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IIpo6iema nuddepeHIUATbHON IMAarHOCTUKU UMEET 001b-
1110€ 3HaYeHME, MOCKOIbKY OT MPaBUJIbHOTO AUArHO3a 3aBUCUT
CBOEBPEMEHHOE M alleKBaTHOE JIeYeHNEe, B TO BPeMsT KaK OIIIM-
00YHasT TPAaKTOBKA TOTO MJIM MHOTO CUHIPOMA COTIPSTKeHa C TsI-
JKEJTBIMU TTOCJICACTBUSMU JIJIST ITallUeHTA.

[NonsiTHEe «MMOMMATUYECKUI CUHIPOM» TIOApa3yMeBaeT Ha-
JINYYEe MBILIIEYHOM C1ab0CTH, TeHE3 KOTOPOI MOXKET ObITh pa3in-
YeH, HECMOTPS Ha OOIIIHOCTb KJIMHUYECKUX NposiBiieHuit. [Tpu-
YMHOW MUOMATUU, BEAYLIEH K TOW WX MHOU CTEIEHU WHBAJIW-
Iu3anuy (B 3aBUCMMOCTU OT HO30JIOTUYECKOU (hOPMBI), MOTYT
CIIYXXUTh Pa3NIHBIC TAaTOJIOTUYECKUE COCTOSTHUSI BCIICACTBHC
MOBPEXIECHNS HETIOCPEICTBEHHO MBIIIICYHOM TKaHU, Tiepuepu -
YeCKOI HEPBHOI CMCTEMbI WM HEPBHO-MbBIIIIEYHOTO CHHATIICA.

HeobOxonuM TiaTeabHbli auddepeHIMaNbHbIN MOAX0 K
JMMAarHOCTUYECKOMY ITOMCKY, ITOCKOJIbKY TaKTHUKa BEIEeHUsI U Jie-
YeHUsT TAKUX TAIlMEHTOB MPUHIIMITHAILHO OTJindaercs. Tak, ec-
I TIpU AepMaTtoMuo3ute,/moaumuosure (JIM/I1IM) ocHOBHOIT
TPYNIIONi TperapaToB, Ha3HAYaeMbIX I10 XXKM3HEHHBIM (!) Mmoka-
3aHMSIM, SIBJISIIOTCS MeTrano3bl TmokokopTukounos (I'K) us pac-
yeTa | MI/Kr/cyT, TO, HAalIpuMep, MpU TeHeTUYECKU O0YCIOBICH-
HBIX MPOrPECCUPYIONINX MbllIedHbIX AucTpodusix (ITMI) npu-
meHeHue 'K He TOMBbKO MaToreHETMUECKH He OTpaBaaHo, HO U
MOKET COTIPOBOXKIATHCS TTOOOYHBIMU 3 PEeKTaMU, TAKUMH KaK
MeIMKaMEeHTO3HBIN cuHapoM MieHko—KymmHra, caxapHblii
nrabeT, OCTeonopo3, CTPUM, 3aJepkKKa pocTa y JaeTeid u p.
Wnentudukanuio nuarHo3a npu nNepBUYHOM OCMOTpPe O0JIbHO-
ro Ha oHe seyeHust 'K ycioxHseT npucoeamHeHne BTOPUI-
HOU CTePOUMIHON MUOTIATUU, UCKAXKAIOIIeW NCTUHHYIO KITMHU-
YECKYIO0 KapTUHY MBIIICYHOM CJTa00CTH.

Kak rmokasbiBaeT MHOTOJIETHUI OTTBIT, TAILIMEHTHI, CTPaaalo-
mue JAM/IIM, no mocTaHOBKM AMArHo3a MpOXOAST JIMHHYIO
yepeay CHeUMalydCTOB: MPU HAIUMYMU KOXHOTO CUHIpOMa —
JIEPMaTOJIOTOB, ajuteprojioros; nmpu [IM — HEeBPOJIOTOB.

B 10 e BpeMs TalleHTHI C TopakeHNeM repudepuiaeckoit
HEPBHOM CHUCTEMBI WJIM MUOIATUSIMU, OO0YCIOBICHHBIMU TeHE-
TUYECKOU, MeTabOIMYeCKO, SHIOKPUHHOMN U Apyroi narojo-
rueii, Habmoparotcsa ¢ auarHosom JIM/TIM (ctepounpesu-
CTEHTHOTO!), Heo60CcHO8aHHO noayuas evicoxue 0o3vl I'K.

Tepanus 'K MoxeT ObITh Ha3HaY€HA TOJILKO MTPU TOCTOBEP-
HoM nuarHose JIM/TTM u ToibKo TTociie MCKITIOUeHUsI ITUPOKO-
TO CITEKTpa BBIIICYITOMSHYTHIX 3a00JIcBaHWI. Y MAallMeHTOB JIET-

CKOI'0 M TOAPOCTKOBOTO Bo3pacrta JuddepeHLMaabHblil quar-
HO3 MPOBOAUTCS B MepByto ouepeab ¢ [TM]I.

HamomuumMm, yro [IM/IIM — ayrouMMyHHBIE 3a00JI€BaHUs
CKeJIETHOU MYCKYJIaTypbl, OTHOCSIIIIECST K CUCTEMHBIM O0JIE3HSIM
COCIMHUTEIbHOM TKaHU |1, 2]. IX oCHOBOITO/IArafoIne JMartHo-
cTuueckue kputepuu onucanbl A. Bohan u J. Peter 8 1975 1 [3]:

1) cummeTpuyHasi cjaboCTb MPOKCHUMAIbHBIX OTIEIOB
MBIIILI, TTPOrpeccupyolias B TeYeHUE HECKOJbKUX Heleab —
HECKOJIbKIX MECSIIICB;

2) XapaKTepHbIii KOXHBII cuHapoM nipu JIM: sputema Ha
TPYIH, CIIMHE, JINIIEC, Hall IPOKCUMATbHBIMU MeXK(paTaHTOBBIMU,
MSICTHO-(paJIaHTOBBIMU, KOJICHHBIMU U JIOKTEBBIMU CYCTaBaMU;

3) moBbliieHUe YpoBHs KpeaTtuHpochokuHazbl (KDK),
nakrataeruaporeHassl (JII'), rpancamunas (AJIT, ACT);

4) naHHble urosibyatoit anekrpomuorpadpuu (M-DMI):
TEPBUYHO-MBIIIEYHbIE U3MEHEHUsI, CHIDKEHUE JIUTEIBHOCTH
MoTeHIMaNoB aABurateabHbIX enuHUL (ITJE) n cnoHTanHast ak-
tuBHOCTH (CA) B Buie noreHumanos hpudpuusiunu (I[1P) u no-
JIOXKUTENBHBIX OCTpbIX (popm (ITOD), cBUIETEIBCTBYIOIIMUX O
TEKYIIEM BOCIaJeHUM (MMO3UTE) U MUOHEKPO3E;

5) naHHbIe MOP(OJTOTUUECKOTO UCCIeI0BAHUS: HEKPO3 MbI-
IIEYHBIX BOJIOKOH C HAJIMYMEM BOCTIAJIMTEIHBHOTO KOMITOHEHTA
(mumdoructronnTapHast MHGUIBTPALINS).

Hnsa TIM]I, Toxke XapaKTepHbI MPOrpecCUpyolast MbIIey-
Has cJ1abocTh, moBbieHKne ypoBHs KDK (kak Mapkepa MroHe-
Kpo3a), MepBUYHO-MbIlIEYHbIe U3MeHeHUsT Ha M-DMI, yTto 3a-
4acTylo CITy>KUT MPUINHON rurniepauarHoctrku JIM/TIM.

TiaTenbHbINM MOOX0N K cOOpYy aHaMHe3a — HeoThemyeMast
YacTh JTOCTOBEPHOIT TMAarHOCTUKU. [IMHAMUKA HapacTaHWST Mbl-
IIEeYHON c1aboCTH (IHU, MECSIIIbI WM TONbI), €€ JIOKAJIM3aIIus
(mpokcuMasbHasl, IMCTalbHasi), cBsa3b ¢ ypoBHeM KDK, mpue-
MoM 'K 1 ux 103011 UrpatoT BaxHYI0 poJib B MPaBUJIbHOM MOCTa-
HOBKe auartosa [4—15].

OcCHOBHBIE TTOKa3aTe, 00JeTJYaoIIre mpoBeneHne mud-
(epeHIMATBbHOM TUarHOCTUKHU, CYMMUPOBAHBI B TAOJIMIIE.

IIpencrapiasgem KIMHUYECKOE HAOIIOACHNE, IEMOHCTPUPY-
jolIee  CJIOXHOCTH  auddepeHInalbHbIii  IMaTHOCTUKU
AM/TIM u IIM 1.

boavnoii I, 18 nem. B 2008 e. npu duchanceprom obcredosa-
Huu 6visaeaeHo nogvlutenue yposis KPOK do 14 000 Ed/a, ACT do
182 Eo/a, AJIT do 234 Ed/a, umo s6unoce «cay4aiinoi» HaxooKoil,
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Ilokazameau, ucnoavszyemoie 0as1 dugppepernyuarvrnoi duaenHocmuxu JAM/IIM

IToka3areib

Jlokanu3aiusi MbIILIEYHOM C1ab0CTH

JUTebHOCTh HapaCTaHUSI MBIIIEYHOM C1ab0CTH

VYposenr KOK
Hanuuue CA Ha U-DMT

W3MeHeHus B MBIIIIEYHOM OMOIITaTe

«OTtBeT» Ha jiedeHue ['K

JAM/IIM
TTpokcumanbHas
Hepenu, mecsipt

3aBucurt ot seueHust ['K
o naznauenust [K — «OypHasi»

TTpokcumasnbHas (!) MblliIa — HEKPO3,
JuMborucTronuTapHast MHGOUIBTPALUS

TTonoxuTeabHbIM

M
3aBucur ot hopmbl [TM/]
Tonbl, «<BOCXOMSIIMIA» TUIT
He 3aBucur ot neuenus 'K
He6onbiuioe konmuuectso [1D u [TOB

Hekpo3 mbllieqHO TKaHU, OTCYTCTBHE MTPU-
3HAKOB aKTMBHOI'O BOCHIaJIEHUs (MMO3UTA)

OTtcyTcTBYEeT

Puc. 1. boavnoti I., 18 rem. Meduxamenmosnuuiii cundpom Huyenko—Kywunea (a), cmpuu 6 obaacmu scueoma (06),
apumemonododHvle UsMeHeHUs: Had NACMHO-araneo8vimu cycmasamu (8)

NOCKOAbKY MblUleHHAs CUAA OblAd HOPMANb-
Hotl (10 6annos), nayuenm uepan 6 pymoon
u 3anumancs 6okcom. Januvie rabopamop-
Hble U3MeHeHUs nogaekau 3a coboil danb-
Heliuiee o0caedosanue, Npu Komopom 00-
HapysiceHo nopajicenue MoluledHol MKaHu.
buoncus ukxponoscnoti moiuypl: ducmpo-
Quueckue uzmeHeHus, HeKpo3, c1aboswvipa-
JCEHHAs UHPUABMPALUSL, 04aA208bLI MediC-
MbIUEUHDbII U NePUBACKYAAPHBLU Pudpo3;
H-DMT — «<muonamuueckue» uzmeHeHus.
JNuaenocmuposan JIM u nauama mepanus
I'K (npednusonon) 6 dose 60 me/cym u um-
MYHOCYNpeccusHvIMU npenapamamu (me-
mompexcam 15 me eHympumviiueuno, No
3). Ha ¢one newenus coxpamusnace cmoii-
Kas eunepgepmenmemus (yposeno KOK —
15278 Ed/a, ACT — 343 Eo/a, AJIT — 395
Eo/n); mbuweunas cuna ocmasanace Hop-
MANbHOU, NAUUeHm npoooaNCan Uepamy 6
gymoéon.

Ilepsvie npusnaku mbiuteuHoi caabo-
cmu nosguaucy vepe3 8 mec nocae Havaia
mepanuu 'K, koeda uz-3a «Heagpgpexmugro-
cmu I'K» dosa npednusonona 6vina noswluie-
na do 80 me/cym (). [layuenm nabaodancs

¢ duaenosom «cmepouopesucmenmuwui JIM». [Ipu smom noxazamenu
<MbLUEHHBIX> (hepMEHM08 0cmasanucs Ha npexchem yposHe: KOK —
8730 Eo/n, ACT — 386 Ed/n, AIT — 329 Ed/a, JUIT — 8§99 Ed/a.

Ha momenm nepeoii koncynvmayuu ¢ HUUP PAMH: meduka-
MeHmosHbiil cunopom Huyenko—Kywunea (puc. 1, a). Tonoc, enomanue

Puc. 2. Tom suce 60oabHoil nocire ommersl
IK (a, 6)

— 0e3 U3MeHeHUil; CHUJICeHUe MblUeHHOIl CU-
bl NPEUMYULECMBEHHO HUNCHUX KOHEHHO-
cmeil, MHOMIcecmeeHHble cmpuu (puc. 1, 6).
Xodum, onupasice Ha mpocms, 6 Ces3U C Gbl-
DAdCeHHOI 60bI0 8 NOSICHUMHOM Omdene No-
360HOMHUKA, HOCUM Kopcem (npu npogede-
HUU OeHCUMOMemPUU BbIi8AEH OCIMEONOPO3).
Koocrvie usmenenus, xapaxmepruie ons JIM,
OMCYmCme08any 3a UCKAHUEHUEM HEKOMO-
DOl eunepemuu HA0 NACHHO-PANAH20BbIMU
cycmaeamu, HanomuHaroweil spumemy lom-
MPOHA, 0OHAKO NPU ONPOCE BbISCHUAOCD, HMO
nayuenm OAumenvbHoe 6pems 3aHUMAemcs
ooxcom. Caedyem nooduepkHymo, umo 045
JIM xapaxmepHo He moabKko Haauvue spume-
Mot TommpoHa, HO U 04a206 HeKpo3a 0KOoN0-
HOMEB020 N0XCA KAK NPOSGACHUS. KOWCHO2O
8ackyauma, Komopule y nayueHma omcym-
cmeosanu (puc 1, 8).

IIpu ananuse KAUHUKO-aHAMHeCMU-
YecKux u 1abopamopubix OaHHbIX 00paula-
AU Ha ce0sl 6HUMAaHUe caedyoujie 0co0eH-
Hocmu, He XxapakmepHvie oas JM: om-
cymemeue mulule4Holl carabocmu npu 8ol-
cokux 3navenusx KOK do nawasa mepa-
nuu I'K u ee noseaenue moavko nocae 0o-

snee 1 eoda npumenenus T'K; cmotikoe nosviuerue yposus KOK
Hezasucumo om 0o3vl I'K 6 meuenue 1,5 nem; «eocxodauguity mun
MbluleuHoll caabocmu U, co c108 060AbHO20, 2unepmpopuu Mbluiy,
eoneneil ¢ noopocmkosoeo eospacma. Ilpu H-OMI evissnenst
NpU3HAKU NepeuyHo-moluleuHo2o npouecca (crudcenue I[IJIE
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BEPXHUX U HUNCHUX KOHeunocmel Ha 44 u 35% coomeemcmeen-
Ho). B mo xce eépemsa nabaodanrace eOuHUYHAS CNOHMAHHAS AK-
MUBHOCIb MbIULEHHBIX 80N0KOH 8 8epXHUX KoHneunocmsx (1D — 3,
110D — 0) u ee omcymemeue 6 HUMNCHUX.

Yuumvieas nepeuucaennvie ocodennocmu, oduaenoz M 0Obin
nepecmompen 6 noavzy IIMJI. [layuenm nanpaeaen 6 Hncmumym
2eHeMUKU 045 YMO4HeHUs H03010eU4ecKol (hopmbl U danbHellueeo
Habadenus.

Hauamo medaennoe cruxcenue 0ozt I'K do noanoii ux
ommenvl. Ha smom ¢one 6 meuenue 6—8 mec nabarwodanruce
nocmeneHHoe HApACMAaHue MulUeHHOU CUAbL U 80CCIMAHOB.1E-
Hue obsema Odeuxncenuil. Ilayuenm 60300HO08UN 3aAHAMUS
cnopmom, éepryacsa Kk 00biuHol wcu3nu (puc. 2, a, 6). lloka-
sameau K@K, mpancamunas mem ne menee ocmaganscb no-

HABNHWAEHUWA

BbLUEHHBIMU, MO, 0e3YCA08HO, c8udemenbcmeayem 0 nopa-
JdCeHUU MbluleyHol mKaHu (Komopoe Habawdaemcs u npu
IIMJ]), 00nako e c843aHHOM ¢ AKMUBHO MeKYyuum (Kak npu
JAM/IIM) eochanrernuem (Muozumom).

JlaHHBI KJIMHUYECKU Cydyail HarIsiAHO JI€MOHCTPUPYET
HEOoOXOAMMOCTb TLIATEJBLHOrO Noaxojaa K auddepeHnaibHOM
JIMarHOCTUKE Y MAllMEHTOB ¢ MMOMATUYECKUM CUHIPOMOM, BbI-
coknuMH 3HaueHUsIMU KD K 1 mepBUYHO-MBIIIIEYHBIMU U3MEHE-
HusiMu Ha MI-DMI, koTopble CBUIETENbCTBYIOT JIMIIb O MbILLIEY -
HOM «3aMHTEPECOBAHHOCTU» B TATOJOTUYECKOM IIporiecce, HO
HE OTpaXkaloT reHe3a MUOIIATUU U HE SIBJISIIOTCS TOCTAaTOYHBIMU
IIJIS1 TIOCTAaHOBKMY AuarHo3a. HempaBuiabHas IMarHocTMKa U, Co-
OTBETCTBEHHO, TepaneBTUYecKas TaKTUKA MOTYT UMETb TsKe-
JIbIE TTOCJICACTBUS JUTSI TAIIMEHTOB.
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IlIupoxast pacrpocTpaHEHHOCTh OAKTEPUATBHBIX U TPUOKOBBIX
MHGEKUNA B MIPaKTUKE Bpavyeil pas3InMYHbIX CIEIUATIBHOCTEI,
HEeOOXOMMMOCTD UX TudbepeHIInaNIbHON TUaTHOCTUKY C BUPYC-
HBIMU MHGEKIUSIMU, OIYXOJISIMU, CUCTEMHBIMU 3a00J1eBaHUSI~
MU COEIMHUTENBLHON TKAHU U IPYTUMU COCTOSHUAMU TPEOYIOT
MOKCKAa BCE HOBBIX METOMIOB MX BBISBJICHUS. B 3TOM OTHOIIEHUM
3acJTykKMBaeT BHUMAaHUSI MCIOJb30BaHWE TTPOKAIBIIUTOHNHA B
Ka4ecTBe JIab0opaTOPHOro MapKepa O0aKTepHUaIbHBIX M TPUOKO-
BBIX MH(DEKIMI B KIMHUYECKOI TTpakTuke [1—4].

ITepBbie uccaenosanus. [IprMeHeHHe TPOKAIBLIMTOHMHA B
KavyecTBe MHIMKATOpa BOCIMAJICHUS U GaKTepUabHbIX MH(EK-
it Hayanoch ¢ 1980-x romoB, Koraa ObLT 0OOHapykeH (heHOMEH
TUTIOKAJIBIIUEMHNH Y KEHIIWH CO CTPENITOKOKKOBBIM CEITHYE-
ckuM 1mokoM. [lpu manbHeiilneM M3ydeHMM ITATOreHe3a IIOKa
ObLIO OOHAPYXKEHO, YTO TUIIOKAJIbIIMEMUIO BbI3bIBAET IIOBBI-
[IEHHbI YPOBEHb MPOKAIbLIMUTOHMHA (TOrIa OH MMEHOBAJICS
«UMMYHOPEaKTUBHBIN KaJIbLIIUTOHUH») [4].

57

CrpyKTypa NpOKaJbIMTOHMHA. [IpOKaNBIIUTOHUH TIpen-
cTaBjIsIeT cO0O TIIMKOMPOTEUH, B COCTaB KOTOPOTO BXOIUT
116 aMMHOKHKCIOT ¢ MOJIEKY/IsIpHO#l Maccoir 12,8 xJla. Dto
MENTUIHBIM TPOrOPMOH, KOTOPBIM CUHTE3upyeTcs napados-
JUKYJAIpHbIMU C-KJIeTKaMyu IIUTOBUIHOM XeJe3bl U Hepo-
SHAOKPUHHBIMU KJIETKaAaMU JIPYTUX OPraHOB, B YaCTHOCTH
JIETKUX, TIeYeHU, B KOTOPBIX OHU HAXOMSITCS B CEKPETOPHBIX
rpaHynax. B pesynprate ¢epMEeHTaTUBHOTO MOCTTPAHCIISIIM -
OHHOTO TIPOIIECCUMHTA TPOKAJbIIUTOHUH pacUIeIUIsIeTCs Ha
Tpu KoMIoHeHTa: 1) N-KOHILIeBOI MenTua, BKJIoYalomuii 57
AMUHOKHMCJIOTHBIX OCTATKOB; 2) He3peJblil KaTbLIMTOHUH, KO-
TOPBI COMEPXKUT KOHIIEBOU TITULIMH U COCTOUT M3 32 aMUHO-
KUCJIOTHBIX OCTaTKOB; 3) KaJbTUKALIMH — aMUHOKUCJIOTHBIM
C-KOHIIEBO MENTU KaJIbIIUTOIMHA, COCTOSIINI 13 21 amu-
HOKUCJIOTHOTO ocTartka [1, 5].

CHHTe3 MPOKAJIBIIMTOHMHA W Ompeesionue ero (hakTopbl.
CuHTe3 npokaibliMToHUHaA ornpenensiercss reHom CALC-I,



