AHTUNOOCOONUNNOHbLIV
CHOPOM
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AHTNOOCOONUMNOHLI CUHOPOM (A®C)

KAMHMKO-AQDOOPATOPHbBIM CUMMMNTOMOKOMMAEKC, BKAKOYAIOLLIMM BEHO3HbIE M/UAMU
APTEPUAABHBIE TDOMODO3bI, PA3AMYHBIE ADOPMbI AKYLLIEPCKOW NMATOAOTMM (B
NEPBYIO O4YEPEAD MPMBLIYHOE HEBBLIHALLIMBAHME DEPEMEHHOCTH),
TPOMOOLMTOMEHMIO, A TAKXKE APYrMe PA3HOOOPA3HbIE HEBPOAOTMYECKHME,
KOXXHblE, CEPAEYHO-COCYAMCTbIE M TEMATOAOTUYECKME HAPYLLEHMS.

B ocHOBE APC AEXUT MOFBAEHUE AYTOAHTUTEA K DOCHDOAMITUAOM (QPA) 1
ADOCHOAMMUACBA3bIBAIOLLMM DEAKAM.




3.

OCHOBHbIE CUHAPOM®bI
AHTNPOCPOANUTIMAHOTO
CHHAPOMA

NEPBMNYHbLIM

BTOPMYHbLIM

AYTOMMMYHHblEe 3a00AeBAHMSA (CKB, pEBMATOMAHDBIM APTPUT, CKAEPOAEPMMS)
3AOKQA4YECTBEHHbIE HOBOOOPA30BAHMS

MeAMKAMEHTO3HO OBYCAOBAEHHbIM

NHJpEKUMOHHbIE 30D0OAEBAHMS

[1O3AHME CTAOAMM NOYEYHOM HEAOCTATOYHOCTH

KATACTPOPUNYECKUM -

TIXKEAOIO TEYEHUS C PA3BUTUEM MYABTUOPIAHHOIO TPOMBO3a, HO OOHE
BbICOKOIO TMTPA APA




PAKTOPBI PUCKA APC

* XMPYPIM4eCKMe BMELLATEALCTBA

B TOM YUCAE AOXKE HEDOABbLLME (SKCTPAKLIMA 3yDQ, KIOPETAX MATKM,
oroncus)

* OTMEHA AHTUKOATYAAHTOB

* ICMOAb30OBAHME HEKOTOPbLIX AEKAPCTBEHHbLIX MPENAPATOB (YALLLE BCETO
OPAAbHbIX KOHTPALLEMTUBOB)

e OHKOAOTMYECKME 30D00AEBAHMS
* UHADEKLLMS

* FeHeTn4eCckme doopMbl TOOMOOOUMAMM (OCODBEHHO HEDAQTOMPUATHDI
MYAbBTUTEHHbIE JOOPMbI TDOMBDODUAMM)




STUOAOTUS ADC

1. BupycCHble 1 BAKTEPUAAbHbIE MHJOEKLLUNM.
. LlTOoMeraanosmpyc

*  PB-TEMOAUTUHECKMM CTPEMTOKOKK MP.A

« Staphylococcus aureus

«  Hemophilus influenzae

* Neisseria gonorrhoea

2. [eHeTn4yeckmm doakTop
. CBS3b MEXAY TMNePnPoAyKUMEN APA 1 aAAeA MM HLA

. CBS3b MEXAY rmrepnpoaykumem aPA m reHetmieckm 0OyCAOBAEHHbBIM
AEDEKTOM B CUCTEME KOMIMAEMEHTA

¢ TOYEYHbIE MYTAUMM



[MTATOIEHE3 APC

AT K 0OCHOAUMMAAM CBI3bIBAIOTCH C JOOCHOAUTIMATAMM B MPUCYTCTBMM
KOCDAKTOPA, KOTOPbIAM CAYXMT £,-TAMKOMPOTEMH | - GEAOK

NOACBAEHWNE CUHTE3A AHTUKOATYASHTHbBIX M YCUAEHME ODPA30BAHMS
NPOKOANYASHTHbIX MEAMATOPOB

MHAYLLUPYETCS OKTUBALMS SHAOTEAUS (SKCNPECCHUS MOAEKYA CATE3NM) U
TOOMOBOOLIMTOB, MPOUCXOAMUT AETPAHYAALMA HEUTPOJOMAOB.




KAMHAUHECKAA KAPTUHA

1)BeHO3HbIN TPOoMOO3 (rnydoKkne BEHbl HUXKHUX KOHEYHOCTEMN;
NoYeyHble BEHbI; NEYEHOYHbIE BEHbI)

2)ApTepuanbHbIU TPOMOO3 (MLLEMUA N TAHTPEHA HUXKHUX
KOHEYHOCTEN; CUHAPOM OYrn aopThbl; aCENTUYECKNN HEKPO3
ronoBku begpa)



-MOPAXEHWE LIHC

Tpomb0o3 apmepull 20/108HO020 MO32a (TPaH3UTOPHbIE ULLIEMUYECKME aTaKu;
peunanBnpyroLLmMe NHCYNbTbI; MUrpeHenogobHble ronoBHbIE 6ONK; Xopes;
nonepeYHbIn MMENUT; Nporpeccupyowmne cnadboymme)

CuHdpom CHE/LLJOHA — ceTyatoe nuBeno, peumnansmpyoLime Tpomoossol
LepebpanbHbIX apTepuin n apTepuanbHas rmnepTeH3us
-MOPAXXEHWME CEPOEYHO-COCYANCTOU CUCTEMbI

TpboMb03 KOpOHapHbLIX apmepul U pazsumue UHgapkma muokapoa
OcmpbilU unu XxpoHu4eckul mpombo3 MesiKux UHmpamyparsibHbIX eemeeu
KOPOHapHbIX apmeputi
[lopaxxeHue KrnariaHoe cepoua

DopmuposaHue 8HympuripedcepOHbIX mpombos



-MOPAXEHUE MNMEYEHN
CuHOpom badda-Kuapu — mpomb0o3 rne4eHoO4YHbIX 8EH

Tpomb03 apmepuu - uHghbapKkm rnevyeHu

-NMOPAXEHUE KOXI

Cemyamoe riugedo (cocyoucmasi cemo4ka 8 suoe cuHegamablix NMsmeH
Ha 20/1eHsIX, cmyriHsx, bedpax, Kucmsix)

[losepxHOCMHas Cbirb 8 8UOE MOYeYHbIX 2emMoppazul

Hekpo3 Koxxu oducmaribHbIX 0mOesio8 HUXXHUX KOHe4YHocmeu
TpouyecKue S38bl HUXXHUX KOHEYHOCcmMeu

Kposou3srnusiHus 8 ToOHo2meaegoe J10XKe (CUMIMNMOoOM «3aHO03b1»)
-NMOPAXEHUE NEMKNX

Tpomboamboriuu nne2o4yHoU apmepuu

Tpombomuyeckas rie2o4Has aurnepmeH3us, obycrioerieHHas MeCmHbIM
mpomb0o30M rie204HbIX cOCy008




3) AKywiepckas natonorus

rpusbI4YHOEe HesbIHawusaHue bepemeHHocmu
peuuousupyrouwue crioHmaHHble abopmal
8HympuympobHas auberib rnnoda

[lpeaknamrcus

4) TpombouunToneHus - remartonorndeckum npnsHak APC.
Kak npaBuso, cBaA3aHO C CONyTCTBYHOLLNM

oegpeKkmom chakmopos8 ceepmbi8aHUS KposU
rnamorsioaueu rnoyekK

rnepedo3uposKoU aHmMuKoaaysnsaHmos.



'ﬂa60pamoprle Kpumepl}
AUATHOCTUKA APC

n3onos TpomMbo3a COCyaoB,

KPOBOCHaBXaloLLMX NoBON opraH 1 TkaHb. 3a uckriodernem  * AT KKapanonunuHy knacca IgG unm IgM B CpPEAHNX N BbICOKNX

TPOMB03a NOBEPXHOCTHBIX BEH, TPOMBO3 AOMKEH GbITh TUTPax, onpeaenéHHble No KpanHeM Mepe 2 pasa B TedeHune 6 Hefl
c nomouubio NPA; AT Kk £ -rmmkonpoTenHy

NoaATBEPXKAEH C NOMOoLLbIO aHrnorpadun, Y3W nnm 2

Mopdornornyeckum metogom. Mpu Mopdonornyeckom « Bon4aHo4uHbIN aHTUKOArynAaHT, BbIABNAEMbIN MO KpanHen mepe 2

NOATBEPXAEHUM MPU3HAKM TPOMB03a AOMKHbI HabniopaTecsa B Pa3a B TEYEHNN 6 HE/l CTaHAapTM30BaHHBIM METOA0M

OTCYTCTBUM Bblpa)X€HHOM BOCNanunTenbHON NHUILTpaumm YanvHeHue poconmnmn-3aBUcMMOro cBepTbiBaHNA KPOBU Mpu
COCYAMCTOMN CTEHKM. NCNOfb30BaHNU CKPUHUHIOBbLIX TecToB (AYTB, KaoNMHOBLIN TECT,
AkvLLEDCKas naTonorms TeCT ¢ Aa0M raftokun Paccena, npoTpoMbrHoBoe Bpems,

- TEKCTapMHOBOE BPEMS)

e 1 unun bonee HeobbACHMMAA rMbens MopPdONOrMYeCcKn

* [Npn cmelwmBaHnn ¢ HopmansbHOW Nnasmoun 6e3 TpomMooUNTOB
HopMarsibHOro nroga 4o 10-ro Mec rectauum

yATMHEHNE BPEMEHN CBEPTbIBAHUSA KPOBU NO SaHHbLIM

* 1 unn 6onee rmbenn mopdonornyeckn HopMmarnbHOro nnoaa CKPUHMHIOBbIX TECTOB COXPaHAETCA

A0 34-A Hep recTaLMm B CBA3YM C BbIpaXX€HHOW Npeaknamncren « Hopmanuaauus BpeMeHW CBePTbIBaHWS KPOBM Npu 4o6aBneHnm
NNK SKNarncmemn nnn TSHXKENOW nnaueHTapHoOn n30bITKa pochonnnuaos

HEAOCTATOYHOCTBIO « WcknioyeHne apyrmx koarynonatui (MHmeuTopsl dhaktopa Vil

e 3 11 6oree HeOOBLACHUMbIX NocrnegoBaTensHO nnu renapuHa)
pPa3BMBalOLLMXCA CNIOHTaHHbIX abopTa 4o 10-1 Hegenu
recTaLmm NP UCKMNOYEHNN aHaTOMUYECKMUX 1 TOPMOHarbHbIX

HEPMLA DR RN OB 6WEPNB2EBISSHY3a ADC Heo6x00UMO coyemaHue, o KpaiiHel Mepe, 00HO20
XRANPYEEROEO N6 Db FT18BbPENo 020 KpUMepus.



NOATBEPXX AEHUE AMATHO3A
AHTUPOCPOAUMMAHBIM CUHAPOM

OcHoOBbIBaeTCcH Ha BbISIBIIEHUMN B Mra3me KPOBU TUTPOB aHTUTEJT K
KapauoJinnnHy Kriacca IgG/IgM N BOJTHAHOYHOIoO aHTUKOArymndaHTa.

[narHo3 cuntaeTtca NnoaATBEPXAEHHBbIM, ECITN MONOXUTENbHbIA aHanM3 rnony4eH
OBaXXObl HA NPOTSKEHUN 6 Heaenb.




CADASIL - CUHAPOM

M



CADASIL - CAHAPOM

JT10 «UepebpanbHas (C) ayTocoMHO-OOMUHAHTHaA (AD) apTepuonatus (A) ¢ cybKopTUKanbHbIMU
NHapKkTamu (SI) n nenkogHuUedanonatuen (L)», xapakrepuayoLasacs NoBTOPHbIMU NLLEMNYECKNMU
WHCYINbTaMy NOAKOPKOBOW NTOKanun3auum, MUrpeHbio ¢ aypoun, CyoKopTMKanbHOM OeMEHUNEN, a TaKKe
adPEeKTUBHBIMU HApPYLLEHNAMU B BUAe AENPECCUN N TPEBOXHOCTU

- ABNAETCA HacneacTBeHHbIM 3aboneBaHnemM, NPUBOASALLMM K Pa3BUTUIO COCYaOUCTON 3HUedanonatum
N AEMEHLUW, PeaKo ANarHoCTMpyeTcst

- pacnpoCTpaHeHHOCTb - 1 cnyyain Ha 100 000 HaceneHus
- MPUYNHOM ABNAAETCA MyTaums B reHe Notch3 Ha 19-i1 XxpoMocome

- naToreHes : NpearonaraeTcsl, YT0 OCHOBHbIM MEXAaHN3MOM SIBISIETCA apTepuonaTns ¢
MPOrpeCcCcUpYIOLLIEN OKKIIO3MEN MENKUX NepdopupyOLLNX COCYa0B 6ENOro BeLecTBa rofiloBHOro Moara




KAUHUHECKUE NMPOABAEHUA CADASIL-CUHAPOMA

* MweMn4ecKknin MHCYNbT SBNSETCS CaMbIM YacTbIM 1 0BnUraTHbIM CUMNTOMOM CADASIL-CUHOPOMA,
pa3BMBAalOTCA B JTI0OOM Bo3pacTe (cpeaHuin Bo3pacT 49 nerT) :

1. BO3HMKAET NpM OTCYTCTBMN COCYOAUCTbIX aKTOPOB pUCKa

* 2. UMEET peunanempyoLee Te4eHme

* 3. XapaKTepuayeTca Hanuinem KnaccuyeCcknx CUHAPOMOB JfTaKyHapPHOro MHCyIbTa

* 4. XapaktepuayeTcs NOSTHON KITMHNYECKOU peMnccmnen 4Yepes HeCKONbLKO AHeN nnu Hegenb
* 5. M0 AaHHbIM HEMPOBU3yanu3aunm He BRaeTca ObLLNPHbBIM

« BTOpbIM MO YacToTE KITMHUYECKUM CUMINTOMOM SIBMSIETCA AieMeHLMA TOOHO-NOAKOPKOBOro
XapakTepa, pa3BuBaeTcs B Bo3pacTte 50-60 NeT, U xapakTepuayeTcst:
1. HapyLeHWEeM NaMsTU, pedn, BHUMaHUS
2. NOBEEeHYECKMMIN paccTponcTBamMu
3. YacTbIM COYETAHWEM C NMMPaAMUAHBIMU CUMATOMaMK, NceBaobyNbOapHLIM CUHAPOMOM
4. HapyLUeHMeM NOXoaKU N HegepXaHnem Mo4n

TpeTbVIM KNMnHun4eckmnm nposasneHmnem CADASIL-cnHapoma aBnarTCcA ad)d)eKTVIBHbIe HapyLwleHusA B
Buae aenpeccum n TpeBoXXHOCTU



1. kputepuun pAoctoBepHoro CADASIL-
CUHAPOMA

2. KpUTEPUU AUATHOCTUKU BEPOATHOIO
CADASIL-cuHApOMa

3. KpUTEpHUU AUArHOCTUKU BO3ZMODXKHOIO
CADASIL-cuHApOMa

1.1. Hann4yue KputepueB BepoaTHoOro CADASIL-cuHaOpoma

2.1. BbiIBNNleHME reHeTU4eCcKon MmyTaumm n/unm aprepmonaTum c
XapaKTepHbIMU rPaHyNAPHbLIMU OCMUO(PUITBbHLIMU BKITHOYEHUSMU
npyv 6MoNcumn KOXXu/mMbliwubl.

2.1. BO3pacT u Aeob1oT 3aboneBaHnA Monoxe 50 ner.

2.2. Hann4une xoTA Obl ABYX U3 CrNeAyLWUX KITMHUYEeCKUX
CMMNTOMOB: UHCYJILT, MUTPEHb, HapyLLUeHUe HaCTPOEHHUS,
CyOKOpTUKanbHasa AeMeHuus

2.3 OTCYTCTBUE COCYAUCTbIX (haKTOPOB pUCKA, ITUOSNIOrMYECKHN
CBAA3aHHbIX C HEBPOJIOrM4ECKNMM NPOSBNEHUSAMMU

2.4. 0MeBUAHOCTb HacneaAcTBEHHOU ayTOCOMHO-AOMWHAHTHOW
nepepaum

2.5. nopaxeHue 6enoro BeLlecTsa nNosyLapmm rorioBHOro Mmo3sra u
OTCYTCTBME KOPTUKarbHbIX MHdapkToB npu MPT

3.1. BO3pacT B AebroTe 3aboneBaHuA cTtaple 50 ner;

3.2. UMEKTCA UHCYNbTbI, HApYLUeHUS HACTPOEHUS, AEMEHLNS;
3.3. BbISIBNEeHbl COCyAUCTbIe (haKkTOpbl pUCKa B BUAE Nerkou
apTepuanbHOW rMNepPTOHUN, FTMNepAIuNUAeMUnN, KYPeHUsa unm
npuvemMa opasnbHbIX KOHTPaLenTUBOB;

3.4. OTCYTCTBYHOT CBe1€HUS O COCTOSAHUU 30,0POBbA
pPOACTBEHHUKOB;

3.5. UMeeTCA HeTUNMYHOe NnopaxeHue 6enoro BewecTtBa npu MPT
royfioBHOro mMo3sra



[TOATBEPXAEHME AMATHOSIA
CADASIL - CMHAPOM

* MPT ronoBHoOro mo3sra obHapy>XnBaeT XxapakTepHble A 3Toro 3abonesaHua: --
-CybkopmukaribHble UHGbapKmhkl U fieUKo3Huegbanonamur y 78% 60sbHbIX
-Jletikoapeo3s 8 obriacmu 8uco4YHbIX 0osiell 0bHapyxueaemcs y ecex b60sibHbIX

-Jletikoapeo3s, 3axeamabigarow,ull obracme HapyXHouU Karicyribl, acmpedyaemcs y 65%
60s1bHbIX

« NHK-guarHoctuka: Mytauma B reHe Notch3 Ha 19-U XpomMocome

* buoncus koxun aensaeTca Hanboree NPOCTbiM METOAOM NOATBEPXKAEHUA AMarHoaa.
[Tpy 3NEKTPOHHON MUKPOCKOMNK OBHapyXMBaKoT crieumndnyeckme rpaHynapHble
ocMunodpuIbHble BKIIOYEHUA cpeau AereHepupoBaBLUMX MMagKOMbILLEYHbIX KNETOoK
CTEHKM apTepuon gepmbl. bruoncua molLlLbl 1 Nnepndepruveckoro Hepea Takke MOXeT
ObITb MCMOSIb30BaHa C ANAarHOCTUYECKOU LIESbIO.




M
E
LA
S
- CU
H
A
P
O
M

QA



MELAS - CAHAPOM

(Mitochondrial Encephalomyopathy, Lactic Acidosis, Stroke-like episodes, MUTOXOHOpPWanNbLHas
9HUedbanonartus, nakrar-aunuaos, MHCYNbLToNoA00HbIE 3NU304bl) - NporpeccunpyoLee
HenpoaereHepaTUBHOE 3aboieBaHmne, XxapakTepuayroLeecs nposiBNeHNSIMU, NepevnCcneHHbIMU
B Ha3BaHWWU, U CONMPOBOXAAETCS NONUMOPAHON CUMITOMATUKON — caxapHbiM AnabeTom,
cyooporamu, CHUXXEHUEM Crlyxa, cepaeydHbiMm 3abonieBaHNAMM, HU3KUM POCTOM,
9HOOKpPUHOMATUAMMN, HENEPEHOCUMOCTBLIO (PU3NYECKNX HArpy30K N HeUponcuxmaTpuideCcKMmm
OTKITOHEHUAMMW.

« PacnpocTpaHeHHOCTb — B 3aBUCUMOCTU OT nonyndaumm 10,2 oo 16,3 Ha 100000 B3pOCIoro
HaceneHuns.

* OTHOCUTCHA K MUTOXOHAPUaNbHbIM 3ab0neBaHnNSAM.

« Pa3BuBaeTcd B pe3ynbrarte To4deuHbIX MyTaumun mutoxoHapuansHon OHK. BeissneHna
nokanumaaums Tpex TodedHbix MyTauun — ase B TPHK 1 ogHa B LMTOXpOM C-OKcuaase.

« Yalle HacnegyeTcs No MaTePUHCKON NUHUM.




OCHOBHbIE KpUTEPMM

MaTepuHCK1M TN HacnegoBaHMA
[TporpeccupytoLlee Te4yeHne
BospacTt maHndectaumm — o 40 net

MurpeHenogobHas ronosHas 60mb C TOLLHOTON U
PBOTOM

NHcynbTonogobHble anm3oabl
Cynoporu
HenepeHocMMoOCTb (hn3n4EeCKNX Harpy3ok

MwuonaTnyecknm cCMMNTOMOKOMMMNEKC (MblLLeYHas
cnabocTb, ObICTpast yTOMMASEMOCTb, MHOAA
rmnoTpodus)

[1porpeccupytowias gemMmeHuusd
[yxoTa
Hu3kopocnocTb

ANATHOCTMKA MELAS -

CMHAPOMA

AOMOAHUTEABHbIE KPUTE LM

ATakcus

KomaTo3Hble coCTOAHUA

[MTUrMEeHTHbIN PETUHUT

ATpodoma 3puTenbHbIX HEPBOB

CuHpgpom Bonbga-lapknHcoHa-YauTta
CepaoedHast HeOOCTaTOYHOCTb
[MporpeccupytoLlas HapyxHaga odptarnbmonserug
HapyLieHne npoBoanMocTn cepaua

CaxapHbiv anabet



ANATHOCTMKA MELAS -
CMHAPOMA

LaHHbIe nabopamopHbIX U QPYHKUUOHAalIbHbIX
uccriedosaHuU

OHK-anarHocTumka: Nnonck ToMeYHbIX MyTaumnm B MmtoxoHapuaneHon OHK, B 6onbwmnHCTBE criyyaes
obHapyXmBaeTcda MyTauus B HykreoTtuae 3243, rae nponcxoauT 3aMmeHa ageHnHa Ha ryaHuH B reHe TPHK

» bunoncus: «pBaHble» KpaCHbl€ BOJIOKHA B bmnonTaTax cKeneTHbIX MbiLLL

* KT unu MPT ronoBHoro mosra: 3oHbl UH(PapKTOB, Kanbumdunkauusa 6asanbHbIX raHrmMuMeB, aTpodust Kopsbl
FONOBHOIO Mo3ra

« OneKkTpoHenpomMmnorpadums: U3MeHeHNs XxapakTepHble 48 NepBUYHON MblLLIEYHOW NATONOMu U A
reHepanmM3oBaHHOW CEHCOPHOM HEBPONATMUM NEPBUYHO AEMUNESTUHUIMNPYIOLLIErO XapakTepa

» LlepebpanbHas aHrnorpadous: yBenmyeHne kanmbpa cocyaooB (apTepun, BEH, Kanunnapos)

« OKI: MOryT BbISIBAATLCA HApPYLUEHUS cepaevHon NpoBOANMOCTU, cuHAPOM Bornbda-lNapknHcoHa-YauTa

* B KpoBU 1 CNUHHOMOS3IOBOW XUAKOCTU: NTakToaunaos (NoBbILLEHUE YPOBHA MOJTO4YHOM N MNPOBUHOIPaaHOM
KMCNOT)

B Moye: NoBblILLIEHWNE YPOBHS OpraHNYeCcKnX KUCINOT, NPOTENHYPUS




i S S

[TOATBEPXAEHME AMATHOSIA
MELAS - CUHAPOM

* B KpOBM 1 CIMHHOMOS3IOBOW XWAKOCTU: SlakTaTaunao3s (NoBbILLEHNE YPOBHS
MOJI0OMHOW M MMPOBUHOrPaAHOM KACNOT)

« ONneKTpoHenpomuorpadud: UsSMeHeHUs XxapaktepHe ang nepBUYHON MbILLEYHOW
naTonorMn n onsi reHepanmu3oBaHHOM CEHCOPHOW HEBPONaTUM NEPBUYHO
OEMUENVHU3NPYIOLLIEND XapakTepa.

* MonekynapHo-reHeTn4yeckoe nccregoBaHme:

-Haubornee yacmas mymauus - 3ameHa A Ha G 8 3243-M rosroxeHuu. B pesyrnbmame
UHaKkmusupyemcs mpaHCcKpUurnuyuoHHbIU mepMUHamop, 3aKmrQ4YEHHbIU 8HymMpuU 2eHa
mPHK. CrniedoeameribHO, 8 pe3yribmame 00HOHYK1eOmuOHOU 3aMeHbl Hacmyrnaem
U3MeHeHUe mpaHcKkpurnyuoHHo2o coomHoweHus pPHK u mPHK u cHuxxeHue
aghghekmusHocmu mpaHcayuu.

-Ha emopom mecme rno yacmome cmoum mMymauusi T Ha C 6 3271-M rosioxeHuu
MLHK, npusodswas Kk pazsumuro cuHOpoma MELAS.

* buoncus MblLLLIbI: «pBaHblE» KPaCHbl€ BOJIOKHa B bnonTaTax CKeNeTHbIX MbILLL,




