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Onpenenenue

Muactenuss — 3TO ayTOMMMYyHHOE 3a00JIeBaHUE, XapaKTEpHU3YIOIIEecs
HapyIICHHEM HEPBHO-MBIIICYHOW TIEpEeNadyd M TPOSBIISIONIEECS CIa00CThI0 H
MaTOJOTUYECKON YTOMIIIEMOCTBIO CKEIETHBIX (ITONMEPEYHONOJIOCATHIX ) MBIIIIII.

ITHOJIOTHSA U NTATOIeHe3

[To coBpeMEHHBIM NIPEAICTABICHHUSIM, OCHOBOM MAaTOr€HE3a MUACTEHUH
ABJISIETCA ayTOMMMYHHAs pEaKLMsl, BbI3BaHHAS CBSI3bIBAHUEM aHTUTEIIAMHU
Al TIIIXOJIMHOBBIX perenTopoB (AXP) mocTcuHanTHYECKUX MeMOpaH
MONEPEYHONO0I0CATON MYCKYIaTyphl. UHCIIO 3THX PELIENTOPOB 3HAYUTEIBHO
CHIKEHO IO/ BO3JICHCTBUEM ATHUX ayTOAHTUTEN. B HEKOTOPBIX ciydasx npu
ayTouMMyHHOM Muactenuu rpasuc (MI') He BoisiBisitoTCst antutena (AT) k AXP, u
Takas ¢opMa Moy4yusia Ha3BaHue cepoHeraTuBHon Muactenuu rpasuc (CH-MI).
TepMUH «cepOHEraTUBHAS SIBISETCS HETOUYHBIM 110 OTHOLICHUIO K TPYIIIE
MaueHTOB, BKirovas Aetei, umeronmx AT knacca 1gG k MbIeuHoi
cneuunduueckoi peuentopHoi TuposunkuHaze (MyCK). Ora popma nomyuuna
HazBanue MyCK-MI'. Xots noxyyeHsl yOeaUTeNIbHbIE 10Ka3aTENbCTBA
naroreHHOCTH AXP AT, matorenetnueckas poiab MyCK AT ocraercst HEACHOM.
MoryT BbIsSIBIATBCS U ipyrue AT, pojib KOTOPBIX HE YCTaHOBIIEHA, B TOM YHCIIE K
TUTUHY, PUAHOJAMHOBBIM PELIENTOPaM U BHYTpUKIETOUHOMY AXP-CBA3aHHOMY
OpOTEUHY parncuny. MexaHusm, 3amyckaromuii Beipabotky AT, octaercs
Hen3BeCTHBIM. Ha ponb BUIIOUKOBOM *kene3bl ykaspiBaeT couetanne AXP n
TUM(OUIHON TUNEPIUIa3uuu OIyX0Jiel TUMyca, a Takke 3(PPEKTUBHOCTD
tuMdKkTOMUHU. [Ipu MyCK-MI" ecnu v BBISIBIISIIOTCS, TO JIMIIb HEOOJIBIIINE
TMUCTOJIOTUYECKHE U3MEHEHUs1 TuMyca. Ha Hannuue reHeTnyeckon
IPEPACIIONOKEHHOCTH YKa3bIBA€T OTHOCUTENIHO YaCTO HAOJII0Aat0IIuecs
KIIMHAYECKUE U deKTpoMuorpadguueckue (OMI') cuMnToMbl y poJICTBEHHUKOB
OOJBHOTO M YaCTO BCTPEUAIOIIMECS OTAENbHbIEC TPyl AHTUT€HOB TJIABHOTO
KOMILJIEKCa TKaHEeBOM coBMecTMocTH yenoBeka (HLA). Otmeuaercs coueTanue ¢
JIPYTUMHU ayTOUMMYHHBIMHU pacCTpOMCTBAMHU, OCOOEHHO C MATOJOTUEH IIIMTOBUTHON
KeJe3bl (TUnep- WIK TUIIOTUPE03), PEBMATOUIHBIM apTPUTOM, KPACHOM BOJTYAHKOU
u nuabetoM. [1o TaHHBIM HEKOTOPBIX UCCIIEI0BATENEH 3T0KaU€CTBEHHbIE OIYXO0JIU
oTMeYauch y 5% naereil.

NuaeMHOJIOT S

Muactenuss - 3a0oJieBaHHE OTHOCUTEIBHO PEIKOE, XOTS CYIIECTBYET
JIOCTAaTOYHO OCHOBAHWM CUMUTATh, YTO HAOJIOMAIOT €r0 3HAYUTEIHHO dHalle, 4em
cuuTanu paHee. Hambosee mpeapacnoyiokeHbl K 3a00JICBaHUIO JUIa C (PeHOTHUTIOM
HLA-B3, HLA-B8, HLA-DW3. PacnpocTtpaneHHOCTh MHAacTeHUHN cocTasiser 0,5 —
5 cnyvaeB Ha 100 ThIC. HaceneHUs, OJJHAKO B HACTOSILEE BPEMSI UMEETCSl TEHICHIIUS
K YBEJIWYEHHUIO uucia OoyibHbIX M coctaBisier 10 — 24 cnywas Ha 100 ThIC.
HacesjeHus. MuacTeHuss MOXKeT JeOITHpOBaTh B JIFOOOM BO3pacTe, HAuWHAS C
paHHero jAeTrcTBa (Yamie y JEBOYEK U B IMOJPOCTKOBOM BO3pacTe) M 3aKaHYMBas
rIyOoKo# ctapocTho. Jletrn u moapoctku A0 17 met coctaBisitotr 9-15% O6oabHBIX
MuacteHuen. B merckoMm Bo3pacTte walmie BCTpedyaeTcs IOBEHWIbHas ¢dopma



muactenuu. [lpubmusurensno y 5-20% wmmageHneB (MO JaHHBIM — pa3HbBIX
UCTOYHUKOB), POXKACHHBIX OONBHBIMM MHUACTEHHEH MaTepsiMH, pa3BUBAETCS
TpaH3uTOpHAas HeoHaTtanbHasi MuacteHus: (THM), oOycioBieHHas mepeHocoM vepe3
IUTAllEHTapHBI Oaphep aHTUTEN K aleTHIXOIMHOBBIM peuentopam (AXP) ot
MaTepH.

Knaccnpuxanus

CymiecTByeT  HECKOJIBKO  KJIacCH(pUKAIMA  MHACTCHHH. HaubGonee
pacripocTpaHeHa B Mwupe Kkiaccudukamua mo OccepMaHy (mpuHSATa Kak
MexayHaponaHas B 1959r. B Jloc-Amxkenece, wmoauduiupoBana B 197I1r.
OccepMaHOM U J[P>KEHKUHBIM).

['eHepann3oBaHHass MUACTEHUS:
e MuacTeHrs HOBOPOKAECHHBIX

L BpO)KIIGHHaSI MHNACTCHH A

JlobpokavecTBeHHas ¢ 0pTaIbMOIIAPE30M HIIH O(PTaTBMOILICTHEH
e (CewMmeliHag IeTCKas

e Onomeckass MUacTeHUS

['masHas MmuacteHus:
e IOwnomeckas

e Bspocnas

B.C. JIoG3unbIM B 1960r. npenniokeHa kiiaccudukaius MUACTEHUH 110 TEYEHUIO
MaTOJIOTHYECKOTOo TpoIiecca:

1 — ocTpoe Havyayo ¢ OBICTPBHIM Pa3BUTHEM CUMIITOMOKOMILUICKCA M B TaJIbHEHUIIIEM
MEJIICHHOE TTPOTPECCHPOBAHNUE,

2 — ocTpoe Hauajo, 6osee jymmrensHoe (0T 3 MecsIeB A0 1 roga) pa3BuTHe
CHUHApPOMA,

TEYEHUE C PEMUCCUSIMH, HO HEYKJIOHHBIM MTPOTPECCUPOBAHNUE,

3 — ITOCTEIEHHOE HAavajlo, MEUICHHOE Pa3BUTHE Ha MPOTSIKCHUH HECKOJIBKUX JICT U
MOCJIETYIOIIEe MEAJICHHO TIPOTPECCUPYIONIEEe TCUCHHE,

4 — HaYaJIo C OTPAHUYCHHOMN TPYTIIBI MBIIIII U MEJIJICHHOE MPOTPECCUPOBAHHE.

HaubGonee yno6Ha njist mpakTUYECKOTO Bpava KiacCuUKaIus, MpeyIoKEHHAs B
1965 r. b.M. I'exTom. B Heil yuuThiBaeTcst XapakTep TeUeHUs 3a00JIEBaHUsI, CTCTICHD
reHepaIn3aliil MUACTEHUYECKOTO MPOIECcca, TSHXKECTh IBUTATEIbHBIX PACCTPONCTB U
CTEIICHb MX KOMIIEHCAIMK Ha ()OHE MHTHOUTOPOB alleTUIXOJUHACTEpas3nl (AXD),
YTO MOMOTaET JOCTATOYHO MOJHO U TOYHO CHOPMYJIUPOBATH IUATHO3.

ITo xapakTepy Te4YeHus:

1. MuacTeHrnyeckue 3Mu30/1bl (OTHOKPATHBIA UM PEMUTTUPYIOIIEE TCUCHUE) —



NpEeXOISIIUe IBUTATEIbHBIC HAPYIICHUS ¢ OJHBIM perpeccom (10-12%).

2. MuacTeHMUYeCKHe COCTOSIHUSA (T.€. CTAllMOHAPHOE TEYEHHE) — CTAllMOHAPHAs
Hernporpeccupytomas Gopma B TeueHne MHOTHX JieT (13%).

3. Ilporpeccupyroliee TeueHNE — HEYKJIOHHOE IporpeccupoBanue 3adoneBanus (50-
48%).

4. 3nokauecTBeHHast popmMa — OCTPOE HAYATIO U OBICTPOE HApacTaHUE HAPYILICHUS
dbynkuuu Mpig (25%).

®opMbI IEPEXOIAT APYT B ApyTa.

ITo nokanu3auuu:

— JIOKaJIbHbIE (OIpaHUYEHHBIE) ITPOLIECCHI: II1a3Hble, OyIb0apHbIE, JINLIEBHIC,
KpaHHaJIbHbIE, TYJOBHUIIHEIC,

— I€HepaJIn30BaHHBIE MTPOLIECCHI: TeHEpaIN30BaHHbIE 0e3 OyJIbOapHbBIX HAPYIIEHUH,
reHEPAIM30BaHHbIEC U TEHEPATM30BAHHbBIE C HAPYLIEHUEM JbIXaHUS.

[1o cTenenn TSHKECTH ABUTATEIBHBIX PACCTPONCTB:

- JIeTKast

- CPEAHEHN TSKECTH

- TsDKenast

[To crenenn KOMIEHCAMN ABUTATEIbHBIX HAPYIICHUH HA ()OHE HHTHOUTOPOB
aneTuiIxojnHacTepasnl (AXDI):

- MIOJIHAA,

- OCTaTOYHasl,

- HeJJocTaTouHas (T10Xas).

JInarHocTuka
KanoObl 1 aHamMHE3:
[Ipu cOope anamHe3a U kajio0 oOpallaroT BHUMaHUE Ha U3MEHYUBOCTh CUMIITOMOB
B TEUCHHE CYTOK, CBSI3b UX C HATPY3KOU, HAIMUKME YaCTUUHBIX WJIH TIOJIHBIX
pemuccuii, 00paTUMOCTh CHMIITOMOB Ha (hoHe prieMa HHTruOuTopoB AXD (Ha
BpeMsl UX JICUCTBUS) U HAa (POHE aICKBATHOM UMMYHOCYNPECCUBHON TEpaIUH.

dusukaabHOe 00CIeI0OBaHUE.

KnnHnueckuit 0CMOTp JTOJDKEH BKITFOYATh UCCIIEOBAHUE OOIIETO HEBPOJIOTHIECKOTO
cTaTyca, a TakyKe MPOBEPKY CUJIBI MPOU3BOIHHBIX MBIIIIIL JIUIIA, III€H, TYJIOBHUIIA U
KOHEYHOCTEH JI0 | IMOCJIe Harpy3ku (OIeHKa CHJIbI B Oasutax, rae 0 — OTCYyTCTBHE
CWJIBI, 5 — CHJIa JAaHHOM TPYIINBI MBIIII 3I0POBOTO YenoBeka). OTHUM U3 CaMbIX
BA)KHBIX KJIMHUYECKUX TECTOB JUISI JUATHOCTUKU MHUACTEHUH SIBIISIETCS HATUUHNE
CHUHApPOMA MATOJIOTHYECKOW MBITIICYHON YTOMJIIEMOCTH: HapacTaHHE CUMITTOMOB
nocJie Harpy3ku. Hanmpumep, HapacTaHue nTo3a, ria30dBUTaTeIbHBIX HAPYIIICHHH
npu (GUKCAIMH B30Pa, TTOCIIC 3a)KMYPHUBaHHUS; CHIDKCHHE CHJIBI B OT/ICIBHBIX TPyIIIax
MBIIIII TTOCJI€ TIOBTOPHBIX aKTUBHBIX JIBIXKCHHM B CCIIETyEeMOM KOHEUHOCTH,
MPUCETAHUIN WM XOOBI; MOSBIICHUE WM HAPACTAHUE PEUYCBBIX HAPYIICHUHN TIPH
cueTe, YTCHUH BCIYX | T.1. [Ipu 3TOM HE BBISABJIAETCS HUKAKUX CHMIITOMOB
OpPTaHUYECKOTO TIOPAXKEHUS HEPBHOUN M HEPBHO-MBIIICYHON CHCTEMBI (TIPH
OTCYTCTBHUH COMYTCTBYIOIIMX 3a00JICBaHUI): HET HAPYIICHHUI B peIICKTOPHOU H



KOOPAMHATOPHOM cpepe, COXpaHeHa UyBCTBUTEIBHOCTh, B TUIIMYHBIX CITydasx
OTCYTCTBYIOT MBIIII€UHbIE aTPOGUHU, COXPAHEH MBIILIEYHBIN TOHYC.

FOsenunvuas aymoummynnas muacmenus epasuc (FOMI')

CumnToMbl 00J1€3HM MOTYT Pa3BUBATHCS B JIIOOOM BO3pacTe CTapllie OAHOrO roja,
HO HamOoJee YacTo MPOSBISAIOTCA y JIEBOUEK B MOAPOCTKOBOM Bo3pacTe. Havaio
00JI€3HU MOXKET ObITh TOCTETICHHBIM WJI BHE3AIMHBIM.

Knnnudeckast KapTuHa XxapakTepu3yeTcs:

® IIOpPaXXECHHUEM IJIa30/1BUTaTEIbHBIX MBIIIIT c JTUTUTIONIEH,
oprampmorierned uW  nTO30M  (MOTYT  OBITh  CHMMETPHYHBIMH,
ACUMMETPUYHBIMU WJIK OTHOCTOPOHHUMH),

e ¢1aboCTh MBIIIII JUIA (0COOEHHO KPYrOBOM MBIIIIIBI TJ1a3a),
e ¢1ab0CTh MPOKCUMATBHBIX OT/IETIOB KOHEYHOCTEH,
® TIOPaKEHUE JBIXaTEIHHOU U POTOTJIOTOUYHON MYCKYJIaTypHhl,

® TIIyOOKHE CYXOXKHIIbHBIE peIIEKChI COXPAHEHBI.

[Ipu o6cnenoBanuy AeTel ¢ pa3BUBLIEHCS JbIXaTEIbHON HETOCTATOUHOCTBIO IPU
OTCYTCTBUU JIETOYHOU MAaTOJIOTMU HEOOXOMMO YUYUTHIBATh BO3MOXKHOCTh FOMI',
Jla)Ke €CJIM OTCYTCTBYIOT IPYTHUE€ CUMIITOMBI 3TOTO 3a00JIEBaHUSI.

[lepBOoHayaNbHO MBIIIEUHAs! CUJIA MOXKET OBITH HOPMAJIBHOM HJIM TIOYTH
HOPMAaJbHOM, U IO3TOMY MBIIIEYHYIO CHITy HY’KHO OLIEHUBATh 1O U MOCIIE
(bU3UYECKON HArpy3KH.

TpansumopHas neonamanvHas popma (MUacmenusi HOBOPOHCOEHHBIX)
Knunnueckue nposiBICHUS BKJIIOYAIOT:

e OOIIYIO MBIIIEYHYIO TUTIOTOHUIO,

e Ca0blii KUK,

® 3aTPpYyJHEHHOE JbIXaHUE U COCAHUE,

® BO3MOXHO pPa3BUTHE NITO34,

® AaMHUMUH, [VIA30JBUTATEIbHBIX HAPYILLIECHNH,

® PACCTPOMCTB IVIOTAaHUS, CHUKEHHUE TITyOOKHUX PEQIICKCOB.
Muacmenuyeckuul Kpu3, IpA KOTOPOM MO Pa3HBIM IPUYUHAM IPOUCXOIUT PE3KOE
YXYILIEHHE COCTOSTHUS C HAPYLIEHUEM BUTAJIbHBIX QyHKIMI. MonekynspHoi
OCHOBOM MHUACTEHMYECKOIO KpU3a, BEPOSATHO, SABJIIETCS PE3KOE YMEHBIICHUE

KoamdecTBa GyHKIMoHUpYyomux AXP BcrencTere MacCHpOBaHHOM aTaku UX
ayTroaHTuTenamu. YacTo MUaCTEHMYECKUI KpU3 TPOBOLIUPYETCS] OPOHXOIETOYHOU



uH(eKIneH, a B psjie ciaydaeB Ha (OHE Kpu3a pa3BUBAETCS MTHEBMOHMS, U TOT/IA
HapyILIEHUs JbIXaHUs MOTYT HOCUTh CMEIIAHHBINA XapaKTep.
JuddepeHunpoBaTh MUACTEHUYECKHUIM KPU3 OT IPYTUX TSAKEIBIX COCTOSHUM,
COIPOBOXKIAIOIIMXCS PECIIUPATOPHBIMU PACCTPOUCTBAMU, MOKHO IO HAJIMYMIO:

e Oymp0apHOTO CHHIIpPOMA,

® THIIOMUMUH,

® 1TO3a,

® ACUMMETPUYHOTO HApYKHOTO o TaibMonapesa,

e cinalOCTM W YTOMJIIEMOCTH MBI  KOHEYHOCTEM W IIeH
(YMEHBIIIAIOIIHUXCS B OTBET

® Ha BBEJICHHE HHTHOUTOPOB AXD).

Cmewannvie (Muacmenudeckuil + xoaunepeudeckuil) Kpu3vl BCTpEYaroTcs y
OOJIbHBIX MUACTEHUEHN NPU HEMPABUILHOM IIPUEME U / WM N3HAYAJIBHO Y3KOM
JIMarna3oHe TeparneBTUYECKUX 103 HHTMOUTOpOoB AXD, a Takke Ha (DOHE COCTOSHUM,
BBI3bIBAIOIIMX OOIYIO UM MBIIIEUHYIO CIA00CTh PA3IMYHOTO reHe3a
(MHTEpKYppEHTHbIE HHPEKIIUU, COMAaTHUYECKHE, TOPMOHAJIbHbIE HAPYIIECHUS, IPUEM
[penapaToB, BIUSAIOMIUX HA COKPATUTEIbHYIO (DYHKIIMIO TPOU3BOJIBHBIX MBI U

ap.).

JleyeHnue

KOHCGpBaTI/IBHOe JCUYCHHUC - PCKOMCHIOBAHO IMIPUMCHCHHC 6J'IOKaT0p0B
XOJHMHOCTCPA3bI.

OTu npenaparbl yBEIMUYUBAIOT NEPUO] OJIypaciaia BHIOPOUIEHHOTO B
CUHAMNTUYECKYIO MIeNb aneTuixoiuHa (AX) myTeM HHrHOMPOBaHUS €T0 TUIAPOIN3a
ALETUIXOJIMHACTEPA30H, YBEIMUMBASI TAKUM 00pa30M BEPOSITHOCTh TOTO, YTO
MOJIEKYJIBI AX TOCTUTHYT PELIENTOPOB, YACIO KOTOPBIX CHUXKEHO.

e [lupumocturmMuHa OpoMHUJ B J103€ 10 7 MI/KI/JIeHb Ha3HadaeTcs B 3-5
MIPUEMOB.

e Heocturmuna metwicynbdaT HavaibHas go3a coctasiser 0,2-0,5 Mmr/kr
KaXJIple YeThlpe yaca y aerei g0 5 jet u 0,25 mr/kr y Gosiee crapiimx
JeTel, MaKCUMaJlbHasi pa3oBas jo3a 15 mr.
PexoMmeH10BaHO MPpUMEHEHHE KOPTUKOCTEPOUIOB.
[Ipennu30sioH Ha3HA4YaeTcs B J103€ 1-2 MI/KI/IEHb 10 JOCTHXKEHHUS YCTOWYUMBOIO
addekTa, mocie yero npemnapar nocTeneHHO OTMEHSIOT.
PexomeH10BaHO IpUMEHEHHUE NPYTUX BUOB NITUTEIHHON UMMYHOTEPAITHH.

e ABaTHONPUH MOXHO TPHMEHATH B KOMOHWHAIMM CO CTEPOUAAMH WIIH
otnenbHo. Hauanbnas no3a 50 mr/cytku u 1o 100-200 mr/cyTku BMecTe ¢
nojiiepkuBaronien no3ou Ilpenuuzosnona.



e [[MKJIOCTIOPYH MOXHO Ha3HayaTh IIPH HENEPEHOCUMOCTH A3aTHONPHH.
e [luknodochamu mpuMeHseTCs MPU OYEHB TSHKETIOM TeUeHHE OOJIC3HU.

e [lynbc-Tepamnus BbICOKUMHU J103aMU MeETUIIPETHU30JI0Ha IPUMEHSIETCS Y
netelt ¢ pepakTepHbIM TeUeHHEM OOJIE3HHU.

PexoMeH10BaHO IPUMEHEHNE 3aMELICHHUS TIJ1a3MBbl.
[Tnasmadepe3 npuMeHseTCs 1JIs JISYCHUST MUACTEHUISCKUX KPU30B, a
TaKXe JJIs [pe- U MOCJIE ONEPAMOHHON NoAepKKU. [IpoBOAUTCS BHYTPUBEHHOE

BBEJICHUE HMMMYHOTTOOynIMHOB Kkjacca G — UMMYHOITIOOYIMH — 4YellOBeKa
HOPMAaJIbHBIN

DddexT HabmoaaeTcs yepes 3-4 qHS U COXPAHIETCS 0 3-X MECSIICB.

XUpYyprudeckoe JeUeHUE

PekoMeH10BaHO MPUMEHEHUE TUMAKTOMUU. [IpUMeHsIeTCsl B KaueCTBE OCHOBHOIO
METO/Ia JITUTENIBHOTO JICYEHUs, OCOOEHHO y JIeT€l C BBICOKUM PHCKOM pa3BUTHUS
OCJIO)KHEHHH JiedeHus1 OyiokatopamMu XD WIM KOPTUKOCTEPOUJAMU, JIUOO JPYTUX
BHJIOB UMMYHOTEpAIIUU.

[TokazaHUsAMHU K OTICPATUBHOMY JICUCHUIO SBIISIOTCS:

a) 3JI0Ka4eCTBEHHbIE (DOPMBI;

0) nporpeccupyroiias hopma;

B) MHACTEHHYECKOE COCTOSHUE B 3aBUCHMOCTH OT CTEMEHU BBIPAKCHHOCTH
nedexra.

[Tpu mokanbHBIX (hOpMax K OTEPATHBHOMY JICUCHHIO TIOXOASAT H30UPATEIBHO.
[TpoTrBOMOKa3aHNS K TAMIKTOMHUH:
® TsDKEJIbIC IEKOMIIEHCHUPOBAHHBIE COMAaTUYECKUE 3a00I€BaHNUS;
Jlo omepaTHUBHOTO JICUeHHUs 00s13aTeIbHA MPEIOTIEPAIMOHHAS ITOATOTOBKA:
e OO0NICYKPEIUISIONIas Teparusi;
e [poBeleHUE JieueOHOro miazmMadepesa;

® [IpU HEOOXOJIUMOCTH — KYPC TTIIOKOKOPTUKOCTEPOUIHON TEPAMHH.
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