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BBenenue

bokoBoii  ammotpoduueckuii  ckimepo3 (BAC) —  HelipoaerenepaTtuBHOE
3a00JieBaHME, TMPOTEKAIOUIEEe B TUIHUYHBIX CIydasx C IMOPaKEHHEM MOTOPHOM KOpBHI,
KOPTUKOCTIMHAJIBHBIX U KOPTUKOHYKJIEAPHBIX MyTeH M nepudepruyeckux MOTOHEHPOHOB
CTBOJIa M CIIMHHOT'O Mo3ra. 3a00JIeBa€MOCTh COCTaBIsI€T B cpeAaHeM 2—3 cmydast Ha 100
TBHIC. HACEJICHHS B TOJI, pactpocTpaneHHocTh — 1,1-8,2 Ha 100 ThIC. HaceneHus.

BAC sBnsercs KIMHUYECKHM U MATON€HETHMYECKH I'€TEPOreHHBIM 3a00JIEBaHHEM.
KivHnueckass  TeTepOreHHOCTh  ONpENeNiseTcs  IEepBOHAYAIbHOM  JIOKaIu3aluein
MaTOJIOTUYECKOTO TIpollecca, BapualOeIbHOCTBIO COYETaHHS TMPU3HAKOB MOPAKEHUS
BEPXHETO M HMKHEIO0 MOTOHEHPOHOB, BO3PAacTOM Je0I0Ta, TEMIIOM IMPOrPECCUPOBAHUS,
HACJEACTBEHHOM  MPEApPACIOIOKEHHOCThIO, a TaKKe HaMYUEeM  HEMOTOPHBIX
nposiBiieHni. OnucaHo OoJplioe KoiaudecTBO (opM Oosie3HH (NMEpBUYHBIA OOKOBOM
CKJIEPO3, MPOrPECCUPYIOIIasl MbIIIeuHass aTpodus, NPOrpecCUpyromuil OyabpOapHbII
napajiuy, CHHAPOM «CBHCAIOIIUX PYyK» M JOp.), KOTOphle B psAle CIy4acB
paccMaTpUBaIIUCh KaK CaMOCTOSITENIbHbIE HO30J0THYeCKUEe (POpPMBI U3-3a OCOOEHHOCTEN
JIOKAJIM3AIMH MTaTOJIOTHYECKOT0 Mpoliecca, TSYSHHsI U MPOTHO3a OOJIE3HU.

KinHuveckasi reTeporeHHOCTb 0OKOBOr0 aMHOTPO(PHUIECKOr0 CKJIepo3a

BAC sBnsercs KpallHE TETEPOTE€HHBIM C KIMHUYECKOM TOYKH 3pEHUus
3a00JI€BaHUEM. I'ereporenHocTh KacaeTcs IIEpBOHAYAIBHOMN JIOKaJIU3auu
NaTOJIOTUYECKOTO Ipoliecca, BapuaOEIbHOCTH COYETAaHUS MPU3HAKOB MOPAKEHUs
BEPXHETO0 U  HIKHEI0  MOTOHEHpOHOB, Bo3pacTa Je0loTa, HAacIeICTBEHHOU
IIPEAPACTIONOKEHHOCTH M TEMIIA ITPOTPECCUPOBAHUSA, a TAKXKE HAJIUYMS HEMOTOPHBIX
KJIMHUYECKUX MPOSIBICHUIA.

Jloxanuzayus namonozuueckozo npoyecca 6 oebrome O0one3HU

B 3aBuCMMOCTH OT NEpPBOHAYAIBHON JIOKAJIM3ALMHU [MAaTOJIOTUYECKOr0 MpoLecca B
AHIJIOSA3BIYHOM JTUTepaType MPHUHITO BBIAEHATh 2 ocHOBHBbIE (popmbl BAC: cninHanbHYyIO
u OynbpOapHyIo.

CrnunanpHast ¢opma OoJie3HM B  KJIACCHYECKUX  CIydasx JeOITUPYET
aCUMMETPUYHOU CJabOCThI0O W TUNOTpoUeld MBI pPyK WIX HOT, KOTOpbIE
CONPOBOXKIAIOTCS MPU3HAKAMHM IOPAKEHUSI BEPXHErO0 MOTOHEMPOHA: CHACTUYHOCTBIO,
CYXOXXMJIbHOM runeppednexkcueil, NaTOJOTHMYECKUMHU peduiekcaMu, KiloHycamu. B
OTE€YECTBEHHOM KJAaCCHU(PHUKAIIMK B paMKaX CHHHAJIbLHONW (OPMBI OTIEIBHO BBLIETSIOT
MOSICHUYHOKPECTIIOBYIO M MIEHHO-TPYAHYIO (opMbl. CTeneHb BOBJICUYECHUS BEPXHETO U
HIDKHETO MOTOHEHpPOHOB MOXKET OBITh pa3HOH, OJHAKO B OOJBIIMHCTBE CIIy4acB
dopmupyeTcs TMpakTHYEeCKH MAaTOTHOMOHWYHBIA st BAC cuHApoM CcMeIIaHHOTO
(cmactuko-aTpoduueckoro) napesza. My 4uHbI 3a00J1€BaIOT HECKOJIBKO Yallle KEHIIUH.

B oreuecTBeHHON nmTEeparype B paMkax (OpPMBI CO CHUHAJIBHBIM J1€0IOTOM
OTJIEJBHO BBIJIENSIOT HICHHYI0 (GopMy 00JI€3HU. DTOT BaApUAHT SBISETCA KpPailHE PEIKUM,
U CBSI3aH OH C MEPBUYHBIM MOPAKEHHEM MOTOHEHPOHOB mieiHbIX cermeHToB (CIII-CV)
CIIMHHOI'O0 MO3ra; B aHIJIOSA3BIYHOM JIMTEpAType €My COOTBETCTBYET TaK Ha3blBaeMas
«popma c pecnupaTopHbIM Hauamom». KinHuuyecku meitHas ¢opma mposBIsSETCS



MPOTPECCUPYIOIUM TIape3oM auadparMbl C Pa3BUTHEM HEUPOTEHHOU IbIXaTEIbHON
HEJO0CTATOYHOCTH, WHOTJA OJHOBPEMEHHO C 3THM MOXET TMOSBIISITHCS Iape3 MHBIIIII]
Kuctei ¢ runorpodueil. B psge ciiydaeB B KauecTBe MPOJPOMAIBLHOTO CHHApPOMA
OMKCAaHO 3HAYUTEIFHOEC CHIKCHHE MAacChl Tela 32 HECKOJIBKO MECAIEB 1O IMOSBICHUS
JBIXATEIPHON HEJ0CTATOYHOCTH. JTa (opMa darie BCTpedaeTcs y MYX4uH. MemuaHa
BBDKMBAEMOCTHU cocTaBisieT 1,4 rofa.

s OynbOapHOM (opMBI OOJIE3HHM XapaKTEPHO Pa3BUTUE MPOrPECCUPYIOIIETO
OynpbapHOrOo cuHApoMa (am3apTpus, aucharus, mape3 MIrkoro HEOGa, aTpodUUECKHit
nape3 s3blka ¢ QUOpWIIALMAMH) B COYETAHMM C TPU3HAKAMHU TOPAXKCHUS
KOPTHUKOHYKJICAPHBIX BOJIOKOH (OXKHBJICHHE HIDKHEUETIOCTHOTO peduieKca, OKUBIICHUE
pedraexkcoB ¢ wmsarkoro HEOA W 3agHEH CTEHKH TIOTKH, pediIeKchl OpalbHOTO
aBromatu3ma). Hepenko yxke B Je0roTe OOJIE3HU BBISIBISIETCA PacHpoCTpaHEHHas
CyXOXWJIbHasE  runeppedIeKchs,  CBHICTEIBCTBYIOIMIas O  I'EHEPATU30BAaHHOM
naToJIOTUYeCKOM mporiecce. Jlannas ¢opma BcTpedaeTcss HECKOJIbKO Yallle y KEHIIHH.
XapakTepHo Ooyiee 4acToe pa3BUTHE KOTHHTHBHBIX HAPYIICHUH W JIEMCHIIMH, YeM TIpU
npyrux ¢opmax BAC, a Taxke Hayano B Oosee mo3aHeM Bo3pacte. [Iporuos xyxke, uem
pyu COHHAIBHON (hopMe (MeauaHa BEDKHMBAEMOCTH COCTAaBJISIET OKOJIO 2 JIET) B CBSI3U C
paHHUM pa3BUTHEM aucharuu 1 HyTPUTHBHOW HEJIOCTATOYHOCTH.

Cmenenv 606/1e4eHUs 6EPXHE20 U HUICHE2O MOMOHEUPOHO8

Jlns kimaccnueckux cinydaeB bAC XxapakTepHO HaJM4YKE NMPU3HAKOB COYETAHHOTO
MOPAKEHUSI BEPXHETO Y HIXKHETO MOTOHEUPOHOB. DTOT MPU3HAK 3aKPEIJIEH KaK OCHOBO
nosiararomuii B kputepusix nuarnoctuku BAC El Escorial. B exenHeBHON KIMHUYECKON
MIPaKTUKE CYIIECTBYET, OJHAKO, 3HAYUTEIbHAs T'€TEPOr€HHOCTh CTENEHU MOPAKECHUS
BEPXHETO M HHUXHETO MOTOHEUPOHOB Yy OOJIBHBIX, BKIIOYas KpaiiHue (QOpMbI — C
M30JIMPOBAHHBIM MOPAKEHUEM TOJIBKO HUKHETO WIIM TOJIBKO BEPXHETO MOTOHEHPOHA.

Dopmbl ¢ npeumyujecmeeHHbIM nopaddcenuem HudxicHe2o momoneupona. [IMA
npeacTaBisieT coboi GopMy ¢ M30IUPOBAHHBIM MOPAKEHHWEM HIDKHEIO MOTOHEHpOHA.
Knunnuecku [IMA cxojHa co CIMHAIBHBIME aMUOTpOdusIMU ¢ 1e0I0TOM BO B3pPOCIOM
BO3pacTe, OJHAKO OTIMYAETCS aCUMMETpHUEH CHUMITOMATHKH B J1€0I0TE€ U HECKOJBKO
Oomnee OBICTPHIM MporpeccupoBanueM. KpaiiHe peako omucaHbl cay4an Hadajia 0OJie3HU
¢ Oynp0apHOro mapajiuya ¢ MOCIEIYIOIIMM Pa3BUTHEM BSUIOTO aTpodUUYEcKOro mapesa
MbIm koHeyHocTe. [IMA coctaBnser okono 5% Bcex ciaydaeB BJIH. Xapakrtepen
0osee O1aronpusITHBINA MIPOTHO3, YEM MpHU Kilaccuyeckux ciydasx BAC.

B pamkax BapuaHTa ¢ H30JUPOBAHHBIM MOPAXKEHHEM HIKHETO MOTOHEWpOHa
OMHCAaHO €IIe HECKOJIbKO (opM, Ha3BaHHE KOTOPBHIX OCHOBAHO Ha JIOKAJIM3ALUU
NaTOJIOTUYECKOTO Mpoliecca, OIMpeaenstonell cBoeodpazre KIMHUYECKUX MPOSBICHUM.
Cunnpom «cucaromux pyk» (CCP) (flail arm syndrome) xapakrepusyercs
OTHOCHUTEJIbHO MEJJICHHBIM DPAa3BUTHUEM BEpXHEH, MPEUMYIIECTBEHHO MPOKCUMAaIbHON
amuoTpoduueckoil maparuierud. B auTepaType MMeeTCss MHOTO OIpeAeNeHu ams
JTAaHHOTO BapwaHTa OoJyie3HW — ruiedenonarouHas ¢opma BAC, cunnpom Brompnuana—
bapurapra, cuHApOoM «pa300JNTaHHBIX PYK», CUHAPOM «4eloBeka B OOuke», Ijedenas



aMHOTpoduIecKas IUIUIETHS. XapaKTepeH cBOeoOpa3HbI BHEUTHHHA BHUJ MAllUEHTOB CO
CBUCAIOIIMMU PYKaMH, COXPAaHHOCTh HEKOTOPBIX ABM)KEHMHM B KHUCTAX NPU OTCYTCTBUHU
MOTOPHBIX HApYIIEHUI B HOrax. B oTedecTBEHHOI JINTepaType NaHHBIM CUHIPOM ONKCaH
B paMmkax wmedHo-rpyaqHoil ¢opmel BAC ¢ mnpenMyliecTBEHHBIM IOpaKEHUEM
IPOKCHUMAJIBHBIX MBIIIILL; NIPU 3TOM TakKke HaOJI0JaeTcsi MUHUMAalbHas BBIPAKEHHOCTH
MUPaMUTHON CUMIITOMATHKH.

bonee peakoit Qopmoit saBmsiercss cuHapoMm «cBucaroumx Hor» (CCH),
XapaKTEPU3YIOINUNUCS MPEUMYILIECTBEHHBIM Pa3BUTHEM BSUIOTO HM)KHETO JUCTAJIbHOTO
naparnape3a. CHHOHUMBI Ha3BaHUs — MEepoHealbHas (hopma, IMCEeBIONOINHEBPUTHIECKAS
dopma, Gonesnbp Marie—Patrikios. I'enepanmuzaiust mporecca MPOUCXOAWT Oojiee YeM
yepe3 roj IMocjie MOABICHUS NEPBBIX CUMIITOMOB, IPOTHO3 TakKK€ HECKOJBKO Jy4Ile
(MennaHa BeDKMBaeMoOCTU 67 Mec), ueM Mipu kiaccuueckom bAC.

Dopmbl ¢ npeumyweCmeeHHbviM nopadicenuem eepxveco momonetiporua. 11bC
XapaKTEepPU3yeTCs H30JMPOBAHHBIM IOPAXXKEHUEM TOJbKO BEPXHETO MOTOHEHpOHAa B
T€YeHHEe KaKk MUHUMYM 4 JieT 1ocie Hadajna OoJje3Hu. JlaHHOMY BapuaHTy B
OTEeUYeCTBEHHOU Kitaccudukauu cooTBeTcTBYeT Bhicokasi popma BAC. I1BC cocrasnsier
4-5% Bcex ciyuyaeB b/IH; xapakrepHo He3HauuTeIbHOE Mpeodailanue MY>KUUH (OKOJIO
1,5:1). Knunuuecku 3a0ojeBaHUE MPOSBISETCS MPOrPECCUPYIOMIUM CHACTHYECKUM
TETpamnape3oM U TMCeBI0OYIbOApHBIM TapaqudoM. B CBS3M C OTHOCUTEIBHOU
MHTAaKTHOCTbIO HI)KHETO MOTOHEMpPOHA  XapaKTEpPHO OTCYTCTBHE  JIbIXaTEIbHBIX
HapyLIeHUH, TaKke KpalHe PeAKO y MAalMeHTOB OTMEYAaeTCsl CHUKEHUE Macchl Tena. Y
50-70% mnanuentoB ¢ [IBC umeroTcs HapylleHus MOYEHCITyCKaHHs, YTO YKa3bIBaeT Ha
Oonee OOWIMPHOE TOpaXEHHE HUCXOJAUIMX KOPTUKOCIHHAIBHBIX myTed. Yepes
HECKOJIBKO JIET OT Hauana OO0JIe3HU Y YaCTH MalMEHTOB MOSBISIOTCS KIMHUYECKUE W/WIN
3NIEKTPOMHUOTpapUUECKre MPU3HAKY BOBJICUCHUS HIXKHETO MOTOHEHPOHA.

OtnenbHO  BBLACHAIOT ocoObii  BapuanT I[IBC — cungpom  Mwuica,
XapaKkTePU3YIOIIUNCA MPOrPECCUPYIONIEN CITACTUYECKOW NeMUIUIErMel, HauUHAIOIEeNCs
Yale BCEro ¢ HOT, € MOCIEAYIOIUM pacIpOCTPAaHEHUEM Ha UIICUIIATEPAIbHYIO PYKY IIPH
MHTaKTHOCTH JTULEBOM U OylbOapHON MYCKYNaTyphl.

Bo3pacTt Hauasa 6oJie3Hn

B nonasnsromnem 6onpmnHcTBe ciiydaeB BAC neGrotupyet B Bo3pacte 40—60 ner.

BapuanT Oosesnu c ngebGroToM B Bo3pacte 10 25 JeT o0o3HayaeTcs Kak
oBeHWIbHBIN BAC. Dnuaemuonorusi oBeHwIbHOTO BAC He wu3ydena. FOBeHmibHas
dopma BAC xapakrepusyercss BapuaOeNbHBIM TOPAKEHHEM BEPXHETO W HIDKHETO
MOTOHEHPOHOB. Temm mporpeccHpoBaHUsI MOPAKEHUS MOXKET OBITh pa3HBIM, OJTHAKO B
OOJBITMHCTBE CITy4aeB HAOMIOJACTCS MEJIEHHOE MPOrpecCUpoBaHue, a MHOTa 0O0JIe3Hb
JIaXKe HE BIUSAET HA €CTECTBEHHYIO MPOJOJKUTEIbHOCTD XKU3HU. B TO ke BpeMsi ONUCaHbI
cly4yad C KpailHe OBICTPBIM MPOTPECCUPOBAHMEM U TPOJIOKUTEIBHOCTBIO KU3HH <l
roga. Cuurtaercs, uro roBeHwiIbHas (popma BAC wyame, yem B3pocinas, 00yclIoBIIeHA
TeHEeTHYECKUMH (PAaKTOPaMU U MOXKET HACIIEOBATHCS KaK MO0 ayTOCOMHO-JOMHHAHTHOMY,
TaK W 10 ayTOCOMHO-PELIECCUBHOMY THUIy. BBIJeneHbl HECKOJIbKO JIOKYCOB,



acCOIIMMPOBAHHBIX ¢ pa3BuTUeM toBeHmwIbHOro BAC: ALS2 (ren ancun), ALS 4 (ren
SETX, xoaupyromuii 6enok cenatakcuH), ALSS (ren cmarakcuH). B mocnennue rojsl
OMHMCAaHbl  CIy4al  pPa3BUTHA  3JI0KAYECTBEHHOTO  OBICTPONPOTPECCUPYIOLIETO
1oBeHwIbHOTO BAC npu myranusx B renax SOD1 u FUS.

IIpn ne6rote BAC B Bo3pacte 10 40 ner ouenb penko (<10-15%) BcTpeuaercs
OynwOapHas ¢dopma, OoybIlle YeM Yy TMOJOBHHBI IMAIIMEHTOB MPeOoOIadar0T MPHU3HAKU
MOpaKeHHUsI BEPXHETO MOTOHEHPOHA C OTHOCUTENHHO JOOPOKaYeCTBEHHBIM TEUCHUEM.

[To3nnee Hauano Gone3nu (B Bozpacte 70—80 et u crapiie), HaIPOTUB, CBSI3AHO C
BBICOKOU yacToToil (>50 %) Oynb0apHOl (GOPMBI U TUIOXUM POTHO30M.

Kaaccupukanmu 60K0BOro aMmuorpoGpuuecKoro cKjieposa

B oreuectBenHnoit nmteparype BwiensiioT 6 dopm BAC: mieiHO-rpynHYIO,
NOSICHUYHO-KPECTLIOBYIO0,  OynbOapHyro,  IIEHHYI0, BBICOKYHO M  IEpPBUYHO-
reHEpAIN30BaHHYI0. B  aHINOA3BIYHONW JHUTEpAaType MPUHITO OTACIBHO BBIACISTH
cobctBeHHO BAC ¢ nmozapazieseHrieM Ha CIMHAJIBHYIO (COOTBETCTBYET IMIEMHO-TPYAHON U
MOSICHUYHO-KPECTIIOBOK (opMaM B OTEUECTBEHHOM Kiaccudukanuu) u OyapOapHYyrO
dbopMbl U GoOpMy C pECHUpPATOPHBIM HayajioM (COOTBETCTBYET IeHHON dopme).
OtnensHo B pamkax BJ/IH B anrmoszerynoit smreparype 1 MKb-10 paccmarpuBarorcs
[TBC (cootBercTByeT BhicOKO# (hopme BAC) u [IMA. Ananora nociegHeMy BapuaHTy B
OTEUECTBEHHOM KiIacCHU(PHUKALMU HET; COOTBETCTBYIOLIUE CIydald paccMaTpUBAIOTCS B
pamMKax IIEWHO-TPYIHOM M mNOsACHUYHO-KpecToBol ¢opm BAC kak ciydan c
npeodyialaHueM CerMeHTapHO-siiepHOTO mnopaxkeHus. B pamkax BJIH Taxke wacto
paccMaTpUBAIOTCSl CHMHAJIbHBIE MbIIIECYHbIE aTpO(UU U JApyrHue MOHOTEHHBbIE (HOPMBI
MOPaXEHUSI MOTOHEUPOHOB.

[Ipu popmynupoBke nuarHoza BaxkHO yuuTbiBaTh, uT0 B MKbB-10 BAC, IIBC u
[IMA xonupyroTtcst B ogHoit pyOpuke G12.2 «bone3sHb OBUraTeNbHOrO0 HEUpOHay.
CrnivHanbpHBIC MBITIIEUHbIE aTpoduu KoaupyroTes B pyopukax G 12.0, G 12.1, G 12.8 u G
12.9.

Takue gopmel, kak CCP u CCH, paccMaTpuBaroTcs B aHIJIOSI3bIYHON JTUTEPATYpE
KaK OTJIeJIbHbIC HEKJIACCU(PUIIMPYEMbIC KaTETOPUH; B OTEUECTBEHHON KIIaCCU(PHUKAIIMHN UM
B HEMOJHOW CTENEeHM COOTBETCTBYIOT IIEHHO-rpyaHas Qopma ¢ MepBOHAYaJIbHON
JoKalu3alel B MPOKCHUMAIbHBIX OTAENaxX MW MOSICHUYHO-KpecTioBass ¢opma ¢
NEepBOHAYAIBHON JIOKAJIM3alle B JUCTAJBHBIX OTJENaX COOTBETCTBEHHO (B 000MX
ClIy4yasiX OTMEYeHa MHUHHUMallbHasl BBIPAKEHHOCTh WM OTCYTCTBUE MMUPAMUIHOU
cumntTomMatuku). HakoHelr, Tak Ha3pIBa€MOM MEPBUYHO-TCHEPATN3OBAHHON opMe TakKe
HETIOJTHOCTBIO COOTBETCTBYET OBICTPONPOTPECCUPYIONINI THUI TEUCHHSI, ONpEAeIsIeMbIit
HAa OCHOBaHMM OBICTPOTO TPUCOCIAWHEHHUS CUMITOMATHKM Ha 2-M  YpOBHE
1epeOpOCIMHATBHON OCH M OBICTPOTO CHIDXKEHHS CYMMapHOTO Oanja Mo MIKaie
ALSFRS-R (>1 6anna B mecsi unu 10 6aioB B rojn).

Omanvl pazeumusi 6one3nyu. B 0oTedecTBEHHOW KilacCHU(PUKALUK MPEAIOKEHO
BbIAEIATH 5 3TanoB pa3Butus BAC: mpoapoManbHble CUMITOMBI, NIEPBBIE (JIOKAIbHBIE)
CUMIITOMBI, Pa3BEepHyTasi cTajaus (CTaausl TeHepanu3aluu), puHalbHAs CTaaus U dTal



IIPOJUICHHON JKU3HM. DBplneneHne IociaegHero Jrama  CBsS3aHO € BO3MOKHOCTBIO
JUINTEJILHOTO TOJJEPKAaHUS JbIXaTeNbHOM (YHKIMHM C IOMOILBIO HCKYCCTBEHHOM
BeHTWIAnMK Jerkux (MBJI) y manueHToB ¢ KIMHUYECKOM KapTHHOW CHHApOMA
nesddepentaruu.

B coBpemenHbIX auarHoctTuueckux kpurepusix BAC wucnonb3yercs Takoe
MOHATHE, Kak cTeneHb jgoctoBepHocTd amarHoza (El Escorial (1994), Airlie House
(2000), Awaji-Shima (2008)), koTopas onpeaesieTcss Ha OCHOBaHUHU YHCIIa TTOPAKESHHBIX
yYpOBHEH 1epeOpOCHUHAIBHON OCH C HAJIMYMEM MPU3HAKOB IMOPAKEHUS BEPXHETO U
HUOKHETO MOTOHEHpOHOB. OO0s3aTenbHBIMU  TPeOOBAaHUSIMU BO BCEX peIaKLHUAX
KpUTEpUEB SBIAIOTCS UcKItoueHue apyrux (BAC-mogoOHbIX) Oosie3HEN W BBISBICHHE
MPOrPECCUPYIOIIETO PACTIPOCTPAHEHUS CUMITOMOB OOJIE3HH B TpeJesiax OJHOW WU
HECKOJIbKMX 00JacTel MHHEpBAalMU NpPH AMHAMHYECKOM HAOIIOJEHUU. DTU KPUTEPUU
MTO3BOJISIIOT ITOCTABUTh IUAarHO3 TOJBKO Ipu kinaccuyeckoM bAC, B To Bpems kak [IMA,
[1BC, CCP, CCH u apyrue GpeHOTUITUYECKUE BAPHAHTHI OCTAIOTCS 32 paAMKaMH.

B nocnegnue roABl MpEeUIOKEHBI  HECKOJIBKO  CHUCTEM  CTAaIUPOBAHUA
naTojiornyeckoro mporecca npu BAC u omnpeneneHusi mporpeccHpoBaHusi OOJIE3HU.
Hampumep, J. C. Roche u coaBT. mpemioxuin CIeAyOIyl0 CUCTEMY CTaJUpPOBaHUS
(King’s clinical staging system):

— craaus 1 — Havyano O6oJyie3Hu (opakeHue 1-To ypoBHs);

— craausa 2A — IIoCcTaHOBKA JUArHo3a;

— craaus 2B — BoBiieueHUE 2-TO YPOBHSI;

— cTaaus 3 — BOBJIEYEHHUE 3-TO YPOBHS;

— cragus 4A — He00XOIMMOCTh TaCTPOCTOMHUM;

— craaus 4B — HeoOxoauMocTh npoBeneHust HemHBasuBHou NBJIL.

HecMoTps Ha omnpeneneHHble CXOACTBAa, JaHHAs CUCTEMA OTIMYAETCA OT
kputepueB El Escorial, mockonbky ans BepuduKanuu BOBJICYESHUS CISAYIONIETO YPOBHS
He TpebyeTcs OJHOBPEMEHHOI0 HaJIWuWs MPU3HAKOB MOPAXEHHS] BEPXHETO M HUKHETO
MOTOHEHpOHOB. Kpome Toro, manueHt, Hanpumep, ¢ meidHo-rpyaHoit gopmoit BAC u
JbIXaTEJbHBIMU ~ HapylIeHUsIMH,  TpeOyromumu  HeuHBasuBHod  WBJI,  Oyner
KJaccuuUUpoOBaH Kak MalueHT co craguedl 4B, B To Bpems kak mo kpurepusim El
Escorial on MokeT ObITh OTHECEH JIUIIIb B KATETOPHIO «BO3MOXKHBIN BACy.

Takum o0Opa3oM, Ha CErOAHSIIHUNA J€Hb MO-TIPEXKHEMY HET eIUHOU
yHu(unmpoBannoil cuctemsl kinaccupukanuu BAC. Pasnbie aBTOpbl OepyT 3a OCHOBY
MOCTPOCHMSI KJIacCU(PUKAIIUN pa3IMYHBIC MPU3HAKK — MEPBOHAYAIBHYIO JIOKATH3AIHUIO,
CTETEHb BOBJICYEHUS! BEPXHETO U HUKHETO MOTOHEHPOHOB, 0OCOOEHHOCTH TEUEHHUS U JP.
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