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TEPMATOMHUWO3UT

Mouent O.B.MakapoBa



NTEPMATOMMOSBHUT (6onesus Baruepa,

0one3Hb BarHepa-Yaudeppuxra-Xernrma) -

TSDKE/I0€ IPOrpeCcCUpPYIoLee CUCTEMHOE
MMOPAXXeHHe COeJUHUTEeTbHON TKAaHHU,
IJIaJKOU U CKEeJIETHOU MYCKY/IaTYPhI C
HapyllleHHEeM JIBUTATeTbHON PYHKIINH,
KOXXHBIX IIOKPOBOB B BUJI€ 3PUTEMBI U
OTE€Ka, COCYA0B MUKPOLUPKYIASITOPHOT'O
pyciia C HIOPAXXEHWEM BHYTPEHHUX OPraHOB,
HepeaKO OCJIOKHAIoLIeeCs KaJTbIIMHO30M U
rHOWHON MHPeKInen.

Y 25-30% 60onbHBIX /IM KOXXHBIH CHHIPOM

OTCYTCTBYET, B ITOJJOOHBIX CTydasiX
OIUATrHOCTUPYIOT IOJTUMHUO3UT.



,Z[epMaTOMI/IOBI/IT — peznkoe 3aboeBaHUe, KOTOpOe

OTHOCHUTCS K I'PYIIIIe BOCITAJIUTE/IbHBIX MUOMATUN U
XapPaKTePU3YeTC s MOPAKEHUEM MBIILILL U KOXH, A TAKKe
IPYTYX OPraHOB U TKaHEU, MPex e BCero Cepala, JIerkux u
BePXHEro OTAe/IA XeNTyIOYHO-KUIIeYHOTO TPAKTaA.

[IpyumepHO B TpeTu cjiydaeB IPUYHMHOU PA3BUTHUS
ACPMATOMHUO3NUTA ABJISIIOTCA 3/IOKAYECTBEHHDBIE OITYXOJ/IHN.
OOmMY KIMHUYeCKUMH TTPU3HAKaMHU
BOCTIAJTUTETbHBIX MUOIIATHU SIBJSIOTCS C/1A0OCTD
MIPOKCHUMAJIBHBIX I'PYII MBILIL, U HATUYHE
CUCTEeMHBIX ITPOSBJIEHNU W, TAKUX KaK JINXOPAJKa,
apTpaaruuv, CUHAPoOM PeiiHO v mopakeHue
BHYTPEHHUX OPraHOB, B YaCTHOCTH CepAlia U
JIETKUX. B oTinydure oT Apyrux BOCHA/IMTE/IbHBIX
MUOIIaTUU [JI J€PMAaTOMUO3UTA XapaKTEePHO
IMOPAKEHHE KOXMU.



dnuaemMuoaorus. 3aboneBaemocts JIM
COCTaBJsIeT 9,63 : 1 MJIH. HACEJIEHUS B IO, y
YKeHIITMH TUATrHOCTHUPYETCS B 2-3 pasa vallle,
yeM y My>K4uH. JIM Mo)XeT pa3sBHBaThCS B
JI000M BO3pacTe.

BeigensroT ;Ba BO3PAaCTHBIX ITUKA
3a00/1eBaHMsI, OUH B BO3PACTe 5-15 JIET
(roBeHMIbHAsE pOpMa), BTOPOii — 45-65 j1eT
(coOTBETCTBYET HaPACTAHUIO
MapaHeoI/IACTUYeCKOU POpPMBI).
IOBenunbHbIM [IM cocTaBnseT ot 1/5 10 1/3
oO111ero yrciaa caydaes /1M, uaronaTuyeCcKui
— 30-40% ciy4aeB U OKOJIO 25-30% -
coYyeTaHHbIe U BTOPUYHBIE
(mapaHeomaacTudeckre) GopMbl 3a00/I€BaHUS.



Jtuonorusa. /M cuuTaercs
MYJIBTU(PAKTOPHAIBHBIM 3a00sieBaHueM. [IM
Yalle BCTPeYaeTCsl B F0XKHO-eBPOIIEUCKUX
CTpaHax, U 3a00J/1eBaeMOCTh YBETHUHNBAETCS
B BeCeHHee U JIeTHee BpeMsi, IO3TOMY He
HMCKJTIOYaeTCsT poib UHCOMAUUU. OCHOBHBIM
CYUTAIOT NHPEKIIMOHHBIN TeHes
3a00/1eBaHMs (BUPYCHBIM, OaKTepHaIbHbIM),
0COOEHHO ITpH I0BEHWIbHOM popMme (y
nereii); y B3pocCibix Hanbosee yacto JIM
SIBJISIETCS TTapaHeoIUIasuei (mpu pake
BHYTPEHHUX OPTAaHOB — JKeMyKa, MO KeTy/I.
XKeJIe3bl, IETKUX, MOJIOYHOMU YXeJle3bl,
TOJICTOU KUILIKH).



B kauecTBe 5THOIOrMYeCKU 3HAYHNMBIX
PacCMATPUBAIOT BUPYCHI I'PUIIIIA, TTAParpuIIna,
reraTuTa B, muKopHaBUPYCHI,_TTAPBOBUPYC, A
TaKKe rpocreiimue (Toxkcoriasma). Cpeau
OaKTepHaIbHBIX BO30yaHTe/Iel MOAYePKUBAIOT
pOIb Ooppenro3a U -TeMOTUTHYECKOTO
CTPEINTOKOKKA IPyNbl A.

K apyrum mpemonaraeMpiM 3THOIOrMYECKUM
daKTOpaM OTHOCAT HEKOTOPbIe BaKI[UHBI (ITPOTHB
Trda, X0IePhl, KOPU, KPAaCHYXH, ITAPOTUTA) U
JIeKapCcTBeHHbIE BelecTBa (/l-rmeHuIniaMyH,
TOPMOH POCTaA).

[TpoBonmpytonumMu GakTopaMu SIBIASIOTCS
nepeoxjaaKAeHUs, MHPeKITnOHHbIe 3a00/IeBaHUA,
CTPeCC, BAaKIMHALW4.



IlaTorenes. Benyiien signsieTcss UMMyHHas
Teopus TaToreHe3a, KOTOPasi TECHO
IepervieTaeTCs C reHeTU4eCKOH M BUPYCHOM
(MHQPEKIITMOHHOM ), YTO JOKAa3bhIBAETCS
BbIpa)KEHHBIMHU HAPYIIEHUSIMH KJIETOYHOTO U
TYMOPAJbHOTO UMMYHHTETA, AKTHBHO
MPUHHUMAIOIIMMHU Y4acTHe B Pa3BUTHH
MIATOJIOTUYECKOTO TIpoliecca.

Ha pone nucbananca T- u B-numdponuTos,
CHIDKeHHUST QYHKIIMH T-CyITpeccopOoB MOSIB/ISIETCS
IIUPOKUM CIIEKTP aHTUTEJI, B IIEPBYIO OUYepenb K
COOCTBEHHOM ITOTIEPEYHOII0I0CATOM
MYCKY/IAType, IIMPKYIUPYIoIIye U
GUKCUPOBAaHHBIE UMMYHHbBIE KOMILIEKCHI.




Y 60—70% 60/1bHBIX 0OHAPY)KMUBAIOT AHTUHYK/I€APHbIE
aHTUTeNa Kinacca IgG.

Poss HacsteacTBeHHBIX (PAKTOPOB MOATBEPXKIAETCS YaCTOM
accouvanuen /IM c aHTUreHaMHM TKaHEBOM
coBmectuMmocTu B8 1 DRW3.

B renese IMMOPAXXE€HW S MbILLIE€YHbIX BOJIOKOH MMEIOT
3HAYECHHUE ITIOPAXEHHUA COCYJ0B MUKPOLHUPDKY/ISTOPHOTI'O
pYCia B pe3y/IbTaT€ NMMYHOIIATO/IO'NYE€CKUX ITPpOLHECCOB C
O6paBOBaHI/I€M HMMMYHHbBIX KOMIIJIEKCOB, He
NCK/TIOYAeTCs IIPpSIMOE ITOBPEXACHNE BUPDYCOM MBIILIIEeYHOM
TKAHH.

XapakTepHo d4actoe pa3Butue [IM Ha poHe
3/I0KQYeCTBEHHOU OITYXO/IU — BTOPUYHBINU, UIU
OIyX0JieBbIH (MapaHeoriacTuyeckuii). OH MOXKeT
IpeALeCTBOBATH OIyX0/JI€BOMY POCTY, Pa3BUBaThCS Ha €ro
$oHe 11 BOSHUKATh OFHOBPEMEHHO.

[TepBuanbiii /IM 0603HaYaeTCsT KaK UAWOTIATHAYECKHU.



Kimaccnpukanus
1. [To npoucxoxcdeHuto:
- UAUOTIATUYECKUM (ITepBUYHBIN);

- TApaHeOoIUIaCTUYEeCKHI (BTOPUYHBIH,
OIYXOJIEBBIA);

- JOBEHHUJIbHBIH 1€ PMATOIIOIMMHUO3UT (IeTCKUIA);

- IepMATOMHUO3HUT (ITOTUMHO3UT) B COYETAHUHU C
apyruMu upPpy3HpIMH  O0E€3HAMU
COeIMHUTEJIbHOM TKAHHU.

II. Ilo meueHuro: oCTpOE; MOJOCTPOE;
XPOHUYECKOE.



II1. Ilepuodvi 3abosesaHus:

- IIPOAPOMAJIbHBIN — OT HECKOJIbKUX THEU IO
Mecs1a;

- MAaHHUECTHBIN C KOXXHBIM, MBIIIIEYHBIM,
OOIITVM CHHIPOMAMHU;

- INCTPOPUYECKUI, MTH KaXeKTHIeCKHUH,
TePMHUHAJILHBIN, IIePUOL,

- TIePUOJ, OCJIOXKHEHUU.
IV. Cmenexnu akmusHocmu: I, 11, 111

V. OcHoBHble knuHUYeckue npusHaAKu

(cuHOpoMbl): KOXKHBIM; CKeJIETHO-MbIIIEYHBIH;
BUCLIePA/IbHO-MbILIEYHBIM.



Kinuauka. Hauao 3a6o1eBaHus oCTeIIeHHoe,
peXxe MoLOCTPOoe, C PA3BUTHUEM MBILLIEYHOU
c71a00CTHU, TMXOPAAKU, 3HAYUTETbHBIM
CHI)KeHUeM Macchl Tea.

B de6rome 60.1e3Hu Y OOMBIIMHCTBA OOTHLHBIX
HaO/TI0IAeTCSI apTPAJITHS, TIO3)KEe MOSIBISTIOTCS
CTOMKHeE BOCITAJINTEe/IbHbIE OOTH B CyCTaBax
KUCTEeN U CToN. BocmannrenbHbIN MpOLeCC
3aXBaThIBaeT He TOJIBKO CyCTaBHbIE TKAHHU, HO U
CBSI3KH, CYXOXXUJIHsI, peTHOHAPHbBIE MBIIIIIIHI.
[ToparkeHMe MBIIIIIL BCTpedaeTcs y OO/TBITMHCTBA
OOJILHBIX Y XapaKTepU3YyeTCsl ITosIBIeHUueM
MBIIIIEYHOM €/1a00CTH, 0COOEHHO IJIEYEBOTO U
TAa30BOI'0 MMOSICOB (ITA/JILIIATOPHO  OIpeAe/IsIeTCs
00/Ie3HEHHOCTD ).



[To mepe pa3BuTHs 3a001€BaHUS
OOHapY)>XHBaeTCs TPUITYyXJIOCTh, YIUIOTHEHHE U
CITa3M MBIIIIII.

B maTonornyeckuii npouecc MOryT BOB/I€KATbCS
MBIIIIIBI AUAPPATrMbl, TOPTAHH, CEP/IIA, UTO
XapaKTEPU3YeTCS PAa3IUYHBIMU KIIMHUYECKUMU
IIPOSAB/IEHUSIMU.

B no3zdneti cmaduu JIM oO6Hapy)>XUBaIOTCS
KaJIBITMPUKATHI B MATKHX TKAHSX: B TIOAKOXKHOM
YKUPOBOM KjIeTYaTKe, MBIIIIIIAX, CYXOXXHUJTHSX,
aTTOHEeBPO3ax.

Ins IM TUITAYIHBI cBOeoOpasHoe ITopaykKeHue
KOYKH JIMIIA, TAapaOpOUTAIBHBIN OTEK, DPUTEMA,
BBI3BIBAIOIIVIE HETIPUSITHBIE OITYIIeHUS,
Te/IeaHTMDKTa3uU U MUTMEeHTHBIE ITATHA.



B mesiom, KTMHUYeCKHe MPOsSIB/IEHUS
MHOT000Opa3Hbl, HO BeAYLUTUMU SIBJISTIOTCS KOXKHBIN U
MBILLI€YHBI CUHIPOM.

KoocHbie uamenernus. KinaccmyecKUMU KOXKHBIMU
IMTPpOABICHHUAMMA ABTAKOTCA CUMNIMOM Fommp0Ha 41
cetluomponHdas covlnbds.

«Pyka MexaHmka» — menyiieHue, 60ie3HEHHbBIE
TPELIUHBI Ha KOXXe KUCTeMu.

Cumnmom [TommpoHa — mosiBieHre KPaCHbIX U
PO30BBIX, MHOT/IA IIeTyIIANIHXCS Y3€/IKOB M OJIsIIeK Ha
KO)Ke B 00/1acTH pa3rubaTeTbHBIX TOBEPXHOCTEH
cycTaBoOB (4aiie MeXX(pa/1laHTrOBbIX, MACTHO(ATATHOBBIX,
JIOKTEBBIX U KOJIeHHbIX). MHoraa cumnrom [oTTpoHa
Mpe/iCcTaB/eH TOJIbKO HESIPKUM ITOKPpaCHEHUEM,
BITOCJIEZICTBUU TTOTHOCTHIO OOPATUMBIM.



[enuomponHas cvinb — MPeACTaBIsIeT COOOM
JINJIOBbIE M/IN KPaCHbIe KOXKHbIE BBICHITIAHMS Ha
BEPXHUX BeKaxX U IMIPOCTPAHCTBE MEXIY BEPXHUM
BEKOM 1 OPOBBIO (CHMIITOM «JIMJIOBBIX OYKOB» ),
4aCTO B COYETAaHHH C OTEKOM BOKPYT I/1as. ChIIb
MOJXET PacCIIojIaraThCs TAKKe Ha JIMIe, Ha TPYAU U
iree (V-oOpasHast), Ha BepxHeil YaCTH CITUHBI U
BEPXHUX OTAe/aX PYK (CUMIITOM «ILaIn»),
YKUBOTE, AITOAMIIAX, Oepax v roIeHsX.

YacTo Ha Ko)Ke Y O0JIbHBIX MOSIB/ISIOTCS
HM3MeHEeHHMsI 10 TUITY BeTKH JepeBa (JApeBoBHUIHOE
JIBe10) 6OPAOBO-CHUHIOIIHOIO IIBeTa B 00/1aCTH
TJIeYeBOrO IT0sICa U IIPOKCHUMAJIbHbIX OTAE/IOB
KOHEYHOCTEeMH.



ParHuM npy3HakoM 3a00/1eBaHUS MOTYT
OBITh U3MEHEHUS HOT'TeBOTO JIOXKA, TAaKUe
KaK ITOKPAaCHEeHHEe OKOJIOHOTTEBBIX BaTUKOB
M pa3pacTaHre KOXXU BOKPYT HOI'TE€BOTO
noxxa. KoxxHbie nposinenus npu /AM vaie
IpeAIIeCTBYIOT MTOPAYKEHWTIO MBIIIII, B
cpeaHeM, Ha HECKOIBKO MeCsIIeB WU JTaXKe
neT. Mi3onupoBaHHOE MOpa)KeHUe KOXXU B
nebOI0Te BCTpevyaeTcs Yallle, YeM ITopakeHue
MBIIII, ¥ KOXXU OJTHOBPEMEHHO.



[lopaxcerue ckenemHblx mblwy. 1 TaBHBIM
CUMITTOMOM SIB/ISIETCSI PA3/INYHOM CTeIlleH!
BBIPAYKEHHOCTH CUMMETPHYHAS C/1a00CTh MBIIIII]
IJIEYEBOTr'0 Y Ta30BOTO MOSCOB, crudaTeie eu u
MBI, OpPIOIITHOTO TTpecca. OOBIYHO 3aMeYaroT
3aTpyAHEeHWe B BHINIOTHEHUU TTOBCEeTHEBHBIX
NEeVCTBUM: IOAbEM IO JIECTHUIIE, BCTAaBaHUE C
HH3KOTO CTY/Ia U T. [I. [TporpeccupoBaHue
3a00/1eBaHUSI MPUBOIUT K TOMY, UTO OOJIBHOM
TIJIOXO YAep)KHUBaeT roJoBY, 0COOeHHO KOTa
JIOXKUTCS IJTU BCTaeT.

OmnacHBIMH CUMITTOMAaMM SIBJISIETCSI IOPAYKEHU e
OBbIXaTEe/IbHOMW U IJIOTATE/IbHOM MYCKY/IATYPhlI.



BoBneueHre Me)XXxpeOepHBIX MBIIIIIL U THA(PParMbl
MOXXeT rpuBectu K /1H.

[Tpyu mopa>keHUH MBI ITIOTKW U3MEHSIeTCS
TeMOp rosioca, HAYMHAETCSI THYCABOCTb,
MoTepXrUBaHKe, BOSHUKAIOT TPYJHOCTH TIPH
T7IOTAHUU TTHIIH.

Hepenaxo maiieHThI )KaIyI0TCS Ha MBIIIIEYHYIO
00JIb, XOTSI MBIIIIeYHas CJTA00CTh MOYXET MPOTEeKaTh
1 O0e3 6omeBoro cuHApoMa. BocmaiurenpHbIe
M3MeHEeHHsI B MBIIIIAX COITPOBOXKAAIOTCS
HapyIlIeHHeM UX KPpOBOCHAOKeHMUSsI, TOCTABKH

MU TAaTeIbHBIX BEIIeCTB, YTO IPUBOJIUT K
yMeHBIIIeHUIO MbIIITeYHOH MacChl, pa3pacTaHUIO B
MBIIIIIIAX COeTMHUTETbHON TKAaH!U M Pa3BUTHUIO
CYXOXKHUJIbHO-MBIIIEYHBIX KOHTPAKTYP.



'paganusa MpIIIeYHOM CJIA00CTH IIPHU

IIM (A. Rose et ]J. Walton, 1966)

Crenenp

BbIpa’KeHHOCTh MBIIIEYHOM CJIA00CTH
Her HapylieHuii B MOMEHT OCMOTpaA

HeTr HapymeHuid mpu OCMOTpPE, HO HMMEIOTCS HEOOJbIIas
C1a00CTh U CHUXKEHHUE ToJIepaHTHOCTH K DH

HeOomnbimas arpodus oJHON WK 00JIE€ MBIIIEYHBIX TPYIIII
0e3 (yHKIIMOHAJIBbHBIX HAPYIICHU

Hapymiennss @yHKumi: HECmocoOHOCTh Oerarb, HO
COXpDAHEHME BO3MOXHOCTHM MATA IO JIECTHUIIE 0€3
NOAJAEPKKHU PYK

BripakeHHas MBIIIICYHAS C1a00CTBh, J10pH03,
HECIIOCOOHOCTh MIATH IO JECTHHIE (CIyCKaTrhCsi) WU
MOAHUMATBCS CO CTyJla 0€3 HCIOJb30BaHUA pPyK (WIH
TTIOMOIIIHN )

HeecrmocoOmocTE RCTATE (e TTOMOTIITIT OKNAVAKEATOTTITIAIY



I Ipumeuanue:

CTEeIeHH 1-3 OTPAKAIOT MUHUMAJIBHYIO
BBIPA)KEHHOCTD MJIU OTCYTCTBHE MBIIIEYHOM
cabocTy,

4-51 CTEIEeHb — YMEPEHHYIO BbIPAYKEHHOCTD,

5-6-51 CTeIIEHU — BBIPAKEHHYIO U
3HAQYUTE/IbHO BBIPAXXEHHYIO MBILIEYHYIO
C1aboCTh.



[lopaxceHue néaxux tipu JM BbisiBisieTcs y 5-46%
OOJILHBIX Y 00YCJIOB/IEHO PSIIOM PAaKTOPOB:
MBIIIE€YHBIN CUHAPOM (TUITOBEHTH/ISALIMS),
MIPUCYTCTBUE U Pa3BUTHE HHPEKITUY, ACITUPAITUU TIPHU
TJIOTAaHUH, Pa3BUTHE UHTEPCTUIIMATbHON ITHEBMOHUU
1 GUOPO3UPYIOIIETO a/IbBEOTHTA.

MaimreqHast c1aboCTh, KOTOPAsI paCIIpPOCTPAHSIETCS Ha
IbIXaTe/IbHbIe MBIIIIIILI, B TOM YUC/Ie U Auadparmy,
CTAQHOBUTCA IMIPUYUHOUN CHIDKEHUS BEHTWIALIUOHHOM
$yHKIUY N€rkuxX. KnnHudeckure aTo BeIpaykaeTcs B
YaCTOM U MOBEPXHOCTHOM JbIXaHUU, UHCITUPATOPHOM
OZbILLIKE, PA3BUTUUN T'MIIOCTATUYECKOW ITHEBMOHUMU.
Nvicarus ¢ acmupaiyei YXUAKOCTU U ITHIIU B JIETKHE
00YCJ/IOB/IMBAET Pa3BUTHE aCITUPAITMOHHOM
IIHEBMOHMUH.



/Ipyeue cumnmompsl. KanbyuHO3 MITKUX TKaHEU
(mMpeurMyIeCcTBEHHO MBIIIIIL ¥ MOJKOXXHOM! YKUPOBOM
KJIETYATKHU) AB/ISIETCS 0COOEHHOCTHIO IOBEHU/IBHOTO
BapHaHTa 3a00/1eBaHMsI, HAOII0IAeTCs B 5 pa3 vyallle, YeM
ripu /IM y B3pOC/bIX, U 0COO€HHO 9aCTO B AOIIKOTEHOM
Bo3pacTe. KasbIimHO3 MOXXeT ObITh OTPAHUYEHHBIN WIH
i Py3HBINA, CAMMETPUYHBIN WU ACUMETPUYHBIH,
IpeICTaB/seT COO0U OT/IOKEHME IETIO3UTOB COJTEH
Ka/IbLIMsl (TMAPOKCHUATIATUTOB) B KOXKE, MOKOXKHOM
KJIETYATKe, MBIIIIIAX UIW MEXMBIIIIeYHBIX TPOCTPAHCTBAX B
BUJIe e TMHUYIHBIX Y3€/TKOB, KPYITHBIX OITyXO/I€BUIHBIX
oOpa30BaHUM, TOBEPXHOCTHBIX OJISIIEK.

[Ipy mOBEpXHOCTHOM pacCOIOKeHUH Ka/IbLIUHATOB
BO3MO)XHA BOCIIAa/INTE/IbHAS PeAaKL N OKPYYKAIOLIUX
TKaHel, HarHauBaHUe U OTTOPXKeHME UX B BUJE
KPOILLKOBATHIX Macc.

['ry6oKo pacmonoxeHHbIe KaJTbIIMHATHI MBIIIIIT, 0COOEHHO
e ITUHUYIHbIE, MOXXHO BBISIBUTH TOJIbKO IPHU
PEHTTeHOJIOTUYEeCKOM MCCIeJOBAHUU.



[lopaxceHnue cycmaesosg. CycTaBHOM CUHAPOM MOXKET
IIPOSIB/ISAITHCST OO/ISIMU Y OTPaHUYeHUEeM MOABIKHOCTH
B CYCTAaBaX, YTPEHHEU CKOBAHHOCTHIO KaK B MEJIKUX
TaK U B KPYNHBIX cycTaBax. [ IpunyxnocTs BcTpeyaercs
pexe. Kak rmpaBuio, pu ie4eHUU BCce U3SMEHEeHUS B
CyCTaBax IpeTepIreBaloT 0OpaTHOe pa3BUTHE.
Hapymenre GyHKITUNU CyCTaBOB M KOHTPAKTYPHI Yallle
CBSI3aHBI C TOPAKEHNEM MBI,

[lopaxceHue cepdua 06yCI0BIEHO CUCTEMHBIM
MBILLIEYHBIM MTPOLECCOM U IIOPAXKEHHUEM COCYA OB, IPU
3TOM YAaCTO BOBJICKAETCS B IATOJIOTUYECKUI MPOLeCC
MUOKapZ, XoTs npy JIM MoryT cTpazaTs Bce TpU
000/IOYKU cep/iIia, U KOpOHAPHbBIE COCYAbI, BIJIOTH IO
pPa3BUTHS UHPAPKTA.

B akTHBHBIN MepHO Y OOTLHBIX OTMEYAeTCs
TAXUKAPAUS, IPUTTYIIEHHOCTD CEPAEYHBIX TOHOB,
HapyILIeHUs pUTMa U IIPOBOAUMOCTH.



[Hopaxcerus xncenydoyHo-kuweuHo20 mpakma 1ipu M
BbI3BAHBI PACITPOCTPAHEHHBIM ITOPAXKEHHEM COCYZI0B C
pPa3BUTHEM HapyIIeHUS MUTAaHUS CIM3UCTON 000/I0UKH,
HapylLIeHWeM HEPBHOU IMTPOXOAMMOCTU U MOPAXKEHUEM
[JIAIKOW MYCKYy/IaTypbl. BO3MO)XXHa KJIMHUKAa TaCTPUTA,
KOJIUTA, B TOM YUCJI€ SPO3UBHO-SI3B€HHbIE [TOPAKEHUSI.
MoryT HabroAaThCSI He3HAYHUTE/TbHbIE WIU MTPOQYy3HbIe
KpOoBOTeueHUs1, Iepdopalivsi C pa3BUTHEM II€EPUTOHUTA.

[lopaxceHus nouek, Hep8HOU U IHOOKPUHHOU cucmem
BCTPEYAIOTCS PeKO.

JHJIOKPHWHHbBIE HAPYLLIEHUST MPOSIBISIIOTCS U3MEHEHUSIMU
OYHKIIMOHA/IBHOW aKTUBHOCTH TTOJIOBBIX YKEJI€3,
runodpr3apHO-HAAIIOYETYHHKOBOM CHUCTEMbBI, KOTOPbIE
MOTYT OBITh OOYC/IOB/IEHBI KAaK TSHKECTHIO 3a00/IeBaHUS U
BAaCKY/IMTOM, TaK U IPOBOAUMOU CTEPOUSHOM TepallUEeu.



Iopaxcerue causucmouix 060104eK TPOSIBISIETCS
KOHBIOHKTUBUTOM, CTOMAaTUTOM, THIIepEMHEN,
OTEeKOM B 001acTu Heba, 3aJHel CTeHKHU ITIOTKHU.

XapaKTepHBIM ISl MUOTIATHH SIBJSIOTCS C/IA0OCTH
IIPOKCUMAJIbHBIX I'PYIII MBIIIL, U HAJTUYUE
CUCTEMHBIX [IPOSIBJICHUM, TAKMX KaK JINXOPAJKa,
apTpaaruuv, CHHApPoM PeitHo v nopakeHue
BHYTPEHHHX OPraHOB, B YaCTHOCTHU CcepALa U
JIETKUX.

B oTnnyue oT Apyrux BocraiuTeIbHbIX MUOTATUMN
111 I€PMATOMMO3MTA XapaKTEPHO MOpaXkeHue
Kok OCHOBOM T JUATHO3A ABJISETCS
KJIMHWYeCKasi KapTHUHa.



B o611em aHaM3e KpOBU ompeensieTcsi YMepeHHO
noBbItieHHass COD, HeOO/IbIION JIEAKOILIUTO3S.

B 6moxmMuyeckom aHa/mM3e KPOBU - MOBBIIIIEHHE
T. H. «pepMeHTOB MbIlIe4YHoro pacmnaga» (KOK,
JIIT, AJIT, ACT, anpgonassl), YTO UMeeT
AUArHoCTUYecKoe 3HavueHue. [Ipu octpom
npouecce KOK m JIZII' MmoXeT nipeBbIlIaTh HOPMY B
10 pa3 u OoJree.

HMMMmyHONMorndyeckue ucciaegoBaHus
OOHapY)XMBAKOT aHTHUTe A K Tuctuana TPHK-
cunretase (Jo-1).

M3 HHCTpyMEeHTA/IbHBIX METOL 0B UCITOb3YIOTCSA
aieKTpoMuorpadus, OMOICHS MBI (I1e4a,
oexpa U ap.) [Is1 IOATBEPXKAEHUS JUarHO3a
(0OHapPY)KMBAIOT Er€HEPALUIO MBIIIEYHBIX BOJIOKOH).



InarHocTn4YecKue Kpurepum gepMmaromuosnuta APA
OcHogHble:

XapakTepHoe TTopaykeHUe KOXKH: TepUOPOUTATLHBINA OTEK
1 DpUTEMA — CUMIITOM «OYKOB»; TE€JICAHTUDKTA3HH,
SpHTEMa Ha OTKPBITHIX YYACTKAX Tejla (JIUIIO, 11esi, BEPXHSIS
4aCTh I'PYIM, KOHEYHOCTH).

[Topa)keHre MpIIIIIL (IPEUMYIIECTBEHHO ITPOKCUMATbHBIX
OT/Ie/IOB KOHEYHOCTEI), BhIpA)KaIollleecs B MbIIIEUHOM
C1ab0CTH, MUAJITUSX, OTEKE U MO3)Ke aTPOPUH).

XapakTepHasi TaToMopPOIOTUS P OMOTICHH MBIIIIT]
(merenepariyisi, HeKpo3, 6a30$uIHs, BOCIaTUTE/TbHbIE
MHPUIBTPATHI, PHUOPO3).

YBenn4yeHre aKTUBHOCTH CBIBOPOTOYHBIX pePMEHTOB —
K®K, anpgonassl, TpaHcaMuHA3 Ha 50% u Oosiee OT
HOPMAJIbHOTO YPOBHSI.

XapakTepHbIe JaHHbBIE IEKTPOMUOTPAPUIECKOTO
HCC/IeJOBAaHUS.



/lononHumenbHblE:
1. KaapimHo3.

2. lucdarusi.

/Tuaenos /IM docmoeepen: a) Py HATUYINH 3
OCHOBHBIX KpUTEPHEB U ChIIH; 0) IPU HATUYHUU 2
OCHOBHBIX, 2 JOTIOJTHUTEIbHBIX KDUTEPUEB U CHIIIH.

/luazHos eeposimen: a) TPy HAJIMYUH TIEPBOTO
OCHOBHOTI'O KPUTEPUST; 6) IPU HATMYUH IBYX
OCTa/IbHBIX OCHOBHBIX KDUTEPHEB; B) ITPH HATMYUH 1
OCHOBHOTIO U 2 JOTIOJTHUTEIbHBIX KDUTEePUEB.

/luazHo3 noaumuo3uma docmoegepeH NMpyu HaTUIuu
yeThIpex KpuTepreB O6e3 ChITIH.



BOCIIQINTE/IbHBIX MUOIIATUU, Pa3pa0OTaHHBIE

1. CUMMeTpHUYHAsI MbILIIeYHast C/1Tab0CTh
MTPOKCHUMaJIbHBIX TPYIII MBIIIIII

2. [loBbIlIeHME KOHIIEHTPAIIUU MBITIIEYHBIX
bepmenToB (KOK, AJIT, ACT, JIAT,
aJIbJ0/1a3bl)

3. U3menenus Ha DOMI': kopoTkue,
HU3KOAMIUTUTYIHbIE, TTOoMUda3HbIe
MOTEHIUAJTbI IBUTATETbHBIX € TUHUII;
MOTEeHIIUAIbl GUOPUJUISIINU B COCTOTHUM
MBIIIIEYHOTO paccaabneHus v
BBICOKOYACTOTHBIE TIOBTOPSIOIIMECST PA3PsiIbl
4. Pe3ynbTaThl OMOTICHUY CKE/TeTHOU
MYCKY/IaTypbl: HEKPO3, MTHPUIBTPALUS
dbaromuTamMu

5. Cnenuduyeckrie KOXKHbIe U3MEHEeHUsI

[narHos fepmMaToMUO3UTA: 4 KPUTEPUsI, BKIIOYast
KOXXHBIM CUHJPOM

1. YCTaHOBJIEHHO®E
HeBPOJIOTHYeCKHe 3a00/IeBaHue,
IIPOSIBJIAIOLLIEECS] MBILLIEYHOU
C1ab0CTHIO

2. Munacrenus

3. Mbrieynsie guctpoduu

4. ['panyneMaTo3HbIA MUO3SUT
(capkonmo3s)

5. MHpEKIMOHHBIN MUO3UT

6. MeTtabonmryeckast MUOTIATHSI
7. Muonarusi, BbI3BaHHAas
SHIOKPHUHHBIM 3a00/IeBaHHEM

JlnarHo3 MOJTMMHO3UTA: 4 KPUTEPUST
6e3 KOXKHOTO CUHIPOMA



HoBrple K1accupuKarnoHHbIe KPpUTEPUH BOCIa-

antenbubix Muonatuii (IMCCP, ACR, EULAR, 2016)

Bo3spacrt ae6ioTa 3a60eBaHMs OT 18 10 <40 JIeT 1,6
Bo3spacrt ae6ioTa 3a601€BaHUs =40 JIeT 2,3
[TopaxeHre MpILI1L]
CmaboCTh MPOKCUMaTbHBIX MBILII], PYK 0,7
CmaboCTh MPOKCUMaTbHBIX MBILII], HOT 0,6
Crubarenu nieu cinabee pasrubaresneil men 1,6
[TpokcrMaibHBIE MBILIIIBI HOT C1abee TUCTaTbHBIX 1,5
[TopaxeHne KOXxu
[Teprop6uTaNnbHBIN OTEK 3,3
ITanyner [oTTpOHa 2,3
Cumntom [oTTpOHa 3,4
Hwvcdarus vam npyrve npu3HaKU HapyLIEeHUs] MOTOPUKH MTUILEBOIA 0,7
JlabopaTopHbIe MPU3HAKU
K®K 1,2
AHTH-]O-1 4,2
Cymma 6annoB* 0,9

JlaHHbI€ OUOTICUU
MHPUAbTpaIYs SHIOMH3US MOHOHYK/IeapaMH, KOTOpPbIe He
HPUIBTPUPYIOT MBIIIIEYHOE BOJIOKHO 1,6
MHPUABTpaIys TEPUMU3US WIH TTIePUBACKY/ISIPHOM 00/1aCTH 1,1

) R R o



[Tppmeuanme: *Eciu mpoBemeHa 6uorncusl,
MOTy4YeHHYI0 CYMMY HEOOXO IUMO YMHOXXUTH Ha
0,9 U CJIOKHUTH C Oa/lJlaMU, MMOTyYeHHbIMH TTPH
OTIMICAHWH OMOTICUU.

[Tpu oTcyTCTBUY MOpPAYKEeHUST KOXXU OMOTICUS
obs13aTesTbHa.

Bbicokasi BEpOATHOCTH BOCIIA/IUTE/IbHOM
MMOIATUU, €CJIN OOLIM OaJI/I COCTABIISAET >7,5
(>8,7 IpH OTCYTCTBUH ITOPAKEHHUS KOXKHU )

/1711 pacyeTa BepOATHOCTU BOCIIA/IUTE/ILHOU
MHOIATUU WUCHOJIB3YIOT Ka/IbKY/ISTOP:
www.imm.ki.se/biostatistics/calculators/iim



. TeueHne 3a00j1eBaHUS
BOJTHOOOpa3HoOe, IIPorpeccUpymolilee 1 BapHuabeabHOe.

Ocmpoe meueHue XapaKTepU3yeTcs IMXOPAAKOM,
KaTacTpodpuyeCcKd HapaCTAIOIINM reHepaIM30BaHHBIM
IMOPAYXeHHUEeM MMOTIePEeYHOII0/I0CATOM MYCKY/IATYyPhI
BILIOTH JTO TTIOJTHOUM 00€e31BIKeHHOCTH,
PaCIIpOCTPAHEHHBIMU 3PUTEMATO3HBIMU
BBICBITIAHUSIMU, TIPOTPeCCUpyoleit gucharveu,
nvichoHMel, TToOpaykKeHNeM cep/iia U JPYTUX OPTaHOB.

bes neyenus 60/bHBIE YMHUPAIOT B TeUEeHHE 6-12
MeCSLeB OT ACIIUPALIMOHHOW ITHEBMOHUHU, JIETOYHOMU,
CepAe4YHOU U MOYEYHOU HeJOCTATOYHOCTM.

Ha ¢pone afmekBaTHOU KOPTUKOCTEPOUTHOU TEPATIHH
yAAeTcsi OCTaHOBUTH IIPOrpeccupoOBaHMe IIpoliecca U
YIYUYIIHUTDb COCTOSTHHE OO/IBHBIX, BIJIOTH JIO
KJIMHUYE€CKOU PEMUCCUU.



ITodocmpoe meuenue [IM ornudaetcs 6oee
MeJIeHHbIM HapaCTaHUEM CUMIITOMATHUKU, HO Yepes
1-2 TOZIa OT Hadyasia 00Jie3HU OOBIYHO UMeeTCs
pa3BepHYyTasi KapTUHA 3a00/IeBaHUS C TSHKETBIM
MOPAYXeHHWEeM MBILIL, SPUTEMON UJIN JePMATUTOM,
BUCLIEPUTAMHU, BO3SMO)XXHA Ka/IbLIMHALIMS TKAaHEW.

[Tpu mogocTpoMm TeueHNU 3a001eBaHUE HAYMHAETCS C
MTOCTEIeHHO HapaCTAIOIIeN CIa00CTH MBIIIIIL, KOTOpas
BBISIBJISIETCS [IPU Harpy3Ke, pexe — ¢ JepMaTUTa.
[lospHee pa3BUBaeTCsA XapaKTepHast KIIMHUYeCKast
KapTHWHA C MIPEeUMYLIECTBEHHBIM ITOPAYXKeHNEM MBIIIII]
TJIeEYeBOT0 M Ta30BOTO MOsICa, AUcharuen,
nvichoHMelr, THOTJA — MUOKAP/Ia, IETKUX, TTOYEK.

[Tporuos 3a60ieBaHMs 3aBUCUT OT CBOEBPEMEHHOCTHU
M QJICKBAaTHOCTH TEPAIIUU.



Ilpu xpoHuueckom meueHuu 3ab0eBaHNE
MIPOTEKAeT IUKINYECKU, JIUTEIbHO;
peo0/IaJAf0T MIPOIeCChl aTPOPUU B CKIepOo3a
MBILLIL. BO3MOYXHO JIOKAQJIbHOE TIOPAYKeHHEe MBIIIILI,
BKJ/IFOYasi JMCTaIbHbIE OTHE/Ibl KOHEYHOCTE!.
Hepenko pa3BuBarTCS 1epMaTUT, 3Y[,
TUneprrurMeHTanus, TurnepKeparos.
BucnepasibHble MOPaXXEHUS PEIKU.

[Iporaos /IM npu XpoOHUYECKOM T€YeHUU
OJIarOTIPUSTHBIMN.



Ocnoxxnenus /IM. Hanbosnee yactoe u
cepbe3HOe OCI0KHeHHe (OCHOBHas MPUYHHA
cmeptH nipu JIM) - acniupaiiioHHast THEBMOHUS
Ha pOHe OrpaHUYEeHHOM MOABMKHOCTH IPYTHOMN
KJIeTKH; HepeIKU MHTepKyppeHTHbIe MTHPEKITUU
Ha (OHEe TUIOBEHTH/ISIIINY JTeTKUX, TPHUBOSIIHE K
ITHEBMOHMWU;

B OT/ZIe/TbHBIX CTydasiX - HapacTaloIast
IbpIXaTelbHast HeJJOCTATOYHOCTH (IIPpH TSHKEIOM
MOPAYKEHHUU JIbIXaTeIbHBIX MBIIIIIL); BOSMOYHBI
nucTpodusi, UCTOIIEeHUE.

CepaedHasi ¥ IIOYeYHAst HEJOCTATOYHOCTh ITPH
IIM oTHOCUTETBHO peAKH. Y 00e3IBIKEHHBIX
OOJIbHBIX YaCTO BO3HUKAIOT SI3BBI, ITPOJIEXKHU,
KOTOPbI€e JIeTKO UHPUITUPYIOTCS.



OcHoBa neyeHus uauonarudeckoro JIM —
I'KC (ot 15 10 90 MT/CyT), 110 OKa3aHUSAM
IIUTOCTAaTHUKM ( MeTOTpeKcar, mukiaopochaMu/,
a3aTMOIPHH) U IIpelapaTrhl, HallpaBIeHHbIE Ha
yAy4diieHre MUKPOIMPKY/ISIIIUY, OOMeHa BelllecCTs,
YHKIIMI BHYTP. OPTAHOB, MpeA0TBpallleHHe
OCJIO)KHEHUI 3a0-51 1 ero Tepanuu (OKUpeHus,
OCTEOIIOPO03a, FaCTPOIATHUH U AP.).

[Ipu BBIsIBIEHUU 3/10KAY. OITYXOJ/IM MOKA3AHO
pPaJvKaabHOE onepaTuBHoe eyeHue. [locne
YCIELIHOTO yAQJIeHUS OIyX0/In BTOpUYHbIU [IM
OBICTPO MOABEpPraeTCcss 0OPaTHOMY PA3BUTHIO.
BoamoxxHO monHoe Bei3goposieHue. [losgBienue
penuausa /IM cBupeTenbCTByeT O
MEeTACTA3UPOBAHUM HEOIUIACTUYECKOTO ITpoLecca.



MEJIUKO-COLIMAIbHAS
SKCITEPTU3A

HPOTHBOHOKaBaHHble BUAbI W YCIOBUA

TpyAa: Pabora, cBs3aHHAasi CO 3HAYUTENHHBIM
Pu3nIecKum HampsDKEeHUEM, npeAnuCcaHHbIM
TEeMIIOM, BBIHY)XXJEHHBbIM TIIOJIO)KeHHUeM Tejla, B
HOYHYIO CMEHY; YMCTBEHHBIU TPYZ, C BbIPAXXKEHHBIM
HEPBHO-TICUXUYECKMM  HampspkeHHeM;  pabora,
CBsI3aHHAs C BO3/IEICTBUEM HWHCOJISAIINY, BUOpAINH,
MBI, TOKCUYHBIX XMMHYECKHUX areHTOB (MBIIIbSIK,
KMCJIOTBI, IeJOYM W  T.I.), IIOBBIIIEHHOTO
pafuallMoHHOTO  (QOHA, aJ/UJIEPreHoB,  JAPYrux
HeO/IAaTONPUSTHBIX (PAKTOPOB MPOU3BOICTBEHHOM
Cpezlnbl.



[ToxazaHus AJIst HalipaBJIeHUs 00JIbHBIX
B 6ropo MCD.

Teuenue 3a60eBaHUS C BEICOKOH
AKTUBHOCTBIO, OBICTPHIM
MIpOrpeccCupoBaHUEM U CKIIOHHOCTBIO K
reHepajiM3alvuy C MOPaYKeHHNEM MOYeEK,
LIeHTPA/JIbHOU HEPBHOU U CEPLAEYHO-
COCYAUCTOU CUCTEMbI, YMEPEHHBIMU U
BbIPaYKeHHBIMU HaPYIIeHUSIMHU PYHKITUU;
OTCYTCTBHE HEOOX0AUMOTro 3pPeKTa OT
JledeHHUsI COBpeMEHHBIMU JIEKAPCTBEHHBIMU
CpeACTBaMH U METOIAMU



Heo0xoauMblii MUHUMYM O0C/I€I0OBaHUSA
npu HanpasiaeHnuu B bMCO:

KIMHUYeCKUN aHa/TU3 KPOBU, OMOXUMUYECKHUH
aHa/IN3 KpOoBU: prOpUHOTreH, OO OeT0K U
dpaxkumu, KOK, AJIT, ACT, JIII, anpmonasa,
kpeaTuHuH, CPb, cmanoBeie KMC/IOTHI;
MMMYHOJIOTHYeCcKoe 00ciefoBaHHeE:
MMMYHOI'PaMMa, MapKephbl BUPYyca rernatuTa B u
C, BUY, uutomeranoBupyca u ap. (1o
noxaszauusaMm); CK®; OKI'; 9xoKT;
PEHTreHOJIOTUYEeCKOEe UCCIeZIOBAHUE;
pe3y/IbTaThl THCTOJIOTHUYECKOTO UCC/IeIOBAHUS
OHOIITAaTOB MOYKH, KOXXH, MBIIIIEYHOU TKAaHH!



B cooTBeTcTBMM ¢ mpuka3zoM MuHTpyza Poccun ot 27 aBrycra
2019 T. N° 585H, nmpuioXeHrel, IpUMeYaHue K 11.13,
«KonmmyecTBeHHast OlleHKA CTETIEHU BBIPAYKEHHOCTH CTOUKHX
HapyleHu QyHKIIUN KOCTHO-MBIIIIEYHOU CHCTEMBI U
COeIMHUTETbHOU TKAaHU OCHOBBIBAETCS TPEUMYIIIECTBEHHO Ha
OlleHKe CTeleH! BRIPAXKEHHOCTH HapyllleHni QyHKIIUI OPraHOB U
CHCTEM OPTaHM3Ma, CTelleHU BRIPAKEHHOCTU HapyIIeHH
$YHKIIMM CyCTaBOB (Ha/iM4Me U CTelleHb KOHTPAKTYPHI,
nedopMaliuii CyCTaBOB), MO3BOHOYHMKA (CTeleHb OrpaHUYEeHUS
MOABIDKHOCTHU IMTO3BOHOYHUKA); C YY€TOM PEHTTeHOTOrMYeCKHUX
M3MeHeHUH B CYCTaBaX v MO3BOHOYHUKE, pEKOMEHTOBAaHHBIX
BaJITMIMPOBAHHBIX METOAOB OI[eHKU KJIMHUKO-Ta00PATOPHBIX
MoKa3aTesiel aKT. 3a00/1eBaHUST; XaPAaKTEPUCTUKU TEYEHUS U
CTerneH!U TsHKeCcTU 3a0omeBanusi. Heo6xoarMo yYUTHIBATh TAKKe
MIOCTOSTHHYIO ITOTPEOHOCTH (00BbeM M BH/IbI) B IPOTUBOBOCII.
MMMYHOCYIIPECCUBHOI Teparnuu (coueTaHue MmpernapaToB Heck.
dapMaKoTeparneBTUIECKUX IPYIII), Ha GpOHE KOT. JOCTUTAETCS U
COXPaHSIETCSI COCTOSTHHE PEMUCCUU 3a00/I€BaHMS».



[1.13.2. CucTeMHBbIe MOpPAXeHUs COeIUHUTE/IbHON
TKaHu M30 - M36

CucTteMHasi KpacHast BOM4YaHKa M32

lopMaToOnOMMMHUO3UT M33
bonesnp bexyera M.35.2
CucTremMHbIe BaCKY/TUTHI M3o0
['panynemaros Berenepa M31.4

[MraHTOKJIETOYHBIN APTEPUUT C PEBMATUYECKOU
MMO/IMMUAITnen M31.5
Cyxoit cungpom (Lllerpena) M3s5.0
b PysHbIit 303uHOPUABHBIN pacuuT M35.6

PettmpuBupytoniyii maHHUKYTUT Bebepa-Kpucuena M35.6
[Ipyrve yrouyHeHHbIe CUCTeMHbIE TOPAKEHUS

COeIUHUTEe/IbHOM TKAaHU! M35.8



YMepeHHast aKTUBHOCTb TIPOIlecca, C MopaykeHueM 40 - 60
OPraHOB U CUCTEM OPraHW3Ma, HaJIMYHe OCI0OKHEHUM
3a00/1eBaHMsI /WU TPOBOAUMOM Teparuy, MPUBOASIIEH K

yMepeHHbIM HapylLIeHUsIM QYHKIIMI OpraHrn3Ma
M.13.2.3.2

BbICOKast akTUBHOCTH MPOLECCa, C MOPAXKeHHWEeM OPTaHOB U 70 - 80
CHCTeM OpraHW3Ma, HaJIn4dre OCIOKHEeHUM 3a00/1eBaHUsI

Y /W TPOBOJMMOM TepPaIuy, IPUBOASILLEH K

BbIPAa)KEHHBIM HapyIIeHHUsIM PyHKIIUN OpraHu3Ma

I1.13.2.3.3

Hapyuienusi yHKIIUY MOPayKeHHBIX OPraHOB M CUCTEM Q0 -100
OpTraHM3Ma, HE3aBHCHUMO OT aKTUBHOCTH 3a00/IeBaHMs,

HaTU9He OC/IOKHEHWU 3a001eBaHUS U/ WA TTPOBOAUMOMU

Teparuu, MPpUBOIALLEN K 3HAYUTE/IHHO BEIPAXXEHHbBIM

(5]
T T YINVTTTQDQOILITACINA A\‘TUUTTT/TTI OYTINYNT'YILITADONA T 1% ™ N A



Takum o6pasom, pu MHHUMAJIBHBIX UM OTCYTCTBUH
HapyleHu QyHKIIUH CyCTaBOB, MOYEK,
JIOKOMOTOPHOTO alrapara, lileHTPa/IbHOU HEPBHOM
CUCTEMBI, CepAeYHO-COCYLUCTON U APYTUX CUCTEM
OpraHu3Ma, BOB/iedeHHbIX B mpoiecc nmpu M (10-30%),
O0TbHBIE COXPAHSTIOT CITOCOOHOCTH K
CaMOOOC/TY>KMBAaHUIO, CAMOCTOSITE/TBHOMY
TepeaBUKEeHUI0, TPYZOBOU JesITeTbHOCTU B
HeIPOTUBOIIOKA3aHHbIX YCJIOBUSIX U BUZAX Tpyzda. [Ipu
HeOoOXOAMMOCTHU PAlIOHAIBHOE TPYAOYCTPOMCTBO
MOXXeT OBITHh OCYIII€CTBIEHO T10 PEIIeHUTO U
pekomeHgauuu BK JIITY. OcHoBanus ajist
YCTaHOBJIEHUS I'PYIIIbI MHBAJIMIHOCTU HeT (paszen 1V,
1.9 «Kmaccndukaiiyii 1 KpuTepueB...», YTBEPXKIEHHBIX
[Tpukasom MunTpyza Poccuu ot 27.08.2019 1. N 585H).



HapylieHue 310poBbs Ue10BeKa,
XapaKTepUusymwleecss yMepeHHbIMU CTOUMKUMU
paccTpoiicTBaMM PYHKIIUHU (KOTHYeCTBeHHAs
olleHKa 40-60%) cycTaBOB, CHCTEM BHYTPEHHHX
opraHoB npu /JIM 1nipuBOAUT K OTPaHUYEHUIO
XU3HeIeSITeIbHOCTH B KaTETOPHSIX CITOCOOHOCTb K
CaMOOOCTY)KUBaHMIO | cTenieHH, CaMOCTOSTETbHOMY
nepeaBKeHU0 | cTeneny, TpysoBOU AesiTe/IbBHOCTU
| creneHU B X pa3/IMYHbBIX COYETAHUSAX, YTO CITYIKUT
OCHOBaHUWeM [Jis ycraHoBeHUs 111 rpymnmsr
WHBATUHOCTH (TIPUIOXKEHHE 1, T.11.10 U 13
«Knaccuduxkaimii u KpuTepues...», yTBePXKAEHHBIX
[Ipukaszom MunTpyzna Poccuu ot 27.08.2019 T.

Ne 585mH)



HapymeHue 310p0oBbs Ye/I0BEKa, XapaKTepU3yIolleecs
BBIPQYKEHHBIMH CTOMKHUMU PACCTPOUCTBAMH QYyHKITUH
(Komm4yecTBeHHast olleHKa 70-80%) cycTaBOB, CUCTEM
BHYTPEHHUX OpraHoB npu /M npuBoguT K
OIPAaHUYEHUIO XXU3HEeAeATE/IbHOCTU B KaTerOpUsX
CITOCOOHOCTH K TPYAOBOH JieSITeTIbHOCTU 2 CTETIeHH,
CaMOOOC/TY)KMBaHUIO 2 CTEIIEHH, CAMOCTOSITe ThHOMY
IepeaBUKEHMIO 2 CTEIIeHU Pa3le/IbHO WU UX
COYEeTaHUU, YTO ABISIETCS OCHOBAHUEM JIJIS1
yctaHoBsenus Il epynnsl uHeaiudHocmu
(mpunoxkenwuel, m.m.10 U 12 «Kmaccudukaimii u
KPUTEPUEB...», YTBEPXKAeHHbIX | I[pukasom MuHTpyza
Poccum ot 27.08.2019 1. N° 585H). Bo/TbHBIM MOYXET OBITH
PEKOMEH/I0BAaHa TPYA0Bas AEATE/IBHOCTD B CIIELIUAIBHO
CO3JaHHBIX YCIOBUSX C UCITOIb30BAHUEM
BCIIOMOTaTe/IbHBIX TEXHUYECKUX CPeLICTB.



HapyieHnue 350pOBbsi 4e10BEKA, XapaKTePHU3YIOLLeecst
3HAYUTE/IbHO BBIPAXEHHBIMU CTOUKMMU PACCTPOUCTBAMMU
byHKIMH (KOoTMYeCcTBeHHAst OlleHKa 90-100%) CyCTaBOB,
CUCTEM BHYTPEHHUX OPraHoB npu M npuBogut K
OTrPAaHUYEHUIO XU3HEeIesITeTbHOCTH B KATErOPUSIX
CITOCOOHOCTH K TPYZAOBOM JeSITeIbHOCTH, CAMOCTOSITE/TBHOMY
nepeBDKEeHUI0, CAaMOOOCTY)XUBAHHIO 3 CTeNIeHU pa3/leTbHO
100 B PA3/TMYHOM COYETAaHUH, YTO CITY)KUT OCHOBAHUEM JJIsT
ycraHoBieHus I epynnuvt uneanruduocmu (IpuioKeHuel, 1.
.10 ¥ 11 «Kimaccndukaimii 1 KpuTepues...», YTBEPXKIAEeHHBIX
[Tpukasom MunTpyzaa Poccuu ot 27.08.2019 1. N° 585H).

Y oTmenbHBIX O0TBHBIX COXPAHSETCST CITOCOOHOCTD K
BBIIIOJTHEHUIO 3JIEMEeHTAPHOU TPYZO0BOU AEeATETbHOCTU CO
3HAYUTE/IbHOU TIOMOLLBIO IPYTUX JIUL,; Yallle TPyAOBas
nesTeIbHOCTh HEBO3MO)KHA (ITpOTHUBOIIOKa3aHa). bobHbIe B
MOAOOHBIX CTYYasiX HY)KAAIOTCS B TTOCTOTHHOM TTOMOIITH

I PYTYX JIUL, HePeAKO B IIOCTOSIHHOM IIOCTOPOHHEM YyXOJe.



TECTOBBIE BOITPOCbI

1. [ IperiapaTel niepBoro psiza s 1e4eHust
1€ PMaTOMUO3UTA:

- HIIBII;

+ BBICOKHE NO3bl I'TIOKOKOPDTUKOHWIAOB;

+ a3aTUONPUH;

- KOJIXUIIHNH,

- TPUMETOINPHUM/Cy/IbHaMeTOKCa30I (KO-
TPUMOKCA30J1).



2. Kmmo6ounsim a3dpdexTam Tepanuu
MEeTOTPEKCATOM OTHOCST:

+ MUC/TTOCYVIIDECCHUIO,

- HapyllIeHue 3peHus,

+ MOPAYKEHNE NeYEHH;
+ JIETOYHBIN PHOPO3;

- poTOCEHCMOMTN3AITHIO

3. OCHOBHbIE IUATHOCTUYECKHE «MbIIIEYHbBIE»
dbepmenTsl Tipu [IM:

+ KOK, JIAT,

- AJIT, ACT,

+ aIb0Ia3a
- mesiouHast pocdarasa



4. B BMCD nepBu4HO HampaBieHa 60/bHasI 65 JIeT,
MMeHCMOHEePKa 10 BO3PaCTy, B IMPOIIJIOM — IOPUCT.

Nuaraos bMCDO:

MavonaTryeckuii 1epMaTOMUO3UT, XPOHUYECKOe
TedeHue, aKTUBHOCTH II ctenenu (Ha hoHE aKTUBHOM
0a3MCHOM TEpaIuu), IEPHUOJI OCITOKHECHUMU:

MblIlIeuHas ciadocth S5 crenenu, JAH II-11I cT., mopaxkeHue
MUIIECBAPUTEIBHON CUCTEMBI C HAPYIIICHUEM (DYHKIINH
nuuieBapenus Il cr.

Bonpocsei: Hapynienus @yHkuui opranusma %,

OJK/] mo kareropusim

N BeIpaxkeHHOCTH Kareropuid OK/]

['pyrnina MHBAIMTHOCTH (MJIN HET?)

CpoOK, Ha KOTOPBIM YCTAHOBJICHA MHBAJIMIHOCTD

HpI/I‘II/IHa HNHBAJIMJHOCTH




