IOHoweckuii nguonaTn4ecKkmni CKoamos

Ckonro3 y noapocTKOB

M41.2 ipyrue nanonatnyeckue CKono3bl

M41.3 TopakoreHHbIV CKOINO3

M41.4 HepBHO-MbILLEYHbIA CKOJINO3

Ckonno3 BcneacTsue uepebpanbHOro napanuya,
aTakcun @pupgperixa, NONMOMUENNTA N APYTUX HEPBHO-
MbILLIEYHbIX HAPYLLEHWUIA

M42 OcTeoxoHAPO3 NO3BOHOYHUKA

M42.0 FOHOLWweCcKuii 0CTEOXOHAPO3 NO3BOHOYHMKA

BonesHb Kanbee, 60ne3Hb LLeliepmaHa

UcknioyeH: no3nuMoHHbIi kngos (M40.0)

M42.1 OcTeoxOoHAPO3 MO3BOHOYHMKA Yy B3pPOC-
JibIX

M42.9 OcTeoxoHAPO3 MNO3BOHOYHMKA HEYTOu-
HEHHbIN

M43 Opyrue pedopmupyiowue gopconarum

UcknioyeHbl: BDOXAEHHbIV CMOHAWAOAN3 U CMTOHAM-
nonuctes (Q76.2), nonoBMHYaTOCTb NO3BOHKa (Q76.3-
Q76.4), cuHopom Knunnens — ®eiina (Q76.1), niomba-
nmsaumsa n cakpanmsauma (Q76.4), nnatmcnoHamMnu3s
(Q76.4), spina bifida occulta (Q76.0), nckpveneHune no-
3BOHOYHMKA npu: octeonopo3e (M80-M81), 6onesHun
MepxeTa (kocTen) nedopmupyowmin octent (M88.-)

M43.0 Cnongunonus

M43.1 CnoHgunonucrtes

M43.3 MpuBbI4HBIA aTNaHTO-aKCUalnbHbIA NOA-
BbIBUX C MUenonaTmen

M43.4 [pyrvue npuBbiYHble aHTIAHTO-aKCualb-
Hble NOABbLIBUXU

M43.5 Apyrue npuBbi4Hble NOABbLIBUXU MO3BOH-
KOB

UcknioyeHbli:
HKAOP (M99.-)

M43.6 Kpueowes

UcknioyeHbl: KpnBoLles: BPOXAEHHAS FPYAMHO-CO-
cuesngHas (Q68.0), Tekywasa TpaBma, BCneacTene po-
nosovi TpaBmbl (P15.8), ncuxorenHas (F45.8), cnactuye-
ckas (G24.3)

M47 Cnonpunes

Tyronoasumx-

BromexaHunyeckme noBpexageHunsd

Bknro4eHsbl: apTpo3 MM 0CTE0apPTPUT NO3BOHOYHU-
Ka, AereHepauus daceTHbIX CYCTaBOB

M47.0 CuHppom coaBneHusa nepenHen CnuHab-
HOM NN NO3BOHO4YHOW apTepumn (G99.2)

M50 MopaxxeHne MeXXno3BOHOYHbIX ANCKOB LUel-
HOro oTaena

Bksro4eHbl: NOpaxeHUsi MeXNO3BOHOYHOro Amcka
werHoro otaoena ¢ 60neBbIM CUHOPOMOM, MOPaXeHUs
MEXIMO3BOHOYHbIX ANCKOB LLUENHO-FPYAHOrO OTAeNa

M51 NMopaxxeHne Me>XNo3BOHO4YHbIX AUCKOB ApYy-
rmx oToenoB

Bkro4eHbl: NOPaXEHUS MEXMNO3BOHOYHbIX ANCKOB
rPYAHOr0, NOSICHUYHO-FPYAHOr0 U NOSACHUYHO-KPEeCTLO-
BOro OTOENO0B

M53 [Opyrue popconatum, He knaccudpuumpo-
BaHHbIe B APYyrux pyépukax

M53.0 LleiiHO-4epenHo CUHAPOM

3agHelenHbI CMMNATUYECKNIA CUHAPOM

M54.1 Pagukynonatus

HeBpuT 1 paamkynut: nnedeson BAY, NOACHUYHbLIN
BAY, noscHunyHo-kpecTuoBbIM BAY, rpyoHon BAY. Pa-
onkynut BY.

UcknioyeHsi: Hespanrmua n Hesput BAY (M79.2), pa-
OVKYNnonaTus Npu: NOPaxXeHn MeXNnO3BOHOYHOIO ANCKa
wemnHoro otaena (M50.1), nopaxeHn MexXno3BOHOYHO-
ro gucka nosiCHMYHOro u gpyrmux otaenos (M51.1), cnox-
ovnese (M47.2)

M54.2 LlepBukanrus

UckmoyeHa: uepBuKanrisa B pesynbTaTe NopaxeHus
MEXMNO3BOHOYHOro amcka (M50.-)

M54.3 Nwnac

UckmoyeHbl: nopaxeHue CefanulHOro Hepsa
(G57.0), vwmac: BbI3BAHHbLIN MOPAXEHNEM MEXMO3BO-
Ho4yHoro aucka (M51.1), c nlombaro (M54.4)

M54.4 Jliom6aro ¢ ummacom

UcknoyeHo: BbI3BAHHOE MOPaXEHWEM MEXMNO3BO-
HO4YHOro amcka (M51.1)

M54.5 Bonb BHU3Y CMUHbI

MosicHnyHas 60nb, HaNPsSXXeHWe BHU3Y CMWHbI, JIOM-
6aro b1Y

UckmoyeHbl: nombaro: BCNeACTBME CMELLEHUSN
MEXMNO3BOHO4YHOro amncka (M51.2), c nwmacom (M54.4)

M54.6 Bosnb B rpyAHOM OoTAEeNe NO3BOHOYHUKA

UcknmoyeHa: BCnencTtBME MNOPAXEHUs MEXMNO3BO-
HOYHOro gmcka (M51.-)

M54.8 Opyras popcanrus

M54.9 [lopcanrng HeyTo4YHeHHas

bonb B cnuHe BY

M81 OcTeonopos 6e3 NaTosIorM4eckoro nepeno-
Ma

UcknoyeH: 0cTeonopo3 ¢ NaToNorn4ecknm nepeno-
Mom (M80.-)

M81.5 UanonaTtnyeckuii octeonopos

M81.9 OcTteonopo3 HeYyTOYHEHHbIN

M83 OcTteomansiuusa y B3pOCIibIX

UckmoyeHbl: ocTeoMansauns: oeTckas 1 loHoLeckas
(E55.0), ButamuH D-pesmucteHTHasa (E83.3), noveuHas
octeoguctpodua (N25.0), paxut (aktusHbin) (E55.0),
nocneacteusa  (E64.3), ButamuH D-pe3ncTeHTHbIN
(E83.3)

M83.3 Octeomansiuusa y B3pOoCbix BCleACcTBUE
HEeAO0CTaTOYHOCTU NMUTAHUS

M83.8 lpyras octeomansauns y B3pOcCJibiX

M83.9 OcTteomanauua y B3pOCJibiIX HEYTOYHEH-
Has

M92 [ipyrue ioHOLWECKNe 0CTEeOXOHAPO3bl

M92.0 FOHOLIEeCKUii OCTEOXOHAPOS3 MJ1Ie4EeBO KOCTU

OCTeoXoHAPO3 (IOHOLIECKNIA): FONIOBKMU AUCTaNIbHOro
MblLLenka nneyeson koctn (MaHHepa), ronoBkn nieye-
BOM KOCTM (Xaaca)
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M92.1 IOHOWeCKNii OCTEOXOHAPO3 JIy4eBOW KO-
CTU U JIOKTEBOW KOCTH

OCTEeOXOHAPO3 (IOHOLIECKNI): HUXKHEN YacTu NOKTEe-
Bol kocTn (bepHca), ronoekn nyyeson koctn (bpennc-
¢dopaa)

M92.2 IOHOoLwEeCKUit OCTEOXOHAPO3 KUCTU

OCTEeOXOHAPO3 (IOHOLWECKNIA): NOMYNYHHOM KOCTHY 3a-
nacTtbs (Knnbeka), ronoBku kocTten nactn (Moknepa)

M92.3 lpyroi 1oHOLIEeCKNii OCTEOXOHAPO3 BepXx-
HUX KOHEeYHOCTen

M92.4 IOHOoLWweCcKUii 0CTEOXOHAPO3 HAAKONEHHU-
Ka

OCTeoxXoHApPO3 (IOHOLWEeCKMIA): NepBUYHbIA, naTesn-
NnapHOro ueHTtpa (Kenepa); BTOPUYHbLIN, NaTennsgspHOro
ueHTpa (CuHguHra — JlapceHna)

M92.5 KOHowecKkUii 0CTEOXOHAPO3 GONbLUOK U
marnoii 6epLoBbIX KOCTEN

OCTeOXOHAPO3 (IOHOLWECKNIA): MPOKCUMaIbHOIO KOH-
ua 6onbebepuoBoit koctu (BnaHTa), 6yropka 6onbLue-
6epuoBow koctn (Ocryaa — LLnatTepa)

M92.6 FOHOoLIEeCcKuii 0CTEOXOHAPO3 NPEeANnIOCHbI

OCTeoxoHApo3 (loHoWweckuin): NaTo4YHol kocTu (Ce-
Bepa), aHOMasbHOM KOCTU, PaCMOJIOXKEHHON Mexay Nna-
ObEBUOHOW KOCTbIO NMPenntoCHbl U rOJIOBKOW TapaHHOMN
KocTu (XarnyHpa), TapaHHon KkocTtu (Auaca), nagbesna-
HOW KOCTW npeanatocHbl (Kenepa)

M92.7 IOHOoLEeCcKUi 0CTEOXOHAPO3 MJIIOCHbI

OCTeoxoHApPO3 (IoHOLWEeCKWiA): NATOM NIOCHEBOM KO-
ctu (U3neHa), BTopoit nnocHeBon kocTu (Ppeinbepra)

M92.8 [lpyroit yTOYHEHHbI IOHOLLUECKUI OCTEeOo-
XOHAPO3

MaTo4HbIn anodusnTt

M92.9 KOHowecKnihi OCTEOXOHAPO3 HEYTOYHEH-
HbIN

Anodnsut, anudun3nT, OCTEOXOHAPWUT, OCTEOXOH-
APO03 YTOYHEHHbIWN KaK IOHOLLECKWUI, HEYyTOYHEHHOM NoKa-
amsaumn

M94 [ipyrue nopaxeHusa xpsawien

M94.2 XoHgpomanauus

UcknioyeHa: XoHOpomManaums
(M22.4)

M94.9 MNopaxeHune xpsia HEYyTOYHEHHOe

HaOKONeHHnKa

XIV BOJIE3HU MO4ENOJIOBON CUCTEMBbI

NO6 WU3onupoBaHHasi NPOTEMHYPUS C YTOYHEH-
HbIM MOPdOSIOrM4eCcKNmM nopaxeHmem

BinodyeHa: nNpoTenHypus (M30MPOBaHHas) (opTo-
cTatunyeckas) (ctorkas) ¢ MOpdONOrMYeckMM nopaxe-
HMEM, YTOYHEHHbLIM B .0—.8

Uckmoyenbr: npotenHypua: BAY (R80), BeHc -
IxoHca (R80), BbidBaHHas OepemMeHHocTbio (012.1),
nsonuposaHHasa bBbAY (R80), optocTtatuyeckas BLAY
(N39.2), cTtomkaa Y (N39.1)

N10 OcTpbiii TyOyNOMHTEPCTULMANbHBIN HedpuUT

OcCTpbIli: MHOEKUMOHHBIA UHTEPCTULMANbHBIA  He-
bpuT, nuenut, nuenoHedput

Mpn HeobxoauMOCTN UaeHTUPULMPOBaTL MHDEKLN-
OHHBbIM areHT UCNOJb3YIT AOMONHUTENbHbLIN Kofa, (B95—
B97).

N11
HedpuTt

BK1104€HbI: XPOHNYECKUN: NHPEKLNOHHBIA WUHTEP-
CTUuManbHbI HeppPUT, NUENUT, NNENOHEDPUT

Mpu HeoBxoaAMMOCTUN NOEHTUULMPOBATbL MHDEKLIN-
OHHbIM areHT MCNOMb3YIOT AOMONHUTENbLHbIN Koga (B95-
B97)

N11.0 HeoOCTPYKTUBHBINA XPOHUYECKUii nueno-
HedpUT, CBA3aHHbIN C pedPIioKCOM

MrenoHedpuUT (XPOHUYECKNI), CBA3AHHbIN C (My3bIp-
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XpoHuyeckuini TyOGyNnoOuHTepCTULMANbHbIN

HO-MOY€TO4YHNKOBbIM) PedIIOKCOM

UcknioyeH: n1y3blpHO-MOYETOYHUKOBBLIN  PedIItoKC
BAY (N13.7)

N11.1 XpoHuueckuii 00CTPYKTUBHbIA NUuenoHeppuT

MnenoHedpuT (XPOHMYECKNIA), CBA3AHHbIN C: aHOMa-
nnen, nepernbom, o6CTPyKUMEN, CTPYKTYPOI TOXaHOU-
HO-MOYETOYHUKOBOrO COEAVHEHUS, Ta30BOrO CerMeHTa
MOYETOYHMKA, MOYEeTOYHMKA

UcknioyeHsbl: KanbkynesHbii nuenoHedput (N20.9),
ob6¢cTpykTUBHAS yponaTtus (N13.-)

N11.8 Apyrue xpoHunyeckue TyGy1OuHTEpPCTULMU-
aJibHble HePpPUTbI

HeobCTpyKTUBHbIE
BAY

N11.9 XpoHuyeckuii TyOyNONHTEPCTULUATIbHbBIN
HedpPUT HEYTOYHEHHbIN

XPOHMYECKNIA: MHTEPCTULUManbHbIn HeppuT BAY, nn-
enut BAY, nuenoHedput B6AY

N12 TyOynouHTepcTUuMuanbHbili HedpUT, He
YTOYHEHHbIA KaK OCTPbIV U1 XPOHUYECKUN

MHTtepcTtuumaneHbin Hepput BAY, nuennt BAY, nne-
noHedput 64Y

UcknioyeH: kanbkynesHoln nuenoHedput (N20.9)

N13 OGcTpyKkTMBHaga yponatus n pedniokc-ypo-
naTus

UcknioyeHbl: KaMHU NOYKN U MOYETOYHUKa 6e3 ru-
npoHedposza (N20.-), BpOXAEHHble OOCTPYKTUBHbIE
M3MEHEHWNS MOYEYHOI NoXaHKN 1 ModeTovHuka (Q62.0-
Q62.3), 06¢cTpyKkTUBHBIV NUenoHedput (N11.1)

N13.0 N'mapoHedpo3 c 06CTPyKLUEH JIOXaHOHYHO-
MOYETOYHMKOBOIrO COeAUHEHUS

UcknioyeH: c nndpekunein (N13.6)

N13.1 r'mapoHedpo3 CO CTPUKTYPOI MOYETOYHU-
Ka, He KilaccupuuMpoBaHHbI B APYrux pyopukax

UcknioyeH: c nndpekumein (N13.6)

N13.3 [lpyrne v HeyTo4HEeHHbIe rmapoHedPpo3bl

Ucknioyensbi: c nidekumen (N13.6)

N13.4 'mppoypeTtep

UcknioyeH: c nidpekunein (N13.6)

N13.8 Apyras o6CTpyKTMBHaa yponatus un ped-
JIIOKC-yponaTusa

N13.9 OGcTpykTMBHasa yponatus u pedniokc-
yponaTtusi HeyTOYHEeHHas

O6cTpyKUMs MoyeBoro Tpakta b4y

N28 Apyrue 605e3HM NOYKM U MOYETOYHUKA, HE
knaccuduumpoBaHHble B APYruxX pyopukax

Ucknioyensbi: rnapoypetep (N13.4), noyeyHaa 60-
nesHb: octpaa bAY (N00.9), xpoHuyeckas 5AY (N03.9);
nepernb M CTpUKTypa MOYETOYHUKA: C rnapoHedpo3oM
(N13.1), 6e3 rugpoHedposa (N13.5)

N28.8 [ipyrue yTo4HeHHble 601e3HU No4YeK U Mo-
YeToYHMuKa

HedponTo3

N28.9 Bone3Hn NOYKM U MOYETOYHUKA HeyTOou-
HEHHble

Hedponatua BAY, noyeyHas 6one3Hb bAY

UcknroyeHsbi: HedponaTtusa BAY n noyveyHble Hapy-
weHna BAY ¢ mMopdonornyeckmmm rnoBpexaeHnaIMm,
YTOYHEHHbIMU B pybpukax .0—.8 (NO05.-)

N32.3 [luBepTUKYyNn MO4Y€BOro ny3bips

AnBepTUKYyNnUT MOYEBOro Ny3blps

UcknoyeH: kaMeHb B AMBEPTUKYNIE MOYEBOIO My3bl-
ps (N21.0)

N36.3 BeinageHune cnuancToit 060J104KU ypeTpbl

BbinageHne ypeTpbl, ypepToLene y My>X4YnH

UckmoyeHo: ypetpouene y xeHwmH (N81.0)

N39.2 OpTtocTaTuyeckasa NMPOTEUHYPUSA HEeyTou-
HEeHHas

UcknmoyeHa: ¢ yTOYHEHHbIMU MOPDONOrM4eCKUMN
nameHeHunamum (NO6.-)

XpoHuyeckue nuenoHePpuThbl
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N81 BbinageHune >XeHCKUX NoJI0BbIX OPraHoB

UcknioyeHsl: BbiNnaaeHme NosioBbIX OPraHoB, OC/IOX-
Hsllollee GEpPeEMEHHOCTb, PoAbl UM POoAopa3peLleHne
(034.5), BoinageHme n rpbixa anyHruKa 1 MaTo4YHON TPy-
Obl (N83.4), BoinageHne KynbTy (CBOAA) BRaraauma no-
cne ructepaktommm (N99.3)

N81.0 YpeTtpouene y )XeHLUH

Uckniouensbl: ypetpouene c: uuctouene (N81.1),
BbinageHvem matkm (N81.2-N81.4)

N81.1 Uucrtouene

Linctouene ¢ ypetpouene, BbinageHUe CTeHkM (ne-
pegHen) Bnaranvwa by

UcknioyeHo: uncTotene C BbiNageHMEM MaTKu
(N81.2-N81.4)

N81.2 HenonHoe BbiNnageHne MaTKu 1 Biiaranmuia

BbinageHne wenkn matku BA1Y, BbinageHne Bnarann-
La: nepBOW CTEMEHM, BTOPOI CTEMNEHN

N81.3 NonHoe BbiNnageHue MaTkKu v Braranmuia

MpocunaeHumsa (matkn) BAY, BbinageHne mMaTku Tpe-
Tbel CTeMNneHun

N81.4 BoinageHue MmaTkv U Braranauiga HeyTou-
HeHHoe

BbinageHue matku 64Y

N81.5 BHTepouene Bnaranuwia

UcknioyeHo: sHTepouene C BbiNageHMEM MaTKu
(N81.2-N81.4)

N81.6 PexkTtouene

BbinageHne 3agHen CTEHKM Bnaranma

UcknioyeHbl: BbinageHne npaMon kuwku (K62.3)
pekTouene ¢ BbinageHnem matkn (N81.2-N81.4)

N81.8 Apyrue ¢popmMbi BbiNnageHUs XEeHCKUX No-
JIOBbIX OPraHoB

HepocTaTo4HOCTb MbILLUL, TA30BOrO AHA, CTapble pas-
PbIBbl MbILLL, TA30BOr0 gHa

N81.9 BbinapeHue XEeHCKUX MOJNIOBbIX OpPraHoB
HEeYyTO4YHEeHHOoe

N92 OGunbHble, YacTble U HeperyaspHbie MeH-
cTpyauuun

Uckmo4yeHo: kpoBoTeUeHe nocne meHonayabl (N95.0)

N92.0 OOunbHbie M 4YacTblie MEHCTpyauuu npu
perynsgapHom uukne

Mepunoonyeckn obunbHble MeHcTpyauuun BOY, me-
Hopparusa BAY, nonmmeHopes

N92.1 OOGubHbIe U YacTbie MEeHCTpyauuu npu
HeperyaspHoOM LukKie

HeperynsapHbole KPOBOTEYEHUS B MEXMEHCTpyaib-
HOM nepuoae, HeperynsapHble, YKOPOYEeHHbIE MHTEpPBabI
MeXAy MEHCTpyasibHbIM/U KPOBOTEYEHUAMU, MEHOME-
Tpopparus, MmeTpopparus

N92.2 O6unbHble MEHCTpyauun B nyoeptaTHOM
nepuoae

O6unbHbIE KPOBOTEYEHNS B HAaYasle MEHCTPYabHOroO
nepuoaa, nybepraTtHass MeHopparus, nydoeptaTHble Kpo-
BOTEYEHUS

XVI OTAEJIbHbIE COCTOSIHUA, BOSHUKAIOLLUE
B NEPUHATAJIbHOM NEPUOAE

P04 MopaxeHnsa nnoga u HOBOPOXKAEHHOro, 00y-
CJ/IOBJIEHHbIEé BO3[EVCTBUEM BpefHbiX BeLLecTB,
MPOHUKAIOLWUX Yepe3 NaueHTy UWin rpyaHoe MOJ10KO

BkntoyeHbl: HeTepaToreHHble 3hdekTbl BO34EN-
CTBUS BELLLECTB, MPOHMKAIOLLMX YEPES MIALEHTY

Ucknioyenbl: BpoxaeHHble aHomanum (Q00-Q99)
XeNTyxa HOBOPOXAEHHbIX, 0OYCNOB/IEHHAA reMosin3oMm,
BbI3BAHHbIM 1IEKAPCTBEHHBIMN UM TOKCUYHBLIMW Cpen-
cTBaMu, BBEAEHHbIMU MaTepu (P58.4)

PO1.1 MopaxeHus nnoga U HOBOPOXAEHHOro,
00ycCnoBJ/IEHHbIe MNpeXAeBpPeMeHHbIM pPa3pbiBOM
nJaogHbIX 06onouyek

P01.8 MopaxeHusa nnoma U HOBOPOXOEHHOro,
00yCcnoBNEHHbIe APYrUMU GONe3HIMU MaTepu, ocC-
JIOXXHSAIOWMMN 6epeMeHHOCTb

CamMonpon3BOJbHbIN BbIKUAbIL, BIUSHWE HA Mos,

P02.2 MopaxeHusa nnoma U HOBOPOXAEHHOro,
00yC/OBJ/IEHHbIE HEYTOYHEHHbIMU U OPYrMMU MOP-
donornyeckumm n PyHKUMOHaNIbHBIMU aHOMaNUSA-
MM NNaLEeHTbI

MnaueHTbl: ANCHYHKLUNA, MHDAPKT, HEAOCTATOYHOCTb

P05 3amenneHHbI pOCT U HEAOCTAaTOYHOCTb NU-
TaHuq naoga

P05.0 «ManoBecCHbI» N rectalMoHHOro BO3-
pacTa nnop

OObIYHO OTHOCUTCH K COCTOSIHMIO, KOrga macca Tena
HWXe, a AnnHa Tena Boiwe 10-ro nepueHTUns ansa recrauum-
OHHOro Bo3pacTa. «ManoBeCHbIN» s pacCYMTaHHOrO Cpoka

P05.1 Mansiii pasmep nnopa ayig rectauuoOHHOro
BO3pacTa

OO6bIYHO OTHOCUTCS K COCTOSIHMIO, KOrga macca wu
annHa tena Huxe 10-ro nepueHTuns ang recTaumoHHOro
BO3pacTa, MaNeHbKU A1 PACCYUTAHHOIrO CPOKa MioA,
ManeHbKNM N «MasiOBECHbIN>» A9 PACCYMTAHHOIO CpoKa

P05.2 HepocTaTo4yHOCTb NuUTaHua nnoga 6es
YNOMMWHaHUSA O «MaJIOBECHOM» WUJIN MaJIeHbKOM Ans
rectauMoHHOro Bospacrta

HOBOPOXAEHHbIN, Y KOTOPOrO HET CHUXEHUS MacChl
Tena, HO OTMEeYaloTCa NPU3HAKM HeAOCTATOYHOCTU NUTA-
HUS, TakKne Kak CyxOCTb, LUENYLIEHNE KOXM N HEMOSHO-
LLEHHOCTb NOAKOXHOW KNeT4aTkKun

UckmoyeHbl: He[OCTAaTOYHOCTb MUTAHMA MNaoga C
YyNOMWUHAHNEM O: «MasloBECHOCTU>» AJ19 FreCcTauMOHHOro
Bo3pacTa (P05.0), Manom pasmepe ans reCTauyMoHHOro
Bo3pacTa (P05.1)

P05.9 3ameaneHHbIN POCT Nj1oga HEYTOYHEHHbIN

3apnepxka pocta nnoga b4y

P07 PaccTpoiicTBa, CBA3aHHblE C YKOPOYEHUEM
cpoka 6epeMeHHOCTM M Masioii Maccoii Tena npu
poXAaeHnn, He KnaccudpuUuUpoBaHHbIe B APYruxX py-
Opukax

MpumedaHue. Npu HaNMYMN JaHHbIX O Macce Tena
npuv POXAEHUU N recTauMoHHOM BO3pacTe npeanoyre-
HVUe cnegyeT OTAaBaTb MOKa3aTesnl Macchbl Tena npu
POXOEHUN.

Bkio4eHsbl: nNepeyvncrieHHble COCTosHNSA 6e3 aanb-
HENLWero yTOYHEeHUS, ABAFOWMECH MPUYMHON CMepTH,
3a60/1eBaHNS UKW OKa3aHUS OOMONIHUTENbHOM MOMOLLM
HOBOPOXAEHHOMY

UcknioyeHo: cCoCTOsHME Manol Maccbhl Tena npu
POXOEHNM B CBA3M C 3aMeASIEHHbIM POCTOM U HegocTa-
TOYHOCTbIO NUTaHusa nnoaa (P05.-)

XVII BPOXXAEHHbIE AHOMAJIUU (MOPOKU
PA3SBUTUA), DEGOPMALIUUN
N XPOMOCOMHbIE HAPYLUEHUA

Q12.1 BpoxaeHHOe CMellueHne XxpycTanumka

Q13.2 Apyrue nopoku pasBuTusa pagyxku

AHN30KOPUS BPOXAEHHAS

Q13.5 Fony6asa cknepa

Q13.9 BpoxpeHHas aHOManua nepegHero cer-
MeHTa rna3a HeyTo4YHeHHas

Q16 BpoxpaeHHble aHOManum [Mopoku pasButus]
yxa, Bbi3blBalOLlue HapyLeHue crnyxa

UckmoyeHa: BpoxaeHHas rnyxota (H90.-)

Q16.1 BpoxaeHHOe OTCYTCTBUE, aTpe3us u
CTPUKTYpa C/IyXOBOro npoxopa (Hapy>Horo)

ATpesuns unm CTpUKTypa KOCTHOM YacTu kaHana

Q16.9 BpoxaeHHas aHOManus yxa, Bbi3blBalO-
was HapylleHue crlyxa HeyTO4YHeHHas

BpoxnaeHHoe oTcyTcTBMe yxa by
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Q21 BpoxpaeHHble aHoOManuu (MoOpPoKn pasBnuTus)
cepaeyvyHoM neperopoaku

UcknoyeH: npuobpeTeHHblt nedekT cepaeyHoin
neperopoaku (151.0)

Q21.1 OJedexkT npeacepaHoi neperopoaku

JedekT KOpoHapHOro CuHyca; HesapalleHHOoe unun
COXPaHUBLLEECH: OBaslbHOE OTBEPCTUE, BTOPUYHOE OT-
BepcTtue (tun ll); nedpexkT BeHO3HOro cnuHyca

Q21.2 AedekT npeacepaHO-Xenya0o4KoBow ne-
peropoaku

OO6LWNA aTPUOBEHTPUKYNSAPHbLIN KaHan, AedekT 3HO0-
kapAa B 061acTn oCHOBaHMA cepaua, AedekT nepBrnyHO-
ro oTBEPCTUSA NpeacepaHon neperopogku (tun ll)

Q23.1 BpoxaeHHas HeAOCTaTOYHOCTb aopTalib-
HOrO KJlarnaHa

BpoxnaeHHas aopTanbHas HeA0CTaTO4YHOCTb

Q23.8 [pyrue BpoXAeHHble aHOMaJMu aopTalib-
HOrO U MUTPAJIbHOr O KJ/1anaHoB

Q23.9 BpoxpeHHas aHOManus aopTasibHOrO U
MMUTPaNIbHOIO KJ1anaHOB HEYTOYHEHHas

Q24.8 ipyrue yTo4HEeHHbIe BPOXAEHHbIe aHOMa-
nuu cepaua

BpoXAeHHbIN ANBEPTUKYN NIEBOI0 Xenyaoyka

Q25.4 [ipyrue BpoOXAEHHbIe aHOMaNnn aopTbl

OTcyTCcTBMEAOPTHI, annasnsaopTsl. BpoxaeHHoe(as):
aHeBpM3Ma aopThbl, PpaCLUMPEHME a0PThl

AHeBpnama cuHyca BanbcanbBbl (pasopBaHHas),
[BOWHas ayra aopTbl (COCYAMCTOE KOJIbLO a0pThl), MMMNo-
nnasus aopThl

CoxpaHeHune: BUTKOB Ayrn aopTbl, NPaBo Oyru aop-
Thl

Q32 BpoxaeHHble aHOManuu (MoOpPoKu pasBuTus)
Tpaxeun n 6poHXoB

UcknioyeHa: BpoxaeHHan 6poHxoakTasms (Q33.4)

Q32.0 BpoxpaeHHas TpaxeomManauusa

Q32.1 ipyrue nopoku pa3Butusa Tpaxeun

AHOManus TpaxeanbHOro xpsLia, atpe3us Tpaxeu

BpoxaeHHoe(ad)(bin): paclumpeHne, aHoManms, cte-
HO3, Tpaxeouene Tpaxeun

Q32.2 BpoxaeHHaa GpoHxoManauus

Q32.4 Apyrue BpoXAEeHHbie aHOMaNnm 6POHX0B

OTcyTCcTBUE, areHe3ns, atpesuns, BPOXAEHHAsa aHo-
manua BAY, aneepTukyn 6POHXOB

Q33.4 BpoxaeHHasa OpOHX03KTa3us

Q38.5 BpoxaeHHble aHOManum HEDGa, He Knaccu-
dunumupoBaHHble B pyrux pyopukax

OTCyTCTBME HEBHOrO A3bl4Ka, BPOXOEHHbIA MOPOK
HEGa BA1Y, BbicOKOE HEOO

UckmoyeHbi: BONYbs nacTb (Q35.-), ¢ 3asa4beit ryboi
(Q37.-)

Q38.7 MMoTo4HbIN KapMaH

JOnBepTUKYN rNoTKn

UckmoyeH: CMHOPOM rnoTo4HOro kapmaHa (D82.1)

Q39.6 AuBepTUKyn NnuwieBoga

MnwesoaHbIN KpamaH

Q40.1 BpoxaeHHas rpbika nULLeBOAHOIo OTBep-
ctua gnadpparmol

CMelleHne Kapamm 4yepes nuLEeBOLHOE OTBEpCTUE
anadparmel

UcknioyeHa: BpoxaeHHas gmnadparmanbHas rpbixa
(Q79.0)

Q40.2 [Apyrue YTO4YHEHHble MOPOKU pPa3BUTUA
xenypka

BpoxzaeHHbI(0e): kapanocnasm, CMELLLEeHME Xenya-
Ka, OVBEPTUKYN XeNyaKa, XXenyaoK B BUAE MNeCOYHbIX Ya-
COB. YBO€EHME Xenyaka, MeranoracTpusi, MMKporacTpus

Q43.8 pyrue yTo4HeHHble BPOXAEeHHble aHOMa-
JINU KULLEeYHUKA

BpOXAEHHbIN: CUHAPOM CNENOW KULWKW, ONBEPTUKY
060404HON KULLKWN, OUBEPTUKYN KULeYHuKa. [onuxo-
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KOJIOH, MeranoanneHamMkc, MeranofayofeHyM, MUKPO-
KONOH. TpaHcno3uuus: anneHamkca, 060404HOM KNLLIKN,
KMLLEYHMKA

Q62.7 BpoXAeHHbI Ny3bIpHO-MOY€TOYHUKOBO-
noYe4Hbin pedioKec

Q63.2 9kTonnyeckas noyka

BpoxaeHHoOe cmelleHmne MoYku, HenpaBuiibHbINA MNO-
BOPOT MOYKU

Q64.6 BpoxaeHHblA AMBEPTUKYJT MOYEBOro ny-
3bIpA

Q64.7 Opyrue BpoOXAEHHble aHOMaIN MO4Y€BO-
ro ny3bips U MOYeucnyckaTesibHOro KaHana

J06aBoYHbIi: MOYEBOM My3blpb, MOYEUCNyCKaTe b-
Hbll KaHan. BpoxaeHHas(oe)(bl): rpbika MOYeBOro
ny3blpsi, MOPOK MOYEBOro MNy3bIps WAN MOYEUCHyCKa-
TenbHOro kaHana by, BbinageHne: MOYEeBOro ny3bips
(cnm3ucToit 060M104KN), YPETPbI, HAPY>XXHOIO0 OTBEPCTUS
MOYENCNyCKaTeNbHOro  KaHana, YypeTpPOpPEeKTasbHbIN
cBuw,. YABOEHWE: MoyeucnyckaTenbHOro kaHana, Ha-
PY>XHOroO OTBEPCTUS MOYEMCMNYCKATENbHOrO KaHana

Q65 BpoxxpeHHble aedopmauum 6egpa

UckmoyeHo: wenkawulee 6eapo (R29.4)

Q65.0 BpoxpaeHHblii BbIBUX 6eapa 0OAHOCTOPOH-
HUIA

Q65.1 BpoxaeHHblii BbiIBUX Geapa ABYCTOPOH-
HUIA

Q65.2 BpoxpaeHHbli BbiIBUX Oeppa HEyTOYHEH-
HbIA

Q65.3 BpoxaeHHblili noaebiBUX 6eapa 0AHOCTO-
POHHUI

Q65.4 BpoXxaeHHbli noaBbiIBUX Oeppa ABYCTO-
POHHUI

Q65.5 BpoXxaeHHblii NoaBbIBUX Geppa HeyTou-
HEeHHbIN

Q65.6 HeycToitunBoe 6egpo

MpenpacnonoxeHHOCTb K BbiBUXY 6eapa. Npeppac-
NMOJIOXEHHOCTb K NOABbLIBUXY Beapa

Q65.8 [ipyrue BpoxaeHHble aedopmauuu 6eapa

CmeweHne welikn 6enpa Knepenuw, BPOXAEHHAs
Oucnnasusa BepT/y>KHOW BnaAuHbl. BpoxaeHHoe: Basb-
rycHoOe rnonoxeHue [coxa valga], BapyCHOe noJsioxeHune
[coxa vara]

Q65.9 BpoxpeHHas pedbopmauus 6egpa HeyTou -
HEeHHasi

Q66 BpoxpaeHHble gedopmauunm cTonbl

UcknoyeHbl: pedexTbl, ykopaymBawwme cTony
(Q72.-), BanbrycHole pedopmaumn (NPUOBPETEHHLIE)
(M21.0), BapycHble pgedopmauum (NpuodbpeTeHHbIe)
(M21.1)

Q66.0 KoHCckO-BapycHasi KOCONanocTb

Q66.1 NaToyHO-BapycHas KOCcosanocTb

Q66.2 BapycHag cTona

[MpuBeneHHasa ctona Metatarsus varus

Q66.3 Apyrue BpoXAaeHHbie BapycHble pedop-
Mauum cTonbl

BapycHas pedopmauus 60AbLIOro nanbuba CTomMbl
BPOXAEHHAA

Q66.4 MNaTo4HO-BaNnbrycHas KocoJsianocTb

Q66.5 BpoxaeHHas nnockas ctona [pes planus]

lMnockocTonune: BPOXAEHHOE, pUrngHoe, crnactuye-
CKOe (BbIBEPHYTOE HapyXy)

Q66.6 Apyrne BpoxaeHHbIe BanbrycHoie gedop-
Mauum cTonbl

OTtBeneHHas ctona Metatarsus valgus

Q66.7 NMonas cTona [pes cavus]

Q66.8 [ipyrue BpoXxaeHHble aedopmMaLum CTOMbI

Koconanocte BAY, MonoTkoo6pasHbie Nanblbl HOrM
BpoOXAeHHble. MdyponoBaHHaa ctynHsa: BAY, acumme-
TpuyHaga. CnusiHne KocTen npennocHel. BepTukanbHas
TapaHHas KOCTb
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Q66.9 BpoxpeHHasa aedopmauus CTonbl HEYTOY-
HeHHas

Q67 BpoXxpaeHHble KOCTHO-MbIle4yHble aedop-
MauuM roJioBbl, Jiula, NMO3BOHOYHMKA U TFPYAHON
KNneTku

UcknioyeHbl: CUHOPOMbI BPOXAEHHbLIX MOPOKOB,
KnaccuduumpoBaHHble B pybpuke Q87, cuHapom MNotre-
pa (Q60.6)

Q67.0 AcummeTpus nuua

Q67.1 CpaBneHHoe nuuo

Q67.2 Jonnxouedanua

Q67.3 Nnarnouedanus

Q67.4 Apyrue BpoxaeHHble aedopmauum yepe-
na, ivua u 4esilocTn

BoasneHusa B yepene, UCKPMBIEHME HOCOBOW Nepe-
ropoaku BpOXAeHHoe, atpodus nnu runeptpodus no-
NIOBMHbBI N1LA, PACMJIIOLWEHHbIA WAN U3OrHYTbI HOC
BPOXAOEHHbIN

UcknioyeHbl: 4eNOCTHO-NNLEBbIE aHOMANNK [BKJTIO-
yas aHomanuu npukyca) (K07.-), cupunutnyeckunii cen-
noBugHbI Hoc (A50.5)

Q67.5 BpoxaeHHasa pedopmauumsa NO3BOHOYHUKA

BpoxaeHHbin ckonno3s: BAY, NO3nUNOHHbIN

UcknoyeHbl: [0ETCKUA NOWOMNATUYECKUIM CKONMO3
(M41.0), ckonno3s, BbI3BaHHbIN MOPOKOM Pa3BUTUS KOCT-
HOW TkaHn (Q76.3)

Q67.6 Bnanasi rpyab

BpoxaeHHass BOpoHkooOpasHas rpyab (rpydb ca-
MOXHMKA)

Q67.7 KuneBngHas rpyob

BpoxaeHHas KkypuHas rpyab

Q67.8 Opyrue BpoxaeHHblie aedopmauum rpya-
HOWN KNeTKN

BpoxaeHHas pedpopmaumnsa CTEHKU FPYLHON KNETKU
BAY

Q68 [pyrve BpOXAEHHble KOCTHO-MbILLEYHble
nedopmaunn

UcknoyeHsi:
HocTb (Q71-Q73)

Q69 NonupakTunua

Q69.0 Jo6aBo4Hblii nanewy (Nanbubl)

Q69.1 Oo6GaBouHblii Gonbwwoi naney, (nanblbi)
KUCTU

Q69.2 flo6GaBo4HbIi Nanew, (NanbLbl) CTOMbI

Jo6aBoyHbI 60MbLLOW Nanew, CTomMbl

Q69.9 NonupakTunusa HeyTo4YHEeHHasa

MHoronanoctb BAY

Q70 CuHpakTunua

Q70.0 CpaweHue nanbLeB KUCTU

CnoxHasi CUHOAKTUNUSA NanbLEB KUCTU C CUHOCTO30M

Q70.1 NepenoH4YaTOCTb NasibL,EeB KUCTU

MpocTas cuHpakTUAMA nanbueB KUCTU 6e3 CUHO-
cTo3a

Q70.2 CpaweHue nanbLeB CTOMNbl

CnoxHasi CMHOAKTUANS ManbueB CTOMbl C CUHOCTO-
30M

Q70.3 NepenoH4YaTOCTb NaJibL,EB CTOMbI

MpocTas cuHOakTUNMS NanbueB CToMnbl 6e3 CUHO-
cTo3a

Q70.4 NMNonncuHpakTunua

Q70.9 CuHpakTMNna HeyTo4YHeHHas

CuHdanaHrua Y

Q71 OedekTbl, yKOpayMBaloliMe BEpPXHIOI KO-
HEeYHOCTb

Q71.0 BpoxpaeHHoe
BepxHemn(nx) KoHeyHocTU(emn)

Q71.1 BpoxaeHHoe OTCYTCTBUE nJsieya U npea-
nnae4bs NPV HaJIMMUKU KUCTU

Q71.2 BpoxpaeHHOe OTCYTCTBME Mpeanneybs u
KUCTU

nedekTbl, yKopayMBalolMe KOHeu-

nosnHoe OTCyTCTBME

Q71.3 BpoxaeHHoe
nanbua(es)

Q71.4 NpoponbHOE YKOPOUYEHMUE JTy4€BOM KOCTHN

KocopyKkocTb (BpoxaeHHas). JlydyeBast KOCOPYKOCTb

Q71.5 NpoposibHOE YKOPOUYEHME JIOKTEBOW KOCTU

Q71.6 KnewuHeoOpa3Has KUCTb

OTCYTCTBUE KUCTU n

Q71.8 [AOpyrue pedektbl, YyKOpauusaloLine
BEepPXHIO0(Me) KOHEeYHOCTb(THn)
BpoxaeHHoe yKOpO4eHune BEPXHEN(MX)

KOHEYHOCTU(en)

Q71.9 OedekT, yKOpayMBalOLM1ii BEPXHIOO KO-
HEYHOCTb, HEYTOYHEHHbIN

Q72 AedekTbl, yKOpaunBaloL e HMKHIOI KOHeY -
HOCTb

Q72.0 BpoxpaeHHoOe
HUXHeMn(NX) KoHeYHocTUu(emn)

Q72.1 BpoxaeHHoe OTCyTCTBUe Genpa v rosieHn
npu HaIM4Un CTONbI

Q72.2 BpoxaeHHOe OTCYTCTBUE FoJIEHU U CTOMbI

Q72.3 BpoxpaeHHOe OTCYTCTBME CTOMbl U
nanbua(es) cronsbl

Q72.4 MNMpoponbHOe yKopoYyeHne 6eapeHHOo KO-
cTn

YKopoyeHne npokcumManbHoro otaena 6enpeHHoln
KOCTW

Q72.5 MpoponbHoe ykopoyeHue GonbLiebepuo-
BOIA KOCTM

Q72.6 MNpoponbHOoe yKopoYeHne MmanobepLoBoii
KOCTU

Q72.7 BpoxaeHHoe pacLienyieHme cTonbl

Q72.8 [Opyrue pedekTbl, YyKOpadyuBaloLwime
HUXKHIOIO(ME) KOHEYHOCTb (M)

BpoxaeHHOe yKOPOoYEeHNE HUXHEN KOHEYHOCTU(el)

Q72.9 AedeKkT, yKOpauMBaIOLWMUM HUXXHIOIO KO-
HEYHOCTb, HEYTOYHEHHbIN

Q73 OedekTbl, yKOpauuBaloLme KOHEYHOCTb He-
YTOYHEHHYIO

Q73.0 BpoxxaeHHOE OTCYTCTBME KOHEeYHOCTU(emn)
HEeYTOYHEHHOW (bIX)

nosHoe oTCcyTCTBUE

Amenuna 1Y

Q73.1 dokomenus KOHe4YHoCcTuU(emn)
HEeYTOYHEHHOMN(bIX)

dokomenuna 6Y

Q73.8 [Opyrue pedekTbl, YyKOpaduBawLine
KOHEYHOCTb(U) HEeYTOYHEeHHYIO(ble)

MpoponbHas peayKunoHHas nedpopmaums
KOHEYHOCTu(en) HEYTOYHEHHO(bIX) OkTpome-
nna BAY, remumenusa BAY, penykumoHHbin pgedekT

KOHe4yHocTu(en) BAY

Q74 [Opyrue BpOXAEHHble aHOManuu [NOpPOKU
pas3BuTUs] KOHEe4YHoCcTU(en)

Uckmoyenbr: nonvpaktunmsa (Q69.-), peaAyKUMOHHbIN
nedekt koHeyHocTn (Q71-Q73), cuHpakTunma (Q70.-)

Q74.0 Opyrvue BpOXAEHHbIE aHOMAaNIMU BEPXHENn
KOHe4YHocTu(ei), Bkoyas nie4yeBom nosc

Jo6aBoyHble 3ansiCTHbIE KOCTU, KJTIOYNYHO-YEPErHOM
OV30CTO3, BPOXAEHHbIM IOXHbIA CYyCTaB KOYULbI, Ma-
KpogakTunusa (nanbues pyku), aedopmauma MagenyH-
ra, y4enoKTeBoOn CMHOCTO3, aedopmauva LLnpeHrens,
TpexdanaHroBbln 60/bLLION Naney, pykn

Q74.1 BpoxpeHHas aHOManus KOJIEHHOro cyctasa

BpoxaeHHoe(bI): OTCYTCTBUE HAAKOJIEHHMKA, BbIBUX
HaJKOJIeHHMKa, genu valgum, genu varum. PyaonmeHTap-
HbI HAOKONEHHUNK

UcknoyeHbl: BPOXAEHHbLIN: BbIBUX KOJEHHOrO Cy-
ctaBa (Q68.2), genu recurvatum (Q68.2), CUHAPOM «HOr -
TU-HaAKoNeHHUK» (Q87.2)

Q74.2 Apyrue BPOXAEHHbIe aHoOManum
HUXHen(nx) KoHeyHocTu(em), BKJIIOYAA Ta30BbIN
nosic
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BpoxaeHHoe(as): cpalleHmne KpecTu,oBO-N048340LW-
HOro COYJIEHEeHMS; aHOMaNns Pa3BUTUS: FTOJIEHOCTOMHO-
ro cyctaBa, KpecTLOBO-NOAB3AOLLHOINO CO4YNIEHEHUS

UcknoyeHo: cmelleHne knepean wenkn 6eppa
(Q65.8)

Q74.3 BpoXXaeHHbIi MHOXXEeCTBEHHbIA apTporpu-
nos

Q74.8 Apyrue yTo4yHEeHHble BPOXAEHHbIE aHOMa-
JIM KOHeYHoCcTU(en)

Q74.9 BpoxaeHHas aHOManusa KOHEYHOCTU(eM)
HeyTO4YHeHHas

BpoxaeHHaa aHomanmnsa koHevHocTu(en) 64y

Q75 [Qpyrue BpOXAEHHble aHOManuMu [MNOpPOKMU
pa3BuTUA] KocTen Yyepena v nuua

UcknroyeHo: BpoxaeHHasa aHomanua nuuga BAY
(Q18.-), cMHAPOMbI BPOXAEHHbBIX aHOManui, knaccndu-
LMpoBaHHbIe B pybpuke Q87, 4entoCTHO-NNLEBbLIE aHO-
Manuu (Bktoyasa aHomanuu npukyca) (K07.-), ckeneTHo-
MblLleYyHble aedopmaunm ronossl v nvua (Q67.0-Q67.4),
nedekTbl Yepena, CBA3aHHbIE C BPOXAEHHbBIMU aHOMa-
MMM FONIOBHOIO MO3ra, TakuMU Kak: aHaHuedanus
(Q00.0), aHuedanouene (Q01.-), rugpouedanus (Q03.),
Mukpouedanua (Q02)

Q75.0 KpaHnocumHocTtos

Akpouedanusa, HENOMHOE CpaLLeHMe KOCTEN Yyepena,
okcuuedanus, TpuroHouedanus

Q75.1 KpaHnodaumanbHblii AU30CTO3

BonesHb Kpy3oHna

Q75.2 NMneptenopnam

Q75.3 Makpouedanusa

Q75.4 YenioCTHO-NULLEBOM AN30CTO3

Q75.5 OkynomMaHAMOYNSPHbI AU30CTO3

Q75.8 ipyrue yTo4HEHHbI€ NOPOKU Pa3BUTUS KO-
cTeli uepena v nuua

OTCyTCTBME KOCTU Yeperna BPOXAEHHOE, BPOXOEH-
Has nedopmaumsa nobHoM KocTu, nnaTnbasus

Q75.9 BpoxpaeHHas aHOManus KocTten yepena un
Jina HeYyTOYHeHHas

BpoxaeHHbIn nopok: nuuesbix kocten BAY, yepena
BaY

Q76 BpoxpaeHHble aHOManuu (MOPoKu pasBuTus)
MO3BOHOYHMKA N KOCTEW rpyaHON KNeTKn

UcknoyeHbl: BPOXAEHHbIE CKENEeTHO-MbILLIEYHbIE
nedopmMaumm nNO3BOHOYHUKA U rPyaHON kneTku (Q67.5-
Q67.8)

Q76.0 Spina bifida occulta

Ucknwoyenbi: meHuHrouene (cnuHanbHoe) (QO05.-)
spina bifida (aperta) (cystica) (Q05.-)

Q76.1 Cunpgpom Knunnena — ®deiing

CuHOpOM CcpalleHns LIeHOro oTAeNna No3BOHOYHOIO
ctonba

Q76.2 BpoXXAaeHHbIi cnoHaunonucres

BpoxaeHHbIn cnoHannonn3

UcknoyeHbl: cnoHannonucTed (NpuobpeTeHHbI)
(M43.1), cnoHannonna (NnpuobpeTeHHbit) (M43.0)

Q76.3 BpoXXaeHHbIi CKONIMO3, BbI3BaHHbIV MOPO-
KOM pPa3BUTUSA KOCTU

FemuBepTeOpanbHOE CcpalleHne uan HepocTaTouy-
HOCTb CErMEHTaLnn CO CKONMO30M

Q76.4 [pyrue BpOXAEHHble aHOMaNUM NO3BO-
HOYHUKA, He CBA3aHHbIe CO CKOJIMO30M

BpoxaeHHoe(bilh)(ag):  OTCYTCTBME  MO3BOHKA,
cpalleHre Mno3BOHOYHOro ctonba, kudos, Nopaos,
aHOManua MOSICHUYHO-KPECTLOBOIrO (CO4YSIEHEHMUS)
(obnacTun); remmBepTebpa, aHOManMs MNO3BOHOYHO-
ro cron6a, nnatucnoHamnes, 0o6aBOYHbIN MO3BOHOK
HEYTOYHEHHOE(bI)(asa) nnan He cBA3aHHOE(bI)(asa) co
CKOJINO30M

Q76.5 LleitHoe pebpo

Jo6aBoyHoe pebpo B o6nacTu weun
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Q76.6 [pyrue BpoXxaeHHbie aHoOManum pedep

Lob6aBo4yHoe pebpo; BpOXAEHHOe(as): OoTCyTCcTBUE
pebpa, cpawieHume pebep, aHomanusa pebep B4AY

UcknioyeH: cuHapoM KopoTkoro pebpa (Q77.2)

Q76.7 BpoxaeHHass aHOManums rpyAvHbl

BpoxaeHHOe OTCyTCTBME TpPyAViHbI, pacliernieHne
rpyamHbl [sternum bifidum]

Q76.8 [Opyrue BpOXAEHHble aHOMAaNuUu KOCTen
rPYAHOW KNEeTKU

Q76.9 BpoxaeHHas aHOManua KOCTeW rpyaHon
KJIeTKU HeYyTOYHEeHHas

Q77 OcTteoxoHgpoaucnnasmsa ¢ gedpekramm po-
cTa TpyGuaTbix KOCTE U MO3BOHOYHMKA

UcknioyeH: mykononucaxapuno3s (E76.0-E76.3)

Q77.0 AxoHpporeHesus

M'mnoxoHaponnasns

Q77.1 ManeHbkuii pPOCT, HEe COBMECTUMbIA C
)XXU3HbIO

Q77.2 CuHApPOM KOPOTKOro peépa

Aducnnas3mnsa rpyaHon Knetkm, npueBoaswas K achuk-
cumn [Jenue]

Q77.3 ToueyHas xoHapoaucniasns

Q77.4 AxoHgponnasus

'MnoxoHgponnasuns

Q77.5 Ouctpoduuyeckas aucnnasus

Q77.6 XoHapoakToaepMasibHaga gucnnasus

CuHppom Annunca — BaH-Kpesenbaa

Q77.7 CnoHpgunoanudusapHasa gucniasus

Q77.8 Opyras octeoxoHapoaucniasusa ¢ pedekra-
MU pocTa TpyO4aTbix KOCTel M NO3BOHOYHOro cTonba

Q77.9 OcTteoxoHppoaucnnasua ¢ pedekramu
pocTa TpyGuaTbix KOCTeli U NMO3BOHOYHOro cronba
HEeYTO4YHEeHHas

Q78 Opyrue octeoxoHapoaucnnasnm

Q78.0 He3aBepLueHHbIN OCTeoreHes

BpoxaeHHasa TOMKOCTb KOCTEN, OCTEONCAaTUPO3

Q78.1 MNonunocrtosHaa pubpo3Haa gucnnasusa

CuHppom Onbpariita (- Mak-KbtoHa)(— LLUTepHbepra)

Q78.2 OcTteoneTpos

CuHppom Anbepca — LLleHbepra

Q78.3 Mporpeccupyowaa avaduszapHaa Auc-
nnasus

CuHppom Kamypatn — QHrenbmaHHa

Q78.4 QHxoHOopoOMaTO3

Cunopom Madoyyum, 6onesHb Onbe

Q78.5 MeTadusapHaa gucnnasus

CuHpgpom Manna

Q78.6 MHOXeCTBEHHbIE€ BPOXAEHHbIE 3K30CTO3bl

IdnadwusapHaa aknasums

Q78.8 [pyrve YTOYHEHHble OCTEOXOHAPOAM-
cnnasum

OcTeononknnos

Q78.9 OcTeoxoHApoAucnia3nsg HeyToYHEeHHas

XoHgpogucTtpodua BAY, octeoanctpodpua BAY

Q79 BpoxpaeHHble aHOManuu [Mopoku passutus]
KOCTHO-MbILLEYHON CUCTeMbl, He Knaccuduumpo-
BaHHbIE B APYrux pyoépukax

UcknioyeHa: BpoxaeHHas (rpyanHOCOCLLEBUAHAS)
kpuBolues (Q68.0)

Q79.0 BpoxaeHHasa anadparmanbHas rpbika

UcknoyeHa: BpOXAEHHASA rPbixa NULLEBOLHOMO OT-
BepcTusa auadparmbl (Q40.1)

Q79.1 Opyrue nopoku pa3sutua guadparmsol

OTtcytcTBUE guadparmbl, BPOXAEHHbIN MOPOK AMa-
dparmbl BAY, aBeHTpauna anadparmol

Q79.2 9ksomdpanos

Omdanouene

UckmoyeHa: nynoyHasa rpbika (K42.-)

Q79.3 Nacrpowms

Q79.4 CuHApPOM C/IMBOOGPA3HOIro XXUBOTA
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Q79.5 [Opyrve BpoXAeHHble aHOManuu OpiloLu-
HOM CTEHKM

UckmoyeHa: nynoyHas rpbika (K42.-)

Q79.6 Cungpom Anepca — flauno

Q79.8 Apyrue nopoku pa3BUTUSA KOCTHO-MbILLEY-
HOW CUCTEeMbl

OTCyTCTBUE: MbILLLLbI, CYXOXUNS; 406aBOYHASA MbILLILLA,
BPOXAEHHas ammnoTpodus. BpoxaeHHble(oe): cTarmsaio-
Lpe crnanku, ykopodeHue cyxoxunus. Cungpom Nonanaa

Q79.9 BpoXAeHHbIA MOPOK KOCTHO-MbILLEYHON
CUCTEMbl HEYTOYHEHHbIV

BpoxpeHHaa: aHomanusa BAY, pedopmauyma BAY
KOCTHO-MbILLEYHON cucTembl BAY

Q82.8 [ipyrue yTo4yHEeHHbIe BPOXAEHHbIe aHOMa-
JINN KOXM

AHOManbHbIE NaJ0HHbIE CKNaaKK, koxa Banas [cutis laxal
(rmnepanacTtmnyeckas), aepmMmatornnduyeckme aHomanmm

Q83.3 [lo6aBO4HbI COCOK

MHOXeCTBEHHbIE COCKM

Q87.4 Cunppom MapdaHa

Q87.5 [pyrue cuHAPOMbI BPOXAEHHbIX aHOMa-
JINA C APYrMMU NU3MEHEHNSIMU cKeneTa

Q87.8 Apyrue yTo4HEeHHbl€ CUHAPOMbI BPOXKAEH-
HbIX aHOMaJui, He KnaccuduMpoBaHHbIE B APYrux
pyo6pukax

CuHppowm: AnbnopTa, JlopeHca — MyHa — bugns, 3en-
Berepa

lMpunoxeHne 2
Komnnekcobl ynpaxxHeHun ansa nauueHTos ¢ CT

Komnnekc ynpaXHeHuin eXxXenHeBHOW YTPEeHHen
TMMHaCTUKN

1. . n.* — ocHoBHas cTolka**. MoAHATb PYKM BBEPX
1 B CTOPOHbI — BOOX; ONYCTUTb PYKM — BbIOX (56 pas).

2. /. n. — ocHOBHas cTolKa, pyku Ha nosce. lNMooye-
penHoe NOAHUMAHWE HOT, COMHYTbIX B KOJIEHSIX, C HAKJ/O-
HOM rOJIOBbI Biepen — Bblaox; M. n. — Boox (3—4 pasa).

3. WM. n. — oCHOBHas cTolKa, PykKn B CTOPOHLI. Noa-
HATLCA Ha HOCKW, PykuM Ayramu Brepen (CKpecTuTb
pyku) — Bbigox; U. n. — Boox (4-6 pas).

4. 1. n. — cToa npasbiM 6OKOM K OMope, npasas pyka
Ha ornope, fieBas B CTOPOHY. [OAHATbL NeBylO NPAMYO
HOry B CTOPOHY — BAOX; U. n. — Bbigox (3—4 pasa). Bo Bpe-
M8 yIpaXXHEHNS CNeanTb 32 OCAHKOMN.

5. . n. — To xe. Max neBon HOrow Brnepen — BblAOX;
Max Hasdapg — Boox (3—4 pasa). [NoBTOpuUTb TO Xe npaBoi
Horow. [lbixaHne He 3aaepXneaTb.

6. M. n. — cTOos NMUOM K onope, pykn Ha onope. Max
NeBOW HOron Hazap — Baoox; M. n. — Bbiaox (4-6 pas). 3a-
TEM TO € NPaBo HOroN.

7. WN. n. — CTOS Ha KOJNEHsX, CECTb Ha MATKU, FOSIOBY
ONyCTUTb, PYKM BHU3 — Ha3an. MeaneHHo nogHATLCS Ha
KONIEHWN, PyKWn Briepen — BBepx. Bo3epatutbcsa Has3apg B
M. n. (6-8 pa3). bixaHne He 3aaepXmBaTb.

8. . n. — ocHoBHas cTowka. Pykn BBepXx — BOOX, NOA-
HATbCS HA HOCKM, Nonaynpucen, — Bblaox (4-6 pas)

9. Xopobba Ha Hockax, MeOJjlIeHHO MoAHUMas PykKu B
CTOPOHbI — BBEPX — FNy6OKMIN BAOX, OMyCKasa PyKU BHU3 —
BblgOX (4-6 pas).

*WN. N. — NCXOAHOE NONOXEHNE.
** — CcTOMKa, NATKN BMECTe, HOCKM BPO3b, HOMM Npsi-
Mbl€, PYKU BHU3, N1aJ0HN BHYTpPb.

Komnnekc ynpaxHeHun ona yKpenjaeHUs MbiLuL,
CcTOMbI.

1. XoxaeHne Ha HoCKaxX, PYKU COEAMHEHbI Ha 3aTbin-
K€, NTOKTN pa3BepHyTbl B CTOPOHbI (30 cekyHA).

XVIlIl CAMNTOMbI, NTPU3HAKU N OTKJIOHEHUA
OT HOPMbI, BbI9BJIEHHbIE MPU KJIMHUYECKUX
N IABOPATOPHbIX UCCJIEAOBAHUSAX,

HE KJIACCUDULIUPOBAHHbIE
B APYITNX PYBPUKAX

R53 HepomoraHue n yromnsemMmocTtb

Actenua BAY; cnabocTb: BAY, xpoHnyeckas, HEBPO-
Tnyeckas. Obwee GU3MYECKOE UCTOLLEHNE, NeTaprus,
ycTanocTb

UcknioyeHsbi: cnabocTb: BpoxaeHHas (P96.9), ctap-
yeckas (R54); nuctoweHne n yctanoctb (BCnencrtaue)
(npwn): HepBHOW pemobunmuzaumn (F43.0), ypeamepHo-
ro Hanpsixenus (T73.3), onacHocTtu (T73.2), TeNnoBOro
Bo3paelicteus (T67.-), HeBpacTeHumn (F48.0), 6epemeH-
HocTu (026.8), cTtapyeckoii acteHun (R54); cuHapom
yctanoctn (F48.0), nocne nepeHeceHHOro BUPYCHOro
3aboneBaHus (G93.3)

XX1 dPAKTOPbI, BJIMAIOLLME HA COCTOAHUE
340POBbS U OBPALLEHUA
B YYPEXAEHUS 34PABOOXPAHEHUSA

Z273.0 NMepeyTtomneHue

2. 1. n. — cnpsa Ha cTyne 1 gepxacb pykamu 3a cuae-
HUE Yy CNVHKN CTyna. BeiNpAMUTb HOMM, HOCKN BbITSHYThI
(«HOXHWLBI»). Mo 10 pasd Kaxaoi HOrom.

3. N. n. — To xe. BpaweHune ctonamu. Mo 10 pas no
4acOBOW CTPEJIKE N NPOTUB.

4. . n. — HOrM BPO3b, PyKM Ha nosice. lNMpucectb Ha
HOrax, pykm BbITSHYTb Bnepen, BAOX, BEpHyTbCca B U. .,
BblAoOX. [ToBTOPUTHL 6 pas.

5. . n. — Horm BpO3b. Pykn 4epesa CTOPOHbI NOAHATb
BBEPX, NOATAHYTLCS, NOAHNMAsCb Ha HOCKM, MOCMOTPETL Ha
KNCTU PyK, BOOX. BepHyTbes B U. ., Bbiaox. [ToBTOpUTHL 8 pas.

6. Xogbba no KOMHaTe C BbICOKMM NOgHUMaHUEM 6e-
npa (20 cekyHpn), xonbba Ha Hockax (20 cekyHp).

7. N. n. — nexa Ha KOBpWKE Ha CNWHE, PyKU BOOMb
Tena. NoaHATL NPsiMble HOMM BBEPX, ONMPAsCb PyKamm O
non. «<Benocunen» ¢ BbITAHYTBIMW HOCKamu Hor. [pbixa-
HMe NPon3BobHOE. Mo 15 ABMXEHNI KaX A0 HOTOM.

8. N. n. — To xe. Horm Ha wupuHe nned. BpaweHne
ctonamu. [bixaHne nponssosibHoe. 1o 15 aBuXKeHun no
4aCcOBOW CTpesike 1 NPOTUB.

9. XoxaeHre nonepeMeHHO Ha Hockax 1 naTkax (1 mu-

HyTa).
Komnnekc koppurupyiowein ruMHacTUKn ans na-
LUMEeHTOB co ckonmno3amu l-Il cteneHn

|. BBOAHas HacTb.

1. Xoabba ¢ ABMXEHMEM PYK, HA HOCKaX, NATKax.

2. . n. — ocHoBHag ctorka. MNMogHuMaHne npsambix
pPYK BBEPX — BOOX; ONyckaHue — BblaoxX (3—4 pasa).

3. U. n. — pykn Ha nosice. MNoo4yepeHoe crubaHne Hor
B KOJIEHAX N MOATAMMBAHNE NX K XMBOTY C MOMOLLbIO PYK
(3—-4 pa3za).

4. N. n. — cTOS, r’MMHaAcTMUYecKas najaka B OnyLLeHHbIX
pykax. MogHuMaHue nanku BBepX — BOOX; OnyckaHue —
BblAOX (3—4 pasa).

5. N. n. — cTo4, nanka Ha nonaTtkax. HaknoH Tynosu-
a Bnepen ¢ NpsaMon CNMHOW — BbIAOX; BO3BPALLEHME B
M. n. — Boox (4-5 paa).

6. WN. n. — cToA, Nnanka B onyLeHHbIX pykax. Mpucepa-
HWe, pyku Bnepen, so3spaiwyeHne B . n. JbixaHne npo-
13BONbHOE (4-5 pas).

7. . n. — cToA, pykn nepen rpyabio. PasseneHne
PYK B CTOPOHbI NaflOHSIMM BBEPX — BAOX; BO3BPALLEHNE B
n. n. — BblOox (3—-4 paza).
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1l. OcHOBHas 4acTb.

8. V. n. — cTOA NUULOM K TMMHACTUYECKOWN CTEHKe,
B3SIBLLUMCb PyKamu 3a periky Ha ypoBHE ned (pyka, CooT-
BETCTBYIOLLAS BbIMYK0M CTOPOHE UCKPUBAEHUS, HA OOHY
nepeknaguHy Huxe papyroi). Fnybokoe npucepaHue
(4-5 pa3s). ObixaHne npon3BOJIbHOE.

9. M. n. — nexa Ha cnuHe, pykn BOOAb TyN0BULLA, Na-
OOHSIMU BHU3, HOTW COTHYThbl B KOJNeHsx. [ogHumaHme
Tasa, ynop Ha nagoHu, nneym, ctonsl — Boox; M. n. — Bbl-
nox (3-5 paa).

10. N. n. — nexa Ha cnuHe. BUXEHME HOramu, Kak
npu e3ae Ha Benocunege (10-12 pas). AbixaHne npomas-
BOJIbHOE.

11. . n. — nexa Ha GOKy (Ha BbINYKJION CTOPOHE).
[MooHMMaHne pykn BBEPX C BOTHYTOW CTOPOHbI MO3BO-
HOYHMKA — BAOX; ONyCKaHne pykn — Bblaox (3—4 pasza).

12. V. n. — nexa Ha XMBOTE, HOra Co CTOPOHbI BbIMy-
KJIOCTU NO3BOHOYHMKA OTBEAEHA B CTOPOHY, PYKM Ha 3a-
Toinke. OTBECTM NIOKTU Ha3an, NMPOrHyTbCs B MO3BOHOY-
HUKe — BOOX; BEPHYTbCs B V. n. — Bblgox (3—5 pas).

13. V. n. — nexa Ha XnBOTe, Pykn BBEPX. BbITAHYTb-
Csl, OTTArMBasi HOCKM HOI U BbITAMMBas pPyku 00 npeaena
BBEPX — BOOX; paccnabuTtb MblllLbl — BblAoX (3—5 pas).

14. V. n. — CTOSA HA KONEHSAX Y TMMHACTUYECKON CTEHKM,
epxach pykamu 3a 2—3 peiiky cHugy. lNpornbaHue TynosuiLa
Has3ap, 00 BLITAHYTbIX PYK; BO3BpaLleHue B U. n. (3—-4 pasa).

15. N. n. — cTo9 Ha YeTBepeHbkax. [logHMMaHne pykum
BBEPX (C BOrHYTOM CTOPOHbI UCKPUBMEHNS MO3BOHOYHN-
Ka) C O4AHOBPEMEHHbIM OTBEAEHVMEM COOTBETCTBYIOLLEN
HOrn Hasag,; Bo3spalleHue B W. n. (3-5 pas).

16. . n. — cTOS, PYyKM B CTOPOHbI. X0ab0a Ha HOCKax.
JbixaHre Nnpon3BOJIbLHOE.

Ill. BaknounTenbHas 4acTb.

17. W. n. — CTO4, PyKn 4epes3 CTOPOHbI — BBEPX — BAOX;

18. W. n. — Bblgox (3—-4 pasa).

19. V. n. — cT09, pykn Ha nogdce. Monynpwucep c nps-
Mol cnnHom (3—-4 pasa).

20. W. n. — cTo4, pyku K nnevam. Pykn nogHnmMaioTcs
BBEPX — BAOX; M. n. — BbIAox (3—4 pasa).

21. Xoabba, AblxaHNe CNOKOMHOE, MPOW3BOJIbHOE.

Cxema 3aHATUI A9 NaLUEHTOB C HapyweHUusIMun oCaHkKu " CKoOJimo3om

Paznen
saHsTIS CopepxaHue 3aHaTuS Bpems 3apjauv pasgena
I yactb - | Xopbba. DneMeHTapHble obuepasBmBalLme yrnpaxHe-| 5-7 MuH | NocTeneHHO MOAFOTOBUTbH OpraHusM K
BBOAHASA |HWSA ANA BEPXHUX U HMKHUX KOHEYHOCTeW. [bixaTenb- OCHOBHOW Harpyske
Hble ynpaxXHeHus
II yactb - | Pexum cpegHux Harpy3ok npum YCC 110-130 B MUH.| 30 MUH |YnydweHune MCUXO03MOLMOHANbHOIo
ocHoBHas |Obweykpennsowee u crneunanbHO Koppurmpytowme cTaTyca.
yrnpaxHeHns (CUMMETPUYHbI N aCCUMETPUYHbBIE). 3aKkpenneHve HaBblka MpaBWSIbHOM
M. n. - ncxogHoe MonoXeHWe nexa Ha CrvHe, XKBOTe, OCaHKMW.
60Ky, CTOS Ha KOJIEHAX, KONEHO-/IOKTEBOE MONOXEHME. dopMMpoBaHME «MbILLEYHOrO KOpceTa».
B 3aHATMAX MCNONbL3YIOTCA FaHTeNn, CKaMewmkn, rmmHa- YnyJweHue PyHKLUMOHaNbHOro CocTos-
CTMyecKkas CTeHKa, rMMHacTUYeCcKMe nanakm, Maum HWA cepaua M OpraHoB [blXaHus
III yacTb - | CTaTMCTMYEeCKME N AMHaMUYECKMe AbixaTesnbHble ynpax-| 10 MuH | CHuxeHune obLwen Harpysku
3aKlo4un- | HeHMs Ha paccnabnenue, xoabba
TenbHas

3HaKOMCTBO C KOMIMeKCaMu yrnpaxKHEeHUn OOJIXHO NpoBOAMTLCA noa HabnoaeHem metoamncta JIOK, kuHeano-

TepanesTa.
Komnnekc ynpaXxHeHui ans yKpensieHUs MbiLlL, CIMHbI U XXKMBOTa
Ne MeToaun4yeckue
n/n McxonHoe nonoxeHne BbinosiHeHne ynpaxxHeHuns KpaTHoCTb peKoMeHaaLMm
1 [Jlexxa Ha cnvHe, pyKu |1l — pyKW yepes CTOPOHbI BBEPX, BbITAHYTbCSA, | 3—4 pa3a 1 - BOOX yepes3 HOC, 2 - Bbl-
BAOSIb TYNOBMLLA 2 - pYKM Yyepes CTOPOHbI BHU3, 10X, HOCKMN HOT BbITSHYTb
3-4 - 710 xe
2 | JlexaHacnuHe, pyknBCTO- | 1 — NOAHATb rONOBY BBEPX, HE NOAHMMas nney | 4-6 pas [bixaHne npousBosibHOE
POHbI aA0OHAMU BHU3 W pyK, 2-3 - [epxaTb rosioBy B CTaTUYECKOM
NMOSIOXXEHUWN, CMOTPETb Ha HOCKKU, 4 — W, M.
3 |J/lexxa Ha CcnuvHe, pPyKu |1l - pyKu COrHYTb B JIOKTEBbLIX CyCTaBax, CTonsl | 4-6 pas 1 - Baox
BAOJIb TY/IOBMLIA Hor Ha cebs, 2 — n. n., 3-4 — 70 xe 2 - BblAOX

4 |Jlexxa Ha cnuHe, pyku noa
rOMI0BOW, NTOKTU MpuxaThbl

COrHyTb HOTM B KOJIEHHbIX CyCTaBax — Kpyro-
BOE ABWXEHWe HOr Bnepes - UMUTauus e3fbl

HauuHatb ¢ 10
CYeToB, nocre-

BbINONHATL B CpeiHeM TeMmne,
AblXaHne He 3a4epXunBaTb

BAONb TyNOoBULLa

pe3 CTOpOHbI ONYCTUTb, 3—-4 — TO Xe.

K nony Ha Befiocunene, To Xe — Hasaj NEHHO YyBenu-
ynsas fo 60
5 | To xe, yto 1 B 4 ynpax-|lNooyepegHoe nOAHMMaHWe npsaMONM  Horu |4-6 pas 1 - Baox
HEeHUn BBepX, 1 — NOAHATbL, 2 — ONYCTUTb 2 - BblAOX Yepes HoC
6 |Jlexxa Ha cnnHe, pyku co- | [oaHMMaHWe rpyAHOro oTAeNna No3BOHOYHUKA |4-6 pas MporHyTbCa TONbLKO B rpyA-
FHYTbl B JIOKTAX, BAOJIb HOM oThene
TynoBuwa
7 [Nexa Ha xwuBoTe, pyku |[MooyepeaHoe nogHMMaHWe NPsSIMON HOrW BBEpX | 4-6 pas [bixaHne He 3ajepxunBaTb
noa noabopoakom
8 [Jlexxa Ha XuBOTe, pyKu |1l — MOAHSATHL Maeyn, rofoBy U pyKu BBEPX 3-4 pasa 1 - Baox
Bnepes 2 - BblAOX
9 |Jlexxa Ha XMBOTE, PyKW |1l — OAHOBPEMEHHO COrHyTb HOTMM B KOMEHHbIX | 3-4 pa3a
noa noabopoakom cycCTaBax, 2 — BbINpsIMUTb, 3-4 — TO Xe
10 |lexxa Ha cnuHe, pyku |1l — pyKu yepes CTOPOHbI BBEPX, 2 — pyKu ye- | 2-3 pasa 1 - BAOX, HOCKW HOr BbITSA-

HYTb
2 - BbIA0OX, HOCKW HOT Ha cebs
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Cxema 3aHAaTUI ANS NauueHToB ¢ aedopmMaLnuaMn rpyaHON KNneTku

Paszgen 3aHATUA CoaepxxaHue 3aHATUSA Bpems 3apayun pasgena
I yacTtb ObuwepasBuBarLee, AbiXaTefbHble YynpaxHeHus,| 7-10 MuH |[MoAroTOBUTbL BCE CUCTEMbI Opra-
BBOAHAas CnokorHas xoabba HM3Ma K OCHOBHOW Harpyske
IT yactb - Pexxnm cpeagHmx Harpysok npu YCC 110-130 B MuH.| 30 MUH  |YAayyweHue nepudepnyeckoro
OCHOBHas Pabota y cTeHku «3p0poBbe» B TeyeHwe 15 MUH. KpOBOTOKaA.
KonuyecTtso noaxonos, BKAKUALLWNX 5-6 ynpaxHe- TpeHupoBKa KapanopecnupaTop-
HUW ANS pasinYHbIX FPYNN MblWL, UHAUBUAYANTbHO U HOW CUCTEMBI.
onpeaenseTcs TeMNOM UX BbINMOMHEHWUS. YnyJweHue ncnuxoamMounoHanbHOro
BenoTtpeHaxepsbl 15 MWH | COCTOSIHMA NauueHTa
IIT vactb - [bixaTenbHble ynpaxHeHus, xoasba. 5 MUH CHM3uTb 061y HAarpysKky
3aknounTenbHasa |B neTHee Bpemsi — Ay
lMpunoxeHne 3
PekomeHpaummn no o6oraweHuio paumoHa NUTaHUa MUKPO3JieMeHTaMu
Butamus, PactTutenbHoe cbipbe M NPOAYKTbl MUTAHUS CO 3HAYUTESNTbHbIM COAEPXKAHMEM
MUKPO3NEMEHT
Cexwve oBowM, OpyKTbl, YepHonoaHaa psabuHa, YyepHasi CMOPOAMHA, LWMMNOBHUK, CMafKWUA KpacCHbIn
C nepew, ropox, knybHuka, kanycra (KoyaHHas, bptoccenbckasi, 6poKKonn), XBos, MaHAapPWHbI, anenbcu-
Hbl, rperndpyT, NOMUAOPLI, 3e1eHb NeTPYLIKN, YKpona v np.
JInCTbs Yas, NUCTbA pyTbl Naxy4ven, UMTPYCOBbIE, MMOAbI LUMNOBHMKA, PSAOUHbI YepHOMIOAHOW, LBETKMN
rpeumxu, codopsbl, TpaBa ropua NTUYbEro, NNCTbS NOAOPOXHMKA 60NbLIOr0, TpaBa BOMOAYLUKM MHOMO-
P XMAbYaTON, acTparana WepcTUCTOLBETKOBOIO, NMCTbs 605pbILUHMKA KpOBaBO-KPACHOro, KaliTaHa 06bIK-
HOBeHHOro, ayba, nnoabl YepHUKN OBbIKHOBEHHOM, KalnHbl 0ObIKHOBEHHOW, 3E€M/ISTHUKW JIECHOW, Manu-
Hbl 06bIKHOBEHHOM
B Xneb u3 Myku rpyboro nomona, 3epHa 3nakos, 6060Bble, rpeyHeBasi U 0BCAHasA Kpynbl, 6aHaHbl, Kany-
6 cTa, kapTodenb, MACO, NeYeHb, MOYKM, AOMALUHASA NTULA, MOJIOKO, TBOPOI, Cbip, pbiba, APOXOKK
D MeyeHb TyHUA, TPECKN, NanTyca, K1Ta, Cenbab, JIOCOCb, CapAWUHbI, LleSIbHOe MOJIOKO, XEeNTKKN saiua
3apoablin 31aKOoBbIX KyNbTyp, 3€/1€Hble YacTu OBOLLEN, KyKypy3HOe, OJIMBKOBOE, BUHOIMPaAHOe, JIbHS-
E HOe, MOACONIHEYHOE W ApyrMe pacTuTeslbHble Macfna, MHOrMe OBOWMW U PPYKTbl, NevyeHb, MAco, pblba,
CNMBOYHOE Macno, MOJSIOKO, NAoAbl 06/1enmxm KpyLeBuaHON, psibMHbI YepHOMIOAHON, CMOPOANHbI Yep-
HOW, eXeBWKM CU30I, Macno nNo4oB opexa rpeukoro
Maruuii MweHnyHble oTpy6un, ceMeHa TbIKBbI, MOACONHEYHWMKA, YeYeBMuLa, KyHXYTHOe ceMsi, MUHAANb, NanTyc,
AYMeHb, rpeyka, norypt, 6060Bble, LINNHAT, CBeXas 3efeHb, HepaUHUPOBAHHbIE KPYMbl
MeyeHb, NOYKKM, MO3rK, MOPENpPOAYKTbl, FpeyHeBas Kpyna, MMUHAANb, pena, aBokado, LNWHaT, nepeL
Menb CNafKuUM KPacHbIN, MWeHWYHble 3apoAbllun, MWeHUYHble oTpybu, NweHHas, a4yHeBas Kpyna, MOPKOBb,
orypubl, TOMaTbl, peanc, cBekna, kanycra, 606oBble, 3eMNgHMKaA NecHas, CMOpPOAVHA YepHas, LWOKOoMaa,
Kakao, kode, LMTPYyCOBble, KPbIXXOBHUK, rpnbbl, 56710KM
Maprated MpopoLleHHasa nweHnua, opexn GyHAyK, MyKa neHnyHas, xneb n3 Myku LenbHoro nomona, kakao-6o-
6b1, MUHAANb, XN1eb pXxxaHoWn, Kpyna rpeyHesas, (acosb
KanbLuit Mon0|§o rnacrtepusoBaHHOe, CMeTaHa, kedup, TBOPOr, MOrypT, MOJIOKO CrylleHHoe, cbip, 6pbiH3a, nnas-
JNIeHbI Cbip, pbiba, NeTpyLlKa, KyHXYT, MMHAanb, daconb, abpuKochl CyLlieHble
LMK MakoBoe ceMsi, ceMeHa NoACosIHyXa, CeMS sibHa, coeBasi MyKa, cosl, 6pa3unbCKunii opex, YyedyeBnua cyxas,
apaxuc, rpeukunii opex, MMHAanb, opex Kelbi, NecHol opex, 6enbiii rpnb, XpeH, huUcTalkm, Kpanvea
Mopckas M KaMeHHas Cofib, MOYKK (CBUHbIE, FOBAXbW M TENsAYbW), MeYeHb, cepaue, Anua, Mopckas
Cenen pbiba, Kpabbl, oMapbl, NAHryCTbl, KPEBETKWN, MWEHNYHbIE 0pr6g|, npopocLuMe 3epHa MuweHuLbl, 3epHa
KYKYPY3bl, MOMUAO0PbI, MUBHbIE APOXXWN, rPUbbI, YECHOK, YepHbIA xneb, aApyrne NpoayKTbl U3 MyKWU rpy-
6oro, nomona

XaHune «MeHto» He340pPp0oBOro 06[)333 XN3HN Y KaXXaoro
4yenoseka MOXeT BapbnpoBaTb OT eOMHUL, 0O O0EeCATKOB

lMpunoxeHne 4

Ha 4yto Heo6xoaumo o6paTuThL
BHMMaHue nauueHTa ¢ [CT Bo Bpema 6ecenbl

® Y710 Takoe gucnnasus COeaMHUTENbHOM TKaHu, Ka-
Kne N3MeHEeHUs B COeANHUTENBHOWN TKaHN MOXET Bbl3BaTb
310 3abonesaHne? lMaumeHTy HeoOXoauMO OObLSACHUTD,
410 ACT — 9TO reHeTnyeckn Hacnegyemoe COCTosiHMe (He
3aboneBaHne), NPU3HaKKU KOTOPOro «HakanIMBalTCsa» B
Kaxaom nocneaywouem nokoneHun. CoeamMHUTENbHANA
TKaHb MPU 3TOM 0CO00 «4YYBCTBUTE/bHASA», «paHMUMas»,
«nerko pactesopumas». MNpn HebnaronpusaTHbIX BO3OEN-
CTBUSIX HA OpPraHM3M: Hanpumep, aHrnmHa, XPOHUYECKui
TOH3UNNUT, ageHonabl, APYrne XPoOHMYeckmne NHPeKUMn,
a Takxke 00LMX BO3OENCTBUSX, TaKUX KaK rnepeoxnaxne-
HVe, neperpeBaHne, NOBbLILLAETCS BEPOATHOCTb YCUSEH-
HOro pacnaga CoeanHUTENbHOWN TKAHW N OCIOXHEHWNTA.

e Kakne Bawum gencremsa 0THOCATCA K HE3O0POBO-
My 06pasy XM3HU U HTO BO3MOXHO ncnpasutb? Conep-

rnokasatenen. Kakorm nokasaTesb U B KaKo Mepe OTBET-
CTBEHEH 3a yXyAleHne 300p0Bbs KOHKPETHOIrO NaLUneH-
Ta nokasblBaeT pe3dynbTaT TectmpoBaHus. OgHm nokasa-
TEeNU JOCTYNHbl KOPPEeKuun, HanpuMmep HeperynsapHoe
nuTaHve Uan HA3Kaa aBuraTesibHas akTUBHOCTb. [pyrue
MCNpaBuUTb TPYOHO, XOTS M BOSMOXHO, HAanpumMep njioxme
B3aNMMOOTHOLLEHNS B CEMbE. TPETbU NUCMPABUTb OYEHb
TPYAHO, HaNnpuMep HeyaooBNETBOPUTESIbHbIE XUNLLHbIE
ycnoBuda. Yetseprtada rpynna GakTopoB He MOANEXUT
pPErynMpoBaHuIO: NPUPOOHbIE YCNOBUS, FEHeTun4Yeckas
npenpacnosioXXeHHOCTb 1 Op.

® KakoB nepeyeHb MEeOUUMHCKUX TEXHONOrMMn, KOTO-
pble PEKOMEHAYIOTCA 415 YBENMYEHUS pe3epBa 340P0BbSA
1 NOBbILWEeHUs KadecTBa Xku3Hn? Mpu ACT K TakoBbIM OT-
HOCATCSH: ONTUMU3aLMA OBUFATENIbHOM aKTUBHOCTU, KYPChbl
OPOBHOro rMMNOKCMYECKOro AbIXaHns (MpyY Hanuyunum npu-
3HAKOB TUMEPBEHTUNISILMOHHOIO CUHAPOMA), MCUXOSN0-
rmyeckas koppekums, nnauebo-nedeHve, TepMmoTepanus
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(cayHa, pycckas 6aHs), kanunnspHas rmMmHacTika (CKu-
nuaapHble BaHHbI), coumanbHas nogaepXxka, rapMoHm3a-
UM CeEMENHbIX OTHOLWEHUN, papmakocaHauus (aganTto-
reHbl, BUTamuHbl). Ang naumeHtoB ¢ JCT anpobrpoBaHbl
1 C yCNEXOM NPUMEHSIIOTCS GU3NYECKUE TPEHNPOBKU.

® KakoBbl BO34ENCTBUS PassinyHbiX GOPM CMOPTUBHbLIX
TPEHMPOBOK U UXx 6€30MacHOCTb NpY AMCNIasnmn coegu-
HUTenbHOM TkaHn? TpeHnposka ansa nuu ¢ ACT BaxHa kak
ons Gusnyeckoro, Tak U Ans ncuxmyeckoro 6naronony-
ynsi. OCHOBHOW 3apa4er TPeHMPOBOK SABNSIETCA yKpene-
HMEe MbILUL, CMVHbI, CYCTaBOB, a Takke TPEHMPOBKA Cep-
[Ee4YHO-COCYANCTON cuctembl. PerynsapHad ymepeHHas
TPEHMPOBKA BaXHa OJ1si COXpPaHeHUs 0OLLEro 34,0P0BbS.
MaumeHTa HeoH6Xx0AMMO MHPOPMMPOBATL O PA3HOBUAHO-
CTAX GUINYECKNX TPEHUPOBOK: U3OKUHETUYECKUX, U30OME-
TPUYECKMX, a3POBHbIX, aHaaPOOHbIX. OpUeHTUpOoBaTb Ha
BbIMOJIHEHVE ANHAMMUYECKNX, a9POOHbIX HArpy30K, Kak B
BGonbLUe CTENEHN BAVSIOLLMX HA TPEHMPOBKY Kapano-pe-
CNUPATOPHOWN CUCTEMbIl. PerynapHOCTb U NpaBuiibHOCTb
BbIMNOJSIHEHMS — OCHOBA ycnexa Gu3nyeckmnx TPEHNPOBOK.
PekomeHayloTcs exenHeBHble 3aHATUSA UBKYIbTYPOM
no 20—-30 MUHYT (YTPOM, OHEM UM BEYEPOM) C YCUIUEM
(Tak, 4ToObI NOABUICA NOT), HO 6€3 0COBEHHOrO HanpsXe-
HMS C YaCTOTOM CepAEYUHbIX COKPALLEHWIM, HE NMpeBbILato-
e cybmakcrmMarnbHble BENMYUHBI O AaHHOMO BO3pac-
Ta n nona (paccymtbiBaloTcs no popmyne Aynmka).

® [podunakTmka cycTaBHbIx 6onein u 6onei B cnu-
HEe, BapMKO3HOW OO0NEe3HU BEH HUXHUX KOHEYHOCTEWN,
HedponTOo3a, reMoppos, MIOCKOCTONUS, CKOIMO3a npu
dnanyecknx TpeHMpPoBKax OCHOBLIBAETCS Ha MPaBWUIlb-
HOW opraHm3auumn 3aHATUIN GUsnYeckon peabunmtaymm.
Ba)xHa NOCTENEHHOCTb «BXOXAEHUS» B TDEHMPOBKY: BHA-
yane TpebylOTCA 9NIEMEHTbI «pas3orpeBa» (nerkuii ber,
VWHTEHCUBHbIE OBMXEHUS pyKamu) — aspobHas 4acTb, a
3aTeM MOCTENeHHOe YBEIMYEHMNE HArpysku, AOBOAS €e
[0 cybMakcrmasibHOM, OPUEHTUPYSACH NPU 3TOM Ha 4a-
CTOTY CepAeyHbIX cokpalieHunii. BaxHa Takxe npaBusib-
Has opraHmM3auuss CUCTEMbl TPEHMPOBOK: YBESMYEHNE
WHTEHCUBHOCTU U NPOAOIKNTENBbHOCTU MOCTENEHHO OT
3aHATUA K 3aHATUMIO. He cnepyeT yBnekaTbCs U3BOMETpu-
4eckMMK Harpys3kamm ¢ oTarouieHusmm 6onee 0,5 kr B
KaXaoW pyke OS5t XXEeHLWWH 1n 6onee 1 Kr ¢ ABYX CTOPOH
ons MyxuuH. LlenecoobpasHee Hanparatb Mblllupl — TO
€CTb Aenatb ynpaxHeHus ¢ ycunmem. He cnepyet naeatb
MaKCMMasbHYIO Harpy3ky B BEPTUKAIbHOM MOJIOXEHUN,
XenaTenbHO MCMNOJ/Ib30BaTh MOJIOXKEHNE «1EXa Ha Chnu-
He», «JIéXa Ha XNBOTEe», «J1éxXa Ha 60Ky» AN TPEHUPOB-
KV OTAENIbHbIX FPYMN MblLwL, (MpodunakTnka Bapnko3HoOM
60ne3HN BEeH HUXHUX KOHEeYHOoCcTel, HedponTosa, nio-
ckoctonus). CnegmTtb 3a TeM, 4TOObI He BbINio crmbaHus
B KOJIEHHbIX CycTaBax A0 OCTPbIX YrfOoB: CrnbaHus B Cy-
CTaBax TOJIbKO A0 NPSIMbIX YII0B B LIENSX NpenoTBpalLle-

HMS TPABMUPOBAHUS MEHUCKOB. BO Bpemsa TpeHnpoBKu
MbILLLLBI AOJKHbBI ObITb B MOATAHYTOM COCTOSIHUW, B TOHY-
ce: 0COOEHHO HM3 XMBOTa U AroAMLbl ANA NPpefoTBpaLLe-
HWsa 6onel B CNMHEe N reMoppos.

® CUMNTOMbI OCJIOXHEHUIM CO CTOPOHbI Ccepaua,
KPYMHbIX COCyAOB, rnas. lpeanockeinkamu ansg OCnox-
HEHUM CO CTOPOHbI CepALa, KPYMHbIX COCYA0B SIBASIOTCH
CTPYKTYPHbIE M3MEHEHUS KNanaHoB cepaLa U KPYMHbIX
COCYyO0B, 3aperncTprupoBaHHbIE NPU aXxoKapamorpadun:
nponancel KNanaHoB, MMWKCOMAaTO3Has AereHepauus,
acummMmeTpusa 1 deHecTpaumsa CTBOPOK, AOMONHUTENb-
Hble CTBOPKM UM UX OTCYTCTBUE, PACLUMPEHMNE KPYMHbIX
COCYA0B, OTXOAAWMX OT ceppgua. Mpun nossneHnn nnn
ycuneHun 6onei B obnacTtu cepaua, nepeboes B pabo-
Te unn cepauebreHnii Heo6xoaMMo CPOYHO 06PaTUTLCS
K CBOEMY CEMEWHOMY Bpayy vav Kapauonory no Mecrty
xutenbcTea. Ecnu mauneHT MHOOPMMPOBAH O HaNMMYUn
Y HEro pPacLINPEHHOr0 KOPHS MM BOCXOAsLWEro otaena
aopThbl, TO NOSIBNEHNE MHTEHCUBHOW, HapacTatoLLein 60m
B rpyau UM CrnvHE MOXET CBUAETENbCTBOBATbL O pac-
cnavBatoLler aHeBpuame aopThl. [py HanMyYUMM Mmonun
nto0boW cTeneHn cnenyeT onacartbCa OTC/IOMKN CeT4aTKm
N M3MEHEHWI HA rNasHOM [OHe, KOTOpble MPOSIBASIOTCSH
PE3KMM 3aMETHbIM CHUXEHUEM 3PEHUSA UM ONTUYECKUN-
MW HapPYLUEHUSIMU — NeneHa, NATHLILKNW, CeTKa B riasax.

® Kakve nccnefoBaHUs U B KakMe CPOKn Heobxoanumo
NPOBOAUTL B Lensax npodunaktnkn? ObssaTesnibHbIM SB-
NSIeTCA OCMOTP CEMENHOI0 Bpaya ABaX bl B rof (y aeTen
B 3aBMICMMOCTU OT BbIABJIEHHOW NAaTONOrMM YaLle), a npu
BO3HWUKHOBEHWNW «HOBbIX» CUMNTOMOB — N0 MEPE HEOOXO-
ammocTun. CemeliHbln Bpad Ha3dHadvaeT nposeneHune 9K,
OxoKrI', Y3 abgomumHanbHoro, Y3 akcTpakpaHuanb-
HbIX apTepuin, MmoHuTopuposaHne SKI no Xontepy, uc-
cnefoBaHue OCTPOThl 3PEHUSA B 3aBUCUMMOCTM OT paHee
BbISIBIIEHHbIX UIBMEHEHUIA.

® Kakme orpaHuyeHus B npodeccroHasbHOM Bbl6O-
pe? OrpaHnyeHus CcBsi3aHbl C TXENBIMU GUINYECKUMU
Harpyskamu: NogbEM 1 NEPEHOC TAXECTEN, ANUTENbHASA
cTaTuyeckas Harpyaka (npu naockoCcTonuu, CKOnose,
BAPUKO3HOM PaCLUMPEHNN BEH), @ TAKXe HE PEKOMEHO0-
BaHa paboTa 3a KOMMbIOTEPOM MPY MUOMUKU, acTUrMa-
TU3ME 1 APYron NaToNornm OpraHoB 3PEeHNS.

BbiGop cynpyra no «reHeTu4eckrum npeanouTeHmnsam».
M3BecTHO, 4yTo aeTam npusHakm OCT nepepatotcs oT
oTua u oT Matepu. B cBA3M C TEM YTO KOCTHblE NPOSIB-
NeHns aucnnasvm nepenaiTcs NOTOMCTBY MO ayTOCOM-
HO-AOMMWHAHTHOMY TuMy, TO NoToMcTBY B 50 % cnyyaes
nepepatoTca npusHaku JCT. Ecnu nposBneHns nmeioTcs
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JNIEHUN MPOUCXOOUT UX «HaKOMeHMe» B GonblueM MpPo-
ueHTe cnydaeB. CooTtBeTcTBEHHO nmua ¢ ACT AOMKHbI
BbIOUpaTh cebe napy 6€3 aHaNornyHbIX NPU3HAKOB.
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