3ANIOPI3LKUI JEPKABHUII MEJUYHUN YHIBEPCUTET

KA®E/IPA HEPBOBUX XBOPOb
)

GIROROBIEAKEORH

Mionarii
HeBpanbHI amioTpodil
MioToHIa TomncoHa

3aesidyeay kagheopu, 0.MeO0.H, npod)ecvop
KO3bOIJIKIH OJIEKCAHOP AHATONIMOBNY




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

I'py1ra 3aXBOproBaHb (AKIIIO MOBA A€ PO IIEPBUHHY
MIOIIATiIO), IKAa HE 3aACKHUTD BIA OYAB-AKOTO 3aXBOPIOBAHHS
reprudepUIHOTO (PYyXOBOTIO) HEMPOHA, 4 € IIEPBUHHIM
3aXBOPIOBAHHAM CAMOI'O M S30BOTO aIIapary.

Briepmme Apan 8 1850 pormi ommricaB KATHIYHY KapTHHY
MI1OITATIL.

VY 1891 pomni Buitiiaa moHorpadpis Epoa. Came BiH i
3aITpoIIOHYBaB Ha3BY «l [porpecyroua m'a3oBa aucTpodisn»



[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

3 cy9acHHUX aBTOPIB OAraTo IIPAITFOBAAH B ITIH
raayst: beaa, Crisencosn, llIapropoacekuii,

Meapunkos, I'aycmanosa-1 letpycesnd 1, ocoOAmBO,
AABUAEHKOB T2 1HIII BYEHI.

Ha Aaxmim momenT omrmcago rmoaaa 500
CAMOCTITHHX @opM 1 KAIHIYHIX BapI1aHTIB
IIPOTPECYFOYNX M A30BHX AUCTPOMIH.



[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

Kaacudikaria miomarim:
(A.O.bapaaan, 1973)

I. IlepBuHHI MioTaTii:

s FOnayeka (106entasna) ghopma Epobay

n Ilcesdozinepmpogpruna gpopma Arwwena+
(6apianm bexkepa - Kinep),

n ILaeuo-ronamxoseo-ruyeea ghopma Aarnodysi-
Aexncepinay

» Pioxicni gpopmu (ogpmansmonaeziuna I'pege,
oyavbapra, oucmanvna, MiOcKAEPOMUUHA)




[IPOI'PECYIOYI M'SI30BI IUCTPO®I]
(MIOIIATII)

Kaacudikairia miomnariii:
(A.O.bapaasan, 1973)
I1. Bropunni mionarii (amioTpodii):
s  Cuninarona amiompogia Beponiza-I'ogpgpmanna;
s  Heeparvna amiompogpeia Ilapro-Mape-Tymay
s  Cninassna amiompoghia dopocaux Apana-Arowena;

I11. 3mimani dpopmu:

s Aonamxoeo-neponeansrua gpopma Aaséuodenxoeéa.




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

Kaacudpikaiia mionarin
(A.O.bapaasan, 1973)

IV. Mionaruuni cuaapomu (dbenokomii ITMA) mpu :

B CHOOKPUHHUX 3aX60DI0BAHHAX (2tnomupeos, mouso);

m KO.1azen03ax (6064aK, 6)3.1uK06ul nepiapmepiim,);

= 3aX60P106AHHAX HEPBOBOL cucmemu (enyegaaimu,
enyepaiomicaimu);

= npuU napasumaprux 3axe0pr06arnHAX (MPUxXIHEAb03);

» npu 3acmocyeanni asikapcekux npenapamié (cmepoioni A3);

= NpU HOBOYMEOPEHHAX (1626116, ULAYVHKY);

n npu deakux pioxkicnux ggopmax (xeopoba Mapdpana, apmpozpunos).




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

He Bci BU3Ha10Th p0o3m0AiA M'sA30BUX AuCTpOiii
HA IepBUHHI (MIOr€HH1) Ta BTOPUHHI (HEBPAABH1), TAK AK:

= Yy XBOPHX Ha MiomaTiro (mepeBa>kHo popma ArorreHa)
3HAUACHI 3HIDKEHHA IHTEAEKTY Ta OpPraHiuHi MIKPO
CHUMIITOMU;

= pesyapratu EMI" BepHira He BUABHMAYM IPUHITUIIOBUX
3MiH MDDK IIEPBUHHHUMH 1 BTOPUHHUMH MiOIIATIAMH, -
IIPU HEPIHUX OIABIIIE CTPAXKAAE M'30Ba YaCTHHA
PYXOBUX OAUHUIIb, IIPU APYTHX - il HEUPOHAABHAA
JACTUHA;

= M'A30Bi BepeTeHa BPAKAIOTHCA HE TIABKH HPU
BTOPUHHUX MI0ONIAaTiA, a4 ¥ IPU HEPBUHHUX.



[IEPBUHHI MIOIIATII:

ITatoaoriuna anaromia. [lpu gymonci: M'a3m CTOHIIICH], KOBTO-
CIpOrO KOABOPY B 3B'fI3KYy 3 3aMIIIICHHAM M A30BHX BOAOKOH KHPOBOIO
Ta CIIOAYYIHOIO TKAHMHOIO. ATPOdPOBAHI Ta IICEBAOTIIEPTPOPOBAHI
M'I30B1 BOAOKHA YEPIYIOTHCA 31 30EPEIKEHIMH HOPMAABHIME
M's30BIME BOAOKHAMI. [ Ipu Beix dhopmax MiommaTii HOCTIHHO
3011601YEMIBCA KIABKICHIS A0eh B M AZOBIF TKAHUHI. Y ACAKUX BHITAAKAX
IIPOIIEC CKAEPO3Y B M'A3aX 1 CYXOXKHAAAX AOCATAE 3HATHOL
BHPAKEHOCT], IIIO BEAC B IIOAAABIIIOMY AO perpakriii M'sa3iB. HepBosi
3aKIHYEHHS, IO 3HAXOAATHCA B AaTPO(POBAHHUX T2
IICEBAOTIIEPTPOPOBAHUX M'fA3aX 3a3HAIOTH 3HAYHUX 3MIH. Y Mom0pHux
biAmKax snuKae monxa @iopuiapra cmpykmypa. HermoaaBH1 AOCAIAKEHHA
ITOKA3aAH, IO IIPU MIOIATI awpdofcadmwb KAIIUHHI MeM@DaHu M'I30BUX
BOAOKOH. HpH Q)opm A,}omeHa 3HAUACH] AKTUBHI AquaouHTH 110
IIPOHUKAAU B M I30BY KAlTI/IHy TA «BOUBAAU 11» - «KAITHHU-BOUBIII.
CyrreBux 3MmiH 3 00Ky LIHC 1 [THC He crtoctepiraerncs.




[IPOI'PECYIOYI M'I30BI JUCTPO®II
(MIOIIATII)

Erioaoria i maTtorenes. Miomarii BIAHOCATBCA AO TPYIIH CITAAKOBHX
3aXBOPIOBAHb.

= Bcramosaeno, mo maedo-AomaTkoBO-ARIIEBa POPMA MIOTIATIL
YCITAAKOBYETHCA 32 AOMIHAHTHHM THIIOM, 2 popma ArorrreHa - 3a
PELIECUBHUM THUIIOM, 39EIIACHUH 31 CTATTIO (3a3BUYAll XBOPIFOTH
xaomaukn). Popma EpOa ycrmaAKOBY€eThCA 32 Ay TOCOMHO-PEECUBHUM
THUIIOM.

= TomricoH Bkasye, IO YCITAAKYBAHHS MOKE BIAOYBATHCA 32 ACKIABKOMA
TAIIAMU IIPH IIEBHUX (POPMaX CITaAKOBHX miomaTiil. CIraAkoBHI
XAPAKTEP 3aXBOPIOBAHHA ITIATBEPAKYETBCA OOCTEKEHHAM 3AOPOBHUX
POAHYIB XBOPOTO Ha MIOIATIFO AAfl BUABACHHSA 3HAYHUX aHOMAAIN
PYXOBOI CHCTEMH: YIIABHEHHA MYCKYAQTYPH, HiepTpodii m's3iB,
BKOPOYEHHA M A30BOTO YECPEBIIA, 3HUKCHHS T4 BIACYTHICTB

CYXOKHUABHUX pedaekciB. HacTtora miomatii mpubamszo 6 Ha 100 000



[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

ETioAorig 1 maToreues.

s [lopsa 3 uttkumu cmapkoBIMH POPMaAMU MIOITATIH
IIOCTEPITAETHCA BEAUKA KIABKICTD CIIOPAATYHUX
BHUITAAKIB.

s C.H . Aasuaenkos cmocrepiras mpu miomatiax 36,4%
CIMETHO-CITAAKOBHX BHITAAKIB, 63,0%0 -CIIOPAAMIHUX
BHUITAAKIB 3 OAHAKOBOIO KAIHITHOIO KAPTUHOIOKO.

s HagaBHI TAKOK TaKl (paKTopH BIIAMIBY 30BHIITTHBOTO
CEPEAOBHIIIA:

- AAKOI'OAI3M OATBKIB;

- aAIMEHTApHA AUCTpOif;

- pi3H1 1H@eKI.

OnmcanH! BUITAAKH MIOOATIH, ITIO BUHAKAAW ITICASA
IIEPEHECEHOTO KAIIIIOBOTO Ta EIIAEMIYTHOTO €HITE(DAAITY.



[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

ITatorenes [IMA HAa AAHWIT MOMEHT TOBHICTIO HE 3'ICOBAHUIA.
s Hespocenna cinomesa mosicaroe 3MiHN B M'A3aX 3 HOPYILICHHAM

TPOMPIIHOT prHKHiI HC. Ilopymmenas @yHKL[iI
AAPEHOPELIEITOPIB HpI/ISBOAI/ITb Ao 3miau BHC, a 3Biacu -
opyIyerbes Tpodika M'A3iB.

s [inomesa mrxanunnoi zinoxcii: 3arnOGEAb M'I30BUX BOAOKOH
ITOB'A3YEOTh 3 HECTAYCIO KUCHIO. € AAHI IPO ITOPYIIICHHA
OOMIHY MIOTAOOIHY y ITUX XBOPHX.

= HaiGiabmr IMOBIPHA TIIOTE3A — 271072630 eermmux Membpar.
BiAIOBIAHO AO 1€l Teopli B M'A30BIM KAITHHI € IICPBUHHIIM,
TCHETUIHO OOyMOBACHUM, AepeKT. I TiA ac kapTupyBaHHs Ipu
XBOPOO1 AFoIreHa BUABUAN T€H HMA HA KOPOTKOMY nAedl X-
xpomocomu 1a B 21 xpomocoml, a y AIBIATOK BIAMITHAL
XPOMOCOMHI TPaHCAOKAITLI.



[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

e IIarorenes ITMA.
s IIpu IIMA Apeiidyca (piakicHa popma 3 KOHTPAKTyPAMH,

A€0iABHICTIO, 0€3 nceBAOTIIEPTPO(ii) 3HAMIIAM TATOAOTIIYHUAM
reH y AoBromy mnaeui X-xpomocomu. MImosipHo, BiH
IIPU3BOAUTE AO IIIABUINEHHA IPOHUKHOCTI KAITHHHO1L
MEMOpaHU, B Pe3yABTATI AKOI B CHPOBATKY KPOB1 BUXOAATH
BHYTPIITHBOKAITUHHI (p€PMEHTH, IO B IIOAAABIIIOMY
IIPU3BOAATH AO PO3IIEIIACHHA M'A30BOro 0iAKa.

= Y XBOpMX 3 IEPBUHHUMU MiOIIATIAMU BIABACHO 301ABINIECHHA
eKCKpelii 3 ceuero pAAy pepmeHTiB. Y M'A30Biii TKaHUHI
IIOPYUIYETHCA HE TIABKM 0IAKOBUI, aA€ 11 ByTAEBOAHUIT OOMIHHU.
OaHak psAA ¢akrTiB 114 rirnoTe3a He MO>Ke ITOACHUTH.

o I'tnomesa nopymenna 06miry uumz’uuux HYKAe0muUdi6, IO
IPArOTh MPOBIAHY POAB B OOMiHI M '130BO1 TKaHUHU. AAe Tpu
Pi3HMX MiomaTiAX 3MiHU iX Pi3HOCHPAMOBAHI.



[IPOI'PECYIOYI M'SI30BI IUCTPO®I]
(MIOIIA TU)

Collagen in basal lamina

“Bystiophin-associated .,
glyco;armem complex

Dystrophin-associated
complex

\Lmklng p»roielgs

Sarcolemma

’ 'S
5 -;“ helnx = Actwﬁlameqts

- ~ \_

TR — ..,__;');;&) ;»;); 3’5‘%’*’5’*’ 5}}5‘% ‘5”’

I S
——

Cytoplasm

Sarcolemma

membrane
'; e \/
(T g




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOITATII)

Ilepebir Ta cumnromu. ['0OAOBHIMI KATHIYHIMH CHMIITOMAMH MIOHATI] €:
-IIOBIABHO HApPOCTAIO4a aTPO(Iis CKEAETHOI MYCKYAATYPH;

“3HM)KEHHA CUAU M A31B,

-3HIDKEHHSA CYXOKHAKOBHX Ta IIEPIOCTAABHHUX pedAEKCIB,

-2 TAKOK 3HIKEHHA MEXAHIYHO] 1X 30YAAUBOCTI.

€ KIABKICHE 3HIKECHHA eAeKTp036yAAHBOCT1 IO MOKE IIPHU3BECTU 3K AO
IIOBHOTIO 11 3HUKHEHHS, 0e3 pPEaKII] ITepEPOAKECHHS.

[HOAl BuHUEKAE TICEBAOTIIEPTPODIA, IIPH AKIF 00'€EM YPAKEHHUX M A31B, MOKE
OyTH 301ABIIICHUM 32 PAXYHOK JKUPOBOI'O IIEPEPOAKEHHSA M A30BOI TKAHWHH,
[IceBaorimepTpodis HAMOIABIIT YACTO BPAKAE KOAOBUM M 513 poTa,
YOTHPBOXTOAOBIH M'SI3 CTETHA TA OCOOAMBO AUTKOBI M'A3u. [ Ipu kiHITEBIH
arpodii M'A3U CTAFOTH KOPOTKHMH, & CYXOKHAAA IX TIOAOBKYIOTBCA. Aocurp
9aCTO PO3BUBAIOTHCH CYXOKUABHI PETPAKII], IIO OOMEKYIOTE OOCAT SIK
AKTUBHIX, TaK 1 ITACHBHUX PYXIB.

Vpamem M'I31 He OOAIOUil 11pu maAbIanii. PiOPUAAPHI TOCMUKYBAHHA B
HUX BIACYTHL.



Miomnaria
(m'a30B1 aTpodii)




Miomnaria (riceBaorineptpodii)

el




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

CuMmirrommn.

= Arpodii po3BUBAIOTECA Ay’Ke ITOBIABHO, BPa’Kal04U IIOCTYIIOBO
(i 3a3BUUAali CHMETPUYHO) OAHI M'A30Bi rpymu 3a iHImuMu. Y
3B'A3KY 3 [IMM, 4 TAKO>K 31 30epe’keHHAM Iponpiopenentii Ta
KOOPAMHAIIi1, XBOP1 IIPUCTOCOBYIOTHCA AO CBOIO AedeKry,
BUKOPHCTOBYIOUH 30epeskeHi HopMaAbHi rpyu m'a3is. Lle aAae
iM 3MOTy IIl€é AOBI'O BUKOHYBATH Pi3HiI CKAAAHI PyXH.

=  Aasd miomaTiii XapaKTepPHE yPasKeHHA M'A31B 00Anads, TyAyOa i
IIPOKCUMAABHUX BiAAIAIB KiHITIBOK.

= Arpodisa nmepeAHHOro 3y04acToro M'a3a BUKAMKAE€ CHUMIITOM
KDU1010016HUX 10NAMOK.

=  Arpodia TpanenienoaiOHOro M'Aa3a BUKAMKAE CUMITTOM
"eravrux naeuert''.



[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

CuMmirrommn.

=  XapakTepHO AAA MIOIIATIN: TAAA€HBKUM ITOAIPOBAHUM A0O,
HEAOCTATHE 3MHUKAHHA O0Y€l, MAAOPYXAUBI T4 TOBCTIi I'y0H.

s Ilia gac cmixy KyTu poTa He HIAHIMAIOTBCA, 4 TIABKHA
PO3TATYIOTHECA B OOKHU - CUMIITOM IIOIIEPEYHOI IT0CMIIITKID».

= ArpodyroThCa pO3ruHayi XpedTa - B pe3yAbTaTi 40I0, B
IIOAOJKEHHI CTOAYN BUHUKAE IIOIIEPEKOBUM AOPAO3.

=  Arpodyrorbca M'a3u )KMBOTA Ta TA30BOTO II0ACA, IO
MOACHIOETBCA XapPAKTEPHOIO XOAOI0 XBOPHX 3 MIOIATIEIO.

=  Arpodyrorbca m'a3u cTeroH. Y Toi >ke Jyac, M'A3M TOMiAOK i
CTOII 30epiraroTbCsa He YPA>K€eHUMU AOBIIIE.

= Bci inmi dpyHKI1ii HepBOBOi cucremu (KpiM BUIIAAIHHA
pedAeKCiB Ta MOPYIIIEHHA PyX0BOi chpepr) 3aANIIAFOTHCA
30eperkeHuMU.



Mionartia (CUMIITOM BUTHYTOI1
CIIMHU TA IICEeBAOTIEPTPOdIii)




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

0! | Ty *s of Muscular Dystrophy

/
Yo oF




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

Shoulders and arms
are held back awkwardly |
when walking s

Belly sticks out due to
weak belly muscles

Sway back St -
| (child is poor at sit-ups)

Weak butt muscles

(hip straighteners)
Thin, weak tights
(especially front part)

Knees may bend

back to take weight
Poor balance; falis

often

Awkward clumsy if
walking

Thick lower leg muscles
(the muscle is mostly fat,
and not strong)

Tight heel cord
(contracture) child

may walk toes
Weak muscies in front of

leg cause “foot drop”
and tip toe contractures




CuMmnroMm «ApaOMHKI» - BCTABAHHA

APAOUHKOXO




Cummrrom I'oBepca

(BCTaBaHHA 3 ITIAAOTH)




[IPOI'PECYIOYI M'S30BI JIHCTPO®II
(MIOIIATII)

Cumrrromu.

¥ IHTEAEKT HE CTPpAXKAAE (AKIIO HE OpAaTH A0 yBArd OKpeMi BUIIAAKU PpopMU
Aroriena).

o Y XxBOpHUX 3 MIOIIATIEF0 BUPAKEHI BET€TATUBHI IIOPYIIEHHA: TiIIO- T

aHTIAPO3, 3MiHA TEMIIEPATYPH IIKIPU, PO3AUTHI YEPBOHUI AepMorpadism,
aKpOIiaHO3, MAPMYPOBICTE IIKipH, MOPYyIIeHHA pylo-peakrrii,
€AEKTPOIIKIPHOIO OIIOPY, PeaKIlii Ha yAbTpadioreTOBY epuUTEMY.

o Ha EKIT 3minn xapakrepHi AAs MioKapaioACTpOodii, CIIOCTEPIraroThHCA i
€HAOKPHUHHI IIOPYIII€HHA.
¥ 36iabImyeThCA pPiBeHb (pEPMEHTIB TAa iX aKTUBHICTB, 30KpeMa

AAKTATAETiAporeHasu, Kpearindgocdarasu, aabaorasu. Ilopymryersca Bmicr
aMiHOKHCAOT, 30kpema - AHK.

o 3MIHIOETBCA KPEATUHIHOBUI O0MiH, KpeaTHUH BUBOAUTHCA 3 OPraHi3My
Pa3oM 3 cedero - KpeaTuHypi.

0 EMI - 3HaX0AATH 3MiHA MiOT€HHOTO THILY.



[IPOI'PECYIOYI M'SI30BI IUCTPO®I]
(MIOIIATII)




OKPEMI ®OPMHU MIOIIATIH
FOsetinvna (1onayska) popma Epba

ITe HAOIABIT aMOopdHA dopMa, OIABIIICTE (PEHOKOITIH
IIPUIIAAAE CAME HA HE];

XBOPIIOTh OCOON YOAOBIYO! Ta KIHOYO]I CTATI;
YCITAAKOBYETHCH 32 Ay TOCOMHO-PEIIECUBHUM THUIIOM;

3aXBOPIOBAHH HANYACTIITIE SYCTplqaeTbc;I y Bir1l BiA 11-20
POKIB, aAe OyBaroTh BAITAAKH 1 B 30-50 poxis;

JACTIIIIE SaXBOpIOBaHHH HOCHUTD CHOpaAI/I‘IHI/II/I XapaKTep;

ATPOPIMHUH IIPOLIEC MOYIHHACTLCA 3 M 'A31B TA30BOTO HOACA 1
HIT, ITi3HiITTe BpaH{aIOTbC}I M'SI3H TYAyOa Ta PYK.

y AUTKOBHUX M 'fi3aX, npuOAusHO v 40% xBOpHX,
CIIOCTEPITAFOTHCA HceBAonHepro@n

3 pePAEKCIB - 30€pPEKEHUN TIABKI aXiAAOBHI pedAEKC.



Mionatia EpOa




OKPEMI ®OPMU MIOIIATIH

IIceBmorimeprpodiuna popma /lromeHa

XBOPO0A YCIIAAKOBYETHCS 32 PEIICCUBHUM THUIIOM, 3YEITACHUM 31 CTATTIO (Y YU%0
XBOPIFOTb XAOITYHUKN);

CEPEAHIH BIK AO IIOYATKY 3aXBOPIOBAHHA 3,2 POKY;
AITH IIEPECYBAIOTHCSA HIAKOBO, YaCTO ITAAAFOTB;

CIPYKTypa PO3BHTKY aTpOii T2 %, 1m0 i pu ¢gopmi Epba. V HCpCBEl}KHOI O1ABITIOCTI
xpopux (A0 80%) BlASHaqaeTbCﬂ HceBAormeprocpm AWTKOBHUX M'SI31B, aA¢ OYBAIOTH
riceBAOTiTepTpOoMil # IHIITNX M'A30BHUX IPYIL.

HpOHCC ITOCTYIIOBO H36YB21€ BI/ICXIAHOF O XﬁpﬂKTpr, HOHII/IPIOIO‘H/ICB HAa IIACYOBHUI
ITI0AC, M a3 CIIMHH, HpOKCI/IMaAle M'A3HU pYK

y 8 - 10 pokiB AlTH Bike BaKKO XOAATH, 2 B 11-12 pokiB BoHH, K IPaBUAO, IIOBHICTIO
3HEPYXOMAECHI.

B TEPMIHAABHUX CTAAIAX CTPAKAAE AUXAABHA MYCKYAQTYPA.

AOCI/ITI) XapaKTepHe SHMKCHHA 1HT€A€KTY B OAHHX BHUITaAKaAX - plSKO BHUpPaKCHC, B
IHITUX - HOMlpHO

Boxe Ha paHHIX CTAAIfIX XBOPOOU CIIOCTEPIra€ThCA IiITepepMeHTEMIs, 3POCTAE PIBEHD
KpeaTiHdocdaTasu B CHPOBATII KPOBI (COTHI pa3iB).

CMEPTH HACTACE BIA IHTCPKYPCHTHHX IH(EKIIIH, BIA XPOHIYHOI AUXAABHOI
HEAOCTATHOCTI, BIA CEpIIEBOI HEAOCTATHOCT! (OAOKaAa HIKOK my4ka ['ica).

CCPCAHII/I BIK IIOMEPAHX - 18 pOKlB.



Miomaria ArorieHa

®opma [oweHHa

MbIWeYHaa MNOTOHKUA MNceeaorMnepTod MA MEPOHOXHBEX  CHUXEHWE WHTENNeKTa
MbILL L

®opma Nasay3u-HepeHuHa O TaneMONNernyeckan AuctaneHaa dopma
dopma




OKPEMI ®OPMU MIOIIATIH

IIceBmorimeprpodiuna popma /lromeHa

\

bundle of muscle fibers

muscle fiber membrane




Miomaria AroireHa




M'SI30BA JUCTPO®IS
BEKKEPA-KIHEPA

X-39ermAeHa AOOPOAKICHA MIOAHCTPOMIs, IITO OyAa OITHICAHA B
1955 por;

rrounHaeThes B 10-15 pokis, mepeOdir raaAKnis;

xBOP1 B 30) POKIB III€ 3AATHI IIEPECYBATUCK:;

ITO KAITHIYHIN KapTHHI IOBHICTIO HaraAye dpoopmy ArorrneHa, aae,
Ha BIAMIHY BIA OCTAHHBOI, mepedir amctpodil bekkepa
AOOPOSAKICHHUT;

XBOP! PEIIPOAYKTHUBHI;

OIIMICAHA CIM'f, AC YACTIHA YACHIB POAMHU CTPAKAAAA

miomariero dpopmu ArorrreHa, a 9actTuHa - popmoro bekkepa.
ToMy HO30AOITIHY CAMOCTIMHICTD 1X MOKHA ITIAAATH CYMHIBY.



Miomnaria bexkkepa-Kinepa




[UJIEYO-JIOIMATKOBO-JIUIEBA
®OPMA JIAHJTY3I-JIEXKEPTHA

3aXBOPIOBAHHA YCIIAAKOBYETHCH 32 AayTOCOMHO-AOMIHAHTHHIM THIIOM
3 BUCOKOIO IIEHETPAHTHICTIO 1 BapiaOEABHOIO €KCIIPECUBHICTIO;

XBOPIIOTH OCOON YOAOBIYO! 1 KIHOYO! CTATI;

ITOYMHAETHCA HamdacTime y Birl 20 pokiB 1 Imi3HIIIE, ITepeoir
CIIPHUATAUBAL;

HepH_II/IMI/I Bpa)KaIOTbCH M'HSI/I OOANYYSA TA IIAEYOBOIO IT1OACA,

ITOCTYIIOBO BPAKAFOTHCA IPOKCHMAABHI TPYIIH M 'A31B PyK, Hir Ta
TA30BUI HOAC (3a3BUYIAN IE€PE3 ACKIABKA POKIB);

SOBHIIIIHIN BULASIA IIMX XBOPUX AYKE TUIIOBHI: MIOIIATHYIHE
OOAHYYA, «ITOIIEPEIHA ITOCMIIITKaY (TIIepTpodis KOAOBOTO M'si3a

pOTa);
ATPOMYIOTHCA M'A3K CITMHH, IIACIOBOIO IIOSCA TA M A3H IPYAHOI
KAITHHI (KPHAOITIOAIOH] AOIIATKH);

3aXBOPIOBAHHSA M€ ITIOPIBHAHO AETKHH Ta ITOBIABHHU II€PEOIr;
PIAITIE CIHOCTEPITAFOTHCA 3MIHHA PEACKCIB.



[JIEHO-JIOITATKOBO-JIMLIEBA
OOPMA JIAHAY3I-AEKEPIHA




[ IJIEHO-JIOITATKOBO-JIMLIEBA
OOPMA JIAHAY3I-AEKEPIHA

PiakicHl popmm:
- AUCTAABHA;
- OKYAfIPHA;

- OKyAOpapiHTEeaAbHA.

EMI" Bkazye Ha ypaKEHHSA M A31B - 3MIHA AMITAITYAN

O10ITOTEHITIAAIB.
KT aae pisury kaptuny upu [ IMA ta opu

HEBPAABHHUX aMIOTPOMDIAX.



[JIEHO-JIOITATKOBO-JIMLIEBA
OGOPMA JIAHAY3I-AEXEPIHA




JlndepeniaabHa A1arHOCTUKA
MI10HaT1N

- IHOAI TOAIOHY KAIHIYHY KapTHHY Ma€ XBopoba Beporiza-1 ogpgpmarna, ane
AASL HET XapakTepHa HeBpaabHA popma EMI', dpiopmaapHI TOCMUKyBaHHH,
aTpodif A3MKa, BUITAAIHHA aXiAAOBHX peAEKCIB, IT10, 3a3BUYAL,

30epiraeTecs mpu [IMA.

- 3apa3 BukopuctoByrots EXO-okayir CKeAeTHUX M'A31B - :KIPOBA
IH(IABTPAIIA MACHAFOE IX ITIABHICTB.
[ Tpm meBpaabuinl amioTpodil [llapko-Mapi BpaKaroTecss ALCTAABHI

KIHIIBKA (HOTH), 3'ABAAFOTBCA PO3AAAM YYTAHBOCTI B IIF OOAACTI,
CYXO’KHABHI PEPAEKCH BAITAAAFOTH 1 IT032 30HOIO aTPO(PIH TAKOK.

I los1imzosumu THOAL cx0x1 Ha KAiHIHY KapTuHy [IMA, ocobanso
Ha popmy ArorrreHa. B AndpepeHmiaApHIN AIATHOCTHITI AOIIOMATa€e
EHMI' T2 HagBHICTD {HIITNX KAIHIYHUX O3HAK KOAAT€HO3Y,IITO
XaPAKTEPHE AAA IIOAIMIO3HTY.



JIIKYBAHHS MIOIIATIU

AIKyBaHHSA MIOIATI-ITOBUHHO OyTH ITOCTIMHUM 200 3
KOPOTKHUMH IIEPEPBAMH.

AikyBatm HEOOXIAHO 3 daxiBrramu ADK Ta
OPTOIIEAOM.

BaxxAuBO cTexmTH 32 3araABHUM CTAHOM XBOPHX,
HEAOIYCKAFOYH HepeBTOMU. Kparre Ao xsopui
IIPAITIOE B MEKAX 30€PEKEHOI MOTOPHUKH, aAKE ITIOBHE
Oe3AIAHHA IITKOAUTD IM.

dopmy ArorreHa AIKYIOTP TOPMOHAMH B CEPEAHIX
AO3aX: TIPEAHI30AOH 2 Mr/Kr Baru/A00y - 6 MiCAIIIB.



JIIKYBAHHS MIOITATIU

B Toi1 xe 9ac Acsiki aBTOPH HE TATBEPAKYIOTD IIO3UTHBHOIL Al
AT®, metioHiny, BiTaminy E, HEHPOOOAITIHUX CTEPOIAIB.

O608'13xk0BO BukopuctoByroth ADK (sKI110 32acTOCOBYETE
nipo3epuH, TO 3a 30 xB. A0 APK). [Iloao Macaxky morasam pizHi:
IIPU OYABb-IKIX YMOBAaX BiH ITOBUHEH OyTH ITaAHIM!

HeobxiAHO 3aCTOCOBYBATH CTHMYASIIIIO M'A31B CHHYCOIAAABHIM
ctpymom. Yacrora 2000 I'mr, ekcmosurus 8-10 xB., caa crpymy
ITAOHPAETHCS IHAUBIAYAABHO.

Kopucue 3acTOCYBaHHA XBOMHUX BAHH Ta HapadIHOBHUX
ATIAIKAITI, OCOOAMBO IIpu popmax 3 KoHTpakTypamu (Emepi -
Apend).

KopucHa Takox AUXaAbHA TIMHACTHKA. BUKOPHUCTOBYIOTH
OKCHTE€HOOAPOTEPAIIIFO.



JIIKYBAHHS MIOIIATIU

3pa3ok cxemu KypciB AikyBanHa [IMA 3a Baacaaanosum A.O.

I kypc- AT®D Ne30, I'aramramiz Ne20, Oporar kxaairo 0,25x3 p.60 AHIB,
Kommaamus 11.x 3p.60 AxiB, MeTionin 11.x3p. 60 axiB, Bitamin E 1mr
x3p. 30 AHIB,

IT xypc- Kokap6oxkciaaza 50-100 mr B/m No20, Oxcasia Y4 - 2 Tx3p. 20
AHiB, Hepaboa 2 - 1t x2p. 30 AHiB, ITpoaekTiH 2 -4 T x3p. 30 AHIB,
I'atorasenoBa xkucaora It x3p. 30 AHIB, mOAiBiTAMIHN.

IIT xypc- Biramiz B1 1,0 r/A Ne30, ITposepin 0,05% 30 aAHiB, PeTaGoaia,
Hirexcia Y4 - Y2 x3p. 20 aHiB, Ainonepeopiu 1t x3p. 30 AHiB,

IIOAIBITAMIHIN.

IV xypc- IlepeGpoaiszmu 1,0 r/a Ne20, MATT 1 rx3p. 30auis, Kommaamun
Y2 1. X 3p. 60 AHiB, HepoGoa 2 T x2p. 30 aHiB, Kaaimin It x 2p.-3p. 30
AHIB, TIOAIBITAMIHMN.

IlepepBa Midk Kypcamuy 2 T KHI;

IapiHa ipononye apinypinoa 0,1-0,3 #Ha A00y mpoTarom 3-x micArs i
aponepiaix 20-40 mr HA A0GY, 3 TYDKHI.




BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis
[TTapko-Mapi-Tyra

Ormmrcaam [Hlapko 1 Mapi B 1806 p. (Ppanmis), TyT - B AHTAIL
(1886 r.);

s Buaiaena ax oxkpema HO30A0TI9HA dPopma [lapko 1 Mapi B
1886 p.;

s C.H. AaBmaenxoB mpoanaaisysas 264 xsopux, 43% Axux
MaAH CIMEMHO-CHIAAKOBUI XapaKTEP 3aXBOPIOBAHHS;

0 Eﬁxrop(:T BUABUB I1€ 3aXBOPIOBAHHA B O IIOKOAIHHAX OAHiCI
cim'i, A.M. CDepHep y 11 oci0 B 4x mokoAiHHAX 1HITION cIM'T. YV
3AOPOBHX YAECHIB CIM'1 [IEPEAAYA 3AXBOPIOBAHHS IIOTOMCTBY
oyBae piako. Kpim TOro, BiA XBOpHX OATHKIB 3aXBOPIOBAHHS
IIEPEAAETHCA HE BCIM AITAM.



BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis

[[Tapko-Mapi-Tyra

Harrgacrire yCrraAKOBY€ETbCA 32 AOMIHAHTHUM THIIOM 31
SHAYHOIO IICHCTPAHTHICTIO T2 HEIIOBHOKO
CKCIIPECUBHICTIO (TOOTO pyAnmenTapHi popmu). Piarme -
32 PELICCUBHUM THUIIOM, 34CIACHUM 31 CTATTIO (YOAOBIKH
XBOPIFOTD YACTIIIIE 32 }K1HOK>. B ocramnpomy BaplamTi
3aXBOPIOBAHHA IIPOTIKAE BAKIE.

SHANACHUH ITATOAOTIYHUN IT'eH B I-111 xpoMocomi.

XBOpOOa MOKE BUHUKATH B PI3HOMY Binl, acrime A0 20
pOKIB (a B3araal BIA 5-53 pOKIB).

Ex3orenHi dpaktopn, Takl AK BKUBAHHA AAKOTOAIO 1
iH(eKITil, MOXKYTh CIPHUATH IOSBI XBOPOOM.



BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis
[TTapko-Mapi-Tyra

IIaToAoriuHa aHaTOMIA.

Biazmauaerncs IICPEPOAKCHHA OChOBHX HI/IAIHAPIB
repu(pEepUIHNX HEPBIB 1 HEPBOBUX KOPIHIIIB;

MoskHa BUSBUTH lHTepCTI/IHIaAbHI/II/I Ta rmeproq)quHﬁ HEBPUT.
Ha Aedxux AlAIHKAX HEPBA MIEAIHOBA OOOAOHKA 3HUKAE
IIOBHICTIO.

V m'sa3ax € arpodpivni 3minn. Ha BiAMiHY BiA MiOmaTii, M'S30B1
BOAOKHA BPAKAFOTHCH ITYIKAMIU.

BiasHagaeThCA ypaKeHHA CIIIHAABHUX TAaHTAIB 3aAHIX T2
IIEPEAHIX KOPIHIIIB. HepeAHi POrH CTPAKAAFOTE IPAKTHIHO
3ABKAH (XPOMATOAI3 HEHPOHIB, 3arnOCADb SAP2). IHOAL 3HAXOAATH
3MIHU 1 B 3aAHIX POTAaX, IPUOAU3HO B 1/2 BHITAAKIB CTPAKAAFOTH
croBIx Kaapka.

HepBHHHHH (pepMeHTHHH Ae(beKT HEBIAOMM, BBAXKAIOTb, ITIO €
TeHETHMYLHE VIBODEHET MICAILV.



BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis

IHaEKo—MaEi—TXTa

D ITaToAoriuga agaToMis.

Normal nerve




BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis
[Ilapko-Mapi-Tvra

Kainika. Hpouec TIEPIIT 32 BCE, BPAKAC CTOIH, BUKAMKATOUH ix aTpodiro,
a TaK fAK BIH OyBa€ YaCTIIIIE 32 BCE Y AITEH Ta IIAAITKIB, TO AO aTpopii
IIPUEAHYETHCA TTOPYIIIEHHA 3POCTAHHSA, - CIIOCTEPIrarOTh pes planus a pes
excovatus.

[TotiM BpaKarOThCA €KCTEH30PH ITAABIIB T M A3H TOMIAKHM, ITOYMTHAIOYH 3
IIepOHEeaAbHOI Irpynu. Horu HaraayroTh «I1epeBepHYTY HIAAIIKYY.

CYXO}I{I/IAKOBI pedAeKCH IIPUTHIYEH] (BUXOAATD 1 32 MEXK1 aTPOPITHIX
M AI31B )

Xoaay XBOPHX mBHAYA. Y ITOAOKEHHI CTOSA ITl XBop1 IICPECTYIAIOTD 3
HOTHU Ha HOTY 1 TOIYYThCS Ha Micrd. Y KIHIIIBKaxX XBop1 quyBaH)Tb OIAD TA
1HOAI pO3AaAT ‘IYTAI/IBOCTI 10 HOMH@BpOTﬂqHOMy TUILY.

ITponec TiAbKH Yepes KiabKa POKIB (32 Aanumu LTipdaepa uepes 12
pOK1B) IEPEXOAUTH HA BEPXHI KIHIIBKU. (ITOYATKY BUHHKAFOTH aTpodil
M'A31B KHCTEH (KUCTB CTA€ IO THILY <<Ha3ypHCT01» Ta «MABIIAYIO! AAITI»).
[TizHirre BpaKarOThCA IIEPEAIIAITYA, ITACYL TA M'A3H IIAC€IOBOIO IIOSCA.



BTOPHMHHI AMIOTPO®II

HeBpaabaa M'a30Ba amioTpodis




BTOPHMHHI AMIOTPO®II

HeBpaabaa M'a30Ba amioTpodis




BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis

[Ilapko-Mapi-Tvra
Kainika.
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Figure 1—Cardiac abnormalities in CMT disease. This 12-lead ECG shows ectopic atrial rhythm and frequent premature
ventricular contractions in a patient with CMT disease.




BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis
[Ilapko-Mapi-Tvra

Kainika. 3Ha9HO PIAIIIE HEPIIIUMH B IIPOIIEC 3aAYIAFOTHCHA BEPXHI

KIHITIBKH.

[HOAl BUHUKATOTE KpaMmIIil, PiOpHAAPHI Ta PacIUKyAAPHI
ITOCMHUKYBAHHH.

['AnOOKa YyTAUBICTD IIOPYILIYETHCS PIAKO.

Crpaxaae BHC: rimrepriapos a00 cyxICTh IIKIPH B AUCTAABHHUX BIAAIAAX
KIHITIBOK, XOAOAHI KHCTI, CTOIIH, aKPOIIaHO3.

Turrosa popma xBopoowu [lapro-Mapi-Tyra, 3a aanmmu Ao031Ha,
3yCTPI9a€ThCA MEHIIT HIK Y IOAOBUHI BUITAAKIB. &€ BeAnmde3Ha KIABKICTD
PYAUMEHTAPHUX Ta IIEPEXIAHUX POPM. Y ITUX XBOPHUX CIIOCTEPITAETHCSA
rirepTpOoIYHII HEBPUT, YACTIIIIEe n.auricularis magnus, aHI3OKOPi, C-
M ApAxkiab-Pobeprcona, excrpamipamiaHa mmatoAoris. barato

repexiaHuX popM Mk xBopooOoro Ilapko-Mapi-Tyra Ta aTaxciero
Vs & U



BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis
[Ilapko-Mapi-Tvra

Ilepebir 3axBOPrOBAHHA OBIABHHUHN, AA€ HEYXUABHHUH. XBOPL AOBIO
30epiraroTh IPaIe3AATHICTb.

Aiaraos. KpiM KAIHITHIX AQHHUX T4 BIAOMOCTEH IIPO CIMEITHO-CITAAKOBE
3aXBOPIOBAaHHsA HEOOXIAHI Takoxk Aari EMI' ta EHMLI, 1o cBipagaTs mpo
aKCOHAABHE 200 IIEPEAHBOPOTOBE YPAKECHHH.

Andepenniropatu xBopoOy LII-M-T AOBOAUTBCA 3 10.1:1e6pUMOM, ANE
IIPU OCTAHHBOMY XaPAKTEPHUN OIABIIT IIBUAKHH II€pEOIr, TOCTPHUI
II09aTOK, OIAb HEPBOBUX CTOBOYPIB, BIACYTHICTH CIMEITHUX BHIIAAKIB.
Mionamii' 3 ducmanvtiumu ampogiamu IHOAL BAXKKO BIAPISHUTH BiA XBOPOOH
[ITapko-Mapi, aae Ipu MioIIaTil XapaKTepHa IHIIIA XOAQ, HAABHI
KOMIIEHCATOPHI IIPUUOMH, HEMAE PO3AAAIB YYTAUBOCTI, (PIOPUAAPHUX
ITOCMUKYBaHb, Pe(DAEKCH BUITAAAIOTH CAME TaM, A€ HafABHA aTpoid
BIAITOBIAHUX M'#31B, iH1m AaHi EMI.

[TepeOir 3aXBOPIOBAHHSA AOCHTD ITOBIABHHI, XBOP1 AOBI1 POKH 30€PIraroTh



BTOPUHHI AMIOTPO®II:

HeBpaabaa M'a30Ba amioTpodis
[[Tapko-Mapi-Tyra

AixyBaHHA:

BiTaMiHH rpyu B;

ATO;

AHTHXOAIHECTEPA3H] IIPEIAPATH;
aHAOOAIYHI CTEPOIAH;

CexypeHig;

AaeHiA B/M 110 50-100 mMr/AeHb , 6 THXKHIB;

Anst 30iABIIEHHS 00'€MY IIMPKYAIOIOYO! KPOBI B YPKCHHX KIHIIBKaX (IIpH
Kariaspockorii BusAcHi smiam) B.C.Aobsin pekomenaye Tpenraa mo 1t x3
P/ A€HB, MIiCAIIb.

EaAexrpodapes 3 Ipo3eprHOM, YABTPa3BYK, pasoHOB! BaHHN, ADK.
ITpornos. IIpn cucreMaTHIHOMY AIKYBaHHI BAAETHCA CTA0IAI3yBaTH 200

VIIOBIABHHUTH IIEPEOIT IIPOIIECY.

IHOAL TOKA32H1 OPTOIEAHYHI KOPUTYIOHL OIeparil.
Orncanl BUITAAKH CITOHTAHHOL peMicii'. Baxxausun IIPaBUABHUI BI/I6ip

mpodecti.



CIMENHA CIIIHAJIBHA AMIOTPO®I

JNTAYOI O BIKY
dopma BEPAHIT'A-ITOOOMAHHA

3axsoprosanus onucas Beparir B 1891p. l'odpdpmam mposis AeTasbHE
aocaiaxerss B 1897p.

3aXBOpIOBaHHH HOCHUTH CIMEMTHUI xapaKTep.

[ToAlAsieTBCA HA BPOAKEHY aMIOTPOMIIO, PAHHIO AUTAYY (3a3BUYAl APyra
ITOAOBHHA IIEPIIIOTO POKY KUTTA) Ta M3HIO popmy (TouaTok o 1,5-2.
POxKy).

ITarororiuna anaromia. BUABASIOTh 3MIHHM B TAaHTAIO3HHX KAITHHAX
IIEPEAHIX POTIIB CITMHHOIO MO3KY, OCODAHMBO B OOAACTI IIOTOBITICHb.
ATpoOBaHI TAaHTAIO3HI KAITHHHI SaMlLT_IYIOTbCH raiero. € 1 ACFCHCpaHIH B
aapax XII, IX; VI, 111 mapax mepsis. ¥ m '93aX - HEBPOI'CHHA M '130Ba
aTpodis.

E.®.AaBiaeHKOBA BIAZHAYAAA Y ITUX AITE€H 3HIKCHHSA PIBHA
docdhopraazm.

C.H.AaBiaekoB BBakae, IO ITOPSA 3 CITAAKOBOFO CXHABHICTIO BIAITPAIOTH
BEAUKY POAB 1 (DAKTOPH 30BHIIITHBOTO CEPEAOBHIIIA.

XapaKTep YCHaAKYBaHHH 3a3BUYAN PEILICCUBHUU, 1HOAL B ciM'1 XBOPIIOTI) 2-¢
1 HABITH 3-€ AITEH.



CIMENHA CIIIHAJIBHA AMIOTPO®I

JIUTAYOI O BIKY
dopma BEPAHIT'A-'OOPPMAHHA

I Ipu 6podsceriti popmi: maiixe BIACYTHE BOPYIIIHHSA IIAOAQ, HEPYXOMICTD
AUTHHHU 3 IIEPIITUX AHIB KATTH.

AITH II3HO CIAQIOTB 1 III3HO TPUMAIOTh TOAOBY. Y HHUX YaCTO
BIA3HAYAFOTBHCA BAAU PO3BUTKY 1 AUCTEHE31: BPOAKECHUN BUBUX
Ta30CTETHOBOIO CYTAODA, BPOAKEHA KAUIIIOHOTICTD, KPUIITOPXI3M, TOIIIO.

Panng oumava gopma (0o 1,5 poxis). 3aXBOPFOBaHHS PO3BUBAETHCS ITOBIABHO.
Bt PYXHU CTAIOTh MAABHMI, Oe3CHAMMHU, IIEPIIT 32 BCE CTPAKAAFOTD
TA30BUN Hosc 1 HOTH, 2 IIOTIM HAerBHH ITOSAC, PYKU, ITI3HIIIIE BUHUKAE
CAAOKICTD M 'A31B Itvi 1 MKpEOEpHUX M 'A31B.

Ilocrymoso possuBaroThes aTpodii 1 IIIOTOHIA YPAKECHUX M '131B (BAKKO
BUABUTH aMIOTPOIIO Y AITEH 3 BUPAKEHNUM IIAIIKIPHO-’KHPOBOIO
KAITKOBHIHOIO).

CyxXOKHAKOBI T2 IEPIOCTAABH] pEPAEKCH PI3KO 3HIKEHI 200 BHITAAAIOTD.

IHO,A,I y ,A,lTeI/I 3 BpO,A,)KeHI/IMI/I Ta paHHlMI/I CpOpMaMI/I SQXBOPIOBEIHHH CTOIIM
ITAOCKI 3 BHCTVIIAFOY0IO HAa3aA BY3bKOIO II HTOIO



CIMENHA CIIIHAJIBHA AMIOTPO®I

JNTAYOI O BIKY
dopma BEPAHITA-TO®OMAHHA




CIMENHA CIIIHAJIBHA AMIOTPO®I

JNTAYOI O BIKY
dopma BEPAHIT'A-ITOOOMAHHA

[isna gpopma. 3a3BIrdaii TIOIMHACTLCS § AITCH, KL AO I[BOIO OyAH
3A0pOBUMHU T2 1 pyXAuBuMU. TTicAs AIITAKUX BIIAMBIB, fK:
PEHTTEHBUIIPOMIHIOBAHHS, ITEIACHHSA, CHIIEdAAIT, OTPYEHHH.

V XBOpPHX 31 CIIIHAABHOIO aTPOIEFO PAHO BUHUKAIOTh KOHTPAKTYPH
CYTAOOIB, ITIO IPU3BOAUTE B IIOAAABIIIOMY AO ITOBHOTO 3HEPYXOMAECHHH.

VpakeHHA MUKPEOEPHUX M'A31B € IIPUINHOIO AUXAABHOI HEAOCTATHOCTI.

SIK IPABUAO, AITH THHYTB B IIEPIL POKH JKHTTS BiA IHTEPKYPCHTHHIX
3AXBOPIOBAHb, B IICPIIY YEPIY fAKi BPAKAIOTH OPOHXOACICHEBY CHCTEMY.
AesKl AITH JKUBYTH KIABKA POKIB, 1HOAL O1abIrre 10.

3apa3 1mepedir XBOPOOH OIABII CHPHUATAUBHUN, € 0AraTo AOOPOAKICHUX
dopm.

V AefKuX BHITAAKIB XxBopoou B-I"3 AO6pOHK1CHI/IM Hepe61r0M IIPUYINHOIO
ITATOAOTTYHOTO CTAHY BBAJKAIOTH HACAIAOK ITOAOTOBOI TPABMH CIIHHOIO
MO3KY (Apo61HCbKHH AA.), Ipr IOMy TPaBMYETBCS CITUHHUI MO3OK, fIK
HA I_HI/II/IHOMY, TaK 1 Ha IIOIIEPEKOBOMY PIBHI 3 IEPEBAKHUM YPAKCHHAM
IIEPEAHIX POIIB. Y IIUX BHITAAKAX YACTO CIIOCTEPIraroThCs Kichosmy,
KPHUBOIIINSA, TOIIO. AAE IICEBAOTIIEPTPOdI HEMAE.



CIMENHA CIIIHAJIBHA AMIOTPO®I

JNTAYOI O BIKY
dopma BEPAHIT'A-ITOOOMAHHA

Alaraos. fIx IpaBIAO XBOP1 HAAXOAATD 3 AlaTHO30M
auctpodisa aco ALITI
s AuficHo AmdrepeHITiaAbHA AlTATHOCTHKA XBopo6H B-1" 1 miomaril
(axmmo Hemae Aaunx EMI) ckaapae BeAUKI TPYAHOITT!.

s Ha xopucts xBOopoOHM B-1" XapakTepHi Taki CHMITOMH: paHHE
3HUKHEHHSA CYXOKHABHHUX PEMAEKCIB, B TOMY YHCAI 1
axXiAAOBOTO, (PIOPHUAAPHI ITOCMUKYBAHHSA, TPEMOP MAABITIB PYyK,
SHIKCHHS TAOTKOBOIO PE(DACKCY, TUXHUU TOAOC, (DIOPUASLLI |
arpodis A3mKa. AndepeHIiasbHa AIATHOCTHKA 3 ITOAIEMIAITOM
HECKAAAHA.

AixyBanH#A: aHAOOAIMHI CTepoiam, MeTioHIH, AT®, Bitamin E,
HOOTPOIIH, AHTHXOAIHECTEPA3HI IPEIAPATH, KOKap60KCHAa3a
BiTamiHM TPy B, epeAnBaHHA OAHOIPYIIHOI KPOBI, MaCax,
AmxaAbHA riMHacTaKa, APK, po3poOKa KOHTPAKTYP.



CIIIHAJIBHI AMIOTPO®II
JIOPOCJINX (xBopoba Apana- Arorrena)

Lle Ayke HEACHUN PO3AIA KAIHIYHOI HEBPOAOTIL, OAHAK, TaKl XBOPI €
1 AIATHO3 THATBEPAKYEThCH Aannmu EMI, 110 Bkasye Ha ypameHHs
HepeAHlX POTIB CIHHHHOTO MO3KY (Hpn ITOBHIM 1HTAKTHOCTI
HlpaMlAHI/IX IITASIXIB TA 1HIMUX, HU3XIAHUX T4 BUCXIAHHX
mpoBiAHmKIB [IHC ma Bcix p1BHﬂX).

XPpOHITHA IPOTPECYIOYA CIIIHAABHA aMIOTPOdIA AOPOCAUX

(6boaesapApana- ArorreHa)

Ormmucana B 1849-1850 pp..

Ertioaoris if He 3'AcOBaHa, 3aXBOPIOBAHHSA PIAKICHE.

YHacrimre xBopiroTh y Bimt 40-60 poxkis.

MakpOCKOIIMHO 3MEHIIIYFOTECA POSMIPH IIEPEAHIX POIIB CIIMHHOTO
MO3KY, OCOOAWBO B OOAACTI IITUHHOTO ITOTOBITICHHS.

3aMICTh 3arHOANX KAITUH PO3POCTAETHCS LAisl, CTPAKAAOTD 1
IIEPEAH] KOPIHIM, M A30B1 KAITHHH THHYTb BTOPUHHO.



CIIIHAJIBHI AMIOTPO®II
JTOPOCJIUX

Kaigika. OcHOBHUII CUMITTOM SaXBOpIOBaHH}I M'SI30BA anoq)lﬂ

10 ITOYHHACTDHCA, SaSBanH 3 KI/ICTCI/I ,A,EIAI HPOHCC HOLHI/IPIOETI)CH
HPOKCI/IMEIABHO anO(bll M'A31B TYAY621 HIT. HPOHGC CI/IMCTPI/I‘IHI/II/I.

CyxoKuABHI pePACKCH 3HUKAOTH IIE AO 3HAYHOTO PO3BHUTKY
aTpodii.

€ d10puasapHI Ta paciuKyAfpHI TOcMuKyBaHHA, Ha EMI -
IIEPEAHBOPOTOBE YPAKEHHH.

Leryroms psris nideudu cninanprux amiompoil 0opociux: IPOKCUMAABHA,
AMICTaABHA, 1110 Haraaye IIMA Aanaysi-Aexeprna (Ckopomerr A.
Al).

[TanoB'sH 12 ii cuiBpobiTHHUKH orrcaAn 29 xBopux (3-4 MOKOAIHHA
3 8 cimerr) Ha oOMexxeHin Tepuropii CapaToBCeKOl 0OAaCTL. ATPOdil
BPAKAAU PYKH Ta BEPXHIO YaCTUHY TyAyOa, IHOAL OyAa
rimeppedAEKcia HiT Ta MATOAOTIYHI PePAEKCH, 2 § ACAKHX - IIPOIIEC
ITOIIIIPFOBABCH BIOPY, BUKAIKAFOUYHN OYABOAPHHUHN ITAPAAIY.

3apa3 Takl CIIOCTEPEKEHHA HAABHI M B IHIITUX PETIOHAX.



CIIIHAJIBHI AMIOTPO®II
JTOPOCJIUX

TaxuM 9IHOM, BUAIAAIOTE 3 (DOPMH CIIIHAABHOI aMioTpOodii:
XPOHIYHA AUCTAABHA;
XPOHIYHA IPOKCUMAADBHA;

OyApOapHO-cIiHaAbHA aMioTpopia KeHHeAl, ipn AKIN ypaKeHH BUHUKAE
JACTIIIIE HA YETBEPTOMY ACCATUALITTI KUTTA, CYIIPOBOAKYETHCH ITOABOIO
OYABOAPHUX CHHAPOMIB (TIICASl CITIHAABHIX) 3a3BHYAl Yepe3 KIAbKA POKIB.

AlarHo3 AOCUTH CKAAAHU.

AOBOAUTBCA AUPEPEHIIIOBATH 3 /6De0HBOPO2060I0 CUPUIHIOMIENIEN)
(Am3padigHAIT CTATyC, MEHIIIA OIIUPEHICTD IIPOIIECY, 3MIHI TPO@IKH).
Iroal moxHa 3amiao3puTa bAC (aae TaM pedAeKcH 3a3BITIAN IMIABUIIEH] 1
1IepeOIr OIABII ITBUAKUN), A00 YePEIKANBIHYI0 MIEAOLULEMIIO.



CIIIHAJIBHI AMIOTPO®II
JTOPOCJIUX

Aiaraos. 3BHYaitHO, HAUOIABIII TPYAHOII! BUHUKAIOTH IIPH

AU EPEHITIAABHIN AlATHOCTHUIN 3 IHIITUMU CIIHAABHIMH amioTpodiamu Ta [IMA,

Bia IIMA crriraApH1 amioTpodii BIAPISHAIOTHCA 3HIKECHHAM pedAEKCIB,
HAABHICTIO (DIOPUAAPHUX 1 (PACIIUKYAAPHUX ITOCMUKYBaHb, AaHMH EMI 12
Oiorrcii M's31B.

XBopo0ba Kyreap0epra-Biranaepa nmpombxra 3 [IMA, ontmcana 8 1956 p.
XBOp0oOa HOYMHAETHCA 3a3BUYal y Birli BiA 3-8 pokis, Haraaye [IMA EpoOa.
Bpakaerpcs Ta30BUIM IOAC TA HOTH.

[Topsia 3 arpodpisimur M'A31B HIT € 1 HceBAormepro@n AUTKOBHUX M's31B. [ToTim
IIPOIIEC HOIIUPIOETHCA HA IACIOBHH MOSAC 1, I3HIITE, HA OYABOAPHHUU BIAAIA.

[ Tepebir moBiabHIN, AOOpOskicHuI. Aari EMI' - ciimaabHe ypaskeHHS.
biomicis m'a3iB - mpomikaa kapTrHa Mbx [IMA Ta ciraspHIMEK
amioTpocbiamu. Ayxe cxomxa Ha XBOpoOy Bepamira-l'odmana, are mpu
OCTAaHHIH - IIIBUAKO IIPOIPECYIOUHIT IIEPEOIT Ta BIACYTHICTE
ICCBAOTIIEPTPOMIit. 3 CIIHAABHOL AMIOTPOMIEI0 AOPOCAUX MOKHA CIIAYTATH
11 BuIraAku xsopoou K-B, koan mporrec mounnaeTses misHO.

yCHaAKOBYETbC}I 32 ayTOCOMHO-PEIIECUBHUM THUITOM.



CIIIHAJIBHI AMIOTPO®II
JTOPOCJIUX

AikyBaHHA:
AHTUXOAIHECTEPA3H] IIPEHapaTH,
CTEPOIAH,

BiTamian rpyru B ta B,
IIIpaIIeTaM,

AMIHAAOH,

IIIPHAITOA,

CAECKTPOCTUMYAALIA.



MIOTOHIA
XBOPObBA TOMCEHA

MioTOHisA - OCOOAMBHIT CTAH M A31B, IO ITOACHIOETHCA B TOMY, IO M'A3, AKHN
IIepeOyBaE B CTAHI CKOPOYEHHSA AOBIO HE PO3CAAOAAETHCA, A IIOTIM PO3CAAOACHHS
BIAOYBAE€THCA HAA3BIYANHO ITOBIABHO.

B Bpoaxena MIOTOHIA - 3aXBOPFOBAHHSA 31 CBOEIO KAITHIYHOTO KAPTUHOIO.
Brieprire ortmcana B 1874 p. Aetiaerom. ¥V 1876 p. Ha miacTaBi
CAMOCIIOCTEPEKEHHA T4 reHeaAoanHX AocAiaxenb, Tomcen omncas 20
XBOPHX B 5-pOX MOKOAIHHSAX CBOET ciM'i. Hiccen, a motim Tomaccen (Aamis)
AOCAIAKYBAAH 3aXBOPIOBAHHS B ITIIT POAHHI 3 1742 1948 pp. V 18381 p.
IIITpromMIIeAs 3aIIpOIIOHYBAB HA3BATH ITIO XBOPOOY BPOAKEHOIO MIOTOHIEIO.

=  Haaaail Oyam BuaiAeH] 11e ABA BaplaHTH MIOTOHIT:
- Mioroniuna aucrpodis Poccoaimo-Kypirvanna (Iipu AKI MIOTOHIYHA
PEaKIlid ITOEAHYBAAACA 3 ATPOdIAMI M A3IB);
- [Tapamioronis EiiaeHOypra 3 BUpaKEHIMH XOAOAOBUMH ITAPE3AMU.
= Ilpu xBopobi Poccorimo-Kyprimarna matoAoriaHmil rel sSHanAeHu 8 19
xpomocomi. Lle Tex, 3Ae01ABIIOro, CiMeIHE 3aXBOPIOBAHHSA. Y CIIAAKYBAHH
IIPU MIACTEHI] Tonmcera BIAOYBAETHCA 32 AOMIHAHTHUM THIIOM, 2A€ 3

HE3HAYHOIO IICHETPAHTHICTIO, OYBA€ i perecuse, 3 BUCOKUM CTYIICHEM
CIHOPIAHEHOCT! OATBKIB.



MIOTOHIA
XBOPObBA TOMCEHA

3a aarmmvu A.I1.3irgenxo 3 110 xBopnux Ha MIOTOHITO
TiABKH y 47%0 criocTepiraAvcs 3aXBOPIOBAHHA B CIM 1
200 B pOAY. T00OTO, B OIABIITOCT! BUTTIAAKIB
OITUCYIOTBCSA CIIOPAAWYIHI BUITAAKH ITIEl XBOPOOM.

ITaToAoriuHa aHATOMIA: y HEPBOBIM CUCTEMI HEMAE
3mit. Okpemi M'I30B1 BOAOKHA 301ABIIICHI, KIABKICTB
AAEP CAPKOAEMH 3POCTAE, TOOTO 3MIHFOETHCH
capKOTy6yAﬂpHa CHCTEMA, ITIO 1 € OCHOBHOIO KAPTHHU
CIIa3My M f31B.

[Ilo crocyerbca maToreHesy, TO OYEBUAHO
CIHAAKOBHU (DAKTOP 200 BIAUB IHIITUX (PAKTOPIB,
BUKAMKAC IIOPYILICHHA PEryAALI M'HsoBoro TOHYCY,
0OMiHY Ta TPO(IKM, HIMOBIPHO Y 3B'3KY 3
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MIOTOHIA
XBOPObBA TOMCEHA

Kaiaika. XBOPHI IIICAA CTAHY CIIOKOIO 3 BEAUKHUMHA TPVAHOIITAMU ITOYMHAE
y y

PYXaTHCB, 2, 3pO6I/IBH_II/I KPOK, HE MOKE BIAPA3Y K PO3CAAOUTH aKTHBHO

CKOPOYEHI M "9311.

M's30Ba HATIpyTa, XOAOA, BOTKICTB - IIACHAFOFOTH MIOCTEHIYHI CITA3MHL.

Emomii, 0cOOAMBO HEraTHBHI - THIB, CTPaX - AAFOTH TOH ke edekT. Temao 1
CIIOKI¥ 3MEHIIIYFOTH M A30B1 CITA3MH.

ITicast AEKIABKOX IOYATKOBUX pyxns MIOCTEHIYHI ABUIIA 3HUKAIOTD, AA€ IIE
CTOCY€ETHCA AHIIE THUX TPYII M '131B, 110 OEPYTH yIACTD B LIbOMY PYCl, 1Py
IIEPEXOAL AO IHIMIUX PYXIB - 3HOBY MOKYTh BUHHKATH MIOTOHIYHI CIIa3MHU BKE
3 3AAVYEHHAM B LIEH IIPOIIEC CAME TUX M fA3IB, II[O CTBOPIOTDH 3apa3 AKTHBHUM

pyX.

Hespoaorigne AOCAIAKEHHS, IK IPABUAO, HE BUABAAE ICTOTHUX BIAXHACHD
BIA HOPMH.

ITpy BUKAMKAHHI CYXOKUAKOBHX PEPACKCIB TAKOXK 3 ABAAFOTHCSA MIOTOHIYHI
apuIa. Hampukaaa, Ipu BUKAUKAHHI KPEMACTEPHOTO pecpAeKcy, ITIAHSATE
AE€YKO 3AAUIIAETHCA ACAKHN YAC B TAKOMY IIOAOKEHHI, a ITOTIM ITOBIABHO
OITyCKAETHCH.

TIcuxika 30ebelkeHA.



MIOTOHIA
XBOPObBA TOMCEHA




MIOTOHIA
XBOPObBA TOMCEHA

Myotonic Dystrophy

Contracture of fingers
of right hand (clawed hand)




MIOTOHIA
XBOPOLA TOMCEHA

f
|




MIOTOHIA
XBOPObBA TOMCEHA

XBOPI BIAPISHAIOTBCSH ATACTHYHOIO CTATYPOIO. M's13m ix Ha
AOTHK ITIIABHI TA TBEPAIL, A€ CHAQ ITUX TIIIEPTPOMOBAHUX M 'A31B
MEHIIIA 32 HOPMY.

[ Tpu epxycii M'A31B (Kparrme MOAOTOYKOM) BIHHITKAE
IIOTAMOAEHHSA, OTOYEHE BAAOM M A30BO1 TKaHuHA. [le
CKOPOYEHHA BUHUKAE ITOBIABHO 1 TpuBa€ 15-20 cexyHA.
OcoOAIBO 4ITKO 11e¥1 HPEHOMEH BHAHO HA S3UIIL.

MexaniuyHa 30yAAUBICTE HEPBOBUX CTOBOYPIB 3HIKEHA.

EAeKTpO30yAAHBICT M'A31B ITABHUIIICHA. | 1A BTABOM
¢papaAnaHOrO CTPYyMy BHHHKAE CHABHE CKOPOYEHH M 3iB. Ha
EMI" xapakrepH! 3MIHU.

AI/Iq)epeHI_IlaABHa AlarHOCTUKA. PO3II3HABAHHS MIOTOHII
3A3BHYAN HE ABASE TPYAHOIUIB. Bia Mzomoniunux ducmpogpiii
MIOTOHIFO BIAPI3HSE BIACYTHICTD aTpodiit. [1pu mapamioromnti,
KpIM MIOTOHIYHHX SBHUII, BHHAKAIOTH TPHUBAAl XOAOAOBI ITApE3H.



MIOTOHIA
XBOPObBA TOMCEHA

AixyBaHHA.
3aCTOCOBYIOTH TEIAl BAHHU Ta iHIM TEIAOBI mporeAypH, momipay ADK.

[[TigaBCchKUI T2 ACTPEHKO PEKOMEHAYIOTH AIKYBATH MIOTOHIIO
peHTreHoIpomMiaeHHAM TUMYCY, 8-10 cearcis mo 100 paa.

/AEHVCEHKO AIKyBaB XBOPUX Ha MIOTOHIIO TOMCEHA XOAIHOAITHYHUM
nperrapatom Metamiziaom o 0,002 B mepri AHl 2-3 pasu Ha A€HB, IIOTIM
A03y 301abmTyBaB Ha 0,002, coxoasan Ao 14-16 mr HA AOOY (OTpHIMaB
IIEBHUU €DEKT).

3apa3 MiOTOHIFO TOMCeHa AIKYFOTP HOBOKAIHAMIAOM (AaHTHAPHUTMITHIM
3acooom) 0,5 - 1,5 r ma A00y, Kypcom 3 THKHI.

OcHOBHUM 3ac10 AleBaHHH aundenis 0,1-0,2r 3 pasu Ha A00y. Kypc 2-3
THKHL. AncpemH HpHrHHye ITOCTTETAHIYHY aKTUBHICTE. EdekT xopommi,
aA€ HACAIAOK KOPOTKHUH.

B.C.A063ix 6a4uB XOPOIL PE3YABTATH BIA AIKYBAHHS AMIIAIITYABCOM
gepes eAekTpodapes 6€H30F€KCOH1€M 1 'OMKa ma mmmitai Ta HOIIepeKoBl
CHMIIATHYHI BY3AH, M 31 KIHITIBOK.



3ANIOPI3LKUIA JEPKABHUI MEJUYHUN YHIBEPCUTET
KA®EJIPA HEPBOBUX XBOPOB

CnaAkoB1 3aXBOPIOBAHHA
HEPBOBO1 CUCTEMU

(xBopoOa IlITprommeaas, arakcii, xopes
I'enTiHnrrona, xsopoda Biabcona-Konosaaosa)

3aetdyeau kagedpu, 0.me0.1., npogdhecop

KO3BbOAKIH OAEKCAHAP
AHATOAIMMOBUU



CIMEUNHA CITACTUUHA ITAPATIAETIA
IIITPFOMIIEAASA

Ilam. anamomia, namozeres

XPOHIYHO IIPOTPECYIOYE CITAAKOBE 3aXBOPrOBaHHA. Breprme ommcas y 1876
p. 3earrmroanep, B 1886 — 1904 pp. #ioro aAeraabHOo BuBYaB [LITpromireans -
3BIACH 1 Ha3Ba XBOPOOM.

I'TaT. anaromia: mpu xsopo0Oi [ tprommeans (XIII) mocTiiiHO BUHUKAE
AETEHEpPAITiA IMIPAMIAHHUX IITAAXIB CIIHHHOTO MO3KY, IIEPEBAKHO B TPYAHOMY Ta
IIOIIEPEKOBO-KPIZKOBOMY BIAAIAAX. Y MEHIIN MIP1 CTPAKAAFOTD MIPAMIAHI IITAXH
B HI’KKaX MO3KY, IIIpaMIAHI KAITHHH berra Ta MOTOPHI KAITHHU IIEPEAHIX POTIB.
[Tpomec He OOMEKYETHCA TIPAMIAHIME IIAIXAMH, ACT€HEPAITIis OITUPIOETHCA HA
y9kd ['oAAf, criiHOIIEpEeOEeAAPH] TPAKTH, HAa MO30YOK T4 YOPHY CYOCTAHIIIFO.

s Ilarorenes HeBIAOMHI, TaK AK HEMAE BIAOMOCTEH IIPO IEPBUHHUI
OloxXIMIYHUN Ae(peKT. 3aXBOPIOBAHHS YACTIIIIE YCITAAKOBYETBHCS 32
ayTOCOMHO-AOMIHAHTHHUM TUIIOM. [ IpH ycrraaAKkyBaHH1 32 2ayTOCOMHO-
PELIECUBHUM THIIOM 3a3BHYAll TAKKICTD YpaxKeHHA 3pocTae. Omnmcani
BUITAAKH PEIIECHBHOTO X-3YEIIACHOIO YCIIAAKYBAHHS.



CIMEUNHA CITACTUUHA ITAPATIAETIIA

HITPEOMIIEAAA
Kuaintuna xapmuna:

Kaimika. Yacrine XBopi}OTb Ha 2-My AeCHTHpiqqi JKITTTS, X092 BIAOMI

POAWHH, A€ OYAH HAsBHI IPOSABU Y OIABIII PaHHBOMY BIITI. XBopo6a
PO3BUBAETHCS IIOCTYIIOBO, 3'IBASICTHCS CTOMAFOBAHICTD HIT, 2 HOTlM ix
CKyTICTB. Bike AyKe paHO MOXKHA CIIOCTEPIraTH IIABHIIICHHS M A30BOIO
TOHYCY T4 CYXOKUABHHUX PedAEKCIB, ITOABY ITATOAOTIIHOTO PEPAEKCY
babiucbkoro.

[TizHirre 3'IBASFOTBCSA KAOHYCH CTOII T4 HAKOAIHKA, 4 TAKOXK 3
‘ABAAFOTBCA 1HIII HATOAOTIYHI 3THHAABHI 1 PO3TUHAABHI TIIPAMIAHI
O3HAKHU Ha HILKHIX KIHIIBKAX. | locTymoBO po3BHUBa€ThCA CIIACTUYIHA
XOAQ: IIPUBEACHHS CTETOH, CTOIIH BCTAHOBAIOIOTHCA B IIOAOKEHHI Pes
equino-varus, BHHUKAIOTh KOHTPAKTYPH Ta AepopMariii CyrAo01B. Y
TOH 7K€ YaC ITOBHOTO IIapaAldy HIT 3a3BHYAll HE OyBac.

IHOAI HATIPYKEHHA M'SI31B MOJKE AOCATATH TAKOTO CTYICHH, IO

[IITpromMIreAAD I/IOFO ITO3HAYAB AK «M SA30BO- -CyTAODOBHIT AHKIAO3.
[TiABUITIEHHS M'A30BOTO TOHYCY HOCHTB IiPaMiAHHI XapaKTEP, AAC 3
AOCHUTb BUPa3HUM €KCTparipamMiAHIM KomronenTom. M'asoBi arpodpii
HE XapaKTele AASl ITBOTO 3aXBOPIOBAHHSA, AA€ IHOAL PIBHOMIPHO
XYAHYTH M3 TOMIAOK.



CIMEUNHA CITACTUUHA ITAPATIAETIA
IIITPFOMITIEAASA

Kainzuna xapmuna:

Tak, 3a aarmvE Ozvath 3 267 cimet y 57% OyAm 1HITII O3HAKA: B
23% - mo3oukoBl, B 17% - THITY BbAC, B 8% -atpodis Tomo.
CHOCTeplraIOTbCH Ny. aTakcii, ypaxeHHA OKOPYXOBHUX HepB1B 11
[IAPU 32 TUIIOM PETPOOYABOAPHOIO HEBPUTY, AUSAPTPI,
CIIIACTITUYHI IIPUCTYITH, 3HIKECHHSA IHTEACKTY, ACFCHCP&L{IH
ciTkiBKH. OCOOANBO OAraTo IPOMIKHUX (DOPM MIK CIIACTHIHOXO
ITAPAIIAETIEIO TA CIMEMHUMHU aTakciaMu. Tak, ctorra Opiaparixa
AOCHUTB THUIIOBE ABHIIEe IIpu XBopooOi [IITprommreaas. Hacro
CIIOCTEPIrA€THCS IIOMIPHA ATAKCIA Ta IHTCHIIOHHUE TPEMOD.
Kle TOrO, € (popMa 3 IHIITIMH O3HAKAMH aTakcil (I)pmpaﬂxa 1
[T'epa- Mapl 1, Hapemn onucaHi ciM'l, OAHI 3 YAEHIB AKX
CTPAKAAAH ATAKCIEIO, 4 1HITI - CITACTUYHOIO ITAPAIIACTIETO.

3axXBOPIOBAHHA Ma€ AOBIUU mepedir (20-30 pokiB 1 O1AbIITE),
IIOBIABHHH, aA€ HEYXUABHO IIpOrpecyrouni. sKurTro 11e He
3ATPOKYE. HpH PAHHBOMY IIOYATKY Ta IUIBUAKOMY IiepeOiry
3aXBOPIOBAHHA BIA3HAYAETHCA OIABIIT BAKKA KAIHIYHA KAPTHHA.



CIMEMHA CITACTHUHA TTAPATIAETIA

IINTPEOMIIEAAA
Alaraos

V TUIOBHUX BHITAAKAX 32 HAABHICTIO CIMEMTHOTO aHAMHE3Y IIOCTAHOBKA AIATHO3Y
VIPYAHEHD He BUKAHKA€E. KAlHIKO-i3ioAorigHl AaH1 (AOCAIAKEHHS AlKBODPY, EMI,
EEI Ta iH.) He AOIIOMArarOTh IIOCTAHOBII AIATHO3Y. Y CIIOPAAMYHHUX T4 ATHITOBUX
BHIIAAKAX AOBOAUTHCA AU(DEPEHIIIIOBATH B IIEPIILY YEPTY 3 POSCIAHUM CKAEPOIOM
(ciiHaABHOIO POPMOIO), AAE IIPU CIMEFHIN CITACTHYHIN ITAPAITAETi HEYyXUABHUN T2
ITIOBIABHO IIPOTPECYIOYNH IIEPEOIT, IIEPEBAKAHHSA CITACTHIHOCTI HAA ITAPE3OM,
30epeKEHHSA YePEBHUX PEeAECKCIB Ta (PYHKIII TA30BUX OPraHiB.

Bia bAC xBopo6a LI TproMeAAs BIAPI3HAETECA: MOAOAUM BiKOM, CHPHATAUBUM
1IepeOIroM, BIACYTHICTIO (PACITUKYAAPHUX IOCMUKYBAHDb Ta OYABOAPHHIX PO3AAAIB.
Pyxy mpu cmacTUIHIN DapariAerii B IpoIec BTATYIOThCA I3HO.

Crirntansii apaxHoidumu ma nyxauy AAIOTh KOMIIPECIMTHUIT CHHAPOM (3MIHH AIKBODY,
A2HI AIKBOPOAMHAMIYHHUX IIPOO, IIABHIIICHHA AIKBOPHOI'O THCKY), OyBAIOTb OOAIL T2
PAAHKYAAPHI CHHAPOMH.

[HOAI HEOOXIAHO AUDEPEHIIFOBATH 3 HeUPOCUDINAICOM 171d PYHIK)AADHUM MIEAOIOM.

€ cimednro-cnadkosi saxeoprosaritii CXOXKI Ha CIMEHTHY CHIACTHYHY HAPAIIACTIFO, AA€ IIE
AyKe piAkicHI 3axBoproanHd. Hampukaaa, curndpom Deperoccoria-Kpimruai (Hrmain
CIIACTHYHMI I1aDaIabes3. MO3OYKORBL IIODVIIIEHHSI. DO3AAAM OKODVXOBHUX HEDBIB.



CIMELMTHA CITACTHYHA ITAPATIAEI'TA
IHTTPEOMIITEAASA
:AiKyBaHHA
3urokeHHA M's30BOr0 TOHYCY:

= Alopesan B iH'ekmnax (IIIBerimapis),

s Oakaoden 1tabaerka X 3 p. (0,75mr),

= MIAOKAAM (6 TADAETOK),

s ckyramia C (3 TabAeTKH),

s MeAAIKTIH (10 TaOAETOK)

AIKyBaHHSA TPOBOAUTHCA Kypcamur 110 3-4 TrKHI B
IIOEAHAHH] 3 CEAYKCEHOM 200 €ACHIVMOM.

s AAT, macax ma poscaabaenns, APK 3 miero x
METOIO.




CITAAKOBI ATAKCII

CIIaAKOBI aTaKCl 3yCTPIYArOTECA B PI3SHUX
dopmax 1 B KOxkHIT dopMl € cBOI BapiauTu. Kpim
TOTO, € HEPEXIAHI POPMHU MIK CITAAKOBUMU
ATAKCIAMH Ta HIITUMHU CIMETHO-CITAAKOBUMU
32XBOPIOBAHHAMI.

HalO1ABIIT YaCTO 3yCTPIYAETHCHA CEPEA 1HIITHX
CIIAAKOBUX ATAKCIH - X60poba Ppiopaiixa.



CIMEMHA
ATAKCIS ®PIAPAUXA

Ilam. anamomia, namozernes:

Onucana mum asropom B 1861 p. BinAHOCHUTECA AO CTaAKOBE
3aXBOPIOBAHHA 3 AyTOCOMHO-PEECUBHUM THUIIOM YCIIAAKYBAaHHA, 3
HEIIOBHOIO IIEHETPAHTHICTIO Ta Bapia0eAbHOIO eKCIIpecUBHICTIO. IcHYy€
OaraTo cmopaAnMuYHUX BUITAAKIB. B 0AHI i Tifl sxe cimM'l MOXKyTBH OyTH XBOPi
JK 3 BUPA>KE€HOI0, TAK 1 3 CTEPTOI0 KAIHIYHOI0 KAPTUHOIO, 400 TIABKH 3

IIOBUMH aHOMAAiAMU OyAOBH.

ITaTtoaroriuma anaromia. HaiOiabIIe cTrpaskaa€ CIMHHUI MO30K:
yPa’KaroTbCA 3aAHI IIydKH i mydok Kaapka, BeHTpasbHI TAa AOPCAABHI
criHoIepeOeAApHi MIAAXHU, 3AAHI KOPIHII Ta CHHHHOMO3KOBI ranraii. €
MalDKe ITOCTiMHI 3MiHH B MO304Ky (3yO0uacrti AApa, cepeAHi Hi>kku). B
MEHOIIN Mipi CTpa’kAa€ CTOBOYP, IMAKIPKOBI BY3AH, HiPpaMiAHI HIAAXH Ta
Kopa.

ITarorenes 3aXBOprOBaHHsA He 3'ACOBAHMIA i IEPBUHHUN 0i0XiMIYHUIA
AedekT HeBiaoMmuii. Cepea 0ATBKIB XBOPUX CIIOCTEPITA€THCA ITIABUIIIEHA
JacTOTa KPOBHUX IIAI00iB. ITaToAOTriuHMI reH 3HaliA€HUM B 9 xpomocoMmi.



CIMEMHA
ATAKCIA ®PIAPAXA

Kainzuna xapmuna:

XapaxTepHi €eKCTPAHEBPAABHI IOPYIIICHHA:

A) 3MIHA CKEAETA: KIPOCKOAIO3, CTOIIH 3 TAMOOKHM CKACIIIHHAM Ta
C€KCTEH315 ITAABIIIB;

B) ypa}KCHHH cep1is: TaleapAm HOPYH_IGHH}I pUTMY, TOH_IO 38.3BI/I‘IB.I/I I1c
HaCAlAOK BPOAKCHIX BaA, AA€ BPAKAETHCA 1 CepI_IeBI/II/I M HS

Piarrre crmocrepiraeTbes rioroHaAu3M, 1H(AHTHABHA CTATYPa, AlaOET.
Ha EMI - yroBiABPHEHHS ITBUAKOCT] IIOIIIIPEHHS 30YAKEHHS 110 HEPBY.

XBopiroT1h y Bimt A0 20 poxkis, gacrirre - Ao 10 p.
IIporpecye xBopoba 10-pisHOMY. IHOAL Yepes pi3Ky aTaKCIIO BiKe Yepes

-0 POKIB XBOPI CTAOTB IIOCTIABHUMI, 2AC YACTiIIIE XBOPOOA IIPOIPECye
IIOBIABHO.

Bmmparors mpuoansao wepes 15 poxkis, BiA IHTEpKYPEHTHHX
3aXBOPIOBAHD

V poAndiB XBOPOTO HAfBHI MaAl O3HAKHU (BUIAAIHHA pedAEKCIB).
CrocTepiraroTbcs Ay’Ke 0araTo aTHIIOBUX i ITepexiAHIX POpM.



CIMEMHA

ATAKCIS ®PIAPAUXA
Alaraoas:

/AlarHO3 B TUIIOBUX BHITAAKAX HE CKAAAHHUN, AA€ THUIIOBI BUITAAKH OYBAIOTH HE
TaK 9aCTO.

Andepenrtiaabamit AlarHo3. THOAL korzerimansru yepebpocninanrvrud cugisic
200 CITMHHA CYXOTKA, AYKE CXOKl Ha XBOpoOy Ppiapaiixa, aA€ IIPHU IEPIIIA
XBOPOO! BPaKaIOTHCSA 30POB1 HEPBH, OKOPYXOBI HEPBH, € 3MIHHU B
CIIMHHOMO3KOBIN PiAWHI, ITO3UTHUBHI cepoaoriani peakmii, PIBT, PID,
peaxkmia Aanre.

SIximo xBopoba Ppiapaiixa HOEAHYETBCH 3 EAEMEHTAMH XBOPOOH
[IITprommeAAs, TO TaKl XBOPi CTAFOTH AYKE CXOKUMH HA AFOACH, fAKI
CTPAKAAIOTD Ha poscianutl ckaepos. B amdpepeHItiaApHIN AIATHOCTHIIL AOIIOMATAE
BIACYTHICTD Y€pPEBHUX PePAEKCIB, XIa3MAABHIIT CHHAPOM, HAABHICTb PEMICIH.
CiMelTHl BUITAAKHA /0.11cK1€p03d AY7KE PIAKICHI 1 IPH ITbOMY 3aXBOPIOBAHHI
HEMAE 3MIH CKEAETA.

AOBOAUTBCA TAKOK AUGDEPEHINUIOBATH 3 1HIITUMU d/2akciami 71d 3
DYHIKYAADHUH MIEA030M, 3 BDOAKEHUMH ITOPYIIIEHHAMI KPOBOOOITY B
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CIMEMHA
ATAKCIA ®PIAPAMXA

:AiKyBaHHA

AiKyBaHHA CUMITTOMATUYHE:
- OpeneAeBCbKA TIMHACTHKA,

- Brramian rpymu B,

- [Ipemmaparn Tuny mipaneramy, epeOpOAIZHUHY,
aminaAroHy, ATO,

- Filla pexomenAye TprBaAe 3aCTOCYBAHHA
THUPEOTPOIIHOIO TOPMOHY (LIEPEBIPEHO
ITOABITHHUM CAIITUM METOAOM) B/M I10 2 MI' B ACHBD,
CAIA. 2 MIC. IO 4 MI' B ACHD.



MO30OUYKOBA MIOKAOHIUYHA
ANCCHUHEPI'TA XAHTA

I1am. anamomia, Katrika, 4iKY8aAHHA.

Onucana Xanrom B 1921p.

ITaT apaTomia. AereHepaTuBHIi 3MiHM CTOCYIOTHCH, IIEPII 32 BCE,
3y0uacTuX AAEP MO30UYKa, IOTIM BPAXKAIOTHCA APIOHI KAITHHI
YEepPBOHOIO AAPa. B BepxHix Hi>KKax MO304Ka BIAOyBa€ThCA
AEMI€CATHI3AITiA.

Kainixa. 3axBOproBaHHA NOYNHAETHCA 3 MiOKAOHIYHUX
IIOCMHUKYBAaHb B PyKax, AKi 3r0AOM reHepaaidyrorbcd. I1izminie
BUHUKAIOTH €IMiAenITH(OpPMHI IPUCTYIIH, IIOPYIIYETHCA
KOOPAWHAIA - aTAKTHUYHA X0A4, iHTEHIIIOHHE TPEMTIiHH:A, M'A30Ba
rinoToHisA, iHOAL Ma€ Micie Au3apTpia. Ilcuxika He crparkaae, iHOAL
BUHUKAE evipopii.

Ha EEI" - mapokcusmMasbHa AU3PUATMIA.

3axBOpPIOBAaHHA BUHUKAE B AUTAYOMY BiIll i HOCTYIIOBO IIPOTPECYE.
XBOpi1 yepe3 MIOKAOHII Ta aTAKCli IEPECTAIOTH XOAUTH.

AunepeHIiroBaTi AOBOAUTBCA 3 MIOKAOHYC-ENLAENCIEN, AAE TIPU
OCTAHHIN XapaKTePHA IIPOrPECYIOUA ACTPAAALTLA IICUXIKH.

AiIKyBaHHA TE 2K, 110 1 IIPH 1HINNX ATAKCIAX + aHTUKOHBYALCAHTH.



XOPEA TEHTIHITOHA
(XOPEIUHA AEMEHIIIA)

Ilam. anamomia, namozenes:

XpoHidyHE IIPOrpeCyroUe 3aXBOPIOBAHHA, OCHOBHIMH O3HAKAMHU AKOTO € XOPeIYHUU
TIIIEpKiHe3 Ta Aerpasarid 1HTeAekTy. X1 He € HaA3BHYIAHO PIAKICHIM 3aXBOPIOBAHHAM (6
qoA Ha 100 000). Brreprre ommmcana I'enriarrorom B 1872 p. X1 BiaAHOCHTBCA AO
CITAAKOBHX 3aXBOPIOBAHb 3 AOMIHAHTHHUM THUIIOM VCITAAKYBAHHSA T4 3 MallKe ITOBHOIO
IIEHETPAHTHICTIO MyTAHTHOTO reHa. SIK IIpaBHAO, y OAHOTO 3 OATBKIB € O3HAKU
3aXBOPIOBAHHA B TIM YU IHIMH Mipl BUpakeHOCTL. [ IpocTekeno 0arato poAOBOAIB XBOPHUX
Ha XI'. Taxk, B CLLIA 3 Auraii 8 1622 p. mepeceanaacs poanHa, sxa B 1951 p. aana 898
HAITTaAKIB XBopux Ha X1

[Tpu xapTHPYBAHHI XPOMOCOM 32 AOIIOMOTOIO TEHETUIHIUX MAPKEPIB HATOAOITIHUN TCH
X1 BA2AOCH AOKAAI3YBATH B KOPOTKOMY IA€Hl 4-01 XPOMOCOMH.

ITarosorigna amaromia. Mo3ok ypaxkaeTbcs ANQY3HO, HOTO OOCAT 1 Maca 3MEHIITYIOTHCSA
(PO3LIIPIOIOTHCH CYOAPAXHOIAAABHHUI IIPOCTIP Ta CHCTEMA IITAYHOUKIB). HaioiAbmT rpyo1
3MIHU BUABAAIOTHB APIOHUX KAITHHAX XBOCTATOIO Ta YEUEBHIIEIIOAIOHOTO AAPAX -
JACTHUHA IX THHE, 4 B IHIITUX - BUABAAIOTHCA ACTCHEPATUBHI 3MIHH, B MEHIIIN Mip1
CTPAKAAIOTH BEAHK] KAITHHH. BpaxaeTpcss OAIAMIT ITap Ta Kopa. Y OIABII II3HIX CTAALAX
BPA/KAIOTBHCA: YOPHA CYOCTAHIIA, AYICOBE TIAO, CyOTAaAAMIYHA OOAACTD, IAPA MO30YKA T4
TaAAMyCa, PETHKYAAPHA (DOPMAILILA.

ITarorenes XI" meBinomuit. Aae npu X1 HOpyIIeHO 0araTo BUAIB OOMIHY: BMICT
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XOPEA TEHTIHITOHA
Kairnika:

Kainiuna xaptuna. l'imepkines mposBAAETbCA IMIBUAKIMI HEPUTMITHIMI
AOBIABHHUMH PYXaMH, IIIO0 OE3AAAHO BUHHKAIOTD B PI3HUX M'I30BUX rpyIIax.
XBOp1 I'PUMACYIOTH, HEAOAQAHO KECTUKYAIOIOTDh, HACHAY POOAATH
IIIAECIPAMOBAHI PYXH.

OAHax Ha BIAMIHY BiA 1H(EKIIIHOL XOpel, XBOP1 MOKYTh BOABOBUMH
3YCHAASIMU IIPUTHIYYBATH IIIEPKIHE3H, IO AO3BOAAE IM TPHUBAANH YaC
30epIraTi MOKAHUBICTb CAMOOOCAYTOBYBaHHA. Yepe3 HACHABHUIIBKI PYXH
MIMIIHOI MyCKYAQTyPH MOBA YTPYAHIOETHCH.

s [imepkiHe3n mOCTyIIOBO HAPOCTAFOTH, OXOIIAOIOTH BCE HOBI I HOBI M'30BI

TPYIIN.

= [lopyIreHHa NcuUxiky 9acTiIie BUHUKAE BKE HA TAl BUPAKEHHUX TiITEPKIHE31B,
aA€ IHOAL BOHH PO3BUBAIOTHCA OAHOYACHO. BHHHKAFOTD 3MIHK B €MOIIIHII
cdpepi: APATIBAUBICTD, HECTIUKICTh HACTPOIO, IHOAL ammatia. MoxXyTh OyTH CTaHH
30yAxeHHA, MaggH] iAel. OTrcani IICHXO3M 31 CAYXOBAMH Ta 30POBUMUA
TAATOITHHAITISIMI.

s OAHOYACHO, HOBIABHO, AA€ HEYXHUABHO, ACTPAAYE IHTEAEKT, 3BY/KYETHCA KOAO

(]



XOPEA TEHTIHITOHA
Kainika:

HpI/I6AI/ISHO y 10-15% xBopmx ma X1 € akiHeTHKO- pHnAHa dopma.
XopelaHuit r1nep1<1H63 y HHX PI3KO BI/Ipa}KeHI/II/I 9aCTO BIH HOCHUTH

XapaKTep aTeTo3a. 3 ABAAETHCS PUTIAHICTD B M'A3aX TyAyOa Ta

KIHIIIBOK, BIHIKAE IIIOMIMIfA, OAIrO- Ta OpaAuKiHesid. XBopi

HAT'AAVIOTD «ITAPKIHCOHIKIBY. BHAiAMEOTS THe it PIAKICHY IICUXIIHY

dopmy XI.

Aanui [TE] Bkasyrots Ha aTpodiro Mo3ky, Ha EEI - Audpy3Hi 3MiHM.

3a paamvu KT y 68% xBopux € 6a3aapHa A000Ba aTpodis, y 40% -
aTpodifi CKpOHEBOL YaCTKH, § 9%0 - MOTHANIHOL.

ITepeoir saxsoproBanus. XI' gacrimne Burukae y Bini Bia 17- 57
POKIB (cepeAHIi Bik = 37-38 pokiB). B ko:xxHOMY HacTyIIHOMY
ITOKOAIHHI MaHIeCTaIIis XBOPOOH BIAOyBaeThbCA paHirne. OAHAK
ommcaHa i AuTa49a, 1 FoHarpka popmu X1 (mpudansuo 1%) Ta mossa
O3HAaK ITbOTO 3aXBOPIOBAHHA B TAHOOKIN cTtapocti. Cepears
TPUBAAICTD KHTTA XBOPUX CKA2A2€ 13 pokiB. 3a3BUIai BOHU
AOKHBAFOTB AO 52-53 poxiB. XBOp1 BMHPAFOTH BIA KAXEKCIi,
ITHEBMOHII, CEIICUCY (IIPOAEKHIB).



XOPEA TEHTIHITOHA
Kairnika:

Kainika. OCHOBHHI CHMIITOM - II€ AOKOMOTOPHA T4 CTATHIHA

aTaKcif. XBOP1 XOAATHb HEBIIEBHEHO, IITUPOKO PO3CTABUBIIH HOTH, B 1031
Pombepra XBopi HECTIHIKI.

ATaKcli IPOrPECYE, MOPYIIYETHCA ITOYEPK Ta 1HIII IIAECIIPAMOBAHI
PYXH PYK, BUHHKAE€ AU3METPIf, IIIEPMETPIA, aAIAAOXOKIHES.

MoBa CTa€ CKAHAOBAHOIO, ITOBIABHOIO, IIOIIITOBXOIIOAIOHOIO.

SHITKYIOTBCS TANOOKI Pe(PAEKCH, IIEPIIT 32 BCE, 3HUKAFOTh
CYXO’KHAKOBI pedpAekcH Ha HOrax. M'30BUIT TOHYC 3HIKCHHUI.

Kpim TOrO, crrocTepiraroTbCsi HOTIPIIIEHHS CAVXY.
3 IBASAIOTBCSA PO3AAAT TAUOOKOI Yy TAUBOCTI.
Ha romiAkax Ta cromax - HOMipHO BupakeH! aTpodii M 'A31B.

V mi3HIX CTaAIAX IIPOIIECY BHHHKAIOTH IMITEpaTHBHI ITO3UBH,
IMITOTEHITIA 1 B IIbOMY IIEPIOAL IHOAL 3'ABASFOTHCSA ABUIIA HIKHBOTO
CIIACTUYHOTO ITaparapesa, TOAl 3HOBY BUHHUKAFOTH CYXOKHABHI
pedAeKcH Ha HOTaxX Ta CHHAPOM babiHcpKoTrO.

Hepiako criocTepira€Tbcs y MUX XBOPUX 3HIDKEHHSA IHTEAEKTY.



XOPEA TEHTIHITOHA
Alaraos:

Alaraos i AudpepeHIITHUMN AlaTHO3.

[ToeaAHaHHSA Xopel@opMHoro TIITEPKIHE3Y 3 AEMEHITIEFO,
IM3HIN ITOYATOK 1 HEYXHUABHO IIPOTPECYIOUHUI Hepe61r
3AXBOPIOBAHHS, HAABHICTH OAIOHUX XBOPHUX B CIM 1
ITOAETIITYE ITOCTAHOBKY AlaTHO3Y.

[pn emapeuii’ ceninvritl xopei Bik OIABII IT13HIN, BIACYTHICTB
ITOAIOHUX XBOPHX B ciM'l, HAsIBHA BEAMKA KIABKICTH O3HAK
IIepeOPAABHOTO ATEPOCKAEPO3Y.

Hximo xBopiroTh XI' B MOAOAOMY BIIT1, TO AOBOAUTECA
AUMDEPEHTIIOBATH 3 IHPEKYIiH010 X0pecto, ANE TIPU OCTAHHIN -
TIITEPKIHE3H IITBUAKO HAPOCTAIOTD, € O3HAKI PEBMATH3MY 200
IHTIIIX 1H@EKIII.

AxigeTnko-puriaai dopmu XI' cxoxi Ha x60poby I lapkircora i
x60po6y Biiscona-Korosanosa.



XOPESA I'EHTIHITOHA
:AiKyBaHHA

HeobxiaHO: OAOKYBaTH AOPaAMIHEPTIUHI peHenTOPH a00 3MEHIIUTH BMICT A0daminy (Y
xBopux Ha X' BIH MABHIIIEHHIT). 3 III€F0 METOIO IIPU3HAYAFOTE:

TpudprasuH 10 Mr Ha AOOY (TOOTO 2 TAOAETKN) B 2 IPUHOMHU, IIICAS 1K1, B IIBOMY
AO3YBaHHI HOTO MOKHA 3aCTOCOBYBATH AOBIO.

TaAOIIEPHAOA IIOYHHAIOTH 3 2-3 MI Ha AOOY 1 AOBOAATH AO3Y AO 4-6 Mr. Kypc AlkyBaHHSA
2-3 micamt (B TabAeTkax 1,5 mr; 6 mr - 4 TabAeTkn).

pesepmin 1o 1-2 TabaeTky 3 pa3u Ha ACHD - KIAbKA MIcAIIB (B TaOAeTKax 0,25 mr).
asorrerut 1o 1 Tabaerml 2-3 pa3u HA ACHB, MICALD, (B TaOAeTKaxX 0,25 MT).

XI" Destee (ITIOABITHHN CAIIHAI METOA) 3 YCIIIXOM AIKYBaB BEAUKHUMH AO3aMU IIiparieTaMa
B/B 3 r Ha A00y (3amm) abo 15 tabaerok (1ab. - 0,2; karc. - 0,4; amm. - 20% posuun 5,0
MA) BCl IIl IIpeHapaTa AOOPE MOEAHYIOTECA 3 eAeHIyMOM. MoskHA 3aMICTb eA€HIyMA
IIPU3HAYATH aHTIACIICIH. MOXKHA IPU3HAYATH AaHTUXOAIHECTEPAa3HI IPerapaTe, TOOTO

CTUMYAFOBATH XOAIHEPIIYHI CHCTEMM.

[Tpu akiHeTHKO-PUTNIAHUX POPMAX IPemapaTi AOPaMIHy HE BUKOPUCTOBYEOTH (B IIHX
BHIIAAKAaX BIH, OYEBUAHO, 3HILKEHUM). XBopuM XI' AlTel MaTH HE AO3BOAAETHCA
(eDOE3IIETHO AAS KHUTTH).

LlirecrpsAMOBaHE TPUBAAE AIKYBAHHSA AO3BOASE AOBIHUH Yac 30€pIraTy IIPAIle3AATHICTD.



I'EITATOLHEPEBPAABHA AICTPO®DIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

ILlam. anamomea, namozeres:

VY 1883 p. LLITpoMIIeAADb OIIHCAB 3aXBOPIOBAHHSA, IKE HA3BAB
IICEBAOCKAEPO3, 2 B 1912 p. BiAbcOH BUBYNB ACHTHKYAAPHY
AereHepariro. Buasmaocs, mo me pisHi (POPMI OAHOTO 1 TOTO X
3aXBOPIOBAHHSA, HA3BAHOTO T€IATO-ACHTIKYAAPHOIO ACT€HEPAIIIEO.
Ha aaamit gac 111 xBopo0a 3a mponosumiero H.B.Kornosaaosa, saxmit
0araTo IIPaIFOBaB HAA HIEFO IIPOOAEMOTO, HA3UBAETHCS
rermaronepeopasbHas AUCTPOdIs.

Yacrora B cBiti 1 ma 200000 woa., B CHA - 1 ma 25000040A.. Lle
3aXBOPIOBAHHA IIOYNHAETHCA B MOAOAOMY BiIi ( 6-50 poxiB) 1 Mae
npozpecyrouuil nepebie.

3a3BUYAll HOPYIIEHHSA 3 OOKY IEYIHKHU, IITAYHKOBO-KHAIIIKOBOTO

TPAKTY, IIOsABA TEMOPATIIHIX AlaTe31B, TPOMOOIIHTOIIEHII IEPEAYIOTE
cumirromaMm ypaxkerusa HC.



I'EITATOLHEPEBPAABHA ANCTPODIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

Kainixa;
Kainiuna xaptuHa. HeBpoAorivai cHMIITOME PO3BUBAIOTHCA HOCTYIIOBO: CIIOYATKY

\PYILYETHCA M I30BUH TOHYC, HOTIM HAPOCTAE MAPKIHCOHOIIOAIOHUI CHHAPOM, 2 IIIe

3TOAOM — TiIIEPKIHE3H.

CHMIITOMATOAOTIA XBOPOTO B IIEPIOA PO3IMAAY 3aXBOPIOBAHHSA BEABMH XapaKTepHa:

OOAHYYSA aMIMIYHE, POT HAIIIBBIAKPUTHI, PYXHU OIAHI, TTOBIABHI, BUPaKECHA

EKCTpaIipaMIAHA TIIIEPTOHIA, XaPAKTEPHO TPEMTIHHSA, IO ITIOCUAFOETHCA IPU
XBUAIOBAHHSAX, [P CTATUYIHOMY HAIIPY)KCHHI M A31B, IIPH BUKOHAHHI TOYHUX PYXIB BOHO
PI3KO IIOCHAIOETHCA 1 AOXOAUTD AO HECTPHUMHOTO TPACIHHA. TPEMTIHHA 3aXOIAIOE Pi3HI
M'SI30B1 IPYIIHL.

Mo304YKOBa CUMITTOMATHKA.

Hepiako crroctepiraroTbcsl €mAeITOMOPMHI HAITAAN 1 KOPOTKOYACH] HOPYIIIEHHA
CBIAOMOCTI (BTPaTH CBIAOMOCTI, O€3 CYAOM).

Cyx0KHABHI pePAEKCH ITIABHUIIICHI.

Y4 3B'}13Ky 3 YpaKEHHAM IIPOMIKHOTO MO3KY PO3BHBAIOTHCH: IIITAUBICTD 400 CYXICTb
IITKIPH, PACHA CaAiBarlif, TPO@IYHI IIOPYIIIEHHSA IIIKIPHUX IIOKPUBIB, ALCTPOMIL KICTOK Ta
CYyrAOOIB.

= Ayke XapaKTEpHUM € 3€ACHYBATO-Oype KIABIIE IO KPAIO POTIIBKHU, HA3BAHE KIABIIEM

l:> Kartizepa-Daetirrepa.



I'EITATOLLEPEBPAAbBHA ANCTPODIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

Kainika:

IICHXIYHI PO3AAAU IIPU I XBOPOO1 BEABMH PI3SHOMAHITHI. XBOPI MASBL 1 pa3oM iM
IIPUTAMAHHA EMOIIIIHA AAOIABHICTB. [ li3HIITIe BUHUKAE PO3TraABMOBYBAHHS ITOTHATIIB,
BUHHUKAIOTh HAITAAU 3AOCTL, MAPEHHSA, IOUYHHAETHCA ACTPAAALILA IHTEACKTY.

Kairixa I'TIA BaasBruaiino noaiMopdHa. byBaroTs 1 emmiaenrtiyHi, 1 emAeITHPOPMHL
IIPUCTYIIH.

KomMmiiaekcHE AOCAIAKEHHSA CYAH BUABUAO AaHTIOAUCTOHIFO Ta BEHO3HHUU 3aCTIHA. Y
TaKAX XBOPUX YACTO BUHUKAIOTH IHCYABTH 1 MHHYVIII IIOPYILIEHHA TOAOBHOTO MO3KY.

Ha EEI Bia3Ha9arOTBCA PI3HOMAHITHI Ta HecrremudIIHI 3MIHH.
32 KAIHIYHOIO KAPTHHOIO XBOPOOA ITOAIAAETHCA HA Takl (DOPMU:
Yepesria - xBOPirOTD AlTH, ypakeHHA HC He BCcTHrae pO3BUHYTHUCH;

Puziono-apummozinepiinemuina - xsopirots B 10-12 pokis, emeprs HacTae gepes 2-3 pokm,
IIPOBIAHUM Y KAIHIYHIN KapTHHI - PI3SHOMAHITHI IIIEPKIHE3H;

Tpemmano-puziona gopma Haitbirpm qacra. XBOpoOa MOIMHAETBCA B 15-25 pokis 3
PHUTIAHOCTI, TPEMTIHHS, IIIEPKIHE31B (OIHCaHA BUIIIE);

T pemmava gopma possuBaetbes B 20-30 poKiB, TOPIBHAHO AOOPOSAKICHA, XBOPIFOTH AO
15-20 poxis;
I lipamiiono-ceminneciura — pO3BUTOK BIAOYBAETBCA Ha TAl OAHIEI 3 TTOIIEPEAHIX POPM,



I'EIIATOLHEPEBPAABHA AMCTPO®DIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

Kz'./zbge Kadsega-di/tedmega




I'EITATOLHEPEBPAABHA AICTPO®DIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

Emizon0zia. nam. ananiomia. naniozenes’. KAiHiKa.

s  KpiM MO3KOBHX ABHIIT BAKAUBE MICIIE B KAIHITHIN KAPTHHI BIAAAETHCH YPasKeHHI
neuinku. B 40% BUIIaAKIB BOHH IIPOTIKAIOTH YITKO 3 KOBTAHHUIICIO, ACITUTOM, 3
AMICIIETICHYIHUMI PO3AAAAMH, 4 B IHITINX BHIIAAKAX - IX IIATBEPAKYIOTh AADOPATOPHI
AOCAIAKEHHSA. Marke 3aB/KAH € TIITOXPOMHA aHEMIA, OOAlL B CyrA0ODAX, 9aCTO
3yCTPIYAOTHCH EHAOKPHHHI ITOPYIIIEHHS  BUTAAAL IHPAABTIBHO-TIIIOIIAACTHIHOL
CTATypPH, TOIIO.

s  Ha cexuii B MO3KY 3HAXOAATD 207 3Mitu 6 wKapaiynt, 3061iuHs0My dacmuni 6.1100i Ky,
X60CIaNIoOM) A0Dl, 2AUOOKUX lapax KOPU, 3)0Uacmux A0pax Mo3ouKa ma 6 A0pax unomaiamyea.
Tam € AIAHKE pO3M ' AKITICHHA Ta 3MOPIyBaHHA. [ [pu crreriaAbHOMY AOCAIAMKCHHI B
MO3KY B HAUOIABII YPAKEHUX AIASHKAX HasABHI 3epHA MiIAL. [leuinka 3miHEHA BHACAIAOK
aTpO(PIYHOrO MUPO3Y, - TOPOUCTA; CEAE3IHKA 301ABIIICHA.

=  BeaAmxnit iHTEpec IPEACTABASIE COOOIO €TIOAOTIA TA ITATOIT€HE3 IBOTO CTPAKAAHHI.
B AaHmit vac He BUKATKA€ CyMHIBY TeHOTHIIOBE OOYMOBAEHHS I€IIaTOIEPeOPaAABHOL
auctpodii. 3 373 BUITAAKIB TETTATOAEHTHKYAAPHOI AereHepartii, omucanux B 1962p., 226
oyam cimertHIME (3 83 cimenn) 1 147 mooamHOKIME. AyKe PIAKO YCITAAKYBAHHS MAE BIA
XBOPHX OATBKIB. 3a3BUYAIl CTPAKAAIOTH AITH 3A0POBHUX OaThKiB. Lle Bkazye Ha
Ay TOCOMHO-PEIIECUBHUU TUII CIIAAKYBAHHA.



I'EITATOLHEPEBPAABHA AICTPO®DIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

C1110.10219. NAM. AHANIOMLL. NANIOZCHE3. KAIHIKAS

BoueBuab 0aTbKO 1 MaTH € reTepo3SUroTamMmu 3 Hporo rexy. Le
O3HAYAE, 1[0 YACTUHA XBOPHUX HAPOAHMAACH BIA IITAFOOY MIXK
poamdamu. Tak, B Hpro-Hopky, GIABIIICTS XBOPHX OOYMOBACHI
MYTALI€XO, KA BUHUKAQ KOAUCDH CEPEA BUXIALIB 3 PAlOHY Ha
KopAoH! Pocti 3 [loabImero, a 1HIITa TPya - CEPeA BUXIALIB 3
(@7905 VNI T

SIkImIo K 3piAKa MAE YCITAAKYBAHHSA BIA OATBKIB AO AITEH, TO, IT€
O3HAYa€, IO AUTHHA HAPOAUAACH BIA XBOPOTO TOMO3HUTOTHOTO
OaThbKa Ta MAaTEpl TETEPO3UTOTHIN IO IBOMY I€HY, 330BHI 3A0POBOL.

Buasraocs, mo cepea pO,A,I/ItIIB XBOPHX FCHaTOH€p€6paAbHOIO
AHCT})O(plefo y 0araTbOX BIASHAYAIOTHCS 1HIII CKCTpaHIPaMLA,Hl
3aXBOPIOBAHHS (KpHBomHH TIK, IIMCAABHUI CIIa3M, TOPCIITHA
AUICTOHIA ,TPEMOP, TOIIO) 1 3aXBOPIOBAHHSA IIECUIHK.

Yu rparoTh pOAb YMHHUKN CEPEAOBUINA HA BHUHUKHEHHA 1 ITepeoir
XBOPOOH - OE3yMOBHO. VY AKX XBOPHUX 3aXBOPFOBAHHA BUHUKAAO
IIICASl TPABMH, XapYOBOI IHTOKCHKAIII], TOAOAYBAHHS, BAKKIX
[HeDeKNBAHD.



I'EITATOLHEPEBPAABHA AICTPO®DIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

IITo 7k BAACHE IIEPEAAETHCH § CITAAOK?
SIknit matoreHes XBOpooum?

HpH I XBopo61 BIA6YB21€TI>CH LOPYILICHHS MeTa60A13My MiAL, KA B
ITIABHIIICHII KIABKOCT] BIAKAAAAETBCA B IIEYIHIN TA TOAOBHOMY MO3KY.
Aoseaero e 1 IMP-tomorpadiero.

B ocroBi xBOpoOHU - AcpeKT B CI/IHTCSI LIEPYAOIIAQ3MIHY (OAHOTO 3 A2
rAOOYAIHIB), 4€PE3 IO MiAB 3B'ASYETHCA HE 3 ACDEKTHIM
LIEPYAOIIAA3MIHOM, 2 3 CEPYMAABOYMIHOM, 2A€ HE MIiITHO, TOMY ACTKO
BIAITIETIAFOETBCSA TA BIAKAAAAETHCA B TKAHMHAX. | aKIM YHHOM,
ITOPYIIIEHHA OOMIHY MIAL € ITOXIAHUM BIA ITOPYIIICHHSA BiAKOBOTO OOMIHY.
A IEepBUHHHUHN IeHETUIHUHN ACDEKT 3HAXOAUTHCH B T€HI, ITIO KOAYE
IIepyAAOIIAa3MiH, B 13 xpomocomi.

€ ¥ [HIII IIOPASIAML Ha TIATOTCHE3: 3HIKYETHCA CKCKPELIL MIAL 3 3KOBYIO,
III0 B CBOXO YE€pry IIPHUIHIYYE HepyAorrAasMit. HaaAwImok Mial B
TKAHUHAX IPUTHIYYE AKTUBHICTD (DEPMEHTIB 1 IIPU3BOAUTD AO
HE3BOPOTHUX 3MIH.

Kpim obminy mial crpazkaae 0OMiH mie psiay mikpoeaemenTis (Zn, Fe,
Mn, Al, SiiT.A.). 30iapmIena ekckpenis Aoaminy (Ipy TapKiHCOHI3MI



I'EITATOLHEPEBPAALBHA AUCTPO®PIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

Nwazrnos:

Alaruos. IIporpecyroue 3aXxBOPIOBAHHA, 3 IIEPEBAKHNAM YPAKCHHAM
EKCTPAIIIPAMIAHOL CHCTEMH, Ha TAl IIEYIHKOBOI HEAOCTATHOCTI, 3 IIOPYILIEHHAM
OIAKOBOTO OOMIHY T2 06MlHy MiAlL, HafgBHICTIO KiAbIA Kaitzepa-Paeiimepa
IMATBEPAKYIOTD AlATHO3 TeaToIepeOpaAbHOI AUCTPOIL.

AOHOMaraIOTb y IIOCTAHOBII AiarHosy HAABHICTD Tp0M6oHI/ITOHeHi'1' 3HIUKEHHS
nepyaonaasminy B cuposarii kposi (0-16%, mpu Hopmi 25-35%), miABuIICHHS
BMICTY MIAI B AODOBII KiABKOCTI cedl (A0 1000 X A00y, mpu HOpMi 50-150 )
IIIATBEPAKYIOTH AlATHO3 IelaTonepeOdpasbHOI AUCTPOPIL.

V 21% ma KT 3HaXOAATh BOTHHUIIA 3HIKEHO! ITIIABHOCT] B MO3KY.
HeoOx1AHO OOCTex)YBaTH POAWUIB. I'pyIIOoro pHU3HKY e€:

1) cibenm B cim'ax, ae € xBopi I'TIA;

2) XBOP1 AO 35 POKIB 3 XPOHIYHUM I'EIIATUTOM, IIIPO30OM IIEUIHKU;

TPOMOOITUTOIIEHIEIO, CITACHOMETAAIEFO, AMEHOPEEIO;

3) XBOP1 3 TOPCIMHOIO AUCTOHIEIO, TPUMTAUBUMU TIIIEPKIHE3AMHU, IIOYATKOBUMH

IpOABAMU KpI/IBOLHHI

3a aanmmu Barbosa kiabue Kaisepa-®actimepa 6yao y 91% xBopux, sHIKCHHS
BMICTY LiepyAorAasmina y 99,8%o, sHIDKeHHs BMICTY MiAl B CHPOBATIL KpOBi 87%0,
IIABUINEHHSA BMICTY MiAl B cedl - 78 ,2%0, OCTEOIIOPO3 KICTOK IPH
PEHTTEHOAOTIIHOMY AOCAIAKEHHI - /8, 2%.
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I'EITATOLHEPEBPAALBHA AUCTPO®PIA
(XBOPOBA BIABCOHA-KOHOBAAOBA)

Aucpbeperyianvrut 0iazrnos:
AundepeHiriaAbHIN A1aTHO3.

3 remaTOreHHOO eHIIeAAOIATIEFO: XBOPIFOTh AFOAU PI3HOTO BIKY,
a ipu I'LIA - me crapme 35 poxis. I Ipu remarorenniin
eHIredpaAOIaTIl 3aBKAU HAABHE MaHI(DECTHE YPaKEHHA IIEIIHKU,
HEMa€ XapaKTepHUX 3MIH OOMIHY 1 kirens Kazepa-Paenrmepa.

Kpim Toro, I'TIA HEoOXiAHO AdepeHITIFOBATH 3:
riepkineTHaHOIO (popmoro PC;

MO30YKOBOIO ATAKCICIO;

ITOCTEHITE(PAAITHIHIM CHHAPOMOM;
AOKaABHUMH (DOPMaMH TOPCIMTHOI AMCTOHI]
TAAIAAPHAMHI CIMETHIMH AUCTPOdIAMI;
eanedasomnariero I ana-Bepaike;

xBopo0Oor0 I'arepBopaena-Ilmarma.



IT'ETTATOLIEPEBPAABHA AVICTPO®IA
(XBOPOBA BIAbCOHA-KOHOBAAOBA)

:AikyBaHHA

Aixysanmsa. Ao poOIT YVemerna ta Kaminrca (ki moscHuIAN
O10XIMIYHHUI MEXAHI3M IIbOTO 3aXBOPIOBAHHSA) HE ICHYBAAO
ITATOTEHETUIHOL Tepann Bomnu sanpononysasu 3aCTocoByBaTH
IIPEIIAPATH, ITIO 3B'A3YIOTh COAl BAKKIX METAAIB (B AAHOMY BHITAAKY
MlAb) e ynitioa, 5% posunn o 5,0 cmM3 B/M vepes aenp, 25-30
10 €K1, 3/4 Kypcy Ha pIK.

AAe HAUKpAIUi ePEeKT Ad€ MEeHINMAAaMIH (KyIpeHia - [loabrma,
MeTaAKarTasa - KOrocaasis) - MpOAYKT NAPOAISY TICHIIHAIHY,
3AITPOITOHOBAHII AASl AIKYBAHHSA ICIATOLEPEOPAAPHOT AUCTPODI
Yoamrem B 1956 p. - B karrcyaax mmo 0,15r; 0,25r - micas £x1, moctymoBo
301ABIITYIOYH AO3YBAHHSA, AOXOASYIH AO 3- 12 KaricyA 1o 0, 15r
MaKCHMAABHO 1,8T. 30IABITTyBATH AO3Y HEOOXIAHO HOBiAbHo, AQBATH 3
HEBEAUKHMH IIEPEPBAMU.

OAHOYACHO AQFOTD 1HCYAIH 3 TAFOKO30FO, TPOIAINH, a(pTa, BITAMIHI
B1, B6, B12, C, xanopucrtuit Ca, aHTHTICTAMIHHI IIPEHapaTy,
1IepEOPOAIZUH, AMIHAAOH.

Aast opm 3 eaeMeHTaMH apKiHcoHi3My npenapatu Tuy L-AODA.



I'EITATOLIEPEBPAABHA AVICTPODIA
(XBOPOBA BIAbCOHA-KOHOBAAOBA)

‘AIKVBAHHSA

[TosutuBHUN ePEKT BIA AIKYBAHHSA 3a3BHUYAN AOCATAETHCA depe3 6-8
Mic.

HeoOxIAHO AlkyBaTH TAKOXK 1 IIeUiHKY. OOMEKUTU PEIOBUHHU 3
BEAMKUM BMICTOM MIAl: BHYTpPIIIIHI OpraHm, IIEYIHKY, TPiCKY, O00OBL,
IIOKOAZA, Topixn. Beectn B pamion: M'ico, CHp, MOAOYHI i POCAMHHI
IIPOAYKTH, 3 AOCTATHBOXO KIABKICTEO Girka T2 BYI'ACBOAIB, OOMEKHUTH
kupr. POCAHHA KAITKOBHHA 3MEHIITYE€ BCMOKTYBAHHS MIAI
KHATTICIHUKOM.

AIKyBaHHS IIEHIITIAIHOM BUKAMKAE YCKAaAHeHHH 3MIHU B KpOBi
IIIAYHKOBO-KHUIIIKOBOTO TPAKTY, CBEpOIK, KDOIIMB' AHKY, ApTPAATILi,
TOKCI/IKOACPMH Bakkmm mi3HIM YCKAQAHEHHAM, IITO 3MYIITY€E 3a3BHUYAN
IIPUITNHUTH AIKYBAHHSA - H#e@po3.

[Tpn menepenocumocti kynpeniaa (1/4 BUITaAKiB) AAIOTP IIIHK-
cyAbarT (TEeK aHTATOHICT MIAL) 110 150 mr 2-3 PasH Ha ACHD.
BiacyraicTs yCImimHeol AMHAMIKI B AIKYBAHHI IIOB'A3YIOTD 3 IH3HIM
ITOTO 3aCTOCYBAHHAM, KOAU B’K€ B MO3Ky BUHHUKAN HE3BOPOTHI 3MIHH.

3a BIAOMOCT}IMI/I KapHOBa aKTI/IBHH_HC 32 L[I/IHK BI/ITICHHG MlAb 6ypa -
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I'EITATOLIEPEBPAABHA AVICTPODIA
(XBOPOBA BIAbCOHA-KOHOBAAOBA)

‘AIKVBAHHS, TPOMDIAAKTUKA

s IIpuxaaa AikyBaHHA:
1) kympenia o 250 mMr x © p., a moTiMm o 250mr x 4p.

2) cyabdat nuaKy 1o 0,015r B mopormky, 2 micsrd, 3 mepepBamu;

3) HOpakKiH 110 2 T B ACHD;

4) Ai 52 11 x 3 p.(mpu XBOpOOAX IIEUIHKN);

5) ecenrtaae mo 1 1 x 3p. (2 mic.);

0) aurmaoH 1T (0,25) X 2 p/A TIA KOHTPOAEM KIABKOCTI TPOMOOITUTIB;
7) xypc BiT. B6 110 2,0 B/M, 2 MiC,;

8) aMiHAAOH 200 TiipareTam 1o 1T 3 pa3u B ACHB;

3aCTOCOBYIOTH ITAa3Madpepes.

Scheilberg (1988) PEKOMEHAYE TIOUNHATH 3 1 T meHinmuAaMiHA B A€HB + 25 MT
mipuAokcuHy + 20-30 Mr mpeaHI130A0HY. JIKIIIO aAeprii HEMAE, IIPEAHIZ0AOH
CKacOBYIOTB. | Ipmt AOOPIIT IEPEHOCUMOCT] AIKYBAHHS AOBIYHE.

0 Hpoq)lAaKTHKa JIKITIO HApOAMAACA XBOPA AUTHHA, AITOHapOA,}I{CHHH B
AAHIN OATHKIBCHKIN KOMOIHAITIT HPUIIAHAETHCSL. XBOpI, 2 TAKOK IX SAOPOBI
poAMdl 3 Kynpyplem 3 kiaprieM K-@ Ta 1HImmMMHI aHOMaAIAMH HE ITOBHHHI
MATH AlTEN.



AAKYHO 3A YBAIL'Y!



