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E75.2 — OQpyrne comHronnnnaosbl (6onesHo Pabpu)

« BOJIESHb ®ABPU U BOJIE3Hb AHOEPCOHA - $ABEPU — HACJIEOCTBEHHOE
3ABONEBAHUE, OTHOCALLEECHA K TPYMNME JIM30COMHbIX BOJTIE3HEMN
HAKOINJIEHWA, OBYCJIOBJIEHHOE SHAHUTETIbHBIM CHUAXXEHWUEM
AKTUBHOCTU NI OTCYTCTBUEM ®EPMEHTA A-TATTAKTO3WOASbI A.

« OEONUNT ®EPMEHTA MNMPUBOONT K HAKOTIITEHWIO
MOBOTPUAOCSUITLUEPAMUIOA N POOCTBEHHBIX MAKO®OCDONUNMNAOB B
NN3OCOMAX KIETOK PASJTMYHBIX OPIFAHOB, BKNIOYAA CEPALUE, MNMOYKN,
HEPBHYIO CUCTEMY M SHOOTENUN COCYAOB.

« BE3 COOTBETCTBYHIOLIENO NEYEHNA CMEPTENbHbIN MCXOM, KAK
MPABUIO,HACTYTIAET HA 4-5M OECATUNETUNN XN3HWN OT CEPOEYHO-
COCYOUCTbIX, LIEPEEPOBACKYNAPHbLIX OCIOXHEHAW UITX MOYEYHOW
HEAOCTATOYHOCTU

« B® OTHOCUTCH K NEH, NOArPYMNNE COUHIONMMNOO30B. C KIIMHNYECKOW
TOYKW SPEHNA BbIOENAKOT OBE ®OPMbI B® — KITACCUYECKYHO (OEBIOT B
NOBOM BO3PACTE, MYIIbTUCNCTEMHOE NOPAXEHWE) N HEKINACCUYECKYIO
(MOSAHEE HAYAIO, N30NMMPOBAHHOE MOPAXEHME OQHOW CUCTEMGI
OPIrAHOB: TOJIOBHOIO MO3IrA, CEPOUA WIT NOYEK)

denepanbHble KNMHUYECKNE PEKOMEHAALMM NO AMATHOCTUKE U eveHuto 6onesHn ®abpu M3 PP, Mocksa 2019 r.



OTKPLITHUE BOJIE3HU AHAEPCOHA - PABPU

e - 1898 .- onncaHne Knaccn4eckoro
B\ . beHoTMNA B XKYPHasiax No AepMaToNormm
= CHBCH
bone3Hb ®abpn He3aBUCUMO ApYyr OT
Apyra onvcanu

*  WNoxaHHec ®abpu B [epmaHmm

*  Ynnbam AHOepcoH B AHMUNK

- ®abpu onucan 13-5ieTHero marneyvka ¢ HOAYNAPHOW Myprypou, Y KOTOPOro BNOCNeACTBUM pasBunach
anbLbyMuHypums.

- AHOepcoH onucan 39-neTHero My>X4mHy ¢ aHrMokepaToMon, NPoTeENHypuen, necdopmaunamMmm nansueB pyk,
BapVKO3HbIM pacLUMpPeHNEM BEH N NIUMAOOTEKOM

-Takke n3BecTHa, kak andysHasa yHuBepcansHas aHrmokepaToma TynosuLla (angiokeratoma corporis
diffussum universale), 6onesHb ®abpun, 6onesHb AHgepcoHa-dPabpu

BosruHa, C.A., BonesHb ®abpu, gnarHoctuka, nedeHve // Mpaktudeckas meguumHa 07 (12) neguatpus



PACITPOCTPAHEHHOCTD BOJIESHHA B PA3JIMYHBLIX
CTPAHAX MUPA. BAPBUPYET B ILINPOKUX ITPEJIEJIAX OT
1 HA 117000 4O 1 HA 476000 HACEJIEH A

YACTOTA  HOBbLIX  CIIYYHAEB = BOJIEBHU = ®ADBPU,
OLIEHEHHAA HA BBIBOPKAX  HOBOPOXJIEHHDBIX
MAJIBHHUKOB, 110 CHWXEHHWIO  AKTHUBHOCTU  A-
I'AJTAKTO3UJIA3BI A COCTABUIJIA:

- BUTAJINMA - 1:3100
- B TAUBAHE -1:2400

B POCCHUMU NOJIKHO ITPOKUBATH BOJIEE 5000
HAIIUMEATOB C BOJIESHBIO PAGPU

denepanbHble KNMHUYECKNE PEKOMEHAALMM NO AMATHOCTUKE U eveHuto 6onesHn ®abpu M3 PP, Mocksa 2019 r.
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Germain D. Fabry Disease. Orphanet J Rare Dis, 2010, 5(1): 30. Eng C et al. a-GaIactosiMA Defi§jency: F
in Scriver CR, Beaudet AL, Sly WS, Valle D, et al: Metabolic and Molecular Basis of Inherited Disease,

Disease in @lycogen ‘storage Disease type I: Aciawcosidase (acid maltase) defic}y

\m New York, McGraw-Hill, 2005, ¢hapter 1
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N3-3a X-cuenneHHOro HacneaoBaHua 6onesHn Pabpu, NCToprUyeckn,
reTePO3UroTHbIE KEHLUMHbI ONMUCbIBANUCh KaK BeccMMNTOMHbIE HOCUTE/N.

OAaHaKo peanbHble eHOTUNUYECKUE NMPOAB/IEHMA MOKa3anu, YTo Y *KEHLUH
NPOAB/AETCA reTepPoreHHbIN KAUMHUYECKMN CNEKTP CMMMNTOMOB, BapbUpPYHOLLMNCA
OoT 6€CCMMNTOMHOrO NPOABAEHUA A0 CTEMNEHU TAMXKECTU CONOCTaBMMOWN TaKOBOU Y

29 7

NAUMEHTOK = HOCUTeNen mytauum B reHe GLA
NMEIOT CUMNTOMbI BonesHu
®abpu

Ortiz, Alberto, et al. "Fabry disease revisited: management and treatment recommendations for adult patients." Molecular genetics and metabolism 123.4 (2018): 416-427.

Echevarria, L., et al. "X-chromosome inactivation in female patients with Fabry disease." Clinical genetics 89.1 (2016): 44-54.



[eTepOoreHHOCTb CNEKTPa KAUHUYECKUX MPOABIEHUNIM Y NaLMEeHTOK ¢ 60/1e3Hblo
®abpu cBA3aHA CO C/Iy4aMHbIM XapPaKTEPOM UHAKTUBALMN X-XPOMOCOM,
OAHa U3 KOTOPbIX HECET MYTaLUIO, a Apyras HeT

Mo3anyHOCTb MHAaKTUBALUN X-XpOMOCOMbI Y NauneHToK C bonesHbto
d>a6pl4 npmneoAnUT K CHUKEHUKO aKTUBHOCTU O-ra/s1akKTo3naa3bl B
Pa3HbIX TKaHAX:

16/53 (30.2%) kpoBb, 10/52 (19.2%) anutennit wek, 14/49 (28.6%)
B MoYe, U 12/52 (23.1%) KneTKn KoKu

Echevarria, L., et al. "X-chromosome inactivation in female patients with Fabry disease." Clinical genetics 89.1 (2016): 44-54.
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* TAKCIIOC

3abosIeBaHuE;

* KIIMHUYECKOC TCUCHUE
TeTepPOreHHO U
BapuabEIbHO, 0COOECHHO Y
KCHIIIH;

» MmaHu(ecTaIys B
Bo3pacte 3-10 jeT, y
JIEBOYCK IMO3XKE, YEM Y
MaJIFYMKOB;

* IPOTPECCUPYIOIIEE
XPOHUYECKOE TCUCHHUC;
* CpEeIHSIA
IPOIODKATEILHOCTh

KU3HU OOJIbHBIX MY)KUMH —
40-50 jier

Fabry disease. Orphanet Journal of Rare Diseases, 2010 5:30,
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YTomnaemocTtb
os! NomyTHeHUe poroBuLbl
M'Mnorungpos
CYXOCTb KOXW ol
sz plEeiealyog > A\ \ HapyweHus cnyxa, Wwym B yliax
Xapsbl, xornoga v gwus. -
Harpy3okK \
" yMeHblleHne CKd
apuTMnu ! \ NpOTEUNHYPUS
HapyLLUeHnsa NpoOBOANMOCTH {f | XIH
AVCDYHKLINA KnanaHos ( HapyweHue motopuku XKKT
IMITK crnactuyeckue 6onu
NHPaAPKT Mrokapaa ] nuapes
cepaeyHasi HedocTaTo4HOCTb METEOpM3M
BHe3arnHasa cCMepTb | o g
MNMepudcdepnyeckaa HemponaTua \
XpOHUYeckas 601b | AHruokepartoma —
boneBble KpU3bl
napecTtesns
HapyLLUEeHUs1 YYBCTBUTENBLHOCTU N’

Eng CM, Germain DP, Banikazemi M, et al. Fabry disease: guidelines for th\e;valuation and management of multi-organ system involvement. Genet Med
2006;8:539-48. v /

A / - %



\/V JIMREBOW TU3MOP®U3M
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Y TOIIEHHBIN JI00, I'yCThie OPOBH, BBICTYIIAIOIINE HAAOPOBHBIC TYTH

‘ 4

¢ [liupokas nmepeHocuna, rpylmieBUIHbIN HOC
* [pyOble YEPThI JINIIA, TOJHBIC I'YOBI

® PortupoBanHbIe HA3a/i YU, IPOTHATU3M e

Baccaglini L, Schiffmann R, Brennan MT et al. Oral and craniofacial findifigs in'Fabry’sdisease: a report of 13 patients. Oral Sur‘g-dral

Zampetti et al. Angiokeratoma: decision-making aid for the diagnosis of Fabry disease. British Journ.of Dermatology 2012 166, pp 712—720 /
Med Oral Pathol Oral Radiol Endod 2001; 92:415-19. V‘ 3 ) J \



KOXXHBIE TTPOABJIEHHW A

« AHITMOKEPATOMDbI

BCTPEYAIOTCA Y 66% BOJIBHBIX MY KXKYNH U YV 36% XXEHIIMH C
BOJIESHBIO ®ABPU

ITPEJCTABJIEHBI UETKO OI'PAHUYEHHBIMU ITAITYJIAMU
KPACHOI'O, TEMHO-KPACHOI'O, bOPAOBOI1'O, JIMJIOBOI'O NJIA
CUHE-YEPHOI'O LIBETA PASMEPOM 0,2 — 1,0 CM.

HE BJIEJAHEIOT TP HAJAB/IMBAHNIA

OBbIYHO PACIIOJIOXKEHBI CUMMETPHUYHO B ITAXOBOU OBJIACTU,
HA AI'OAULIAX, BEJIPAX U B OBJIACTHU ITYIIKA, HA JTAJOHAX

MOT'YT BOSHUKHYTb AHTUORKTA3UN B CJIM3UCTOM PTA 1
KOHBIOHKTHUBE

AHI MOKEPATOMBI HPOABJIAIOTCHA B AETCTBE U IIOCTEITEHHO C
I'OJAMN YBEJIIMHMBAIOTCA B KOJIMYECTBE U PASMEPAX

EJVMHUYHBIE AHITOKEPATOMBI MOT'YT IIPUOLPETATE BUJL
EANHNYHOU AHI'EOKEPATOMbI, CAPKOMbI KAIIOIIIHN,
[MTMOI'EHHOU ' PAHVYJIEMBI, ITMIMEHTHPOBAHHOI'O BA3AJIBHO-
KIIETOYHOT'O U ITNTIOCKOKJIETOYHOI'O PAKA, B HEKOTOPLIX
CIYHASAX MEJTAHOMY.

Orteu CH, Jansen T, Lidove O et al. Fabry disease and the skin:data from FOS, the Fabry outcome survey. Br J Dermatol 2007; 157:331—7
Zampetti et al. Angiokeratoma: decision-making aid for the diagnosis of Fabry disease. British Journ.of Dermatology 2012 166, pp 712—720
Orteu et al 2007, Br J Dermatol;157:331-7
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OPTA/IbMONNIOIMMYECKHUE
CUMIMNTOMDI )

Cneuundunueckoe «myToBuyaToe» NOMyTHEHUEe
pOroBumLbl (Tak HasbiBaemasa («(BOPOHKOODOpa3HanA)
KepaTtonatma uan cornea verticillata) — yactbin
CMMMTOM B AETCKOW M NOAPOCTKOBOM

nonynaunm naumeHTos ¢ b®. Ero moxXHO 0bHapyXuTb
B BO3pacre 4-5

net. Takaa cneymMPmUYHOCTb AeNaeT BO3MOXKHbIM
npeanonoXuTb Haanume b® Ha paHHen ctaguu.

Takne N3MeHeHus, Kak NOMYTHEHME

XPyCTa/InKa B BUAE PaANaNbHON 3aQHEMN

cybKkancynapHOM KaTapaKThl - ((KaTapakTbl Pabpun m

[ BYCTOPOHHEN nepeaHen KancylapHOU u
NOAKANCYNAPHOMN KaTapaKTbl peAKo BCTpevarTca y

AeTein 1 ABNATCA NAaTOrHOMOHUYHBIMU CUMMNTOMAMMU

Y B3POC/biIX O0NbHbIX. 2

o/

W ' ‘
), 'y
iy 20080cular features of Fabry disease: diagnosis of a treatable lifes atening disorder, Sun\OphthaImoI,;SS' 6-23



BOJIEBOUM CUHIPOM

BBIIEJIAIOT 2 OCHOBHBIX TUIIA BOJIEBOI'O CUHJIPOMA 11PHU
BOJIE3HU ®PABPU:

e NEPU®EPUUYECKASI HEMPOIIATUYECKAS FOJIb

— JIOKAJIM30BAHA B JIAJIOHHBIX TIOBEPXHOCTSAX KHCTEN U
[HOAOIBEHHbBIX ITOBEPXHOCTAX CTOII

= AKPOITAPECTE3UN OLYIIAIOTCA KAK ACKEHUE,
ITOKAJIBIBAHUE, bOJIb 1 HEITPUATHBIE OLIIYIEHUA
 KPU3bI ®PABPU

e BO3HUKAIOT DIIM3OANYECKH, MOI'YT JUIMTbCA  OT
HECKOJIbKUX MUHYT 10 HECKOJIbKUX HEJIEJIb

« BOJIM JIOKAJIM3YIOTCA B KHUCTAX MW CTOIIAX U
NPPAIUNPYIOT ITPOKCUMAJIBHO

 TPUITEPAMMU ABJIAIOTCAH UBMEHEHUE TEMIIEPATYPEBI TEJIA,
OUSNYECKHUE HAI'PY3KHU, YCTAJIOCTDL, CTPECC, USMEHEHW A

[10I'O/J1bI

« MOI'YT COHPOBOMIATBLCS JIMXOPAIKON HEOBBLICHUMOTO
XAPAKTEPA

. OIMCBIBAIOTCSI KAK MWHTEHCUBHAS, MVYUUTEJILHAS,
HMICTOLLAIOLA 5T BOJIb

s HE KVIIMPYETCA BBEJAEHUEM HAPKOTHUYECKHUX
AHAJIBI'ETUKOB

Schiffmann et al 2002, Pathophysiology and assessment of neuropathic pain in Fabry disease. Acta Paediatr Suppt91:48-52
2Torvin Moller et al 2007, Neurological manifestations in Fabry's disease Nat Clin Pract Neurol3:95-106



JIuc(pyHKIMA BereraTuBHON HEPBHON CUCTEMBbI
* Hapymenust motopuku XKT
- HOCTHPAHAUATBHBIC CITACTUYECKUE O0IM U B3AyTHE KUBOTA
— MEPUOAMYECCKY BOZHUKAIOIAA Jrapes
— YYBCTBO OBICTPOTrO HACHIIICHUS
— TOIIIHOTA U PBOTA

— [OTEpS B BECE

['unorunapos

Hapyluenue npoaykiuu CIrOHbI U CIIE3HOMW KUIAKOCTH

Hapymienus nepeOpoBacKyIIspHOro KPOBOTOKA

* CHIXKEHHME OPTOCTATUYECKOTO CEPACTHO-COCYIMCTOIO KOHTPOJIS

' \ / S
Cable et al, Fabry disease: impaired autonomic function. NMeurology ; 1982 32:498-502 \



TpaH3UuTOPHBIE UILIEMUYECKUE
araku

PanHui HHCYIbT
I'emurniapes
I'emuruierus
[Tonunenpomnarus
Jlnruionus
Hucrarm

Jnszaprpus
TomrHoTa/pBOTA
['onoBOKpy)KEHME

[ osioBHast 60J1b
['emuarakcus
Hapyiienue moxoaku

Schiffmann et al 2002, Pathophysiology and assessment of neuropathic pain in Fabry disease. Acta Paedjatr Suppt91:48-52

2Torvin Moller et al 2007, Neurological manifestations in Fabry's disease Nat Clin Pract Neurot3:95-106



TPpaH3MTOpHbIE ULIEMHUYECKHE
aTaKu, ULIEMHYECKUE UJIM
remMopparumyeckme UHCY/bTbl
 Bo3pacT 20-50 ner;

* reMunapesbi;

* IM3apTpus;

* HUCTArM;

* JUMNIONKSA;

* HapYLUEHWA KOHLLEeHTpaLmu
BHMMaHMA

Germain DP. Fabry
disease. Orphanet J Rare

Dis. 2010 Nov 22;5:30.
. bone3Hb Manbix cocynoB

- NaToNOrM4YecKme rnpoLecchl,
KOTOpbl€ BO3HUKAIOT Npu :
NOpaXEeHMM ManblX MO3FOBbIX |

. apTepumn u elpriplaiens MarHuTHO-pe3oHaHCcHasa ToMorpadusa U MarHUTHO-

* JlakKyHapHbIX MHCYJIbT pe30HaHCHas aHruorpaduma roioBHOro mo3ra; ™~

* nopaxeHue 6esoro - MleMHYecKmii MHCYNbT, MUKPOKPOBOU3IMAHUA U

BELECTBa . BHYTPMMO3roBble remMaToMbl, U3MEHeHUs 6e10ro BellecTsa,
. * MMKPOKPOBOW3NIMAHWA . (nefikoapeos) 1 ceporo BellecTBa (KaibUmdrKaLmsa 3a4HEro
i 60/1blKe remopparmm TanaMyca) a TaKXe cocyamcTble MaﬂbeOpMaU,MM
................................................................................................. (romncTras Mwacm saynx oTaeos TanaMyca) /



MEPBbLIE CUMMNTOMbI — MUKPOA/TbBYMWHYPUA N NMPOTENUHYPUA YALLIE MOAB/IAKOTCA B
NOAPOCTKOBOM M B3POC/IOM BO3PACTE, HO MOTIYT NOABUTBCA U HA MEPBOM AECATUNETUN
HKUN3HN.

* C BO3PACTOM MPOTEVRHYPWUA MOCTEMEHHO HAPACTAET N MOXKET OOCTUTATb HE®PPOTUYECKOIO
YPOBHA, XOTA PA3BEPHYTbI HE®POTUYECKMA CUHAPOM OBbIYHO HE PA3BMBAETCA.

* HEPEAKO OTMEYAKOTCA KAHAJIbUEBbIE HAPYLUEHWA.
* TPOTEMHYPUA HE CONMPOBOXKAAETCA USMEHEHUAMW MOYEBOIO OCALKA.

* MNO3AHEE HAYMHAETCA MOCTENEHHOE CHUMEHUE ®YHKLIMWU MOYEK, KOTOPOE NMPUBOAUT K PA3BUTUIO
TEPMWHA/IbHOW XPOHWUYECKOW NOYEYHOW HEAOCTATOYHOCTU (XIH).

* MPOTEUHYPUA — PAHHUIN KNUHUYECKUIA CUMMTOM, OAHAKO EFO OTCYTCTBUE HE UCKNHOYAET
BOJIE3Hb ®ABPU

'Desnick et al 2003, Fabry disease, an under-recognized multisystemic disorder: expert recommendations for diagnosis, management, and enzyme replacement
therapy. Intern Med,138:338-46

2Ortiz et al Nephropathy in males and females with Fabry disease: cross-sectional description of patients before treatment with enzyme replacement therapy.
2008; Nephrol Dial Transplant;23:1600-7

3Schiffmann et al Fabry disease: progression of nephropathy, and prevalence of cardiac and cerebrovascular events before enzyme replacement therapy

2009, Nephrol Dial Transplant, 24:2102-11
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RO3AHME OC/IOKHEHUA BOJIE3BHU ®ABPU

=/

XpoHuueckasa 6onesHb noyeK

S’
lNepBnUyHOE NopaXeHue
*HakonneHue GL-3 B HeCKONbKUX TUMNaX KNeTOK noyek

BTropuyHoe .nopakeHne
*MpoTtennHypus
*MnepTtpodmsa nogounToB
*fhomepynocknepos

TpeTuyHoe nopaxxkeHue

*XpoHunuyeckas 6onesHb noyvek (ctagum 3,4 n 5 XbM)
*Bo3agencreme Ha Apyrue opraHbl B CBA3U C TEPMUHA/IbHOM
cTagnen noyeuyHom HeJoCTaTOYHOCTU

Fabry disease. Orphanet Journal of Rare Diseases, 2010 5:30, DOI: 1@86/ 750-1172-5-30 = u / )
\ ? y
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neHue GL-3 B noykax BegeT K HeOOpaTUMbIM NOBpPeEXAEeHUSM
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HakonneHue GL-3 B aHaoTenun cocyaoB

PoKanbHbIW CerMeHTapHbIN
(), nogouuTax (<), MesaHruanbHbLIX FHIOMEpPYHOCKNepo3s
Kknetkax ( )

\
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Ortiz A, et al. Nephropathy in males and females with Fabry disease: cross-sectional description of patients T v i )
& Z } {
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before treatment with enzyme replacement therapy. Nephrol Dial Transplant 2008;23:16 { ) ; \
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INPOIT'PECCUPOBAHUE BOJIE3HHAU
OCJIOKHEHUSA CO CTOPOHDbI CEPALIA

HAPYHWIEHUA NPOBOIUMOCTHU U ITIOTEHIHHUAJIBHO JIETAJIBHBIE
APUTMHUNA

— YKOPOYEHUE UHTEPBAJIA PR
— AV-BJIOKA/IbI

— HAPYIIEHUS PUTMA

— BHE3AITHASI CMEPTb

I'NIIEPTPO®USA MUOKAPIA JI'K
— JMACTOJIMHECKASA JUCOYHKIINA
— PA3BUTHUE CEPIEYHOUM HEJIOCTATOYHOCTH

CHUXEHUE TOJEPAHTHOCTHU K ®U3.HAI'PY3KE

CTEHOKAPIUA, THOAPKT MUOKAPIA

Schiffmann et al., 2005

HHOPA’KEHUE KJIAITIAHOB

3Schiffmann et al Fabry disease: progression of nephropathy, and prevalence of cardiac and cerebrovascular events before enzyme replacement therapy 2009, Nephrol Dial
Transplant,24:2102-11

Kampmann et al The heart in Anderson—Fabry disease.2002, Z Kardio£91:786-95

Linhart et al Cardiac involvement in Fabry disease. 2002, Acta Paediatr Supp/91:15-20



e Y ¥KEHILMH N0 CPaBHEHUIO C
_MY}KYMHAMU CUMIMTOMBI MATYE, Mo3XKe
No BpEMEHM MaHUbeCTaLUMM, TEMN
nporpeccuu 6onee MeaneHHbIN
e Ha PaHHUX CTaaMAX -
KOHLEHTPUYECKOe peEMOJETMPOBaHME
e yalle runepTpodma CUMMETPHYHAS

MarHMTHO-pe3oHaHcHasA Tomorpadus
cepjaua: BbipaxkeHHas anddysHas
runeptpocdusa nesoro xenygo4ka (LV).

Germain DP. Fabry disease. Orphanet J Rare Dis. 2010 Nov 22;5: 3V
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Axokapauorpadua: KoHUeHTpuYecKas runeptpocums

J1eBOro eayaodka C yroJjileHmem MG)-K)KGJ'Iyp,O‘IKOBOI‘;i

neperopoaku B anacrony (IVSd) u 3agHen cteHku (PWd).
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dneKkTpokapauorpadusa: KopoTkmui uHTepBan PR,
BblpaxKeHHaA runepTpoduaA 1eBOIro KeayaouKa,
,qenpeccuﬂ ST v HBepcHA BoAHbI T.
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Waldek et al. Life expectancy and cause of death in males and females with Fabry disease: findings from the Fabry Registry. Genet Med 2009;11:790-6
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« JUIA TTOCTAHOBKU ITPABUJILHOI'O
JTUAT'HO3A HEOBXOAMMO YHACTHUE

HECKOQJILKMX CITELIMAJIMCTOB MpOMEXYTOK MexKaY MaHU(ecTom
CUMMNTOMOB U MNOCTAHOBKOU AMarHo3a,
» OILLIMBOYHBIE JUATHO3EI U Fabry Registry
HECBOEBPEMEHHASI JUATHOCTUKA
MIPUBOJIAT K IIPOTPECCHPOBAHIIO Masucecr
HEOBPATMMBIX U3MEHEHMII B TKAHSIX > jiy
+ TIPY TIOJIO3PEHUU HA BOJIE3HD GABPU Rt 24
HEOBXOJIUMBI: —
— OIIPEJIEJIEHUE A-GAL A ®EPMEHTHOM Kerumib | =
AKTUBHOCTHA B JIEUKOILIUTAX, ITJTASME,
CYXUX IDITHAX KPOBU | ‘ | | |

0 10 20 30 40
— MOJIEKYJIIPHO-TEHETUYECKHI AHAJIN3 Bospact (ner)

1Desnick et al 2003, Fabry disease, an under-recognized
multisystemic disorder: expert recommendations for
diagnosis, management, and enzyme replacement therapy.
Intern Med;138:338-46

20qvist et al 2009; NDT; 24:1736-43

3Wilcox et al Females with Fabry disease frequently have
major organ involvement: lessons from the Fabry Registry.
2008; Mol Genet Metab; 93:112-28



« IBSMEPEHUE ®EPMEHTATVIBHOU AKTUBHOCTU A-GAL A-
SH3MMA B JIEMKOLIUTAX ABJISIETCS 30JI0ThIM
CTAHOAPTOM HNUATI'HOCTUKHW BOJIESHU ®ABPU Y MYKUNH

YV XEHIIMH AKTUBHOCTD A-TAJTAKTO3UIA3bI A MOXET
OCTABATLCA B ITPEAEJIAX HOPMBI. 11PU TTOJJO3PEHNN HA
BOJIE3Hb ®ABPU JJIA ITOATBEPXKIEHNA IMATHO3A
HEOBXOJIMMO IMTPOBEJAEHUE MOJIEKYJIAPHO-
I'EHETUYECKOI'O AHAJIU3A

« TIOATBEPXXKIEHUE JTMATHO3A V OJTHOT'O HOBOI'O ITAIIMEHTA
[TO3BOJISET BBISIBUTH, B CPEJHEM, IT1STh ITAITUEHTOB C
BOJIESHBIO ®AFPU B OTOU JKE CEMBE. CYIIIECTBEHHVIO
POJIb UTPAET TILIATEJIbHBIM CbOP CEMEMHOI'O AHAMHE3A U
COCTABJIEHUE POJJOCJIOBHOM.

Oqvist et al 2009; VDT, 24:1736-43
Laney et al Diagnosis of Fabry disease via analysis of family history. 2008, / Genet Couns,17:79-83



JIEHEHUE BOJIE3HU ®ABPU

CumnTomaTumueckoe NaToreHeTu4yeckoe
(obe3bonuBarowme
npenaparbl,
rmnoTeH3uBHasA Tepanus,
Avnanus, TpaHcnsiaHTauuaA
NoYeK, NCKYCCTBEHHbIN
BOAUTENb PUTMA,
aHTuaenpeccaHTbl)

depmeHT-3amecTUTeNbHas
Tepanus

OnTumanbHoOe fe4vyeHre BKNo4YaeT B Ce0s Kak crieudPnyeckyio
naToreHeTUYEeCKyHo Tepannio Tak U CUMNTOMaTuyeckne MetToabl U
reKapcTBeHHble CpeACcTBa, a TaKXKe perynspHoe obcneagoBaHue nauveHToB
BpayamMu HeCKOMbKUX cnelnansHOCTeN

-_— \;_,.

_ T N = NN

Eng et al. Fabry disease: guidelines for the evaluation and management of multi-organ system involvement. Genet Med 2006;8:539-48

YNnoMuHaHue MeXayHapOoaHbIX HenaTeHTOBaHHLIX HaMMEHOBAHWUM / TOProBbIX HaMMEHOBaHWII NpenapaToB NPUBEAEHO Ha AaHHOM cranae UCKMIOYUTENBHO B
Hay4HbIX LIENsaX U He HanpaBreHo Ha NPOABVIKEHUEe, NPUBMEYEHNE BHUMaHUSA UMW aKLeHTUPOBaHMe NPEeMMYLLECTB Kakoro-nmbo npenapara Unv NpousBoauTens.
NHpopmMaLmsa npegHasHauyeHa UCKMIUUTENBHO AMA MeONLMHCKMX paboTHMKOB.
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IMHUYECKUE PEKOMEHJAIIUNA 110 BOJIE3HHU
PAbBPHU : TIOKA3ZAHHUSA K HASHAYEHHUIO

®EPMEHTO3AMECTUTEJbHOM TEPAIIUU

* PexomenpoBano nposeaenue @3T BCEM
HNAIIMEHTAM MYXCKOI'O ITIOJIA mnociie
BepU(UKaLUU AUArHO3a

* PexomengoBano JKEHIIIMHAM nHaunnarn 9
@3T npu HAJTMYHAH CIICAYIONINX KIMHIYCCKUX IAPABGOXPAWENIR
MPOSIBIICHUM 3a00J1€BaHNUs, CHUKAIOIINX
Ka4eCTBO JKU3HH W/WIIH, TPU3HAKU
MPOTrPECCUPYIOLIETO MOPAXKEHUSI OPTaHOB-
MUIIICHEI: KAMIHECKIE PeXOMENALON

v Kpussl ®abpu /it pe3ucTeHTHas K Bonesns ®abpu
CTaH/IaPTHOM Teparvy PEIIMBUPYIOIIas WU
XPOHUYECKAs HEBpOIaTHIecKkas 00IIb B KUCTSIX

MKB 10.E75.2
W CTOIIAX M\WJIH

Foa yreepacienus (Macrora nepecmorpa ;2019

v' TlepcucTupyromasi MpOTEUHYpPHs H\UJIH D318
CHU)KEHUE CKOPOCTH KITYOOUKOBOM (puibTparmu URL ,
<80 MH/MHH/1,73 M2 I/I\I/IHI/I [IPOGLcCHONATLHBIC FOCOLMALLMM J

* Accoumanma Menpocux resernxon < Cowos neanarpon Poccus

v' TlopaskeHue cepira u\uim

Oaobpeso Hayuno-npakrueciest Conerom Munaapasa PO
v' HapyIeHust MO3roBOro KpoBOoOOpaIeH s
YA\ UIIEMAYECKHE U3MEHEHHUS TOJIOBHOTO
Mo3ra J "/

depepanbHble KNMHUYECKME PEKOMEHAALMM MO AMArHOCTUKE U NedeHuto bones abpu M3 P(D,{\/IOCKBa 301 or. o \



IHanuent 3., 1973 roga poxaenus (47 Jer)

HaxonuTcs Ha JICUeHUU TEMOAMAIM30M I10 IIporpaMMe 3 paza B HEJIEIIIO 1O
4 gaca (Bcero Ha CEroIHSIIHMHN JCHB MPOBEJACHO ceaHca-1853)

JlnarHo3 mnpu MEPBUYHOM OOpamieHnu K Hedpoaory: XpOHUYECKU
NUEJIOHEDPUT

ConyrcrByronne quarao3sl: XbIT S 1 2005. Bropuunas anHeMust JIETKOU
crenend. CuMiroMaruueckas aprepuaibHas runeprersus II cr.
XpoHUYECcKas cepacuHas HeocTarouyHoCcTh I, §.ki1. 2. BropuuHbIi
runepnaparupeos. CHCTEMHBIN 0CTEONOPO3. XPOHUOIUAIIN3

ceancoB. Jlucmerabonuueckas sHuedanonarus 1 crenenu. CuHapom
pacCesiHHOI HEBPOJIOTUYCCKON CUMITTOMATHKHU.

Juarno3 bonesnn @adpu noareepxkacH B 2014 roay B Xo0j1e CEIEKTUBHOIO
CKpUHMHTA B oTAeleHuM Hedponaoruu u remoauanuiza 'bY3 HOKB

MHbopmauumsa M3 IMYHOTO apxuBa



7 1ieT: NosiBUNUCb NapecTe3nn B KOHEYHOCTSAX, YaCTble NoAbeMb
TemMreparypbl 40 cyodebpunbHbiX 3Ha4YeHnn, npun obcnegoBaHuun DS:
Beretococyguctast AUCTOHUS, Nposianc MUTpanbHOro KnanaHa.

*14 neT: Bbipa)KeHHOE NporpeccupoBaHmne CUMNTOMOB, DO B KUCTSAX U
cTornax becnokounn perynapHo, NonoXuTenbHbIn 3 MEKT Ha poHe
npuema HINBC n npuknagbiBaHUA KACTEN N CTOM K XONTO4HOM NOBEPXHOCTMN.

*18 neT: napecre3nn ctanu MeHee BblpaXXeHHbIMU, NPUCOeaUHUIICA
raCTPOUHTECTUHArNBbHbLIN CUHAPOM C DOMAMU B XUBOTE,
COMpOBOXAALWMMNCA CcpbiBamMu CTyna, cybdedbpunnnutetr HEACHOM
9TUOSIOrnmM, nNroxasi NepeHOCUMOCTb Xapbl, IMNOrnapo3s

*CeMenHbIN aHaMHe3: MaTb NauueHTa nepeHecna 2 NHCynera.

(U3 AnyHoro apxmea) — / At

A /] - %



. FMMNOEPCTEHWUYECKNIN TUM TENOCNOXEHUA, HU3KOPOCHLIW - 160 CM;

. HU3KUN NHTENNEKTYASNIbHbLIV YPOBEHbL; BHUMAHWE PACCEAHO,
MbILUNEHWE TTPUMNTUBHOE;

. KOXA CYXAA (AHITMOPO3), AHTMOKEPATOMbI HA BHYTPEHHEW

NMOBEPXHOCTW BEOEP, MHOXXECTBO KEINIOMAHBLIX PYBUOB TOCIIE
OMNEPATMBHOIO JIEHEHNA N CEAHCOB rEMOOUNAJINSA,

: BEOUYKOOEBEPA3HAA MPYAHAA KNETKA CYCTABbI KUCTEW, CTOIM
AEPOPMNPOBAHHI,

. HE 0OBOOUT IMASHbBIE ABJIOKN HA 2 MM BO BCE CTOPOHBbI;

. ObIXAHUE )XECTKOE BO BCEX OTAEJIAX, XPUMOB HET;

. TOHbI CEPOUA NPUTTTYLEHBI, LUYMA HET. A4 140/90 MM.PT.CT,;

. YKNBOT MAMKNW, BE3BONTE3HEHHbLIN, TEMATOMEMANNA 156X140X120 MM.

NANBIMNPYIOTCA BYTPUCTBIE MOYKK, CUMITOM MOKOJIAYBAHUA
OTPUUATEJIbHbBIN C OBEUX CTOPOH; AHYPUA (B TEHEHWNW 7 JIET).

NHbopmauma U3 IMYHOTO apx1Ba



B naboparopuu HacineaCcTBEHHBIX O0e3HEH oOMeHa BellecTB B Meanko-
TeHETHYECKOM HAyYHOM LIEHTPE I. MOCKBEI B IIATHAX BBICYIIEHHON KPOBU
OIpPEETICHO PE3KOE CHIKEHHE aKTUBHOCTH allb(ha- rajJakTo3uaassl A.

YpoBens anbda - ramakro3ugassi 0,03 (mopma 0,15 — 1,5 amoas\iaTHO 45 9acoB).

MPT roJsioBaoro mosra: MP

[M3aI U B IOy AP X M , EIMHUYHBIX MEJIKUX Y4aCTKOB C
KHMCTO3HOM MEPECTPOUKH BEIISCTBA MO3Ta B JIOOHBIX U TEMEHHBIX JIOJIX, HAPYKHasI
HOPMOTEH3TUBHAs THAPOIC(aIHS.

IXOKI: | pTpodusn KaAPIA

ia. CokparuteabHas CriocoOHOCThL MUOKapja coxpaneHa, @B — 56%.
Muokapa JDK ¢ yyacTkamy MOBBIIIEHHON 3XOIJIOTHOCTH.
MutpanbHO-anWUIsIpHAs TUCOYHKIUS C perypruTamnuen 1 creneHu.
Jlunaranus JIEBBIX OTIEN0B CEpALA, IPABOTO IIPEACEPAMS.

VIJIOTHEHHUE CTCHOK A0pPThI, CTBOPOK AOPTAJIbHOI'O KJIaIlaHA.

MHbopmauums 13 IMYHOTo apxuBea



¥Y3U nouek:

IIpaBas mouka pacrnoyioxeHa oObr4yHo, pazmepamu 125 x 50 mMm. KoHTyphl HeueTKrEe, HEPOBHBIE.
[Tapenxuma n HJIC mnoxo auddepeHuupyrorcs; CTpyKTypa MpeacTapieHa MHOXKECTBEHHBIMU
OKPYIJIBIMHU aHAXOT€HHBIMH O0PA30BAHUSIMU TUAMETPOM J10 18 MM M MHOKE€CTBEHHBIMU
MEJKMMU TUIEPAIXOT€HHBIMU BKIIFOUEHUSIMU (Y4acTku ¢hudpo3a).

BepxHsas TpeTb MOYETOUHHUKA HE BU3YAIU3UPYCTCHL.

Hanrnoueunnk HE BU3yaTU3UpPYETCHI.

[TapanedpanbHas KiieTyaTKa HE W3MEHEHA.

JleBasi mouka pacnonoxeHna 00braH0, pazmepamu 117 x 49 mm. KoHTYpBl HeUeTKHE, HEPOBHBIE.
[Taperaxuma n YJIC mmoxo audpepeHIupyroTCs; CTPYKTypa MpeacTaBlieHa MHOKECTBEHHBIMU
OKPYIJIBIMH aHAXOT€HHBIMH 00PA30BAHUSIMH TUAMETPOM 10 19 MM U MHOKE€CTBEHHBIMU

MEJKHUMU TUIIEPAIXOTEHHBIMU BKIIFOUEHUSIMU (ydacTku ¢hulpo3a).

BepxHsis TpeTh MOUETOYHHUKA HE BU3YAIIU3UPYETCS.

HaanoueuHuk He BU3yanu3upyeTCs.

[Tapanedpaibphas KiieTyaTka He U3MEHECHA.

B pexxume LIJIK cocyaucTeiii puCyHOK ITOYEK 00€IHEH, TPEACTABIEH XaOTUYHBIMU 3XOCUTHAJIAMMU.
[TogBMKHOCTB ITOYEK COXPAHEHA.

I'eHeTHYecKMii aHAJIM3: METOOM aBTOMAaTHUYECKOro CeKBeHUpoBaHus reHa GLA. B 6 sk30He reHa

oOHapyxeHa myTtarusg ¢ 996 999delACG B roMO3UTOTHOM COCTOSIHUU, UTO MOXKET OBbITh XapaKTEPHO JJIsI
ooneznn dadpu.

MHbopmauums 13 IMYHOTo apxuBea



YuurbsiBasgs aHaMHe3, JaHHbIE TEHETHYECKOT0 TECTUPOBAHUS 00JIBbHOMY
BBICTABJICH AMATHO3:

OCHOBHOM IMATrHO3:

bosesns ®adpu ¢ ucxoa0M B HEDPOCKIAEPO3.

OcaoxHenuss ocHoBHOro quariosza: XbII 5 /1 2005. Bropuunas anemust Jerkou
creneHd. CuMnroMarnyeckas aprepualibHas rurieprensus Il ct. Xponnueckas
cepJieuHast HeqOCTaTOYHOCTh I , .KJI. 2.

Bropuunsiit runepriaparupeos. CUCTEMHBIA OCTEONOPO3. XPOHUOINATNS
ceaHcoB. JlucMmerabonmueckas sHuedanonarus 1 crenenu. CUHAPOM pacCEeTHHOU
HEBPOJIOTUYECKOM CUMITTOMATUKH.

ConyTcTBYIOIIMMA IMATHO3: XPOHUYECKUN MTUEIOHESPPHUT, pEMUCCHUSL.
XPpOHUYECKUN TACTPOAYOIACHUT, peMHUCCUs. XPOHUYECKNYN BUPYCHBIN renatut C
MUHUMAJILHOW CTEIIEHU aKTUBHOCTH. 3aKPBIThIN TEPEJIOM IIEHKH MPaBoro Oepa.
Hauato u nipogoipkaercs jieueHue Arasicujasa bera 1 (nakoH B 2 Henenu.

YnomuHaHue MeXAYyHapOAHbIX HenaTeHTOBaHHbIX HanmeHoBaHWIN / TOProBbIX HAaMMEHOBaHMIM NpPenapaToB MNPMBELEHO HA AAHHOM Cllange UCKIYUTENBHO B
Hay4HbIX Uenax n He HanpasfieHO Ha npoaBuXeHune, npmuenevyeHne BHUMaHUA Unn akueHTnposaHne npenmyLiecTs Kakoro-nméo npenaparta unm nponssoguTens.
I/IHd)opmau,vm npegHasHa4YyeHa UCKNYnUTenbHO And MeguunHCKNX paGOTHMKOB.

MHbopmauums 13 IMYHOTo apxuBea



IHanuenTra C., 2002 r.p. (18 JerT)

1-11 neT — yacTsie MOABEMBI TEMIIEPATYPHI 10 CYO(PeOpHIbHBIX
3HAYEHU 0€3 KarapaJibHbIX SBJICHUM, Ha /I ydeTe C JAuarHo3om
Xp. nuenoHeppuUT

12 ner — rocnurTanuzaiysl B JACTCKOEC HEPPOIOTHYCCKOE
OTJICJICHWE, BBIIKCAHA C  JHArdHo30M — «Xp. HNHETOHEPPUT.
[Tomukncros nmouek. XITH 4»

13-14 net — nepuTOHEAIbHBINA AUAIIN3

14 et — TpaHCIUTaHTaMs TOYKHA . MOCKBa

18 ner — muarHo3 boje3nu ®abpy HOATBEPKICH B paMKax

CEJICKTUBHOIO CKPWHHWHIA IIAIIMEHTOB Tpynnbl pucka B I'BY3
YOKb

MHbopmauums 13 IMYHOTo apxuBea



*  HOPMOCTEHUYECKUU THUII TEJIOCIOKEHUS

° KoXa cyxag (THUIIOTHAPO3), CAMHWYHBIC aHTHOKEPAaTOMBl Ha

IepeIHEN IMTOBEPXHOCTH OPIOHIHOM CTCHKU

°  JBIXaHUE BEUKYIISIPHOE BO BCEX OTHEJIAX, XPUIIOB HET

° TOHBI cepama npurnymensl, myma Het. Al 140/90 mm.pt.cT

°  JKMBOT MSTKHMH, 0€300JIC3HECHBIM, CUMIITOM ITOKOJIAUMBAHMSI
OTPHULIATEIbHBINA C 00EUX CTOPOH

°  WAYpe3 aACKBATHBIW, OTEKOB HET

MHbopmauums 13 IMYHOTo apxuBea



B naboparopun HaciencTBeHHbIX 0osie3Her ooMeHa BemectB ®I'BHY «MI'HII»
I. MOCKBBI B IISITHAX BBICYIIIEHHOU KPOBHU OIPENECIIEHO PE3KOE MOBBIIICHUE
aKTUBHOCTH JIM30mI000Tpuasuiachpuurosnna (Lyzo-GB3) 6,95 ar/ma (0,05 — 3,0
HI'/M)

I'eHeTHYecKUU aHAIU3: METOAOM ABTOMATUYECKOTO CEKBEHUPOBAHUSA ITPOBE/IEH MOTHBIN
aHanu3 reHa GLA. Oblta oOHapykeHa mytanus ¢.1025G>A, mpuBojsinas K 3aMeHe
p.Arg342GIn B reTEPO3UTOTHOM COCTOSIHUM , ONIUCAHHOE B MEKAYHAPOIHOU 0a3€ JJaHHBIX IO
myTanusm HGMD

MHbopmauums 13 IMYHOTo apxuBea



ORIy
3AKNIIOYEHMUE: CUHYCOBbIA PUTM C YCC 73-78 YA./MUH.
BbICOKOAMMJ/IUTYOHbIA BAPUAHT KT, HE UCK/II ICs F A MUOKA \BOI

SNNIEKTPUYECKAA OCb CEPALA PACIO/IOMEHA BEPTUKAJIbHO.

NOBOPOT CEPALUA OTHOCUTE/IbHO NPOAO/IbHOM OCU NPOTUB YACOBOWM CTPENIKW.
U3MEHEHUA MUOKAPOA NMPEACEPAUIA U MENYOOUYKOB.

W3MEHEHMA NO TUNY ULLEMUU MUOKAPOA HWKHEWN, BOKOBOM CTEHKW, BEPXYLLKW NEBOIO
HENYAOYKA.

¢ I9XO KT

3AK/TIONEHUE: " ) IOYKA
COKPATUTEJIbHAA CMOCOBHOCTb MIMOKAPA COXPAHEHA.
NPONANC NEPEOHENA CTBOPKM MMUTPA/IbHOIO KNAMAHA 1 CTEMEHW C PEFTYPTUTALMENA 1 CTEMEHW.

* V31 OPTAHOB BPIOIIIHOM ITOJIOCTH - ATOJIOT MU HE BBISIBJIEHO

- V3U [TOYEK - U3MEHEHUA MOYEK MO TMNY HEDPC

MHbopmauums 13 IMYHOTo apxuBea



BOJNIE3Hb ®ABPU — NMPOIPECCUPYHOLLLEE, MOJIMCUCTEMHOE 3ABOJ/IEBAHUE

BO/IE3Hb C ABYMA PA3SHbIMU «MACKAMW» B TEHEHUE XKU3HWN NAUMNEHTA — PAHHUE
CMMNTOMbI U NO3OHUE OCJ/IOXKHEHWUA

OKOJ10 30% NALIMEHTOK — HOCUTENEN MYTALMW B FTEHE GLA UMEIOT APKYIO
RANHUYECKYHO RAPTUHY C MYZIbBTUCUCTEMHbBIM MNMOPAXKEHUEM

MOPAMKEHME MOYEK MPU E® HABMIOOAETCA NMPAKTUYECKM Y BCEX MYXYUH U Y
MHOTUX EHLLMH NOC/IE 40 JIET, YTO MPUBOAUT K NMOYEYHOM HELOCTATOYHOCTM
W TPEBGYET NPOBEZAEHUE TEMOANAM3A.

EXEOHEBHAA HACTOPOXEHHOCTb B OTHOLUEHNW PEOKOIO ANATHO3A

BO3MOMXHOCTb NMPOBEAEHNA CEJTEKTUBHOIO CKPUHWUHTA B TPYTINAX BbICOKOIO
PUCKA, B TOM HYUCJIE BCEM MAUMEHTAM, BK/IFOYEHHBLIM B PETUCTP HA
TPAHCIJTAHTAUUIO NMOYKN

®3T 3HAYUTE/IBHO CHUMXKAET PUCK BOSHUKHOBEHWA N3HEYTPOXAKOLNX
AB/IEHUW, CTABUNN3UPYET ®YHKLUMIO MOYEK, YMEHbBLUAET /13K, YIYYLLAET
®YHKUUKO MUOKAPOA N KAHECTBO XU3HW BOJIbHbIX, BbIBOAA CYECTPAT U3 MECT
ErO HAKOTJIEHUA.



DOCOFE RA NHbopMaumoHHbI nopTas, NpeAHa3HauYeHHbIV ANA CNeLnanncTtoB 31paBooXpaHeHus SANOFI \)

Peakmne 6bonesnu

B AdHHOM pa3jene npeacrtaBieHa aktyaJibHasa MHq)OpMaLI,VIﬂ, Heo6xop,|/1|v|a;| And
JieqyeHnAa naumeHToB C peaknmu 6OJ'Ie3HFIMI/I, d TakK>XXe Apyrme rnojie3Hble
Hay4Hble N METOAMNYECKNE o6yL|a+ou_|,v|e MaTepranbl

Nudopmauumsa Marepuansl AxTyanbHble
O peaKux 6ose3HAX Ha nroboi BKYC TeMaTukmn
 Bonesns Nomile *  MHeHua cneymanncros + [mnarHoctuka
BonesHb ®abpy *  BebuHapsl * KnanHwnueckne peKomequ,au,MM
*  WnTepakTuBHbIE KIMHUYECKME cayYaun * AHOHCbI MEPONPUATUI
Mykononncaxapugos I tuna
Buaeo-ocmoTpbl 1 nctopun NaLmMeHTos © AnroputMmbl BeJeHNs NaumneHToB

D Y Bac ectb BO3MOXHOCTE nojnucaTtbcs Ha paccbiiku flokcdepbi ¢
= NHTEPECHbIMU N MONE3HbIMU MaTepuanamMmm
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DOCOFE RA NHbopMaumoHHbI nopTas, NpeAHa3HauYeHHbIV ANA CNeLnanncTtos 34paBooXpaHeH s SANOFI « g

[nsa pernctpaumm Ha nopTane
Heobx0AMMO yKa3aTb BallK

AaHHble 1 Npu HeobxoaMMOCTH
Pe KVI e 60‘” e3 H VI 0XXMAaTb 06PaTHOro 3BOHKA
B AaHHOM pa3jene npeacraBnaeHa aktyaibHas I/IHC|)OpMaLI,I/IFI, HeO6XOAMMaF| AnA

JieqyeHnAa naumeHToB C peaknmu 6OJ'Ie3HFIMI/I, d TakK>XXe Apyrne rnoJjiesHblie
Hay4dHbl€E N METOANYECKNE o6yqammme MaTepranbl

-

3aperncrpupoBaTheca

iy

IAPETHCTPHPORATLCR

MNocmoTpuTte KpaTKoe
BMAEO O TOM, KaK
BbIFNALUT MNOPTa

[na 6bicTporo nepexosa Ha nopTan co
cBoero cmapTdoHa Bocnonb3yntecb QR-
KOLOM WN NepenaunTe no ccblnke

hittpsi/Y dogsf€r@.ru /direction/
ke dkie=bolezhi/
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