Peokue 6bosieaHu 8 0emcKom
go3pacme
(OpgbaHHbIe borie3Hu)



OnpeoerieHue

- OpgbaHHbIe 3aboriesaHusi (aHar. rare
disease, orphan disease) —

- 3abornesaHus, 3ampazauesaroujue HebosbWyio
yacme rnonynsyudul.

OpghaHHbIe borie3HuU - yepoxaruue
XKU3HU UJTU XPOHUYEeCKuUe cepbe3HhbIe

6or1e3HuU, umerouwue HU3KUU ypOBeHb 8

rnonynauuu.
- [na cmumynsayuu ux uccriedogaHul U co30aHusi

iekapcme 01 Hux (opgbaHHbIe ripenapamel)
0bb14HO mpebyemcsi NoooepKKa co CMOPOHbI

N




PacripocmpaHeHHOCMb |

- PacrnipocmpaHeHHOCMb opghaH
bornesHet cocmasrnssemokosrnio 1:2000u —=
pexe ro pekomeHoayuu European

Commission on Public Health. Ja+Has
cmamucmuka 8eecbMa yCri08Ha, mak Kak OOHO U
mo e 3abornesaHue Mmoxxem bbimb PeOKUM 8
OOHOM pe2uoHe U YacmbiM 8 OpyaoM. Harpumep,
rpoka3sa Yyacmo ecmpevyaemcs 8 MIHOuu, HO
pedko 8 Espoarie.

- Ha 0aHHbItU MomeHm ornucaHo oboriee /000
pa3HosuOHocmeu opghaHHbIx boresHedu.
CoeokyriHass pacripocmpaHeHHOCMb opgaHHOU
rnamoysioauu 8 Eepocoro3ze cocmaerissem rnopsioka

y _9 P N O/



OnpeoerieHue

* B pa3Hbix cmpaHax oripeoerieHue U repevyeHs
opgbaHHbIX borie3Heu npuUHUMaromcs Ha
2ocyoapcmeeHHOM ypoe8He.

- Hem eouHoe20 oripeoderieHUs U eOUHO20
Kpumepus




AKkmyarnbHocmek ripobrieMel |

- B Hacmosuwee 8pems 8 pa3gumabiX cmpaHax
gedemcs akmuegHoe u3y4eHue opghaHHbIX
3aboniesaHul. OHO 3ampyoHssemcs MasibiM
Kosiu4ecmaeoM rnayueHmos, He0ocmamoYHbIM
0r151 Ipo8eodeHUSs NMNoSIHOUEHHO20
uccrie0o8aHUus.

- O0HaKo Ha ba3se Hay4YHbIX U3bICKaHuU
CUHMeEe3Upyromcs Hoable rpernapamal U
8bICmpausaromcsi cxeMsbl rie4eHUs1 60r1bHbIX.



OcobeHHOCMU opbaHHbIX |

3abosiesaHuUU

[J [TIpumepHO nnosioeuHa ophaHHbIX 3abosiesaHuUU™
obycrioerieHa 2eHemu4yeckKumu
OMKIOHeHUsAMU. CUMnmomsbl Mo2ym bbimb
04Y€BUOHbI C POXXOEHUS UIlU MPOSA8IAMbCS 8
demckom so3pacme. B mo xe epemsi 6oriee 50%
peokux 3abosiegaHul rnpPossigHMCcs 80 83POCIIOM
go3pacme.

[ Pexxe scmpedaromcs moKcu4deckue, UHGeKUUOHHbIe
usnu aymoumMMyHHbIe «CcUpOomcKue» 6ornesHu.
lpuyuHamu ux pazsumusi Mo2ym bbimb
HacriedcmeeHHOCMb, ocriabrieHue UMMyHUMemMa,
r1/10xasi 9K0/102Usl, 8bICOKUU padualUOHHbIU QOOH,
8UPYCHbIe UHGbeKUuuu y mamepu u 'y camux oemed 8




OcobeHHOCMU opbaHHbIX
3abornesaHuu

- bonbwuHcmeo opghaHHbIX 3aborieeaHul -
xpoHu4eckue. OHU 8 3Ha4uUmMesrIbHoU Mepe
yxyouwliarom Ka4ecmaeo XU3HU 4esiogeKka u
MO2ym cmamsb npu4YuHoU fiemarsibHo20
ucxooa.

- [1ns bonbwuHecmea makux bosie3Heu He
cyuwiecmayem 3ghgpekmueHO20 fiedeHUs.
OcHosHas uerib meparnuu maxkux 605bHbIX -
yrydweHue Kadecmea U yeeriu4eHue
rpooo/mKuUmMesibHoCcmu XXU3Hu rnayueHmos.




3nuoemuosrioaus |

- B Poccuu pedkumu rpeodrioXeHo cHumama
3aborieesaHusi ¢ «pacrnpocmpaHeHHOCMbIo HE
6onee 10 cniyyaes Ha 100 000 yerogek».

* B criucok opgbaHHbIx borie3Heu crieyuanucmel
MuH3dpascouypaszsumusi PO e 2014200y
eHecsu 215 HaumeHogaHul, a
rnepeoHa4vyaribHo bbIfio 8KO4YeHO ecez2o 86
bosie3HuU.

» 1o 0aHHbIM ©opmyrispHO20 KOMUumMema
Poccutckou akademMuu MeOUUUHCKUX HayK
(PAMH), poccusiH ¢ amumu 6ore3Hsmu
Hac4Yumabieaemecs okos1o 300 mbicsy Yeroeex.



NayueHnmsbi 24-x opghaHHbIX 60s1€3HEU
obecrnieqyusaromcsi sieKapcmeeHHbIMU
npenapamamu U sie4ebHbIM NumaHuem 3a
cyem 2ocydapcmaea ( Nocmarosnerue
npasumesibcmea P® om 26 04 20122. N° 403).
lMpumep — Mykonosiucaxapuoos — «
HapyuweHue obMeHa
2J/IUKo3aMuHo2Js1uKkaHoe» (Koo rno

MKbB-10E76.1)




HeoHamaribHbIU CKPUHUH2

- B pamKkax HauuoHaribHo20 rnpoeKkma
«300p08bE» BCE HOBOPOIKOEHHBIE MPOX00SIM
duacHoCMuKy (HeoHamaribHbIU CKpUHUH2) Ha
5 HacriedcmeeHHbIx 3aboriesaHuUU:

- a0peHoz2eHuUmarsibHbIU CUHOPOM,
callaKmo3eMUuro,

* MyKoeucUuuoos,

* QheHUNKemoHypuro,

* BPOXXOEHHbIU 2Urnomupeos.

* B riepsbie OHU XXU3HU 0 KarnesrbKe Kposu,
835mMou U3 rndmku mradeHua, rnpoeooumcs
uccriedogaHue Ha amu HacrieOCmeeHHbIe
3aboriegaHus.




[lepeyeHb pedKux 3aboriesaHuu 8
Poccuu

» Bo ucrnioniHeHUe cmambu 44 ®edepasibHo20
3aKkoHa om 21 Hos16ps1 2011 2. N° 323-®P3 «O6
OCHOBax OxpaHbl 300p08bS 2pax0aH
Poccuuckou ®eoepauuu» [JenapmameHm
passumusi MeoOuyUHCcKoU rnoMouwiu 0emsm u
cI1y>kbbI POO0BCIOMOXKEHUS rpedcmasrissem
npoekm [lepeyHsi pedkux (opchaHHbIX)
3abornesaHud.

[loHamue pedkux (opghbaHHbIX)3abornesaHuu
griepebie 88e0€HO 8 20C. OOKYMeHM.




[lepeyeHb pedKux 3aboriesaHuu 8
Poccuu

[l Memaxpomamu4yeckas neukooucmpogusi
(apuncynbghama3sa) (22ql3)
Jleukooucmpodagbusi Kpabbe
X-cuenrneHHas aopeHorieukooucmpogus
BumamuH []-pe3ucmeHmHbIU paxum
BumamuH [J-3asucumbiU paxum
[loyeyHbIU KaHanbuesbil ayuoo3s
[emopunusa Au B
Leguyum aceHa3uHOe3aMuHa3bl
[unepakmusHocmb chocchopubo3uri-
nupogocghamcuHmasbl
[anakmo3emusi( decbuyum 2anakmo3so-1-
cocham-ypudunmpaHcghepasbl)




[lepeyeHb pedKux 3aboriesaHuu 8
Poccuu

borne3Hb ®abpu

[ucmuouHemusi

Mykosucuyuoo3s

[omouyucmuHypusi( HapyuweHue memabornu3ma
KobarnamuHa)

3-memuriarnymakoHogas auyudemusi
HecoeepweHHoe kocmeobpasosaHue

CuHOpomM ymcmeeHHOU omcmariocmu, cyernsieHHou ¢
JIoMKou xpomocomou X

CuHopom Jloy

Lepuyum adeHuUH-gbochopubosurnmpaHcghepasbl
Lepuyum kcaHmuHoKcuOa3bl

Leuyum nypuHHyKneo3sudgocgopuiassl
bornesHb Nomne

[JucmuHO3



[lepeyeHb pedKkux 3aboriesaHul 8

- L{ucmuHos3 POCQ%%I-eaHanumudw I muna’
[unepnusluHemus ( 6one3Hb HopmaHHa-
Mykononucaxapudo3s lll JlaHOuH2a)
muri GM1-eaHanuo3udo3 2 muna
Mykononucaxapudo3s |V (6onesHb [epu)
muri GMZ2-2aHanuo3udos 1 muna
Mykononucaxapudos VI (bone3Hb Tes-Cakca)
muri GM2-2aHanuo3udos 2
Mykonunudo3 2 muna muna ( 6one3Hb
[[anakmo3semusi CaHOxohba)

(Oecpuyum anumepasnbl) bonesHb HumaHa-luka A u
[anakmo3semus B, C

(Oecbuyum MonesHb MapgaHa
2arfiakKmoKUHa3bl) CuHOpom Onepca-LaHroca

a-MaHHO3UO003



[lepeyeHb pedKux 3aboriesaHuu 8
Poccuu

CuHOpom Cmukriepa
CuHOpom burica
CuHOpom Beuna-
Mapye3saHu
Helipogbubpomamos |
murna

Tybepo3HbIU CKriepo3s
CuHOpom MeHkeca
CuHOpom Jlew-HuxaHa
borne3Hb 0e ToHU-
Lebpe-DaHKOHU
HeupoHarbHbIU
unogycuuHo3
(6one3Hb BammeHa)

Mykonurnudos 2
(l-call-dice<e)

A4

CucmemHb
KapHumuHa ~—
®yKo3u003

[unepamMmoHueMusi ¢
decbuuyumom N-
auemurnanymamamcuHm
emassbl

[unepamMmoHueMusi ¢
depuyumom
KapbamourigpoghamcuHm
eme3bl

LlumpynnuHemus
ApauHUHsAHmMapHas

ayuoemusi

ApauHuUHemus

borne3Hb XapmHyna



[lepeyeHb pedKux 3aboriesaHuu 8

Poccuu
- [lecbuyum auemuri-KkosH3UM A oeauop

JKUPHbBIX KUCIIOM C KOPOMKoU yariepo0HOU UErbo; C
O/TUHHOU y251epOOHOU UErbIOo

[ nymamapoeasi ayudemus Il muna
3-MemurnkpomMoHUn2nuyuHypusi
MumoxoHOpuaribHble aHUegariomuonamuu
CuHOpom Pemma

[unepammoHuemusi ¢ 0ecbuyumom
OpHUMUHKapbomounmpaHcgepassbl
Lepuyum mpugbyHKUUOHaIbHO20 berika
Hekemomud4yeckasi aunepariuyuHeMusi
JlecoyHas auriepmeH3usi

Vouonamu4yeckass mpomboyumorneHu4yeckas
nypriypa (msxesbie oopmabl)

[MapokcusmaribHasi HodHasi 2eMoa2robuHypusi
Rvrinea4iiil Ar110eDMO M1 1R




Mykononucaxapuao3sbl

* 'pynna HacriedcmeeHHbIx 6os1e3HeuU
coeQuHUMesIbHOU MKaHuU ¢ 2eHemu4ecKu
obycrioesieHHoOU HernosiHouyeHHocmbio 1 u3
11 uzeecmHsbiIx chepmeHmMos,
ydyacmeyrouwux e pacujensieHuu
2Jiuko3amuHoanukaHoes (FAl-kucnbie
MyKonoJsiucaxapuobl)




* [ns MIIC xapakmepHO riosiucu
rnopaxeHue:
MHO)XXecmeeHHbIe de¢hopmMayuu cKersiema,
3adep)xkKa ghusu4eckKo20 pa3zsumusl,
yMcmeeHHasi omcmasiocms rpu
HeKomopbIix hopMax, HapyuweHus
cepodeyHoU dessimesibHOCMU, HapyweHUs
pyHKUUU op2aHoe ObIXxaHusl, MfamoJsio2usi
op2aHoe 3pPeHUs U crlyXa,
2ernamo- u crisieHomMez2aJsus,
HeepoJsi2au4YecKasi cCuUMnmomMamuka,
obpa3oeaHue 2pbIX.




Hunter cuHOpom |

- Tun HacriedosaHuUsI- aymocoMUO-
peueccusHblt, 3a uckriryeHuem MIIC Il muna
(6one3Hb XaHmepa Hacriedyemcs ro X-
cueriyieHHoOMy peueccusHoOMY MexaHUu3my).

- OcHoea HapyweHuUst memaboru3ma
MyKorosucaxapuoos— HedocmamoyHas
akmueHoCcmb TU30coMaribHO20 hepmeHma ¢
rocriedyrouwuUM HaKoreHUeM 8 Kremekax
MPOMEXXYMOYHbIX rTPOOYKmMoe memaboriu3sma
(cyrnbghamos).



KnuHu4eckue rposereHus
(Hunter cuHopom)

- 3adepxxka yMcmeeHHO020 pa3eumus;
[enamocnneHomez2arnus

- MHo)XecmeeHHbIe OU30CmMOo3bl: ymoruleHue
Kocmu Kucmeu u 4yepena, oeghopmMmayus
«mypeuKoao ceorna», pebep, M0380HOYHUKA

- [pybbie yepmebl riuya, ompaxkarowjue
3a0epPXXKY YMCMBEeHHO020 pa3eumus:
morsicmele 2ybbi, 6onbwou S3bIK, 3ybbl ¢
MPOMeEXymKamu



Mykononucaxapudos |l muna
(Hunter)

x o

dr2years 10years 13 years 21 years

B. Mucopolysaccharide storage disease type Il (Hunter)

Myxkononucaxapuoosvl 8K1104eHbl 8 2PYNNY
JIU30COMANIbHBIX DONIe3HeU K HAKONIEHUSLY.
Myxkononucaxapuowvi cocmasnisitom oCHO8Y
COEOUHUMENbHOU MKAHU.




Hunter cuHOpom

LugbgbepeHuyuarnbHbilU OuagHo3 rnpo8ooumcsi
sHympu apyrrsl MI1C u ¢ dpyaumu
JTU30COMHbIMU 60/1€3HSMU HaKOIMIeHUS:

MYKO/Unuoo3sbl,
2aHaiuo3uoo3sl,
2asilakmocuarsnudo3ski u dpyaue .




[lnarHocTuKka |

1. OnpepgeneHue ypoBHSA akckpeuun Ml b
( rmroko30aMUHITIMKAHOB) C MOYOM (BO3pacTaeT

npuv 3aboneBaHuun),

2. U3MepeHUe akmueHocmu Jiu30COMHOU U OypoHam-2-
cynbhamasnbl 8 sielUKoyumax usu e Kysibmype KOXXHbIX
¢gpubpobriacmoes 3.
JHK-aHnanu3. Yawe ucnonb3yemcs 0nsi onpedesieHust
Hocumesibcmea u ripeHamaJsibHol duagHoCmMukKu , OJisi
KOmopou makxe uamMepssirom akmueHoCcmb hepmMmeHma 8
6uonmame 80pCUH xOopuoHa Ha 9-11 HeOene
6epemeHHocmu unu onpedensitom cnekmp FAlr e
aMHuomu4eckol xudkocmu Ha 20-22 HeOere
6epemeHHOCMU.



JIEHEHUWE

(Hunter cuHopom)

JleueHue : npoeoouUMCcH Nnoxxu3HeHHas S
3amecmumeribHasi pepmeHmomepanus . lpu
MTIC Il muna ucrionb3yrom ripenapam
NLAYPCYJIb®A3EI OJIATIPASA (CLUA,
«lllatep»), exxeHederibHO, BHYMPUBEHHO,
KaneribHo, medsrneHHo 8 0o3e 0,5 me Ha 1 ke.

B KomrinieKcHoe fiedeHue 8Krro4darom :
KypcCbl pusuomepanuu,

JIOK,

3aHsMusi € J1020Me0om,

L - kapHUMUH ,KyOecaH,

[ nuyuH, uepebposriu3uH,
rnosiueumamuHabl.




Jleukooucmpogbuu

e Jleukoducmpodgpuu - 3mo epyrina 3aboneesaHuu, —=
xapakmepu3syruwuxcs rpoapeccupyroujum
rnopaxxeHuem berio2o seujecmea 20/108H020
Mo32a U aruul.

Tun HacnedoeaHus 3aboriesaHuUs aymoCOMHO-
peueccusHbIU. B ocHose namozeHe3a riexxum
Mymauusi 8 CmpyKmypHOM 2eHe chepmMeHma
cyrnibghamasbl codepxxawem 8 3k30H08. OnucaHo
6oree 60 pasnuyHbIX Namosio2u4ecKkux
Mymauuu, Ymo ceuoemeribcmeayem o
8bIpa)xeHHouU arifiesrisHou 2emepo2eHHocmu
amoao 3aboriesaHus.



Dopmbi neukooucmpogbuu

* [lepebiu eapuaHm (mur) - eCmpedyaemecs
0080/1bHO PEOKO U Ha3bl8aemcs 8POXXKOEHHbIM;
KIMUHU4YecKas kKapmuHa pa3sopa4yueaemcs 8
803pacmHoM duaria3oHe om pPoXXKO0eHUs1 00 4-
MECS4YHO020 803pacma.

XapakmepHble cUMIMMOMbI: MbILUEYHas
2UINOMOHUS, CHUXXEHUE CYXOXXUJTbHbIX
pegbriekcos, arnu300ki arHo3, UuaHo3 U MOHUKO-
KITOHUYecKue cyoopoeaul.

Cmepmb 60s1bHbIX Hacmyrnaem criycmsi
HECKOJIbKO Mecsiues usru oaxxe OHeu om
MOMeHMma rosi8rieHUs nepebix CUMMMOMOS.




Dopmbi neukooucmpogbuu |

 Bmopou eapuaHm (mun) - Hauborsiee
pacripocmpaHeHHbIU, €20 Ha3blearom t08eHUITbHbLIM.
Cumnmombi ripu 3mou ¢popme 3aboriegaHus
cmaHoe8sImcsi 3aMemHbIMU 8 8o3pacme om 6 mecsiyes 00
2 5iem, riocrie nnepuoda HopmaribHO20 rIcUXoMOMOpPHO20
passumus. Y pebeHka 803HUKaem Mbllie4YHas
2UNMOMOHUS; romepsi paHee rnpuobpemeHHbIX
desuz2ameribHbIX Ha8bIKO8; rpoapeccupyrow,as
YMCMeEEHHasi omcmariocms; ampogbusi OUCKOS8
3pumersibHbIX HEPBOB; KOPKOBasl crierioma, Ou3apmpus,
rnepexoosuwias 8 agha3uro; amakcusi; bynebapHbit unu
rncesdobynbbapHbIU napanu4 u cyoopoau. B
mepMUHaribHbIX cmaousix 3abornesaHusi MbiLWeYHas
2UrNnomoHUs1 CMEeHAemCcs MbILEYHbIM 2UrnepmoHyCcoM C
rosigrieHUeM criacmuyeckoa2o memparnapesa. Cmepma

Kf\l-l' I AV B VN aVayaalWim PP aVay aalalm iAW/ aY 2= i ') Q ﬁf\Aﬂ S VYD 1 11 1°9 7




Dopmbi neukooucmpogbuu |

* B3pocnasi popma HaduHaemcsi Ha 8MmopomM-mpemasem
oecssmurniemuu Xu3HU. KnuHudyeckue rposierieHus
3aboriesaHusi xapakmepu3symcs Haruduem
8blpaxKeHHbIX rcuxu4ecKkux HapyuweHuu e suoe rncuxo3os,
Wu30hpeHorno0obHbIX cUMIMomos 8 suoe bpeoa,
CJ1yX08bIX 2annruuHayuu u denepcoHarnusayuu. l'lo mepe
rpoapeccuposaHusi 3aboriegaHusi K amum cumrimomMmam
rnpucoeouHsIeEMCcs o4a2oeasl Hegporioau4decKasl
cumrmomamuka 8 suoe rnupamuoHbIX U
aKempanupamuoOHbIX CUMIMTMOMO8, ampoguu OUCKO8
3pumeribHbIX HePBO8, 3Hype3a U 3HKornpesa. Hacmo
makue 60oribHbIe 0Ka3bl8aromcs rnayueHmamu
ricuxuampuyeckux KrnuHuk. Cmepms 6051bHbIX
Hacmyrnaem 4yepes rsms — 0ecsima jiem om
MaHugecmauyuu 3aboresaHusl.

S~



Jleukooucmpocpus Il muna
KnuHu4eckuu criydau

- bonbHou b., 5,5 nem. Briepsbie obpamuricsi 8 eo3pacme
2 rnem c xarnobamu Ha 3a0epxKKy rncuxu4eckozo u
dguz2amersibHO20 pa3sumus, CHUXeHUe 0cmpomal
3PEHUS, 2eHepariu308aHHbIe MOHUKO-KTOHUYeCKUe
cyoopoau, yeeriudeHUe OKPYXXHOCMU 20/108bI.

V13 aHamHe3a: pebeHOK om Mosi00bix 300p08bIX
podumeried om riepeou bepemeHHOCMU, rpomekasuieu
gusuornoaudecku. Podsi 8 cpok, Macca mena 3950 e,
oriuHa 54 cm, oKpy>XHOCMb 20/108b1 36 CM.

C poxxOeHuss ommeyarnuck becriokoucmeo, HapyuweHue
CHa, Yacmekle cpblausaHus, cumnmom [ pegbe,
Harnps»xeHue u nyrnbcayus 6orbuwo20 poOHUYKa,
MbIWEYHbIU 2UriepmoHyc, rnpeumMyulecmeeHHoO 8
ducmarbHbIX omoeriax kKoHedyHocmed. [lposodurnachk
deaudpamupyrow,as, cedamusHasi meparius.




Jleukooucmpocpus Il muna
KnuHu4eckuu criydau

K 3-my mecsuy xu3Hu pebeHok caMocmosimeribHO He

yoepxuear 205108y, ommMeyariucb yCUlleHUE 8CeX
be3yCcri08HbIX pegbrieKcos.

- B 5 mec. duaezHo3: nocrieOcmausi nepuHamarnbHO20
nopaxeHus LIHC, cnacmu4eckul memparnapes,
cybKomMmreHcupoeaHHas auopouyegharnus. 3adepkKa
MCUXUYECKO20 U (hu3U4YECKO20 pa3sumus,
HelipoceHCcopHas myaoyxocms cripasa ll cmeneHu.
Hacmu4yHas ampous 3pumeribHbIX HePBO8.
OyHKUUOHabHas Kapouornamusi (OmkKpbimoe
oealslbHOe OKHO, dorosiHumeribHas mpabekyrna 8
r10/10CMuU 51€8020 XXer1yO04Ka).



Jleukooucmpocpus Il muna
KnuHu4eckuu criydau

- B 8 mec: Hegporioauyeckul cmamyc ocmaearics
MPeXxHUM, OOHaKo ommedariock HapacmaHue
MbILIEYHO20 MOHYCa.

B 1,5 200a Ha gpoHe aunepmepmuu 8repanie
r10S18UJIUCH 2eHeparsiu308aHHbIe MOHUKO-
KIoHuU4YecKue cyoopoau. HeoOHOKpamHo
rocmyrialsl 8 peaHuUMalyuoHHoe omoesieHuUe
[lepeHec decmpyKkmugHY MHEBMOHUIO MPaso2o
J1€2K020.

B OanbHeuwem coxpaHsiriuck epyboe HapyuweHue
[1ICUXOMOMOPHO20 pa3sumus, pedkue cydopoau,
CHUXEHUE 3peHUS, mempanape3 crracmu4yeckKo2o
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JaHHble 06beKmueHo20 uccsiedogaHusi |
- Ocmomp 8 5,5 nem:

Dopma 205108kl — 2udpouegbasibHasl ¢ 8blpaxKeHHbIMU JT06HO-
memeHHbIMU byzpamu. MHoXxecmeeHHbIe cmuamMbl
Ou33mbpuozeHesa: a2uriepmeriopusm, «Kkapruu» pom, Kopomkas
y30eu4ka s3blKa, 3ybbl [em4uHCOoHa, Kopomkas wesi, CUMITMOM
ogy3ybua Ha cmorax. Pomopeakyus ocriabrieHa, carniaxeHHOCMb
rpaesou Hocoa2ybHoU cKriaoKU, CITyX CHUXEH, Merikopasmauwucmaiu
Hucmaam, rncesd0obyribbapHbIl CUHOPOM.

PecbriekmopHo-d8uzamernsHas cchepa: 0su2amesibHas

dKmUuB8HOCMb PEe3KO CHUXXeHa. [ onosy He Oepxxum,
rnosopa4yuesaemcs Ha 6ok, He cuoum, He xooum. MbiweyHas curna 8

KOHEeYHOCMSsX CHUXeHa 00 2—3 b6arsnos. Mbiwe4Hbil MOHYC USMEHEH:

Ha (bOHe 8bIpa)eHHOo20 a2urepmoHyca ro criacmu4eckoMmy murty
rnepuoou4YecKu ommedaromecs UsMeHeHUs rno murny «3ybyamozo
Kosieca», bonbwe 8 pykax. CyxoxurbHble pegrieKcbl 8bICOKUE C
pacuwupeHuem peghriekco2eHHbIx 30H, D>S. [Nlamornoau4yeckue
Kucmesble U cmoriHble pegriekcsl. [JJucmoHu4Yyeckue amaku. 5pKo
8blpakeHHble «cmapmii-peqrieKchbi»: HeoXXUOaHHbIU 38YK,

MFNIIVACLINLALII IO DLIDLIDALAP ~rhananii AL/ A1 1I5AaArmaAarL LN/LO




HaHHble 06bekKmueHo20 uccsiedoeaHus e
- Bbicwue koeHumueHsble hyHKUUU: epyboe HapyulieHue
MCUXUYECKO20 pas3sumus — Masio UHmepecyemcsi
OKpyXKarouw,um, 0OHaKo y3Haem Mamae, CMEemMICcH,
coxpaHeH pumm cHa u 6o0pcmeosaHus, 0aem 3Hamp O
MOKpPbIX riefieHKax. Peuegoe passumue: rnegyyee ayreHue
C Ueriodkamu 38yK08, KOpoOmKue rieriemsble 38YKuU.



JaHHble donosiHumesibHbIX.M
uccriedogaHus

- KomnibromepHas 33 epybbie oepaHu4YecKue UsMeHEeHUS
buoaniekmpuyeckou akmugHocmu, uppumamueHbie
obuwemo3208bie UdMeHeHUs buoanekmpu4deckou
akmusHocmu. Oyae epybou d-8os1Ho80U akmu8HOCMU C
rnpoeKkuueu 8 3a0HUX omaoesiax /1eeo20 rnosywapus. 1o
0aHHbIM 8 OUHaMUKe, HapacmaHue ripedcmasrieHHocmu u
amrnumyodsi d-konebaHul, 6orbuwe 8 rie8oM rionyulapuu, a
mak>xe 8 3ambliIo4HbIX omoesiax oboux rosywapud,
roebIWeHuUe uppumauuu 8 51eeou sUco4YHou obracmu.




JaHHble donosiHumesibHbIX Memoooe |
uccriedoeaHust

- KT 205108H020 M032a: Ha cepuu caaummarsibHbIX  _x
momoepamm (6 mec, 1 200 1 mec, 2,5 200a, 3 200a)
oripederisemcs ougy3Hoe uameHeHue pucyHka bernoao
geuwjecmea bornbuwux ronywapul mo3aa, cmeosia u
gemucgbep Mo3xKe4dka. B OuHaMuke ommedaemcs ymepeHHoe
pacwupeHue lll u 6okosbix xeryooykos, |V xernydouka,
8bIpaKEHHOE pacwiupeHue KoHeeKkcumarbHbIX
cybapaxHouoOaribHbIX werneu 8 T0bHO-8UCO4YHbIX 0briacmsx ¢
d8yXx CMOPOH 3a0HUX po208 BOKOBbIX XerlyO0o4yKo8
8bISIBIISIHOMCS MHOXECMBEHHbIE MESIKUE KUCMAbI.

- Ogpmarnbmorio2uyeckoe uccriedosaHue: YacmuyHas
ampoausi 3pumeribHbIX Hepsos.Ocmpoma 3pPeHUs 10

3pumersibHbIM 8bI38aHHbLIM roOMeHyuanam pasHa
0,02—0,04.

- Cmeosiogas avouozpamma: mvaovxocms |l cmeneHu rno




3akrovyeHue rno 6ornbHOMYy |

- bonbwue mpyoHocmu ripedcmasrisem KruHu4YecKas

duazHocmukKa HelupooezeHepamuseHbix 3aboriesaHul
88UOY UX pedKocmu, a makxe HecrieyugudyHocmu u
«Ougy3HocCmu» CUMIIMOMO8 8 paHHUX cmMaousix.
Takue cumnmombl 3aboresaHUusl, KaK 8si510e cocaHue,
HapyweHue ukcauuu e3opa, mpemMop, nosbiuLeHHas
8036youmocmb, HapyuweHue MbILEYHO20 MOHYCa,
cyoopoau, artHo3, xapakmepHbl OJ1s pa3HbIX
3aboriegaHull 2eHemMu4YecKou U HeeeHemu4Yeckou
rnpupookl.

- B OaHHOM criyqyae pebeHok Habrrodarics 8 pa3HbiX
cmauuoHapax co criedyruwumu duagHo3aMu:
rnepuHamarsnbHoe ropaxxeHue LIHC,
a2urepmeH3UOHHbIU CUHOPOM, 2udpouegbarus,



Mykosucuyuoo3s

- Mykoeucuyudo3 ecmpeyaemcs y firooeu berou ~=
pachl, pacrmocmpaHeHHocmb 8 Eegporie -

1:2800-1:9800.

« OOUHaKoB80 CKI/TOHHbI K bone3Hu oba rnosna c
HebosIbWUM riepe8ecoM MyXKYUH.

- Uacmo ycmaHaernueaemcs KpogHoe poocmeo
MeXXAy poOcmeeHHUKamMu

- AYmocCOoMHO-peueccusHoO20 muria
Hacsie0o8aHUs.



[lamoeeHes

MykocekpemopHbie xxerne3bl 8bI0ESII0M 8513KyH0

C/1U3b, (>Kerie3bl criu3ucmou pma, nuuiesoda,
Kule4yHuKa, nooxesiyo0o4yHoU »erie3bl, Hoca, CUHYCO8,
mpaxeu, 6poHxo8 u op.)

Cekpem 3aKyriopusaem 8ce 8bIXOOHbIE MMPOMOKU
rnpedornpeodesisem rnamorsioauyeckue USMeHEeHUs 8
oripederieHHbIX opaaHax.

YcmaHoereH pocm arniekmposiumos 8 riome (om 2 4o
5 pa3s bonbuwe Hampus u xsiopa, 4em y 300p08hbIX
irodel), crelax, CritoHe.

Hapywaemcs peabcopbuusi 351iekmposiumos 8 ¢esi3u ¢
3H3UMHbIM 0euyumom.



Knaccugukauus |

1. CmewaHHasi bopma (rnopaxkeHue ObixamesibHoU ~—=
u nuwjesapumeribHoU cucmem).
2. [lecoyHasi gpopma.
3. Kuwe4Has gpopma.
4. [NleyeHo4YHasi opma ¢ S8r1eHUSIMU Uuppo3a,
rnopmarbHoU auriepmeH3uu, acuyuma,
KposomeyeHUeM U3 xeslyoKa u nuujesooa.
5. GnekmpornumHasi popma b6e3
pecrnupamopHbIX U KUWeYHbIX HapyuweHuU, co
crabbiM ripusriedeHUeM rnooKes1yoo4HoU
XKeressbl.



JluaeHocmuka |

- [luaezHocmuka 3aborieeaHusi OCHOBbIBAEMCA Ha
CUMITMOMOKOMITIIEKCE, KOMOPbIU cocmoum u3
8POXXOeHHOU a2uriompogbuu, Mo30HeU U MeorieHHOoU
38aKyauuu 2ycmoao MeKOHUS U MeOSIeHHO20
80CCMAaHOB/IeHUSI MaccChl K mpembel Hedere XXU3HU.

- [Ing noomeepxx0eHus ouacHo3a MyKoesucyuoo3a
UCriorb3ym rnomosyto rnpoby - uccredogaHue
cooepxaHusi Hampus xsiopuda 8 rnome.
(HopmarnbHbIU yposeHb y demetl 20 Make/n, y
83pocsioeo - 45 make/n).



JleyeHue

- JleyeHue HarnpaesrieHo Ha eoccmaHoerieHue
ObIxameribHOU U nuwiesapumeribHouU QyHKUUU.

- [lpo2HOo3 3as8ucum om msixxecmu 3abornesaHus. Ecriu
duazHO3 r1ocmaersieH 8 rnepsbie MecsiUbl XKU3HU
pebeHka u nposodumcsi abekeammHoe sieqyeHue - 70%
demetl doxusaem 0o 20-mu nnem u cmapuie.



[lpumep ycriewHo20 fiedeHuUss Kuwe4yHou
gopMbI MyKogucyudo3a. Ha
gpomoezpaghusx navyueH
duac2HoCmMuKu 00 Ha4alsia meparnuu u yepes
18 mecsues nocrie namoaeHemu4ecKkou

—r

meparnuu.




Cpeou pedkux ( opchbaHHbIX) borie3Hel ecmb me, |
Komopble ecmpedyaromcs Jauwie.ocma

Wx Hasbiearom «Hacmable cpeou PeoKUX». L

Imuoroauss MHo2ux u3 amux bornesHeu
pacuwugposaHa, pa3pabomaHa makmuKka 8€0eHUSs
nayueHma, a 8 psoe criy4aes rnpuMeHsItomcs
npenapamel, paspabomaHHkie 8 rnocrie0HuUe 200kbl.
Umobb! He owubumscs 8 OuacHo3€, 3aro0o3puma
peokoe 3aboresaHue, ripogecmu ripasusibHoe
obcriedogaHue HeobxoOUuMO rNo3HaKOMUMbCS C
KITUHUYEeCKUMU rposierieHuUssMu amux 6oresHedu.

B 0aHHoU nekyuu npedcmasrieHsl : bonesHs owe u
bornesHb Nomre . PekomeHOyemcs

camMmocmossmesribHO 03HakKoMumbcsa ¢ bore3Hb




