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VBaxxkaeMmble KoJuieru!

CoBpeMeHHasi 3KCTPAKOPMOPaNbHAST TEMOKOPPEKIUS — 3TO BBICOKOTEXHOJOTUYHBIN pazzien
MEAMIIMHBI, UCTIONB3YIOIINN cCaMble COBPEMEHHBIE TOCTHKEHUS B 001aCTH HAHO- U OMOTEXHOIOTHA.
Bo3moxxHO n30uparenbHOE U3BJICUEHHE M3 KPOBH MATOJIOTMYECKUX MOJIEKYJ, UTPAIOIINX BAXKHYIO
pOJb B MaTOreHe3e MHOTUX 3a00JIeBaHU: METa0OJIMYECKUX U ayTOMMMYHHBIX 0OJIe3HEH, cemncuca,
MEYEHOYHOM U MOYEYHON HEJOCTATOYHOCTH, IPYTUX MATOJIOTHYECKUX COCTOSHUM.

CrnenctBrueM SIBISIETCSl  YJYYILEHHE pe3yJIbTaTOB JIEUCHHUs, CHM)KCHHE WHBAIMAM3ALUN U
CMEPTHOCTH MAIIUEHTOB, IMOBHIIIICHUE KaYECTBA UX KU3HHU.

JlaHHBIE TEXHOJOTUU SIBJISFOTCS BaXKHBIM JOIMOJIHEHUEM K TPATUIIMOHHOMY, a B PsJE CIy4acB
OCHOBHBIM METOJIOM JICUEHHUS, TIO3BOJISIOT MOBBICUTH 3()(HEKTUBHOCTH MEIMKAMEHTO3HOM Tepanuu,
YMEHBIIUTH JA03bl JIEKAPCTBEHHBIX CPEJCTB, CHU3UTh YUCIIO UX TOOOYHBIX 3P PEKTOB.

[Ipu npaBuIbHON OPraHU3aLMU COBPEMEHHBIE 3KCTPAKOPIOPAIBbHBIE METO/IBI YAaCTO MO3BOJISIOT
CYIIIECTBEHHO COKPATHUTh 3aTPAThl HA MEIMKAMEHTO3HYIO TEPAIHIO U OOIUe 3aTpaThl Ha JICUCHUE U
peadmIUTauo OOJBHBIX.

CreuuanucTbl CMEXHBIX CHelHaTbHOCTeH (HEBPOJOTH, KapAHUOJIOTH, SHIOKPUHOJIOTH,
pPEBMAaTOJIOTH, PEAaHUMATOJIOTH U MHOTHE JAp.) HEAOCTATOYHO MH(POPMHUPOBAHBI O BO3MOXKHOCTSX
COBPEMEHHBIX METOJIOB JieueOHOro remadepe3a U IKCTPAKOPIMOPATBHONW TeMOKOPPEKIMH U
HEJOCTATOYHO HCIOJIB3YIOT MX B CBOEH AesATenbHOCTH. KoamuecTBO moka3aHUl K MPOBEACHUIO
3KCTPAaKOPIIOPAIbHBIX METOA0B BO3/ICUCTBHUS HA KPOBb B Halllell CTpaHE MOCTOSIHHO HEOINPaB/IaHHO
COKpaIaeTcs, 4To CHIKaeT 3 (HeKTUBHOCTD JIe4eOHBIX MEPOIIPUSTHIA.

HIlI «HayuonanvHoe o00wecmeo chneuuaiucmos 6 obaacmu cemaghepesa u
IKCMPAKOPNOPANbHOU 2eMOKOppeKyuu» HaduHAaeT paldoTy Hana co3naHueM Kinunuueckux
PEKOMEHOauUuil N0  UCHONL306AHUI0 Memo00o8 zemagepesa u IKCMPAKOPHOPATbHOU
2eMOKOppeKyuu 6 KIUHUYeCKoW npakmuke. 3a OCHOBY B3ST (opmaT KIMHUYECKHUX
peKOMeHIaNui, TPUHATHIH AMepukaHckuM oOriecTBoM adepesa (ASFA — American Society for
Apheresis). Hcnonb3yercs wuHbOpMaIss W3 JAOKYMEHTOB, PErJIaMEHTHPYIOIIUX MPUMEHEHHE
AKCTPAKOPIOPATbHBIX TeXHOJorui B ['epmanuu, Anonnn, Benukobputanuu u ap. cTpaHax.

[Ipencrasnsiem craThy, MOCBSIIEHHBIE TIEPBBIM CeMU 3a0oJeBaHusM cuHapomy [ uiiena-bappe,
MUACTEHHH, CEMEIHON runepxonecrepuHemMut, JImn(a) runepaunuaeMun, BO3pacCTHOW MaKyJIsspHOU

ACTrCHCpalnu, TpOM603y HeHTpaHLHOﬁ BCHBI CCTYATKHU, CHHAPOMY PUTHJHOTO YCIIOBCKA.

Konumaxmmuas ungpopmayusi npu 603HUKHOSEHUU 80NPOCO8, npednodxcenuil, oonoaneruti: Coxkonos
Anexceit Anb6epmosuu, dr.sokolov@list.ru



OrJasjieHue

Knunuueckue pexomenoayuu, npunamole Ha Kougepenyuu Hayuonanvrnoeo
obwecmea cneyuanucmos 6 oonacmu eemaghepesa u SKCMpaKopnopaibHoll
eemokoppexkyuu « Hayuonanouvie pexomenoayuu u ob6pazosamenbHvie NPOSPaAMMbl NO
UCNONIL308AHUI0 MEXHON02UN 2emMadepe3a u IKCMPAKOPNOPAIbHOU 2eMOKOPPEKYUU 8
KAUHUYEeCKOU npakmuke: nooxoovl u peutenus», Mockea, 17 nosops 2017 2o0a

1. Cunapowm ['uitena-bappe 8
2. Muactenus 16
3. CeMeifHas TUIIEPXOJIECTEPUHEMHUS 24
4, Jln(a) runepumnonpoTenuIeMus 33

Knunuueckue pexomenoayuu, npunsimeie Ha kongepenyuu Hayuonanvrnozo
obuwecmesa cneyuanucmos 6 obnacmu ecemaghepesa u IKCMpaKopnopaibHou
eemokoppekyuu « Memoowvl 3KkcmpakopnopatvbHoll 2eMOKOPPEKYUU 8 KIUHULECKOU
Meouyume. Ymeepocoenue KiuHuveckux pekomenoayuity, Mocksa, 16 mas 2018 200a

5. Bo3spactHas MakynspHas JereHepanus 40
6. Tpom003 1eHTpaIbHON BEHBI CETUATKH 46
7. CHHIPOM pUTHAHOIO YEJIOBEKa 51
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JIn(a) runepaunonpoTenieMust
Muacrtenus

CemeliHas TUIIEPXOJIECTEPUHEMUS
Cunpapowm ['nitena-bappe

CHHIPOM PUTHAHOTO YEJIOBEKA
TpomO03 LIeHTpabHOM BEHBI CETYATKU

DKCTpakopropanbHas TeMOKOPPEKIIs



Cnucok coxkpameHui

ATI®D — aHTHOTEH3UH-TIPEBPAIIAIOIINA PEepPMEHT

AuXP — anleTUIXOJMHOBBIN pelenTop

BBUI" — BHyTpHBEHHBIE UMMYHOIJIOOYJIMHBI

BM/I — Bo3pacTHast MakyJ0auCTpOhus

I'eCI'XC — rerepo3uroTHas ceMeiHas TuIepXoiecTepUHEMHUS
I'TIJI — renapuH-UHAYIMPOBAHHAS IPELUIIUTALIVS JIATIONIPOTEUI0B
['oCI'XC — roMo3urotrHas ceMeiHasi TUIepXxo0JieCTepUHEMHUS
JI'K — nekapOokcuiiaza rIF0TAMHHOBOM KUCIIOTHI

KKT — keny104HO-KMILIEYHBIM TPAKT

NBJI — uckyccTBeHHAast BEHTUIISILUSA JIETKUX

NC — ummyHOCOpOLIHS

NDA — nummyHOpEpPMEHTHBIN aHATTN3

KII® — kackagHas mia3Mo(uiIbTparus

KT — xommbrotepHas Tomorpadus

JIBII — niunonpoTenibl BBICOKOW MIOTHOCTH

JIHII — nunonpoTen1bl HU3KOM IIIOTHOCTH

JIHIT adepes — adepe3 TUNonpoTen 0B HU3KOH MIIOTHOCTH
JIn(a) — nunoniporenn (a)

JIn(a) adepes — adepes nmumonporenios (a)

MT — macca tena

OB/II — octpas BocnanuTeNibHas JeMUETNHU3UPYIOLIAs TOJUPATUKYIOHEHponaTHs
OMAH - octpast MOTOpHasl akCOHaJIbHAsl HENPOIaTHs
OMCAH - ocTpas MOTOpHO-CEHCOpHAasi akCOHaJIbHas HelponaTus
OXC — o6muit xoyecTepuH

OLIK — 00beM UPKYIUPYIOLIEH KPOBU

OLII — 06beM HUPKYIUPYIOIIEH MIa3Mbl

ITA — nirazmadepes

ITO — nna3moobMeH

CT'b — cungpowm I'nitena-bappe

CT'XC — cemeiiHas TUIIEPXOJIECTEPUHEMHUSI

C3II — cBexe3aMOpoKEeHHas I1a3mMa

CPY — cuHApPOM pUTHIHOTO YEIOBEKA

TA — tepaneBTuueckuii agepes

TI' — Tpurnuuepu bt

TOJIA — TpomMO3MO0IIHs IETOYHOM apTepuu

Y/I — ypoBeHb JOCTOBEPHOCTHU JOKA3ATEIHCTB



VYVYP — ypoBeHb yOeIUTEIBHOCTH PEKOMEH AT
XC — xonectepuH

I[IOKKMII — LleHTp sKkcrepTU3bl U KOHTPOJISI KAUeCTBA MEAULIMHCKOM nToMoIu, PenepanbHoe
roCyJapCTBEHHOE OI0PKETHOE YUPEKICHHUE

OTI'K — skcTpakopriopanbHas reMOKOPPEKIIUs
OKT — snexTpokapauorpadus

OMI — anexkrpomuorpadus

OHMI - snektponeiipomuorpadus

Ox0KI" — sxokapauorpadus

OIA — sputponuradepes

ASFA — American Society for Apheresis
AREDS — Age-Related Eye Disease Study
GPP — cnoxuBmiasicst KTMHUYECKask PAKTHKA
HELP — remapun-uHaynupoBaHHas NpeluIUTaIMs TUTONPOTEUIOB
OCT — onTHueckasi KorepeHTHasi Tomorpadus

VFQ-25 — Visual Functioning Questionnaire-25 — cnienuanu3upoBaHHbINA OIMPOCHUK KayecTBa
KU3HH

TepmuHbI U onpeneIeHus

Hcnonvzyemvie mepmunovl npumsamol Ha I medcOyHapoOHOU HAYUHO-NPAKMUYECKOU KOHGepeHyuu
Hayuonanvnozo obwecmsa cneyuarucmog 6 obnacmu  cemaghepe3a u 3KCMPAKOPROPATbHOU
eemokoppekyuu «Jleuebnulii cemagepes u IKCMPAKOPNOPAIbHAS 2eMOKOPPeKYUus: npodiemvl U
nepcnekmuswly, Mockea, 15 — 16 okmsabopsa 2015 2o0a

Adepe3 agunonporenaos (JIII adepe3) — rpynmna CEeNeKTUBHBIX METOJIOB IKCTPAKOPHOPATBHOU
reMOKOppeKIMH, olecrneunBaromuXx 3(QekTuBHOE  ynajleHue M3 KPOBH  aTepOTreHHBIX
munomnporennoB. Bapuantamu JIIT adepesa spustorcs JIHII adepes, npu KoTOpoM yAanstoTcs
JUMONPOTENabl HU3KOU TIoTHOCTH U JIn(a) adepes, mpu KOTPOM YAAISIOTCS JTUIONPOTEUIbI(a).

Ienapun-unaynupoBanHasi npemunurtamus Junonporeunaos (I'IJI) — (HELP — Heparin-
mediated  Extracorporeal =~ LDL/fibrinogen  Precipitation) = —  celekTuBHBIH  MeTO[
HKCTPAKOPHOPATbHON F€MOKOPEKIIMH, B OCHOBE KOTOPOTO JIEKHUT CIOCOOHOCTH JHUIOMPOTEUA0B K
OCaX/IEHUIO B MPUCYTCTBUHU I'ellapuHa Ipu AOCTHkeHUH pH mia3msl ypoBHS 5,2, oGecrnieunBaromui
3¢ (eKTUBHOE yJaJIeHUEe aTePOTr€HHBIX JUIIONPOTENI0B U GUOPUHOTEHA.

Nvmynocopouus (MC) — cenekTUBHBIA METOJ HKCTPAKOPIOPAIbHON NE€MOKOPPEKLIUU, B OCHOBE
KOTOpPOTO JIEKHUT yJaJleHHE LEJIeBhIX KOMIIOHEHTOB M3 IUIa3Mbl KPOBH, IOJy4yaeMoOW Mocie
OTJENIEHUs] KJIETOK KPOBU IOCPEACTBOM LEHTPUPYNKHONW HMIM MEMOpaHHON TEXHOJIOTHH, MyTeM
copOIIMM Ha HWMMYHOCOpPOEHTE, 3a CYEeT CBS3bIBAaHUS C MMMOOMJIM30BAHHBIMH Ha IMOBEPXHOCTHU
copOeHTa aHTHTEIaMH, CTIEHU(PUYHBIMU K 1[eIEBOMY KOMIIOHEHTY.

NvmyHocopOuuss  jgunonporenaoB (ummyHocopOumss JIII) —  cenekTuBHBIA  METOH
AKCTPAKOPIOPAIBHON TEMOKOPPEKLIMK, B OCHOBE KOTOPOrO JIEKHUT YAAJIEHUE aTEPOTCHHBIX
JUIIONPOTENIOB U3 IUIa3Mbl KPOBH, IOJIYyYa€MOM IOCJIE OTAEIEHUS KJIETOK KPOBH MOCPEACTBOM
neHTpuyXkHOH wWiIM  MEeMOpPaHHOW  TEXHOJOTHH, TMyTeM COpOIMM Ha  CleUUaIbHOM
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MMMYHOCOpPOEHTE 3a CUeT CBSI3bIBAHUS C aHTUTENIaMH, ClieHU(DUUHBIMU K arnoOeskaM aTepOTreHHbIX
munonporenso (anoB-100, amo(a)), ”IMMOOMIM30BAaHHBEIMHU HA MIOBEPXHOCTH COPOCHTA.

Bapuantamu wummynocop6run  JIIT  sBisrorcss JIHIT uMmyHocopOuMsi — HWMMYHOCOPOIIHS
JUIONPOTEUZ0B HU3KOM miotHocth U Jim(a) wumMMyHocopOuusi — UMMyHOCOPOLHS
JunonpoTtena(a).

Jinmuanas ¢uabTpamus (JIP®) — ceneKTHBHBIM METOJ 3KCTPAKOPIOPAIbHOW TI'€MOKOPEKIUH,
BapUaHT KacKaJHOM mIa3Mo(uIbTpaly, MPeACTAaBIAIOIIMNA co00i codeTaHHe KacKaJHOW
WIa3MOPWIBTPALUN U TEPMOPHIBTPALUN, B pe3yabTare KOTOPOrO 3a CYET MHpPEeBapUTEILHOTO
Harpesa IUIa3Mbl IOBBIIIACTCA CEIEKTUBHOCTD yIaJICHUS aTEPOTrE€HHBIX JINIIONPOTEHIOB.

Ilnazmagepes (ITA) — adepe3 MmIasMbl — HECEICKTHUBHBIM METOJ AKCTPAKOPIOPATLHOMN
FEMOKOPPEKIIMM, B OCHOBE KOTOPOTO JIEKHUT TOJIHOE WM YacCTUYHOE YJAJICHHUE IUIa3Mbl,
BBI/IEJICHHOW U3 KPOBU IMOCPEICTBOM LIEHTPU(PYKHOM U MEMOpPaHHON TEXHOJIOTUH.

B 3aBucumoctu or oObema dKchy3uHM IUIa3Mbl IUIa3Madepe3 MOXKET OBITh HUZKO0OBEMHBIM
(xchy3us 1o 20% obbema mupkyaupyromien miazmel (OLI), cpeoneodvemuvim (20-50% OIIIT),
evicokooovemnvin  (50-70%  OLIIl), wnmazmooomenom (70-150%  OLIIl), mMaccUBHBIM
miazmoodmenom (>150 % OLII).

Tak kak 3a py0Oexom, Kak MpaBWIIO, UCTOJIB3yeTCs IiazmMadepe3 ¢ 00beMOM IKCHY3UH TLIa3MbI
6osiee 70% OIIII, tepmun «Ilaazmoodomen» — Total plasma exchange (TPE) gacto siBnsercs
cuHoHuMoM TepmuHa «llnazmadepes».

I[Inazmoodmen (IIO) — mnasmadepes ¢ odbemoM skcy3um mnasmel Oosiee 70% oObema
UUPKYJIAPYIOLIECH T1a3MBbl.

[MnasmopuabTpanus kackaagnas (KII®) — mnonycenekTHUBHBI  MEMOpaHHBIM  METOJ
OKCTPAKOPIOPATHHOH Te€MOKOPPEKIIMH, OCHOBAaHHBIM Ha MNPUHIUINE (QUIBTPALUOHHOTO |
KOHBEKIIMOHHOTO MacCOIepeHoca uepe3 MONYIMPOHULIAeMYI0 MEMOpaHy BOJBI U PACTBOPEHHBIX B
HEl MOJIEKYJT 3a CUeT IpaJueHTa JaBJICHUs, oOecrednBaronii 3 (HEeKTUBHOE yIaJICHUE U3 TUIA3MbI
KPOBH IIOCIIE OTACNEHUS KJIETOK KPOBH  IOCPEACTBOM UEHTpU(DYKHOW wWiIu MeMOpaHHOU
TEXHOJIOTHI BBICOKOMOJICKYJISIPHBIX KPYITHOTIOOYIISPHBIX KOMIIOHEHTOB IIJIa3Mbl, pa3Mep KOTOPBIX
OoJbIIe pazMepa MOJIEKYJIbl aATbOyMHHA.

TepaneBTuueckuii (ieueonsniii) agepes (TA) — o0o0OmIeHHOE Ha3BaHKME BCEX METOIOB adepesa,
MPUMEHSFOIIUXCS C Ie4eOHOM 1ENbIO.

Opurpouutadepes (ILA) — Erythrocytapheresis — moaycenekTUBHBIA METOJ SKCTPAKOPITOPATb-
HOW TeMOKOPPEKIIMH, OCHOBAHHBIA Ha Pa3[e/ICHUH TUIa3Mbl U KJIETOK KPOBH IO BO3ICHCTBHEM
EHTPOOEIKHOM CHIIBI M BBIICTICHUU U3 KPOBH (PPAKIIUU SPUTPOIUTOB.

JkcerpakopnopajibHasa  remokoppexkuust (JQI'K) — HanpaBieHHOe  KOJIMYECTBEHHOE W
KaueCTBEHHOE M3MEHEHHE KJIETOYHOro, OEIKOBOro, BOJHO-3JIEKTPOJIUTHOTO, (PEPMEHTHOrO,
ra3oBOr0 COCTaBa KPOBU IyTeM 00pabOTKM KPOBH BHE OpraHU3Ma.



Cunapowm I'mitena-bappe (ocTpasi ayToMuMMyHHas1 BOCHIAJIUTEIbHAS MOJUPATUKYJIOHEBPONIATHS)

Jwnarnos

OcTtpasi ayTouMMYyHHasl BOCHIMTEIbHAs IOIMPAAUKYJIOoHEBponaTus (cunapom I uiiena-bappe)

Kox MKbB

G61.0

Hannune undopmanuu 06
ucnonb3zoBanun MetosoB TA (OI'K)
B POCCUUCKUX KIIMHUYECKUX
pekomenparusax (merox TA (OI'K),
Ha3BaHUE KIIMHUYECKUX
pPEKOMEH 1l i, TPUHSBIIAs TPOQ.
accoluanus, rojl yTBepxKaeHUs])

[Tnasmadepes — «Cunapom ['nitena-bappe y aereii», Coro3 neauarpos Poccuu, 2016)
BricokooObeMHBIN TTporpaMMHBIN TU1a3mMadepes, kackaaHas miazModunbtpanus — «Cunapom ['uitena — bappe y
B3pOCIBIX», Beepoccuiickoe o01iecTBO HEBPOI0roB, 2016)

Hannuue uadopmarm o6
ucnosabszoBanuu metozoB TA (OI'K)
B CTaHJapTax JIeUeHUs,
yrBepxAcHHbIX M3 PO (Ne u nata
npuka3za, merog TA(DI'K), yactora
PEJOCTABICHUS/KPATHOCTB)

Her crangapros

Bo3spactras kareropus

B3pocasie, netn

Bua MeaunmmHCcKON TOMOIIHN

CHGI_II/IaJ'II/BI/IpOBaHHaH MCIHMIMHCKAasA ITOMOIIb

(HEOTJIOXKHOE — B T€Y. HECKOJIBKUX
YacoB; CPOYHOE — B T€Y. JIHS;
MJIaHOBOE; MPOrPaMMHOE JIEUEHHE —
pe2yisipHo, OUmenbHOe 8PeMsl)

VYcnoBust oka3aHus MEIUIIMHCKON CranuoHapHo
IOMOIIH

dopma OKa3zaHHUS METUIIMHCKOU Heotnoxnas
IOMOIIH

CpouHOCTh Hayasa JIe4YeHHs CpouHoe

3a0051eBaeMOCTb IO TaHHBIM
3apyOe)KHBIX UCTOYHUKOB

1-2 : 100 000/rox (CLIIA)

[pouenypsr TA (OI'K)

[Tnazmoo6meH (Bbicok0o0OBbeMHBIH mnazMadepes) (I10)
Kackannas mnasmoduibtpanust (KIID)
Nmvmynocop6ims (MC)




IMoxazanus

Jlerkasi, cpeHsisi, TsIzKeJIasi U KpaliHe TsKe/1asl CTeleHb TAKeCTH MPU MPOA0/KAIOIEM HAPACTAHUHU
HEBPOJIOTNY€CKON CHMIITOMATHKH;

HOBTOpH()e HapacTaHue¢ CMMIITOMAaTUKHU MMOCJI€ BPEMECHHOT0 YJIYYIICHUSA.

Ctpanbl, B KOTOPBIX OMPEIEICHBI
nokazanus k TA (OT'K)

CLIA, I'epmanus, @pannus, Anonud u ap.

TTokazauus ASFA

IlepBas nuHuA Tepanuu
Bropas nuaus Tepanuu nmocie B/B 1g (2 v/xr MT)

Pexomennars ASFA (ypoBeHb
JIOKa3aHHOCTH )

Crenens 1A (nepBas TUHUS TEpPAIIUH)
Crenens 2C (BTOpast TUHUS TEPAITHH)

Kareropus ASFA

| (mepBas MMHUS Tepanuun)
Il (BTOpas nuHus Tepanun)

PKU — panoMu3upoBaHHbIC
KOHTPOJIMPYEMBIC HCCIICTOBAHUS
(KOJI-BO McCiIeq0BaHuii/obIIee KO-
BO BKJIFOYCHHBIX ITAIICHTOB)

19/1770

KU — koHTpOIHMpYyEeMBbIC
rccnenoBanus (Koa-BO
UCClieI0BaHmii/001Iee KOI-BO
BKIIFOUCHHBIX HaIII/IeHTOB)

Hccnenosanue cepun (>3
HaHI/IeHTOB) KIIMHUYCCKUX CITy4YacB
(kon-Bo cepwii/o01iee Koi-BO
BKIIFOUCHHBIX HaHI/ICHTOB)

9/369

OnucaHne KIMHHYECKHUX CITyYacsn
(k071-BO ciy4aeB/o01iee KoJI-BO
BKJIIOYEHHBIX IMAIUEHTOB)

10/11

YpoBeHb JOCTOBEPHOCTH
nokazatenbet (Y /1) u ypoBeHb
yOeIUTEeTHHOCTH PEKOMEHTAITHI
(YVYP) corimtacHO METOIMYECKUX
pexomennanmii [[DKKMIT
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Kparkoe onmucanue 3a0oneBanus
(cocTosiHUA)

Cunnpom ['mitena-bappe (CI'B) mnpencraBisier co0Ooif Tpynny ayTOMMMYHHBIX HEBPOJIOTHYECKHX COCTOSIHUH,
XapaKTEePU3YIOLIUXCS TPOrPECCUPYIOIIEH ClIa00CThIO, CHHKEHUEM/yTpaTol MIyOOKHUX Pe(IeKCOB, YyBCTBHTEILHBIMU
paccTpoiicTBaM MO MOJMHEBPUTHYECKOMY THUIy W BereraTuBHO-TpoduueckuMm nebunutoM. B 3aBUcHMOCTH OT
MPEUMYIIIECTBEHHOTO TOPKEHUS OINPEACICHHOW TPYIIbl aHTUTECHOB MEpUPEPUUSCKON HEPBHOW CHCTEMBI
dbopmupyrores pasznuunbie ¢popmbl CI'b: ocTpas BocmanutenpHas JEeMHETMHU3UPYIONIAS MOJIUPAJAUKYIOHEHpOaTus
(OBJAII) — 65-90%; octpbie MOTOpHAsE U MOTOPHO-CeHCOpHasi akcoHanbHbie Heliponatun (OMCAH u OMCAH) — 5-
20%; cunapom Musnepa-dumepa (2-3%); octpas mnapamaperuueckas (2-3%); octpas nanau3aBroHOMHus (<1%);
(bapuHro-1IepBUKO-OpaxuanpHas dopma (<1%); octpas ceHcopHas ¢opma (<1%); ocTpas KpaHUAIbHAS HEBPOMATHS
(<1%); ctBoNOBOIT SHIIehanuT bukepcradda (<1%).

[Ipu nambonee yacrom Bapuante CI'b — OBJIII 3aboneBanne HaunMHAETCs, Kak MpaBuiio, crycts 1-3 Hemenu mocie
MEPEHECEHHOr0 MH(EKIIMOHHOTO 3a00JIeBaHusl BepxHHUX JbixaTenbHbiX myTed win JKKT ¢ passutus mapecresuit (u
00JIEBOTO CHH/IPOMA) U CHMMETPUYHOM MBIIIEYHON c1a00CTH, KOTOPBIE PacIpOCTPaHSIOTCS MpokcuManbHO. CirabocTh
MPOrpeccupyeT Ha MPOTSDKEHUM OoT 12 4 10 28 JHEH OT caMoro JIETKOTO YPOBHS JIO 0OJiee TSDKENBIX CIy4acB C
BOBJICYCHHUEM PECIMPATOPHBIX M opodapuHreanbHbix Mo (Tpedyercs MBJI B 25% y B3pocnbix; 3-5% y nereid).
JlucyHKIMsT aBTOHOMHOM HEPBHOM CHCTEMBI MOXKET MPOSBISATHCS BapuabenbHOCThIO apTepuanbHoro nasienus, YCC,
TCYHKIMEeH WHTPAOKYISAPHBIX MBI, JKEIYIOYHO-KHIIEYHOTO TPaKTa, HAPYIICHHEM MOYEHCITyCKaHUs |
JTUCTHIPO30M).

B psine cnydaeB HabOmr0omaThCsl CIIOHTAHHOE BBI3AOPOBICHHE (0OBIUHO Ha 2-4 Hepene 3a0oseBaHus), ogHako, y 20%
MAIMEeHTOB MOTYT HaOJIOAAThCS HEBPOJOIMYECKHE OCJIOKHEHUS, MPUMEPHO IOJOBHHA M3 KOTOPHIX 3aKaHYMBAETCS
TSDKEIION moTepel TpyaocnocooHocTH. JleTanbHOCTh cocTaBmsieT okoio 3-5%.

B ocnose narorenesa CI'b — abeppaHTHass UMMYyHHas peaklus Ha MPeIIIeCTBYIONINE UMMYHOAKTUBUPYIOIINE COOBITUS
(mepeHeceHre BUPYCHOW WMHQEKIMU, BAKIMHALWS, ONEpAIMU) PEaM3YIOIIascs CHUHTE30M aHTHUTEN K TaHTIHO3HIaM
(acuano-GM1, GM1, GM2, GD1la, GD1b, GQla, GQ1b, GT1a knaccos IgG/IgM (MDA, uMMyHOOJIOTTHHT) Ha OCHOBE
MEXaHM3MOB MOJICKYJISIPHOW MHMHKPUM C aHTUTeHaMu uWHQeKknuonHoro mnpoucxoxaenus (Campylobacter
jejuni, Mycoplasma pneumoniae, Bupyc Dmiureiina-bappa 1 IMTOMErajJoBHpYC).
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Kpatkoe onucanue METo/I0B JICUCHUS
3a00s1eBaHuUs (COCTOSTHHS)

OCHOBOM JICUCHUS SIBISCTCS noAACPpIKUBArOIIass TCpalus. bonee TskenmpIM namuceHTaM MOXKCET HOTp€6OBaTbCSI
HWHTCHCHBHAsA TCpamus, HCKYCCTBECHHas BCHTUIIALUA JNETKUX U yXo4 IIpu Iapajiudyc M pea6I/IJ'II/ITaI_[I/IH B TCUCHUC
HECKOJBKHX MCCALICB JO I'0OJa NJIN OoubIIe.

MoHoTepanus KOPTHKOCTEpOMIAMH IOKa3ajla MHHUMAIbHYIO TEPaneBTUYECKYI0 S(GGEKTHUBHOCTh WM IOJIHOEC
orcyrcTBue dhdekTa.

[Tna3amooOMeH ObUT MEPBBIM TEPANEBTHUECKUM METOAOM OKa3aBIIMM OJIaronpHuATHOE BO3JCHCTBHE, M HECKOJBKO
KPYIHBIX PaHJAOMH3UPOBAHHBIX KOHTPOJIMPYEMBIX KIMHUYECKHX HCCIEIOBAaHUN NOATBEpAWIN ero 3¢dexruBHocTs. B
OJTHOM U3 MEXJYHAPOJIHBIX pPaHJOMU3HPOBAHHBIX HCCIENOBAaHUI MpoBoAwIOoCh cpaBHeHHe [1O, BHYTpPUBEHHBIX
ummyHornooynuHos (BBUIY) u I10 B coueranuu ¢ BBUI' y 383 B3pociabix nmauueHToB ¢ TsoxenasiM OB/II, u 6bu10
YCTaHOBJICHO, YTO BCE TPU METOJa OJMHAKOBO Y(PPEKTUBHBI. Y TpEX PYII HE HAOIOJAIOCh 3HAUNTEIbHBIX Pa3IHInil
B BOCCTaHOBJICHUU JEECHOCOOHOCTH B 4-HEJCNIbHBIA IEepUOoJ], WIM BO BPEMEHM, TpeOyeMOM /sl BOCCTAHOBIICHUS
CaMOCTOSITENTLHON BUTATENbHON criocoOHocTH (Tpynmna [10 49 nueit, rpynmna BBUI 51 nens u rpynma [IO/BBUTL 40
nHeit). Jlpyrue wuccieqoBaHHbIE METOJbl JICYEHUS BKIIOYAIOT HMMYHOCOPOLHIO, (DUIBTpPAIMIO CIIMHHOMO3IOBOM
KHUJIKOCTH, M KacKaaHylo ImiazmoduibTpanmioo. Beugy mocrymuoctn BBUIT oHM 9acTo mpUMEHSIIOTCS B KadyecTBE
HayvalbHOH Tepanuu; craHaapTHas Jo3a cocrasiser 0,4 r/kr B TeueHue 5 qHeit noapsaa. B xayectBe nononnenus k 110
TaKXKe UCIOJIB3YIOTCS TIIIOKOKOPTHKOCTEPOHIBL, MyJbC-Tepanus nukiodochamumom nmm BBUT.

O6ocHoBaHNE HEOOXOIUMOCTH
npumenenus TI1 (OT'K)

OcHoBHOM  3THONOrMuYeckuit mexaHusMm CI'b  — ayTouMMyHHOE aHTHTENO-ONOCPEIOBAaHHOE IOBPEXKIACHUE
nepugepuyeckux HepBoB. [I03TOMYy MOI'YT HCHOJIB30BaThCSl SKCTPAKOPIOpPAIbHBIE ONEpaliy, HalpaBleHHbIE Ha
KOppEeKIIHIO OeTTKOBOro cocraBa kposH: miazmooomeH (I10), kackagnas miazmoduibtpanus (KIID) u ummynocopouust
(UC). Pe3ynbTaTbl HECKOJIBKMX KOHTPOJIMPYEMBIX HCCIIEIOBAaHUI B KOTOpPBIX NpoBoJuiock cpaBHeHue [IO u
NoJJepKUBarolel Tepanuu moka3anu, 4ro [IO MoXeT yCKOpUTh BOCCTAHOBJIEHHE JIBUraTEJIbHOM aKTHBHOCTH,
COKpalaeT npojoukuTenbHocTs MBJI, yMeHbIaeT KOJIMYeCTBO OCIOKHEHUH (TsKenble HH(EKINH, HeCTaOUIbHOCTD
apTepualibHOTO JaBieHus, aputMuu U TOJIA), HO mpuU 3TOM  NPOJOHKUTEIBHOCTh IOTEPU TPYIOCIOCOOHOCTH
ocTraeTcs 3HauMTeNbHOI. B npoBeneHHOM Bo PpaHIIMU KOOMIEPAaTUBHOM HCCIIEIOBAaHUU CpeiHee BpeMs, TpedyeMoe JUIs
npekpamenuss VMIBJI, cocraBuno 18 anei npu I10, nporus 31 gHs mpu TpaauLIMOHHOM JiedyeHUH. B nccnenoBanumy,
nposeeHHOM B CeBepHOU AMepuke, cpeliHee BpeMs JUlsl BOCCTAHOBIJIEHUS JIBUTATEIbHOM aKTUBHOCTH COCTaBMIIO 53
nus B rpynre 110 u 85 nHei B rpynne nogaepxuBaronieil tepanuu. CTOMMOCTD JiedeHHs Ipu ucnoias3oBanuu [10 no
CPaBHEHUIO C TOJBKO MoJIepKuBaroniel Tepanueii cansmiack Ha 30-40%. B 0630pe Cochrane Neuromuscular Disease
Group (2012) mokazano, uro I1O sBrseTcss Hanboee >3PpPEKTHBHBIM B TIEpBBIe 7 THEH OT Havana 3abosneBaHus. [Ipu
sToM Haubonbmi 3¢ dext I1O HabmogaNCs MPU TSHKEIOM M YMEPEHHOM TeueHHeM 3a00JIeBaHMs, B BUJIEC YBEIMUCHHUS
KOJIMYECTBA MAIMEHTOB CITOCOOHBIX K XOb0€ B mepuo 4 Heeb.
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B npyrom cucremaruzupoBanHoM 0030pe KokpaHoBckoi 0a3bl JaHHBIX oTMedaeTcs, yto jJedeHue BBUI mpu OBJIIT
HE JaeT MPEUMYIIECTB TepaneBTudeckoro 3 dekra no cpaBuenuto ¢ [10. B pekoMenganusax AMEpUKaHCKON aKaJeMUuu
HeBposioruu coodmaercs o paBHoi 3¢ dektuBHoctu 110, A nnmn BBUIL B neuenuu CI'b, ogHako cTOMMOCTH JICUCHHS
BBMUI npu CI'b moxet ObITh B 2 pasa Beime (Winters, 2011).

PerpocnexkTuBHBIE HCCIIEIOBaHUS CBUIIETEILCTBYET, uTo npuMeHeHue 110 B ciydae He 3¢ dexktuBHocTH BBUIT nmeer
OTPaHUYEHHOE TEPANCBTHYECKHUE 3HAUYCHUE, U 3HAYUTEIHHO TOBBIIIAET CTOMMOCTH JeueHus. [1oaTomy, He0OX0IMMOCTh
ucnosib3zoBath 110 nocne BBUI' cnenyer paccMarpuBaTh B KaXKJ1I0H KOHKPETHOM CIydae OTIIEIbHO.

[Tokazana 6oxpmas 3¢ dexruBroCTh [10 B neuennn akconanbubix popma CI'b, uem BBUI'.

Ilokazana Oonbwmas 3¢¢dexkTuBHOCT Hcnoib3oBaHusd I1O Ha anmapara HeNpepbIBHOTO THMA C  3aMELICHUEM
KpUCTAJIOUIHBIMU pacTBOpaMM M IIpenaparamMM ajibOyMHHa, 4YeM JIOHOPCKOM ma3Moil (B CBA3M € OOJbIIMM
KOJINYECTBOM AJIEPIrHUECKUX MOOOUYHBIX PEAKIIUN).

[Ipu cpaBuenuu 110, KII® u MA He BBIBIEHO CTaTUCTHUUECKH 3HAUMMBIX pa3iinyuii, HO B rpymnine MA nabmonanocsh
MEHBUIE HEXKENATEIbHBIX PEAKLIUH.

Texunueckue 0COOEHHOCTH

[TockoIbKY MOKET CYIIECTBOBATh TUCHYHKITNS aBTOHOMHOM HEPBHON CHCTEMBI, AITUEHTHI B poriecce adepeza MoryT
OBITH O0JIee YYBCTBUTEIHHBI K N3MEHEHUIO BHYTPUBEHHOTO 00beMa JKUIKOCTH.

Peunausel Moryt Bo3HuKath B 5-10% ciydyaeB y manueHToB yepe3 2-3 Henenu nociie Kaxaoro suaa jgedenus c 110 u
BBUT'.

Korga pennnyuBsl BOZHHKAIOT, 00BIYHO ObIBaET 3 (HEKTUBHBIM BO30OHOBICHUE IKCTPAKOPIIOPATHHOTO JICUCHUSI.
ITpu KI1® HeobxoauMo Hcnonbp30BaTh PpakMOHATOPHI TUIA3MBI ¢ pazmepoM nop 10 HM

[Tepdy3upyembiii 00beM TIa3MBI

1-1,5 OLII — nns 11O u KII®, (ans UC B cOOTBETCTBUHU C MHCTPYKIIMEH K UMMYHOCOPOEHTY)

YacrtoTa

Uepes nens — g1 110
Bo3moxuo xaxaeii nenb — g KITO u UC

3amernaroniast *XUAKOCTh (Ipu
HE00XO0JMMOCTH)

[TonmanexTponuTHbIE p-phl, anbOymuH, C3I1

Crabunuzanus KpoBu
(aHTHKOATYIISALINSA)

Hert ocoGenHoOCTEH

[TpoaoKUTENBHOCTD JICUEHUS C
ucnonb3zoBanueM TA(DT'K) u kon-Bo

IPOTIEYP

I1O (KT1d, NC) B cymmaproM oobeme 200-250 mur/kr MT B Teuenue 10-14 aneit. O6bran0 5-6 npoueayp 10 (KIID,
NC). HexoTopsiM mareHTaM MokeT nmotpedoBathbes mpoaomkenue jeuenus 110 (KI1D, UC)
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[Tokazaresnu, UCTIONB3YIOIIHECS IS
MOHHTOPHHTA TCUEHUS 3a00ICBaHUS
(cocTostHus)

Hesposiornyeckue cuMOTOMBI (PacIpOCTPAHEHHOCTh YYBCTBUTEIbHBIX PACCTPOMCTB, BBIPAKEHHOCTb JABUIaTEIbHOIO
nedumTa ¥ BEreTaTUBHBIX PACCTPOICTB, BOCCTAHOBJICHUE NIyOOKHUX PE(IICKCOB), OIICHKA 10 IIKaJIe HEBPOIATHYSCKUX
Hapywenuit NIS, ctenenps HapyleHus ABUraTeNbHbIX (QYHKIUM 110 ceBEepO-aMEepUKaHCKOH IIKajle HHBAINU3ALHH.
YpoBeHb ayToaHTHTENn K TaHrmosugam: acuano-GM1, GM1, GM2, GD1a, GD1b, GQla, GQ1b, GTla kmaccos
IgG/IgM (MDA, "MMYHOOJIOTTHHT).

[Tpu3HaKkK [eMHUEIMHU3AUY U aKCOHONATUH neprudepudeckux HepBoB npu DHMI'.

Kpurepuu onenku 3¢pexTuBHOCTH
JICUYCHUS — KIIMHUYECKUE

JluHamMKMKa HEBPOJIOTMYECKHMX  CHMIITOMOB: IpEKpallleHue MporpeccupoBaHue 3alosieBaHusl  (yMEHbILIECHUE
PacrpoCTPaHEHHOCTH YYBCTBUTEIIBHBIX PACCTPOMCTB, YMEHBIICHHWE JBUTATENBHOTO Je(pUIMTa W BETETaTUBHBIX
paccTpoiicTB, BOCCTAaHOBIIEHUE TITYOOKHX PEQIIEKCOB).

Ymenbmenne oneHky no mkaigaMm NIS u ceBepo-amMeprkaHCKoil mKaie NHBATUAU3AINH.

Kpurepuu onenku 3¢ppexTuBHOCTH
JedeHus — 1abopaTopHble
(>kenaTenbHO)

JIunamMuKa ypoBHsI ayTOAHTHTEI K TaHrmmo3uaam: acuano-GM1, GM1, GM2, GD1a, GD1b, GQla, GQ1b, GT1la
knaccoB [gG/IgM (MDA, "MMyHOOJIOTTHHT).

Kpurepuu onieHku 3ppeKTuBHOCTH
JI€YCHMsI — UHCTPYMEHTAJIbHbIE

OrpanuveHne MPOrpecCUPOBaHUS MTPU3HAKOB JCMUCTHHHU3AINHN U aKCOHOMATHH niepudepudeckux HepBoB mpu DHMI
(3¢ ekt MoxkeT ObITh OTCpOYEH 10 1 Mec.)

Kputepuu xauectBa okazaHus
MEIUITMHCKOM OMOIIIH C
ucnonszoBanueM TA (OT'K)
(coObITHITHBIC, BPEMEHHEIE,
pe3yJIbTaTUBHEIC, TOTOJTHUTEITHHBIC)

CoObITHiiHBIC — UCIIONIB30BaHbI YKa3aHHbIe Bbilie MeToabl TA (OT'K).
Bpemennsie — Hauano TA (OI'K) B nepBbie cyTKH 1MOCI€ MOCTAHOBKHU AMArH03a MPU HAIMYUU TTOKa3aHUM.
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Mmuacrennst npuodperennasi (Myasthenia gravis)

Jnaruos

Muacrenus nprodperennas (Myasthenia gravis)

Kox MKb

G70.0

Hannune nndopmannu 06
ucnonb3zoBanun MetosoB TA (OI'K)
B POCCUUCKUX KIIMHUYECKUX
pexomenaanusax (meton TA (OI'K),
HA3BaHHUE KIIMHUIECKIX
pEKOMEHIalui, MPUHSBIIAs POd.
accoluanus, roJi YTBepKIACHHUS)

[Tnazmadepes — «Muacrenus», (Beepoccuiickoe ob1miecTBo HeBposioros, 2016)
[Tnasmadepe3 — «Muactenus y aereitn, (Coro3 neauatpoB Poccun, 2016)

Hannuue uadopmarim o6
ucnosapzoBanuu metozoB TA (OI'K)
B CTaHJapTax JeueHus,
yrBepxkaAeHHbIX M3 PO (Ne u nara
npuka3za, merog TA(DI'K), yactora
IPEJOCTABICHHS/KPATHOCTB)

Her crangapros

BospacThas kateropus

Bspocinbie, netu

By MmemuIMHCKOM ITOMOIIH

CHGHH&HI/ISI/IpOBaHHaH MEAUIIMHCKAas IIOMOIIb

Yci1oBusa okazaHusI METUITMHCKOUN
IOMOIIHN

CTaI_II/IOHapHO, JTHEBHOU cralfuoHap

dopma OKa3zaHUs MEIULIMHCKOU
IOMOIIHN

HeOTJ'IO)KHa}I, IIJ1aHOBAasA

CpouHOCTh Hayasna Je4eHHs
(HEOTJIO’)KHOE — B T€U. HECKOJIBKHUX
4acoB; CPOYHOE — B T€Y. JTHS;
IUTAHOBOE; IIPOTPaMMHOE JIEYCHUE —
Ppe2ynapHO, ONUMeNbHOe 8PeMsl)

CpouHoe (NpH KpHU30BOM TEYEHHWH MHUACTEHUM); IJIaHOBOE (IpU MOJATOTOBKE K OINEPAaTUBHOMY JICUEHUIO, MpPHU
PE3UCTEHTHOCTU WJIM HENEPEHOCUMOCTH MEIMKAaMEHTO3HOH Tepanuu); MporpamMmHoe (IIpH KpPU30BOM TEUEHHHM C
4acTOTOM BO3HUKHOBEHHUS KpU30B OoJiee 2 pa3 B rofl IPU PE3UCTEHTHOCTU MM HENEPEHOCUMOCTH MEAMKaMEHTO3HOM
Tepanuun).

3a00J1eBaEMOCTD 110 JaHHBIM
3apy0eKHBIX HCTOYHUKOB

10-12 : 100 000/rox

[pouenypsr TA (OI'K)

[Tnaszmooomen (I10)
Kackannas mnasmoduibrpanust (KIID)
Nmmynocop6ims (MC)
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IMoxazanus

MuacreHu4eCKHUil KPpu3, Pe3MCTEeHTHbIH K MeIUKAMEHTO3HOM Tepanuu

Pe3ucreHTHBIE K MeIMKAMEHTO3HOM Tepanun Gopmbl 3a00/1€eBaHUs

IToaroroBKa K TAMIKTOMMH IPHU CPeIHEN U TSKeJI0H CTeNeHH! TS KeCcTH 3200/1eBaHu s
IMocJieonepaniMOHHBIN NEPHOA MOCJTE TAMIKTOMUM € IVIMTEJIbHO COXPAHSIOMIEHCA CJI1a00CThIO AbIXaTeJabHOM
MYCKYJIATypPbl

HeB03M0:KHOCTDH MOJTHOLIEHHOI MeIMKAMEHTO3HOH Tepanuu B nmpouecce 6epeMeHHOCTH U B MOCJIEePOA0BBI
nepuos

Crpansl, B KOTOPBIX OIIPEIEIECHbI
nokasanus K TA (OI'K)

I'epmanus, CLIA, ®panuus, SAnonus u np.

[Mokazanus ASFA

MI/IaCTeHI/IH, YMEPCHHOC U TAXKEIIOC TCUCHUC
HOILFOTOBKa K THMOKTOMUH

Pexomennanus ASFA (ypoBeHb
JIOKa3aHHOCTH)

MuacTenusi, yMEpEHHOE U TSKelloe TeYeHHe — cTeneHb 1B
IToaroroBka Kk THMPKTOMUM — cTerneHb 1C

Kareropus ASFA

Muacrtenusi, yYMEPEHHOE U TsKeoe TeueHue — |
IToaroroBka Kk TUMAKTOMUU — |

PKMW — pannomusupoBaHHbIE
KOHTPOJINPYEMBIE UCCIIE0BAHUS
(xoJn-BO MccieoBaHuil/o01ee Ko-
BO BKJIFOUEHHBIX NAIIUEHTOB)

8/279 — nipu yMEpEHHOM | TSKEJIOM TCUCHHH 3a00JICBAHNUS;
0 — moAroTOBKA K TAMAIKTOMUU

KU — xoHTpOIupyembie
HCCIIeI0BaHMS (KOJI-BO
HCCIIEIOBAHUI/ 001IIEE KOJI-BO
BKJIFOYCHHBIX TAIMCHTOB)

8/2837 — ipu yMEpEHHOM U TSDKEJIOM T€UEHUH 3a00JICBaHHMS,
5/342 — noATOTOBKA K TAMAKTOMHUU

Uccnenoranue cepun (>3
NAIMEHTOB) KIIMHUYECKUX CITyYacB
(xoJ1-BO cepwmit/o01iee KOI-BO
BKJIIOUEHHBIX TAIIMEHTORB)

30/556 — ipu yMEpEeHHOM U TSHKEJIOM TEUEHUH 3a00JICBaHHMS,
2/51 — ToATOTOBKA K TAMIKTOMHUU

Omnmcanne KITHHIYECKUX CJIydyacB
(K0J-BO ciy4aes/o01iee Koia-BO
BKIIFOUCHHBIX HaHI/IeHTOB)
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YpoBeHb JOCTOBEPHOCTH
nokasarenbetB (Y /1) u ypoBeHb
yOeIUTEeNIbHOCTH PEKOMEH 1Al
(YVYP) cornmacHo METOAMYECKUX
pekomenganuii [[OKKMII

Kpatkoe onucanue 3aboneBanus
(cocTostHus)

MuacTtenusi — ayTOUMMYHHOE 3a00JieBaHUe, XapaKTepu3yomeecss QIIOKTyalle yTOMISIEMOCTH U 0e3001e3HEHHON
MBIIICYHON CI1a00CTH, YCHIIMBAOIEHCS mocie pU3nIecKoi Harpy3Kd U B BeYepHEE BPEeMs, a TAKXKE YMEHBIIIAIOIICHCS
II0CJIEC OTAbIXa. HaI/I6OHCe YaCTbIMU MPOABJICHUAMU ABJISAIOTCA TITO3 W OUILIOIIHA. B 60.]166 TAKCIBIX ClIy4dasax
BOBJICKAIOTCH JIMIICBBIC, 6yJII)6apHI)Ie MBIIINbI 1 MBIIITIbI KOHEYHOCTEM.

MuacTtenusi SBJISETCS TUIHMYHBIM ayTOMMMYHHBIM 3a0o0JieBaHMEeM ¢ MpeoOiaJaHueM T'yMOpPaJbHOTO HMMYHHOTO
oTBeTa. B KpoBHM ompenenstorcs ayToaHTUTeNa K OelikaM IMOCTCHHANTHYECKOW MeMOpaHbl HEPBHO-MBIIICYHOTO
CHHANCa M BHYTPUKIETOYHBIM CTPYKTypaM MBIIIEYHBIX BOJIOKOH (aHTUTENa K aleTHJIXOJIMHOBBIM pelenTopam
(AuXP), mermevnol cnenuduaeckoi Tupo3uHkrHaze (MuSK), 6enky 4, cBsI3aHHOMY C PEIEITOPOM JIMIIONPOTEHHOB
Huskoi minotHoctH (Lrp4), puanoguHoBbiM penentopam (RYR), TuTMHY M aHTUreHam CKEJIETHOW MYCKYJIaTyphl
(ACM)). Yame Bcero (10 90% mnpu reHepaan3oBaHHBIX (opMax) ornpeaenstoTcs antutena Kk AiXP, OHu oka3bIBalOT
OnoKupyrolee, MOIYJIUpYIOIIee WK cBsi3bIBatoliee BosaeiictBue Ha AnXP. Ho Moryr Becrpeuatses u aHTU-AuXP-
HETaTUBHBIC TsDKeNble (opMmbl 3a0omeBanus. AHTH-MuSK anTutena ompenenstorcs npumepro y 50% antu-AnXP-
HETaTUBHBIX MAIUECHTOB.

Tounsle IMPUYIUHBI ayTOMMMYHHOT'O OTBE€TA IMTPU MUACTCHUHN HE U3BCCTHBI, HO HCCOMHCHHOC 3HAUYCHNEC B OTOM ITPOLICCCC
HMEIOT aHOMAJIMH BUJIIOYKOBOM KEJI€3bI (FI/IHepHJ'IEBI/ISI u HCOHJ’IaL’sI/IH), 0COOEHHO Yy NAalUCHTOB C AHTUTCIIAMH K AI_IXP, a
TaKXKC My.]'IBTI/I(l)aKTOpI/IaHBHaSI reHeTUYCCKasA NpCApacCIIOIOKCHHOCTD.

Beienstor MoOATHITEI, HA OCHOBAaHWUHU PACIPOCTPAHCHHOCTH MBIIICUHOW ciaboctu (TJIa3HAs W TCHEpAIM30BaHHAS
¢dbopMbI), Bo3pacTa Havana 3a0ojeBaHus (MUACTEHUsI C paHHUM HaudaioM (10 40 net) u mo3gHuUM HavyanoM (mocie 40
JIET), HA OCHOBE aHOMAJIU TUMYCa, ¥ TUIA CIEUPUISCKIX ayTOAHTHTET.

[To xapakTepy TeueHUs] MHACTEHUU BBIIEISAIOT: MUACTEHUYECKUHN AMU30]1 (CAMOCTOATEIBHO KYNUPYIOLUIUECS 33015
MBILIEYHON ¢1a00CTH); MUACTEHMUECKOE COCTOSTHUE (CTAllMOHApHOE TEUEHHUE); MPOrPEeCCUPYIONIas U 3JI0KaueCTBEHHAs
MuacTeHus (Kpu3oBoe TeueHue). Hambomee TskenbM MpPOSBICHHMEM MHACTEHUU SIBISETCS KpU3 (MHACTEHUYECKUH,
CMEILIaHHBIH, XOJUHIPIUUECKUN).

MuacTeHnuecKkuil Kpu3 XapakTepu3yeTcsi OCTPON JbIXaTeIbHOW HEAOCTATOYHOCThIO, Tpedyromel untydauuu u MBI,
muTensHoi uHTyOarumei u BJI nocie TuMaKTOMUM WK 0yinb0apHO ¢1ab0CThI0 U3-3a AUc(ha3uu U BBICOKUM PUCKOM
acnupanuu.
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JleTanbHOCTD MPU MUACTEHUU COCTaBIsET 2-4%, yalle BCero OT AbIXaTeIbHOM HEJOCTaTOUHOCTH BCIEACTBHE CI1a00CTH
JBIXaTeNIbHON MyCKyNaTyphl Ha (hoHE MH(PEKIIMOHHBIX 3a00JIeBaHUMN AbIXaTE€IbHOW CUCTEMBI.

Kpatkoe onucanue METo/I0B JICUeHUS
3a00seBaHuUs (COCTOSTHHS)

[14Th OCHOBHBIX JIEYEOHBIX MOJXOJ0B BKIIOYAIOT MHTHUOUTOPBI XOJIUHAICTEPa3bl, TAMIKTOMHIO, UMMYHOCYIIPECCAHTHI,
BHYTpHUBEHHbIE HHY3un nMmyHornooyauHa (BBI'N) u TA(BI'K)

OOparumble WHTHOUTOPHI XOJMHATEpPa3bl (HEOCTUTMHUHA OpOMHI/METHICYNb(GOHAT, MUPUAOCTUTMUHA OpoMHUI,
aMOCHOHUS XJIOPU M MIUIAKPUH) 3aMEUISIIOT pacraj M MOBBIMIAIOT JOCTYI aleTHIXOJMHA K KOHIEBOU IJIACTUHKE
CHHAIlCAa W TMPHUBOJAT K YJIYYIICHHIO, KOTOPOE OJHAKO ObiBaeT BapuabOenbHbIM. OHH HMMEIT OYEHb Y3KOe
TEPAaNeBTUYECKOE OKHO. XOJMHEpruueckrue mo004Hble 3(PQEeKThl, BKIIOYAIOUINE IUAPE0, KHUIICYHBbIE CHa3MBl,
YCUJICHUE CalMBAllMM W TIOTOOTIENICHUS, OpaauKap/i0, OTPAaHUYMBAIOT YBEIUYEHHUE N103bI Tpemnaparta. Hawmboiee
TSDKEIIBIM BapHMAHTOM BUTAJIBHBIX HAPYIICHWH y OOJBHBIX MUACTCHHEH SBISIETCS CMEIIAaHHBIA (MHACTEHHUYECKUIi-
XOJMHEPTUYECKUH ) KpU3, pa3BUBAIOLIHICS Ha (POHE JICUCHHSI HHTHOMTOPaMU XOJIMHACTEPa3hI.

TumsKTOMUSA IIPUBOAUT K KIIMHUYCCKOMY YIYUIICHUIO Y 0OJIBIIOr0 YHCiIa MMaguECHTOB CTapIIC 65 JICT, HO 3(1)(1)6KT
MOJKET OBITh OTCPOYCHHBIM.

NMMyHOCYTIpECCUBHBIC JIEKAPCTBEHHBIC CpencTBa (TJIFOKOKOPTUKOWBI, a3aTHOIPHH, MHUKIOCTIOPHH, TaKPOJIUMYC,
MukodeHossTa Modetua, nukinodochan) UMEOT OTCpoUYeHHBIN (DPEeKT M OOoNbIIe BaXKHBI IS JTOJITOBPEMEHHOTO
JICUCHHUSL.

Xopomryio 3¢(}HEeKTHBHOCTh B psje CIydaeB MPOJIEMOHCTPUPOBAT PHUTYKCHMa0, 0COOCHHO TMpPU MUACTCHHH C aHTHU-
MuSK anturenamu. MHOroo6emarOMMI MOHOKIIOHAILHBIMA aHTUTENaMH SBIISIOTCS OenmuMyMald u dKynu3ymao, a
TaK>Ke TUMOJICTIPECCHH.

BuyTtpuBenHble MMMyHOrIoOynuHbl B J03€ OoT 0,4 mo | I/kr B fAeHb B TedeHHe 2-5 NHEH NpUMEHSOTCA s
KyHMPOBaHUS 000CTPEHUI MUACTEHUU.

B kauecTBe HeMeIMKaMEHTO3HBIX METO/0B NaTOreHeTHYeckor Tepanuu Haubosee yacto npumenstorcs 110, KIID u
UMMYHOCOpOIHS (C MCIIONIb30BaHMEM B KauyecTBE JIMTaHAa TpuntodaHa, mporenHa A, anturen Kk 1gG), xoropeie Ha
¢oHe MPOBOAMMOI MMMYHOCYNPECCUBHOHN Tepanuu 3(PGEKTUBHO MO3BOJISAIOT YAAJIUTh ayTOAHTHTENA, 00ecredyrnBaeT
pa3BUTHE OBICTPOTO KIMHUUECKOTO 3 deKTa.

O6ocHOBaHMe HEOOXOIUMOCTH
npumenenus TIT (OT'K)

[Ipn MuacTeHuu A yAaleHUs LUPKYJIUPYIOIIUX ayTOAHTHTEN MOTYT HCIOJIb30BAaThCA SKCTPaKOpHOpalibHbIE
Olepalliy, HamnpaBleHHblE Ha KOppeKuuio OelkoBoro cocrtaBa KpoBu: minazmooomen (ITO), kackannas
mnasmodribTpanus (KIID) u ummyrocopoums (MC). Oun mpuMeHSIOTCs, B 4aCTHOCTH TIPU MHUACTEHUYECKOM KPHU3€, B
NEpPHOJ] MOATOTOBKM K TUMAIKTOMHM, WJIM KaK JOMOJIHEHHE K APYTMM METOJaM TEpanuu MpPU UX HEIOCTATOYHON
3¢ (HEeKTUBHOCTH WIIM HATUYUH TOOOYHBIX 3(PPEKTOB U OCIOKHEHUH.

Knununyeckuil a¢dexkr moxer pa3BuBaThCs B TeueHue 24 4acoB, HO MOMKET OBITh M OTCPOYEHHBIM N0 | Hememnu.
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Oddekr Tem mydiie, paHbiie OT Hadana oboctpeHus Hadato jedeHue. Dpdexkr TA (BI'K) momxeH 3akperusiTbes
MMMYHOCYTIPECCUBHOU Teparueii, MO3BOJISAIONICH JIepKaTh YPOBEHb MMMYHOTJIOOYJIMHOB Ha HU3KOM YPOBHE.

[epBbiM u3 meronoB DI'K npumenenusiM npu Muactenun O0bu1 110. bonee uem B 15 nccnenoBanusix ¢ 1981 mo 2004
roz Obuta mokaszana 3¢dexkruBHoCcTh KOMOMHANMK 110 ¢ mMMyHOCyIpeccuBHOM Tepanueit B 68-100% ciryuaeB 3a cuer
CHIDKeHUS ypoBHA aHTHTen K AuXP nHa 50-68%, 4TO MO3BOJMWIO TakKe YMEHBIIUTH 103y Oa3uCHOM Tepamui.
[Tokaszana xopoias IepeHOCHMOCTh mporpammuoro npuMenerus [10. B cuctemuom 0630pe Cochrane Neuromuscular
Disease Group (Gajdos P. et al., 2011) mokazana Oosbmas 3¢ dextuBHOCT, npumenenus [10 (3 omepanuu) B
COYETaHUHM C NpPeAHH30J0HOM (1 MI/Kr) MO CpaBHEHHIO C TMALMEHTAMH, MOIYYaBUIMMU TOJBKO IMPETHU3OJIOH Ha
HpoTsKeHUH 1 mecsna.

B omnom u3 PKM 87 nmauueHTOB C BbIpaXX€HHOW 5kK3alepOanuell MUACTEHUM OBbLIM pa3JesieHbl Ha 3 TIpYIIBL:
MaryeHTaM mepBoi rpymmsl mpooauics [10 gepe3 nens ¢ o6beMoM dkcdysun wiasmel 1,5 OLIII, Bo BTOpoOii rpyme
ucnons3oBamuce BBUIT (0,4 r/xr/B nenp B TeueHue 3-x anei), B Tperheit — BBUI (0,4 1/kr/B 1eHb B TeueHHE S5-H
nHei). Pe3ynbraTsl 1OCTUTHYTBIE K 15 JHIO Hccie0BaHus ObUIM CONIOCTaBUMBI.

Bropoe PKU, B koTOpoe OBUIO BKIIOUEHO 12 CTAaOMIBHBIX MAlMEHTOB C YMEPEHHOW WIIM TSKEIOW MHACTECHHEH,
BeLIBIIIO UTO 10 OB OoMiee 3pdextuBen uem BBUI B Teuenne 1 Henenn, paBHo3Ha4eH 110 3 dextuBHoctr BBUI Ha
4 nenene. Ha 16 nenene o6a metona sdexra He nokazanu. Tperse PKU Briarowano 84 mamueHta ¢ yMepeHHBIM WIIH
TSDKENBIM TedeHueM, kotopblie omyudanun BBUI (1 r/kr/B nens B Teuenue 2 aueit) wnum [1O (5 onepanuii uyepes AeHb C
o6beMoM skcdy3un mnasmbl 1OLIT). Ynyumenue Ha 14 cytku 6bu10 conoctaBuMbiM (y 69% — B rpynne BBUI u y
65% — B Tpymme IO, yxymnmenne 610 y 18% B rpymme BBUI u 2% — B rpynmne I10). OxHO cpaBHUTEIHHOE
uccneaoBane  3(PGEKTUBHOCTH  MPOACMOHCTPUPOBAIO  OOJBIIYIO  CTOMMOCTh  TpU  Oojiee  KOPOTKOH
IPOAOIDKUTENBHOCTH 3¢ dekTa npu ucnoiabzoBanun BBUIT mo cpaBHenuto ¢ IIO mpu comocTaBUMBIX KOHEUHBIX
pesynbprarax. [IpumMedarenbHo, 4TO B 3TOM HCCIeI0BaHUM NalueHTsl, noaydasmue 110 no cpasaenuto ¢ BBUTI', vame
ObUIM MHTYOMPOBAHbBI U UMENH PECIMPATOPHYIO HEAOCTATOUYHOCTh O Hauana jedeHus. Takum obpazom, BBUI" u 10
10 JaHHBIM JIUTEPATYpPhl ABJIAIOTCSA YKBUBAJIEHTHBIMU METOJaMH JICUCHHUS.

Kpome storo, omno PKU mpoaemoncTpupoBano yto omnepaiuu [10 ¢ manbiM o0beMoM skcdy3uu miazmbl (20-25
MJI/KT), BBITIOJHSIEMbIE €XKETHEBHO, COMOCTaBUMBI ¢ [10, BBIMOIHSIEMBIM Yepe3 ACHb.

I1O moxert ObITh O0see apdexTusen, ueM BBUI y nanmentoB ¢ MuSK-cepono3uTuBHON MUAaCTEHUEH.

Kmuanueckue wuccnenoBanus coobmiaroT o0 wucnonb3oBanuu [1O0 mepen tumdkTommeir. B omHOM wucciemoBanum
npuMeHenne 110 nepen onepanuii TAMAKTOMHUY MO3BOJIWIIO CTATUCTHYECKH 3HAYMMO CHH3UTH JumMTenbHOCT MBJI ¢
2,9 o 1,7 4 B mocneonepaoOHHOM MEPHUO/Ie U MPOJIOKUTENLHOCTE MpedbiBanus B cranmonape ¢ 10,8 o 8,1 cyrok.

boapmumHCTBO I/ICCJ'ICJIOBaHI/Iﬁ IMOoKasajIkn YJIYUIHICHUEC HCXOAOB Yy IAaOMCHTOB C BBICOKMM PHCKOM }IJ'II/ITGJ'II)HOI\/II
I/IHTY6aI_II/II/I MOCJIC TUMOKTOMUU IIPU UCITOJIB30BAHUU PYTUHHOT'O I10.
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B gpyrux wuccinenoBaHMAX OSKBUBAJEHTHBIA pe3ylbTaT ObUI IOJY4YEH IMPU HUCHOJb30BAaHUHM  CEJIEKTHBHBIX
HKCTPAKOPIIOPAIbHBIX TeXHOJIOTuH. Ilpu HCIONp30BaHMM CENEKTHBHBIX TEXHOJOIMH HET HEOOXOJUMOCTH B
HCI0JIb30BAaHUU IIPENapaToB albOyMHUHA.

KII® Takxke BbICOKO3(QPEKTUBHA TPU MUACTCHHH.

[Ipu cpaBrenuu Tpex npouenyp KIID c ucrnonpzoBanuem (pakimpoHaropa 1miasMbel ¢ pazmepom nop 10 um, C Ha
npotenH A-conepxamiem copoente u BBUIL (0,4 r/kr, 5 nueil) Obiia mokazana cxonHast 3p(eKTUBHOCTD omneparuii
KII® u UA, xoropas mpesbimana 3pdekr BBUI' mo BeIpakeHHOCTH KIWHUYECKOTO 3(dekra Ha mpoTsokeHun 14
CYTOK, CHIKEHUIO YpOBHSI aHTUTeN (aHTU-AUXP, aHTH-TUTHUH), TPOJOJKUTEIBHOCTH JIbIXaTEIbHON TMOJJIEPIKKH,
JUIUTEIHHOCTH HaXOXKJIEHUS MAllMeHTOB B cTalloHape, anurenbHoctd pemuccuu (J.F. Liu et al., 2009).

KpOMe TOro, p33pa6aTBIBaIOTC$I TCXHOJIOTHMH C UCIIOJb30BaHHUCM CHeI_II/I(bI/I‘leCKI/IX aI[COp6eHTOB JJIA aHTHUTCII ITPU MI.

TexHuueckre 0cCOOEHHOCTH

[Tpu KI1® HeobxoauMo ucnonbp30BaTh PpakMOHATOPHI IUIa3MBI ¢ pazMepom nop 10 HM

[Tepdy3upyemblii 00BEM MIIA3MBI
(kposu — ons 2cemocopbyur)

1-1,5 OLII — nns 11O u KII®, (ansa UC B cOOTBETCTBUU C MHCTPYKIMEH K UMMYHOCOPOEHTY)

Yacrora ExxenHeBHO WK yepes AeHb

3amenraromnias >XUAKOCTh (MpU Anpbymun nns KIIO

HE00X0JMMOCTH) [lonuanexTponutHele p-pol, anboymus, C3I1 qist [10
Crabunm3arus KpoBu Her ocoGennocreit

(aHTUKOATYJISIIIHS)

[IpoaomKUTENBHOCTD JIEYEHUS C
ucnonszoBanueM TA(DT'K) u kon-Bo

1113]01 (51349

I1O (KTI®, UC) ¢ cymmapubsiM 00beMoM dkchy3un 1uiazmel 225 mur/kr MT B Teuenne 10-14 gueii. Ho moxer ObITh
3¢ (}EeKTHUBHBIM U HCIONB30BAHHEM TMPOIENyp MeEHbIIero oobeMa. KommuecTBO M YacToTa MpOUEAYp 3aBUCAT OT
KIIMHUYECKUX O0COOCHHOCTEW marreHToB. HeKOTOphIM ManueHTaM MOXKET MOTpPeOOoBaThCs MPOrpaMMHOE MPUMEHEHUE
TA(OTI'K) B TeueHne AMUTENBHOTO BPEMEHH

ITokazarenu, NCTIONB3YIOLIHECS [T
MOHUTOPHHTA TeUEeHUs 3a00JIeBaHUS
(cocTosiHUA)

HeBpomnorndeckue CHMIITOMBI (OIIEHKA MBITIICYHOM CHITBI M TTATOJIOTHIECKON yroMisiemocTy 1o mikanam QMGS, MRC,
U3MEHEeHHe KiuHu4yeckoro craryca nmo MGFA), ymeHnblieHne nekpeMeHTa M-oTBeTa NMpH HENPsIMON pUTMHUYECKON
CTUMYJISIIUH 3 [T (C MBIIII XapaKTePU3YIOIIMXCS MBIILIEYHOMN CIIa00CThIO).

VYposenb ayroanturen Kk AuXP, MuSK, Lrp4, ACM (paHee omucaHHbIe Pa3HOIIACHs B HAIWYMM KOPPETSIIIMOHHBIX
CBsI3eH MeXIy ypoBHEM aHTUTeN K AUXP 1 KIMHUYECKUM CTaTycOM OOYCJIOBIIEHBI HATMYUEM CYONOMYSALUNA aHTUTEN
K AuXP 1o MmoganbHOCTH, BhIsiBIIsIeMbIX MeTogamu MDA u PUA).

Kputepuu ouenku apdextuBHOCTH
JIEYEHUs — KIMHUYECKUE

JInHaMuKa HEBPOJIOTMYECKHX CHMITOMOB: yYMEHBIIEHHE BBIPAKEHHOCTH MBIIICYHOW YTOMIIIEMOCTH W CIIA0OCTH,
JUIIIONUY U NIT03a (HAaUOOIBIINI KITMHUYECKUH 3 PEKT XapaKTepeH JJIsl MBI HEOOJbIIOr0 00beMa — 3KCTPAOKYIISIPHBIE,
MHMHYECKHE, TTIOTOYHBIE)

KonnuecTBeHHas olieHKa KJIMHIUYeCKuX nposiBieHni no mkaine QMGS (ymeHblieHne rmokasarens)
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Kpurepuu onenku 3¢pexTuBHOCTH
JedeHus — 1abopaTopHble
(>xenmaTenbHO)

JnHamuka ypoBHs ayToaHTuTen Kk AiXP

(camkenue Oonee demM Ha 20% compoBOXmaeTCs KIMHUYECKHUM J(dekToMm, cHikeHue Oonee uemM Ha 50%
COIPOBOXKAAETCS YCTOMYMBBIM KIMHUYECKUM (D PekToM).

XKenarenen kouTposb ypoBHs ayroanturen kK AnXP B mporecce TA(DT'K) mist BeisiBieHHST (PEHOMEHA «PHKOIIETAY
(TOBBIIIEHNE YPOBHS ayTOAHTUTEN MOCIIE HKCTPAKOPIOPATbHON MPOLETYPHI) ISl MHANBUAYAIU3ALUA U ONTUMU3ALNH
JICUCHUS

Kpurepuu onenku 3¢pexTuBHOCTH
JICYCHUS] — HHCTPYMEHTAIbHEIE
(>kenaTenbHO)

CHmKeHHe JICKPEMEHTa U TOBBIIIEHUE aKMILTUTYIbI M-oTBeTa npu Herpomuorpadbun (HMI') (3dbdext moxker ObITh
OoTCpoueH — yepe3 5-7 nueit nocue okonuanust TA (OT'K)

Kpurepnn kauectBa okazaHus
MEAUIIMHCKON TTOMOIIIH C
ucnonszoBanueM TA (OI'K)
(coObITHITHBIC, BpEMEHHEIE,
pe3yabTaTUBHBIC, IOTIOTHUTEILHBIC)

CoObITHiiHBIE — UCITI0JIB30BaHNE yKa3aHHBIX Bbllle MeToA0B TA (OI'K):
— IPU PE3UCTEHTHBIX K METUKAMEHTO3HO! Tepanuu (popmax;
— IpU CpeAHEN U TSKENION CTEeNEeHH TSXKECTU IPH MOATOTOBKE K THUMIKTOMUM;

— B IOCJICOTIEPAITMOHHOM TIEPHUO/IE TTOCIIC TUMIKTOMUHU KOT/Ia MaldenTa 0ojee CyToK He ynaercs oTKIIoYuTh oT BJI
13-3a cI1a00CTH IBIXaTSIIbHON MYCKYJIaTypHhI.

Bpemennsie:

— B MOCJEONEPAMOHHOM NEPUOAE IOCIE TUMAIKTOMHHM, €CIM MalMeHTa He yaaeTcs oTkiaounth ot MBJI u3-3a
caboCTH JpIXaTenbHON MycKynatypsl — Hayaio TA (3I'K) He mo3anee 2 cyToK 1mociie THMAKTOMUM;

— MHMACTEHMYECKHI KpU3 PEe3UCTEHTHBIN K MenukaMeHTO3HoW Tepanuu — Hadano TA (OI'K) He mosmHee 2 cyTok
1I0CJIe Hayasla Kpus3a.
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Cemeiinas runepxojecrepunemusi [CI'XC]

Jwnarnos

CemeliHasi TUIIEPX0JIECTEPUHEMMUS

Kox MKbB

E78.0

Hannune nndopmannu 06
ucnonb3zoBanuu MetogoB TA (O1'K) B
POCCUNCKUX KIMHUYECKUX
pexkomennanusx (meron TA (OI'K),
Ha3BaHHE KIIMHUYECKUX
pEKOMEHIalui, MPUHSBIIAs POd.
accouuanus, rojl YTBepxKaeHHUsl)

JIHII-adepes — «Poccuiickue peKoMEHIAINH 10 TUATHOCTUKE U JICYCHUIO CEMEHHOM TUIIEPXOJIECTEPUHEMUINY,
HannonansHOE 0OIIECTBO MO M3YYEHUIO aTepockieposa, 2016

JIHII-adepes — «JlmarnocTuka U KOPPEKIHs HAPYIICHUs JTUMUIHOTO OOMEHA C IENbI0 MPOPUIAKTHKY U JICUCHUS
aTepockiepo3a» Pocculickue pekomenaanuu, Poccuiickoe kapauonorndyeckoe oomectBo, HannonanbHoe o01iecTBo
0 W3YYEHHUIO arepockiepos3a, Poccuiickoe O0O0MECTBO KapIUOCOMATHYECKONW pPEeadMIUTALMUd M BTOPUYHOMN
npodunaktuku, 2017

Hanuune nnpopmaruu o6
ucnosabszoBanuu metozoB TA (OI'K) B
CTaHJapTax JIeUeHUs, yTBEPKICHHBIX
M3 P® (Ne u nata mpukasa, METOJ
TA(QI'K), yacrota
MPEI0CTABIICHUS/KPATHOCTD)

Her crangaptos

BospacTHas kateropus

B3pocislie, netu

Bun MmemuIMHCKON ITOMOIITH

CHGIII/IHJII/ISI/IpOBaHHaSI MEIUIIMHCKAas ITIOMOIIb

Yci1oBusa okazaHusI METUITMHCKOUN
IOMOIIHN

JIHeBHOM cTallMOHAp, CTALIMOHAPHO

dopma OKa3zaHUs MEIULIMHCKOU
IOMOIIHN

IInanosasg

CpouHOCTh Hayasa Je4eHHs
(HEOTJIO’)KHOE — B T€U. HECKOJIBKHUX
4acoB; CPOYHOE — B T€Y. JTHS;
IUTAHOBOE; IIPOTPAMMHOE JICYCHUE —
Pe2yNapHO, ONUMENbHOE 8PEMSL)

[TporpamMmmHoOe nedeHne

3a00J1eBaEMOCTD 110 JaHHBIM
3apy0eKHBIX HCTOYHUKOB

I'eteposurotnas ¢popma: 200 / 100 000/rox
I"omo3urotHast opma: 1/1 000 000 / rox

[Tpouenypst TA (OT'K)

JIHIT adepe3 (xackamnas 1uia3MouiabTpauus, JUNUAHAS QUIBTpalUsS, HUMMYHOCOPOLMS JUIONPOTEUIOB,
IU1a3MOCOPOIUS IUNIONPOTEU10B adppuHHas, reMocopOLUs JUMONPOTena0B adduHHAS, TeNapUH-UHAYLIMPOBAHHASL
NPEIUITHTAIUS JTUTIOTTPOTEHIOB)

[1O (st ManMeHToB ¢ HEOOIBITUM 00HEMOM KPOBH (I€TH)
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IMoxazanus

I'omo3urornas cemeiinas runepxoJiecrepunemusi (I'oCI'XC), ¢ Bo3pacra 7 jert B ciaydae cumkenuss XC-JIHII
<50% wu/nsam ypoae XC-JIHII > 9,1 mmoun/a (350 mr/mi) Ha ¢goHe MeIUKAMEHTO3HOM JIMIINICHHKAIOIIEi
Tepanuu, a TaK:Ke MPH HATHYUHN 00beKTHBHBIX 10KA3aTe/IbCTB IIPOrPECCHPOBAHMS aTEPOCKIEpP03a, HECMOTPHA
Ha JocTH:KeHHe 0osiee HU3KkuX ypoBHeit XC-JIHII

I'erepo3urornas cemeiinas runepxoJjiecrepuiemMusi (I'eCI'XC) npu nanuyuu UBC, npyrux cepaedHo-
COCYIMCTBIX 3a00J1eBaHNii, CAXapPHOIo AMadeTa, PpeCTeHO030B I0CJe PeBACKYJ/JISIPU3YIOIINX ONepaluii Ha cocyaax,
ypoBHe JIn(a) > 60 mr/n npu HeaocTaTouYHOH 3¢ PeKTHBHOCTH MAKCUMAJIBLHO BO3MOKHOM MeIMKAMEHTO3HOI
JIMIMICHUKAIOLIEH Tepanuy B coueTaHuu ¢ aAueroi (yposens XC-JIHII > 4,1 mmoab/a (160 mr/mi) nian
camkenue ypopusi XC-JIHII <40%) B TeueHne He MeHee 6 MecsIlleB, 2 TAKKe IPH HATHYUN 00beKTHUBHBIX
J0Ka3aTeJIbCTB MPOrPecCHPOBAHUSA ATEPOCKJIepPo3a, HeCMOTPS HA JOCTUKeHHe 0os1ee HU3KMX ypoBHeii XC-
JIHIT

I'eTepo3urornas cemeiinas runepxosecrepuiemuss (I'eCI'XC) npu oTMeHe MeIUKAMEHTO3HOM
JIMITHJICHUKAIOIIEN Tepanum B CBA3M ¢ 0€peMEeHHOCThIO PH BHICOKOM PHCKE 0CJI0KHEHM I

CtpaHbl, B KOTOPBIX OIMPE/ICICHBI
nokazanus Kk TA (OT'K)

Agctpusi, Benmukoopuranus, ['epmanus, Utanus, CLIA, @pannus, SAnonus u mp.

TTokazanus ASFA

['omo3uroTtHas cemeiinas runepxonecrepunemus (I'oCI'XC) — JIHIT adepe3
['ereposurotHas cemeitnas runepxonecrepunemus (I'eCI'XC) — JIHIT adepes
['oCT'XC y nanueHToB ¢ HeOOIbIIUM 00beMOM KpoBH (sietn) — I1O

Pexomennanust ASFA (ypoBeHb
JIOKa3aHHOCTH )

Crenens 1A — JIHIT adepes npu ['oCI'XC, ['eCI'’XC
Crenenb 1C — 10 npu 'oCT'XC y nanueHToB ¢ HeOOIbIIUM 00bEMOM KPOBU

Kareropuss ASFA

| (mepBas nunust Tepanun) — JIHIT adepes npu ['oCT'XC
Il (Bropas nmuuus tepanun) — JIHIT apepes npu 'eCI'’XC
Il (BTopas muuus Tepanun) — 10 npu 'oCI'XC y nanneHToB ¢ He60IBIIMM 00BEMOM KPOBU

PKU — pannomusupoBaHHbIE
KOHTPOJIUPYEMBIE UCCIIEI0BAHUS
(koJ1-BO Mccie0BaHmii/o0IIee KO-
BO BKJI. TIAIIUCHTOB)

JIHIT adepes — 6/228
o -0

KU — xoHTpONupyembie
WCCIIeI0BaHMS (KOJI-BO
HccieI0BaHmi/001ee KOa-BO BKII.
NAIMEHTOB)

JIHIT acepes — 15/308
I10 - 1/5
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WccnenoBanue cepun (>3
MAIUEHTOB) KIMHHYECKUX CITy4acB
(K0J1-BO cepwii/001Iee KOI-BO BKIL
MAIMEHTOB)

JIHIT adepes — 22/401
I10 - 14/62

Omnuncanne KIMHAYECKUX CJIy4dacB

JIHIT acbepes — 0

(xou-BO ciy4aes/o0miee koi-Bo Bka. | [10 -0
MAIMCHTOB)

YpoBeHb JOCTOBEPHOCTH ['oCT'XC — GPP
nokazatenbet (Y /1) u ypoBeHb ['eCI'’XC - 1A

yOeIUTENbHOCTH PEKOMEH 1ALl
(YVYP) cornacnHo MeToanuecKux
pexomennanuii [[DKKMIT

['eCI'XC npu oTMeHEe MeIMKaMEHTO3HOM JIMITUACHUKAIOLIEH Tepanuu B CBSI3U ¢ 0EPEMEHHOCTBIO IIPU BHICOKOM PHCKE
ocioxHeHuit — 1C

Kparkoe onucanue 3a0oneBanus
(cocTosiHUA)

Cewmetinas runepxoiecrepuremust (CI'XC) sBasieTcss MOHOTEHHBIM 3a00JIEBaHUEM.

B Hactosimiee Bpems BbAensAOT 3 ayrocoMHo-goMuHaHTHBIX THna CI'XC: knaccuueckyto CI'XC BbI3bIBacMyro
mytauusamu resa peuentopa JIHIL, CI'XC 2 tuna — myranusamu resa anonporenHa B, CI'XC 3 tuna — myranusamu
Oenka MpONpOTEeMH-KOHBEpTa3bl cyoTunusun/kekcun 9 tuma (PCSK-9), u ayrocomuo-peneccuBHyto CI'XC,
BbI3bIBAEMYIO0 MyTalusiMu ajaantepHoro Oenka 1 penentopa JIHII. B pesynbrare kaxkaol U3 3TUX MyTalud WIH UX
COYETaHUs CHUXKAETCs yJalleHHe U3 KPOBOTOKA JIMMONPOTENI0B HU3KOM mmotHocTH (JIHIT).

Hocurenu knaccuueckoit romo3urotHoit opmbl (I'oCI'XC) umerotr ypoenb xomsectepura 650-1000 mr/mn (17-26
MMOJIb/JT), BBIPA)KEHHBIE KCAHTOMBI K BO3pacTy 4 JIeT U yMHUPAIOT OT UIIeMUYecKoi Oosie3HH cepaua B Bo3pacte 20
netr. Y Hocuteneir rereposurotHoii (IeCI'XC) dbopmbl ypoBeHb xonecteprna gocturaetr 250-550 mr/mn (6,5-14,2
MMOJTB/JT), KCAHTOMBI Pa3BUBAIOTCA B Bo3pacte 110 20 jeT, a aTepockyiepos - B Bo3pacte 30 JeT.

Kpatkoe onucanue MmeTogoB
JiedeHus 3a0011eBaHus (COCTOSTHHS)

Nurubutoper HMG-COA-penykTaspl, CBS3BIBAIONINE JKEIIYHBIC KHCIOTBI CMOJIBI, OJIOKATOPBI  aJIcCOpOITUu
XOJIeCTepHUHA, HUKOTMHOBAs KHUCIOTAa M JIM€Ta MOTYT 3HAYMTEIbHO CHU3UTh YPOBEHb XoJjiecTeprHa. VIHIMOUTOpEI
HMG-CoA-penykrassl cHmkatoT ypoBeHb XC JIHIT y 60ibHBIX TOMO3UTOTHON 1 reTepo3uroTHoi dopmamu CI'XC
Ha 10% wu 25-49% coorBercTBeHHO. HenaBHOo ono0penHsle uHruOutopsl PCSK9 mnpeacraBmsitor coboit
FyMa3HMHU30BaHHbIE MOHOKIJIOHAJIbHBIE AHTHUTENa, KOTOpble 3HAYMTENBHO CHIKAIOT ypoBeHb Xosectrepuna JIHIIL
[Tporpeccupyiomiee wWiM HEBOCOPUUMYMBOE K MEIMKAMEHTO3HOM Tepamuu TeueHue 3a0ojeBaHus TpeOyeT
arpecCUBHOIO XUPYPruYECKOro JIEYEHUsI, TAKOTO KaK JIMCTaIbHbBIN aHACTOMO3 MO/AB3/IOIIHOM KUIIKH, TOPTaKaBaJIbHOE
IIYHTUPOBAaHUE U TpaHCIUIaHTanus nedyeHu. [lmazmooOmen st nedyenus 6osbHbIXx CI'XC BnepBbie ObLT HCIIONB30BaH
B 1975 romy, B mocieAcTBUU OBUTM pa3paOOTaHBl CHUCTEMBI ISl CEJIEKTHBHOTO yIOaJICHHUS aTEPOTeHHBIX
JMIONPOTEN 0B, MO3BOJIAIONINE H30€KaTh MOTEPH IPYTUX KOMIIOHEHTOB ILIa3MBbl.
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O0ocHOBaHKE HEOOXOOUMOCTH
npumenenus TA (OT'K)

Opnokpatnas onepauus JIHIT adepeza cumxaer ypoenb XC JIHIT na 65-70%. Kparkocpounsie 3¢hdexTs
BKIIIOYAIOT yIyUYIICHHE KPOBOCHA0KECHHSI MUOKap/a U neprudeprudeckoro KpoOBOTOKA, a TakKe ylydlieHne (QyHKIIUU
suporenus. JIHIT adepe3 Tarxke mpuBoauT K mepepacnpeneneHuto mnojakiaccoB JIHII, ymeHbImaeT Koau4yecTBO
anosmnonporenHa E4 u skcnpeccuto monekyn anresun (VCAM-1, E-cenektun, I[CAM-1). Benencrsue memsieHHON
ckopoctn BoccraHoBieHuss ypoBHs JIHII mocne neuenus (1-2 Hemenu) yCpeaHEHHBIM IO BPEMEHH YPOBEHBb
XO0JIECTEpUHA TIOCTENEHHO CHIKAETCS NP JUIMTEIbHOM JiedeHuU. Jlonrocpouynsie HaOMIOACHUS, BKIHOYAIOLIUE
anruorpaduyeckue, ynprpa3BykoBble u KT-uccienoBanusi MpoJIeMOHCTPUPOBAIN CTAOMIIM3ALMIO UM PErpecCHio
KOPOHAPHBIX CTEHO30B, paCIIMpEHUE AaMeTpa KOPOHAPHON apTepHu, YMEHBIICHHUE IUIOIMAIN OJSIICK U CHIKCHUE
Kanpiuukanuu Onsmek. B pe3ynbraTre AMUTENBHOTO JeueHus ObLIO TakKe MPOJEMOHCTPUPOBAHO 3HAUUTEIBHOE
COKpAIICHHE KOPOHAPHBIX COOBITUH.

Llenb nedeHus — COKpallleHHe YCPEAHEHHOTO M0 BPEMEHH YpOBHS 001iero xojectepuna Oosee, ueM Ha 50% u XC
JIHII 6onee, yem Ha 60% oT ucxoaHoro ypoBHs. CpeaHuil YpOBEHb XOJIECTEPUHA MEXAY IPOLEAYPaAMH MOXKET ObITh
paccuutan 1Mo Gopmyie: Cmean = Cmin + K (Crmax — Crmin), 1€ Cmean — ycpenHeHHbIi 1o BpeMeH# ypoBeHb XC, Cpin —
ypoBeHb XC cpaszy nocne JIHIT adepesa, K — koaddunment pukomera, Cmax — ypoBeHb 10 jeueHus. 3HadeHuss K
JUIsE TOMO3UrOoTHOM U rerepo3uroTHor ¢opm CI'XC Obutn ompexpenensl kak 0,65 u 0,71, coorBercTBeHHO. J{s
JOCTYIKEHUS 3TOW LEIM HeOOX0IMMO TOOUTHCS CHIDKEHHUsS o0miero xosectepuna <65% wmm JIHIT <70% nHa xaxmgon
npoueaype.

Kpurteprun orGopa manieHToB B pa3HbIX CTPaHAX:

Kpumepuu FDA: (1) ¢yuximonansias ['oCI'XC ¢ ypoaem XC-JIHIT > 500 mr/mn (> 13 mmoun/a); (2)
dyakunonansHas ['eCI'XC 6e3 M3BECTHOTO CEpIIEYHO-COCYAUCTOro 3abosieBanus, HO ¢ ypoBHemM XC-JIHIT >300
mr/mn (> 7,8 mmoab/in) npu HedD(HEKTUBHOCTH 6-MECHAYHOIO MPOTPAMMHOIO JICUCHHUS, COCTOSIIETO M3 THETHI W
MaKCHMaJbHO MEPEHOCHMOH JIeKapCTBEHHOM munuacHmxkaomen tepanud; (3) ¢pynkunonansias CI'XC ¢ u3BeCTHBIM
Cep/ICYHO-COCYMCTHIM 3a00JIEBAaHUEM MIIM caXxapHbIM quadbetoM u ypoBaem XC-JIHIT > 160 mr/mt (> 4,1 MmoJib/)
npu HeAPPEKTHBHOCTH 6-MeCAYHOr0 MPOrPaMMHOTO JICYCHHUSI, COCTOSIIETO U3 TUEThl 1 MAKCHMAaIbHO MEPEHOCUMON
JIEKapCTBEHHOM JIUMTUICHIDKAIOIIEH Tepanuu.

Meatcoynapoonasn zpynna no eeoenuro CI'XC (Hcnanusn): (1) ToCI'XC; (2) T'eCI'XC npu HalIW9uH CHMIITOMOB
NBC, ypoue XC-JIHIIL> 4,2 mmoas/a (162 mr/an) umu B cioydasx, koraa yposenb XC-JIHIT camxaercs <40%,
HECMOTpPS Ha MAaKCUMAaJIbHYIO MEIMKaMEHTO3HYIO TepaIlnio.

Kpumepuu nemeyxozo pedepanvnozo komumema epaueil u ponoos meouyunckozo cmpaxosanusn: (1) F'oCI'xXC n
(2) mauMeHTHl € TSHKENOW THIEepXOJECTEpUHEMHE, y KOTOpbIX MaKCHMajbHas JAWeTHYecKass M JIeKapCTBEHHas
Tepanus B TedeHne >1 roga Obuia HedPPEeKTHBHA U HE MTO3BOJIMIIA TOCTOBEPHO CHU3UTH ypoBeHb XC-JIHIL.
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Kpumepuu HEART-UK (Beaukoopumanus): (1) 'oCI'’XC, B cnyuae camxenus XC-JIHIT <50% u/unu yposue XC-
JIHIT > 9 mmoun/a (348 mr/nn) Ha done nekapcrBenHol Tepanuu; (2) ['eCI'XC wmm «auioxast ceMeiHasi HCTOPHUsD» C
00BEKTUBHBIMHU J0Ka3aTenbcTBaMu mporpeccupoBanus MbC u ypoue XC-JIHIT > 5,0 mmoas/a (193 mr/nn) unu
camkennu ypoBHsi XC-JIHIT <40%, necMoTpst Ha JiekapcTBeHHYIO Tepanuto; (3) nporpeccupyromas UBC, Tsokenas
runiepxonecrepunemus u Jim(a)> 60 mr/ma ( > 3,3 mmounw/n), B ciydae, ecnu XC-JIHIT octaeTcss mOBBIIICHHBIM,
HECMOTpS Ha JIEKaPCTBEHHYIO TEPAIIUIO.

Kpumepuu Health Insurance in Japan: (1) CI'’XC — npu HaJIu4uyd KCAHTOM, a TaK)Ke KOPOHAPHOI'O aTepOCKIepO3a,
KOTOpBbI MokeT ObITh moxarBepxkaeH crpecc ODKIT mmm anrmorpadmeii: (la) ['oCI'XC co craOuiabHBIM ypOBHEM
obmiero XC >500 mr/an (>12,9 mmons/n); (16) 'eCI'’XC ecnu yposens obmiero XC 6e3 neuennst >400 mr/mn (>10,3
MMOJIB/JI) U OH HE MOXET OBITh CHW)KEH MEIMKaMEHTO3HOM Tepamueir <250 wmr/mn (<6,5 mmons/n); (2)
OOJIUTEPUPYIONIHIA aTEPOCKIIEPO3 COCY/IOB HIDKHUX KOHEYHOCTEH, €CIIM OJJHOBPEMEHHO: CTaius ulieMun o OoHTaHe
>2, obmmit xomecrepur > 220 wmr/mn (>5,7 mmonw/n) u XC-JIHIT > 140 wmr/mn (>3,6 mmonw/i1) Ha QoHe
JICKApCTBCHHOM Tepanuu, Hadudue OOJIMTepallid apTepHid HUXKE IOJKOJICHHOW SMKH WM PacHpOCTPAHCHHBIN
aTepPOCKIIEPO3 C OTPAHUIYCHUSMHU XUPYPTHUECKOTO JeUeHHUS U Hed()(HEKTUBHOCTHIO METMKAMEHTO3HOW TepaiH

Bo Bpems Oepemennoctu ypoBau XC-JIHII y nun, crpagarommx CI'XC, MOryT MOBBIIATHCS 10 IKCTPEMaIbHBIX
ypoBaeit (1000 mr/mn — 26 MMOJIB/T) U MOTYT IOCTaBUTH IO YIrpo3y MaTOuYHO-IUIaneHTapHyo mnepdysuto. JIHIT
adepe3 MOXKeT 00eCleyuTh YCIEIIHOE 3aBepiIeHue OepeMEeHHOCTH.

I10 >¢dextuBeH, HO Hamuuue cuctem cenektuBHoro ynaneHus JIHIT u ux npeBocxoanas 3¢¢GeKTHUBHOCTh NpPHU
yJQJIeHUU XOJIECTEpUHA JENaeT €ro Hucnojib3oBaHue peakuM. [IO MokeT ObITh €JUHCTBEHHBIM BapUaHTOM Y
MaJICHbKUX JETeH, IJle IKCTPAKOPHOPAIbHBI O0BEM CHUCTEM CEJEKTUBHOIO YJAJECHUs CIUIIKOM BeluK. bbuio
pPEKOMEH/I0BaHO, 4TOObI adepe3 HauumHaics ¢ 6 wnM 7 Jer, A8 NPEeJOTBPALlEHHs aopTalbHOTO CTEHO3a,
Bcrpevatonierocs npu 'oCI'XC.

TexHuuecknue 0COOEHHOCTH

CymectByer Heckoibko cucteM ans JIHII adepesa: kackagHas muiazMoQMIbTpanus, JUOUAHAS (QUiIbTpamus,
UMMYHOCOPOITUSI JIMTIONIPOTEUIOB, TIa3MOCOPOIUS JIUMONPOTEeU1I0B adduHHASL, TEMOCOPOIHS JUIIONPOTEUIOB
adduHHAs, renapuH-UHAYyLHMpOBaHHas nperunuranus jgunomnporengoB (HELP cucrema). OHM comocTaBUMBI 1O
YMEHBILIEHUIO YPOBHS X0JIECTEpUHA U MTOOOYHBIM 3 dexTam. HruOUTOphl aHTMOTEH3UH-TIPEBpaLaoniero GepMeHTa
(AII®) nmpoTuBOMOKa3aHbl NPU HCHOIB30BAaHMM adGUHHON MMIA3MOCOPOLMUM M TEeMOCOPOLMU JTUMOMPOTEUIOB.
KoHTakT KpOBH C TMOBEPXHOCTBIO aJCOpPOSHTa MPHBOAWT K TeHEpalMHd KaJUIMKPEHHA, KOTOPBIH CIOCOOCTBYET
IpeBpalieHUI0 OpaJuKMHUHOTEeHa B OpaaukuHuH. WMHaktuBanms OpaaukuHuHa kuHa3oi |l Gmokupyerca AIID
UHTHOUTOpaMu. DTO TPUBOJAUT K OpamuKUHUHOBBIM 3 ¢dekTam, rumoreHsuu, mnokpacueHuro suma (flushing).
[TonoGHbIe 3(h(peKThI He 3aMeueHbI PU UCTIONIb30BaHUU Apyrux texnonoruit JIHII adepesa, B T.4. uMMyHOCOpOIIMHU
JIMTIONPOTEUIOB.
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[Mpu wucnonw3zoBanuu Hekotopbix cucreM it JIHIT adepesa mpowmcxoaut 3HauMMoOe CHIDKEHHE BHTaMUHA Big,
TpancepprHa U GEpPPUTHHA, YTO MOXKET MPHUBECTH K aHEMHUHU U OOYCIABIMBACT HEOOXOJUMOCTh 3aMECTUTEIBHON
Tepanuy BUTAMHHOM By U Kene3om.

[Tpu KII® u munuaHoi puiabTpayy UCIOIb30BaTh (PPaKIMOHATOPHI TIA3MBI ¢ pazMepoM mop 30 HM

[Tepdy3upyemblii 00beM MIIa3MBI
(kpoBH)

JIHIT adepes: 3aBucHT OT Mcnosib3yemoro ooopyaoBanus. Oosrano 1-2 OLIII
I10: 1-1,5 OLIT

Yacrora

Omnpenensiercs HMHIUBUIYAIbHO YTOOBI YMEHBIIUTH YCpPEeIHEHHBIH 110 Bpemenu yposerb XC-JIHIT > 60%
O6p1uno 1 pa3 B 1-2 Henenun

3amernaromias >KUaKoCTh (Ipu

JIHIT adepes: e TpeOyercs

HE00X0JMMOCTH) I10: anpOymun
Crabunm3arus KpoBu Her ocobennocteit
(aHTUKOATYJISIIIHS)

[IpoaomKUTENBHOCTD JIEYEHUS C
ucnonszoBanueM TA(DT'K) u kon-Bo
npoLeayp

['oCI'XC: HeonpeneneHHo 100
['eCI'XC: nauTensHOCTh OMpEeeNaeTcss MHANBUAYAIBHO UCXO/ U3 PE3YIbTaTUBHOCTH KOMIUIEKCHOTO JICUCHUS

[TokasaTesnu, UCIOIB3YIOIIUECS IS
MOHHUTOPHHTA TEYCHHUS 3a00JIeBaHUS
(cocTosiHUA)

KnuHuyeckre cMMNTOMBI (KCAaHTOMBI, KCAHTEJIA3Mbl, JIMIIOMIHAS JTyra POrOBHUIIbI, CEPIEYHO-COCYAUCTHIE COOBITHS,
qucTanus 6e30051eBoil X01bObl, N3MEHEHUST MEAMKAMEHTO3HOM Tepanuu (YMEHbIIEHNE 1036l HUTPATOB U Jp.))
JlaboparopHbie nmokazarenu JunuaHoro oomena (OXC, XC-JIHII, XC-JIBII, TT)

JlaGoparopHble MOKa3aTeNH, CBSI3aHHBIE C IUIEHOTPONHBIMM M NOTEHUUAIbHBIMU MOOOYHBIMU 3¢ dextamu JIHII
adepesa (00U aHAIN3 KPOBH, (EPPUTHH)

HNHcTpyMeHTalbHBIE [I0Ka3aTeId, XapaKTEpU3YIOLIHE aTepOCKIEPOTHUYECKOE MOpPaKEHHE CeplIedHO-COCYIUCTON
cucrembl (OI'K, OxoKI', Crpecc-tect, MynbTUCIUpanbHas KOMIBIOTEPHAs TOMOrpadus KOPOHApHBIX apTepuil,
IYTMJIEKCHOE CKaHUpOBaHUe OpaxuonedaibHbIX apTepHil, apTepuil HIPKHUX KOHEYHOCTEN )

Jlpyrue HHCTpYMEHTaJIbHBIE TIOKA3aTENN, XapaKTEPU3YIOIINE HaKOIIJIEHUE XoyecTepuHa B oprannsme (Y 3U axuiiosa
CYXOKHUJIHS)

Kpurepuu ouenku 3ppekTuBHOCTH
JICYCHHST — KIIMHUYECKUE

YacTroTa MpUCTYNOB CTEHOKAPAHMH, CEPACYHO-COCYTUCTHIE COOBITHS IMOCJE Hayaua JIeYeHHs, AUHAMUKA AUCTALUN
0e300J1eBOM X0/1bOBI, YMEHBIIIEHNE KOJIMYECTBA U J03bI JEKAPCTBEHHBIX CPEJICTB, TUHAMHUKA BUIUMBIX OTIIOKCHUIH
XOJIECTEPUHA

Kputepuu ouenku apdpexTuBHOCTH
JeyeHust — 1abopaTOpHbIe

Konnentpanus OXC u XC JIHII mna3mel kpoBU
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Kpurepuu onenku 3¢pexTuBHOCTH
JICYCHUS] — HHCTPYMEHTAIbHEIE

JluHaMuKa TOKa3zaTelield MHCTPYMEHTAIbHBIX METOJ0B uccienaoBaHusi cocynucroro pycina (OI'K, DxoKI', Crpecc-
TECT, MYJBTUCIIUpAIbHAS KOMIBIOTEPHAsT TOMOTrpadusi KOPOHAPHBIX AapTepHid, AYIUICKCHOE CKaHWPOBAaHUE
OpaxuouedaabHbIX apTEPUid, apTepHil HUKHUX KOHEYHOCTEH)

O} dexToI, BBISBIsIEMbIE HHCTPYMEHTATHHBIMUA METOJJAMH, CBSI3aHHBIC C YMEHBIIICHUEM Pa3MepOB
aTePOCKJIEPOTHUECKUX OJISIIEK, MOKHO OKUIATh MOCIIE JJIUTEIHHOIO IPOrPaMMHOTO JICYEHHUSI, B OCHOBE KOTOPOTO
JICKUT TOCTHKEHUE U JUTUTEIbHOE MOJep>KaHue OTPUIIATEIILHOTO OajaHca X0JIeCTepUHA B OPraHu3Me

Kputepun xauectBa okazaHus
MEJIULIMHCKOM MTOMOILH C
ucnonszoBanueM TA (OT'K)
(coObITHITHBIC, BPEMCHHEIE,
pe3yNbTaTUBHBIC, JOMOJIHUTENIbHEIC)

CoOsITHiTHBIE — TPpOrpamMMHOE (peryispHoe) ucnosb3zoBanue Mmerogos JIHIT adepesa
PesynbratuBHbIE — CHMKEHME 0011eTr0 X0nectepuHa >55% unu XC-JIHII >60% na kaxxnoi npoueaype JIHIT
adepesa.

Jluteparypa (Haubosiee BaxkHast)

[To coctosinuio Ha 30 centssOpst 2017 r. mpou3BeIEH MOMCK aHTIOSA3BIYHBIX cTaTel B cuctemax PubMed u MeSH mo
tepmunam hypercholesterolemia and apheresis.

1. HI/IaFHOCTI/IKa " KOPPCKUUA HAPYIICHUS JIUIIUIAHOT O oOMeHa ¢ I eJIbIO HpO(i)I/IJ'IaKTI/IKI/I H JICUCHUA aTCPOCKIICPO3a
http://www.noatero.ru/ru/diagnostika-i-korrekciya-narusheniy-lipidnogo-obmena-s-celyu-profilaktiki-i-
lecheniya-ateroskleroza

2. Poccuiickue pekOMEHIAINH 110 TUArHOCTHUKE U JICUCHUIO CEMEHHOM rurepxojiectepureMu // ATepocKiiepo3 u
mucaanuaemun. — 2016. — Ne4. — C.21 - 29

3. Tumko B.B. Otnanennsie pe3ynbTaTsl BIUSHUSA 2P PEpeHTHON Tepanuy Ha 9aCTOTy aHTHOTPa(QUIECKOTO
pecTeH03a KOPOHAPHBIX apTepHil y OOJIbHBIX CTAOUIILHON CTEHOKAPAUEH HAMPSHKEHUS MOCIe KOPOHAPHOM
aHTMOIIJIACTUKU M CTEHTUpOBaHUs // BecTHUK poccuiickoif BoeHHO-MeUIMHCKOM akagemun. — 2015. — Tom 49,
Nel. -C.7-12.

4. Cashin-Hemphill L., Noone M., Abbott J.F., Waksmonski C.A., Lees R.S. Low-density lipoprotein apheresis
therapy during pregnancy // Am. J. Cardiol. — 2000. — Vol. 86, Ne10ro — P. 1160, A10.

5. Ezhov M.V., Il'ina L.N., Safarova M.S., Afanasieva O.l., Adamova lL.Y., Atanesyan R.V., Konovalov G.A.,
Akchurin R.S., Pokrovsky S.N. Cascade plasma filtration during the first year after CABG in patients with
hyperlipidemia refractory to statins // Atheroscler. Suppl. — 2013. — Vol.14, Nel. — P.101-105.

6. Gordon B.R., Kelsey S.F., Dau P.C., Gotto A.M. Jr., Graham K., lllingworth D.R., Isaacsohn J., Jones P.H.,
Leitman S.F., Saal S.D., Stein E.A., Stern T.N., Troendle A., Zwiener R.J. Long-term effects of low-density
lipoprotein apheresis using an automated dextran sulfate cellulose adsorption system. Liposorber Study Group //
Am. J. Cardiol. — 1998. — Vol. 81, Ne4. P. 407-411.

7. Guidelines on the Use Therapeutic Apheresis in Clinical Practice — Evidence-Based Approach from the Writing
Committee of the American Society for Apheresis: The Seventh Special Issue. // J.Clin.Apheresis. — 2016. —
\ol.31. — P. 165-166.
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12. Matsuzaki M., Hiramori K., Imaizumi T., Kitabatake A., Hishida H., Nomura M., Fujii T., Sakuma I., Fukami K.,
Honda T., Ogawa H., Yamagishi M. Intravascular ultrasound evaluation of coronary plaque regression by low
density lipoprotein-apheresis in familial hypercholesterolemia: the Low Density Lipoprotein-Apheresis Coronary
Morphology and Reserve Trial (LACMART) // J. Am. Coll. Cardiol. — 2002. — Vol. 40, Ne2. — P. 220-227.

13. Nishimura S., Sekiguchi M., Kano T., Ishiwata S., Nagasaki F., Nishide T., Okimoto T., Kutsumi Y., Kuwabara
Y., Takatsu F., Nishikawa H., Daida H., Yamaguchi H. Effects of intensive lipid lowering by low-density
lipoprotein apheresis on regression of coronary atherosclerosis in patients with familial hypercholesterolemia:
Japan Low-density Lipoprotein Apheresis Coronary Atherosclerosis Prospective Study (L-CAPS) //
Atherosclerosis. — 1999. — Vol.144, Ne2. — P.409-417.

14. Safarova M.S., Ezhov M.V., Afanasieva O.l., Matchin Yu.G., Atanesyan R.V., Adamova l.Yu., Utkina E.A.,
Konovalov G.A., Pokrovsky S.N. Effect of specific Lp(a) apheresis on coronary atherosclerosis regression
assessed by quantitative coronary angiography // Atheroscler. Suppl. — 2013. — Vol.14. — P. 93-99.

15. Schwartz J, Padmanabhan A, Aqui N, Balogun RA, Connelly-Smith L, Delaney M, Dunbar NM, Witt V, Wu Y,
Shaz BH. Guidelines on the Use of Therapeutic Apheresis in Clinical Practice-Evidence-Based Approach from
the Writing Committee of the American Society for Apheresis: The Seventh Special Issue. J Clin Apher. 2016
Jun;31(3):149-62.

16. Tatami R., Inoue N., Itoh H., Kishino B., Koga N., Nakashima Y., Nishide T., Okamura K., Saito Y., Teramoto
T., et al. // Regression of coronary atherosclerosis by combined LDL-apheresis and lipid-lowering drug therapy in
patients with familial hypercholesterolemia: a multicenter study. The LARS Investigators // Atherosclerosis. —
1992. — Vol. 95, Nel. P. 1-13.

17. Thompson G.R. The evidence-base for the efficacy of lipoprotein apheresis in combating cardiovascular diseases
/I Atheroscler. Suppl. — 2013. — Vol. 14, Nel. — P. 67-70.
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Iunepaunonporenaemusi(a) [runepJin(a)-aunonporenaemus, Jin(a) runepJaunponporenieMus |

Jwnarnos

['mnepimnonporeniemusi(a)

Kox MKbB

E78.8

Hannune undopmannu 06
ucnoabszoBanuu mMetonos TA (OI'K)
B POCCUHCKUX KIIMHUUYECKUX
pexkomennanusx (meron TA (OI'K),
Ha3BaHUE KIIMHUYECKUX PEKOMEH1a-
Ui, DpUHABLIAsA IPOpECCHOHATIBH-
asi accouuanys, roji yTBepxkKaeHus)

JIHIT-adepe3 — «/luarnoctuka M KOpPpeKUUs HAPYIICHUS JIMIUAHOTO OOMEHa C IEeNbI0 MPOPHUIAKTUKU U JICYCHUS
aTepockiiepo3a» Poccuiickue pekomennauuu, Poccuiickoe kapanonorudeckoe odmectso, HanmonansHoe o61ecTBo
0 M3Y4EHHIO aTepockiepo3a, Poccuiickoe 0O0IIECTBO KapIMOCOMAaTHYECKOM peadbuiIuTanud M BTOPUYHOU

npodunaktuku, 2017

Hannuue uadopmarim o6
ucnosabszoBanuu metozoB TA (OI'K)
B CTaH/IapTax JICUCHUS,
yrBepxkaeHHbIX M3 PO (Ne u nara
npukasza, merog TA(DI'K), yacrora
MIPEI0CTaBIICHUS/KPAaTHOCTD )

Hert crangapTos

BospacTHas kateropus

B3pocibie

Bua MeIuImMHCKON HOMOIIHN

CHGIII/IaJII/BI/IpOBaHHa?I MEIUIIMHCKAas IIOMOIIb

Yci1oBusa okazaHusI METUITMHCKOUN
IOMOIIHN

JIHeBHOM cTallMOHAp, CTALIMOHAPHO

dopma OKa3zaHUs MEIULIMHCKOU
IOMOIIHN

IInanosasg

CpouHOCTh Hayasna Je4eHHus
(HEOTJIO’)KHOE — B T€U. HECKOJIBKHUX
4acoB; CPOYHOE — B T€Y. JTHS;
IUTAHOBOE; IIPOTPAMMHOE JICYCHUE —
Pe2yNapHO, ONUMENbHOE 8DEMSL)

[TporpamMmmHoOe nedeHne

3a00J1eBaEMOCTD 110 JaHHBIM
3apy0eKHBIX HCTOYHUKOB

Het undopmanuu

[Ipouenypsr TA (3I'K)

JIn(a) adepes

JIHIT adepe3 (kackamHas mma3Mo(rbTpanus,

aunuaHas  QUIbTpanusi, HMMMYHOCOPOIUS JIMIIOMPOTEU]IOB,

1a3MocopOIus umnonporenoa adgduuHas, reMocopOIMst TUNONPOTEU 0B adPuHHAs, TenapuH-UHIyLHPOBAaHHAS

NPEeLUIUTAIMS JIUTTOIPOTEHIOB)
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IMoxazanus

I'mnepaunonporenaemusi(a) npu yposue Jin(a) > 60 mr/ni, npu nHanuaun UBC, npyrux cepaeuyHo-cocyancTbIxX
3a00J1eBaHUIi, PECTEHO30B I0CJIe PeBACKYISIPU3HPYIOLIMX ONePaluil HA COCYAaX, 0COOEHHO TPU HAJTUMYHHI
pedpaKkTepHOii K JIeHeHUI0 THIIEPX0JIeCTePUHEMUN

Ctpanbl, B KOTOPBIX OMPEIEICHBI
nokazanus K TA (OT'K)

Benuko6puranus, ['epmanus, Utamus, CLUA u ap.

TTokazauus ASFA

JIn(a) runepiaunuaemus

Pexomenmanus ASFA (ypoBeHb
JIOKa3aHHOCTH)

Crenenn 1B

Kareropust ASFA

Il (Bropast 1MHUS Tepanun)

PKU — panioMu3upoBaHHbIC
KOHTPOJIMPYEMBIC HCCIICTOBAHUS
(KOJI-BO MCCiIeq0BaHuii/obIIee KO-
BO BKJIIOYCHHBIX MMAIIEHTOB)

JIHIT adepes — 2/41

KU — xoHTpONupyemsie
uccienoBanus (KOJI-BO
ycciie1oBanuii/odmee Koi-Bo
BKJIIOYCHHBIX MMAIIMEHTOB)

JIHIT adepes — 3/293
JIn(a) apepes — 1/30

Uccnenosanue cepuu (>3
HaHI/IeHTOB) KIIMHUYCCKUX CITy4YacB
(kon-BO cepwii/o01iee Koi-BO
BKJIFOUCHHBIX MMAIHEHTOB)

JIHIT adepes — 6/95
JIn(a) adepes — 2/6

Onucanue KIMHUYECKUX CIy4YaeB
(kon-Bo city4yaes/obiiiee Koi-BO
BKJIIOYECHHBIX MMALMEHTOB)

JIHIT acepes — 2/2
JIn(a) apepes — 10/11

YpoBEHb JOCTOBEPHOCTH
nokazatenbet (Y /1) u ypoBeHb
yOeIUTETbHOCTH PEKOMEH AN
(YVYP) coritacHO METOIMYECKUX
pexomentanuit [[OKKMIT

1B

Kpatkoe onucanue 3aboneBanus
(cocTosiHUA)

Jlunomporeun(a) [JIn(a)] mpeacraBnseTr coOOW CIIOXKHBINH HAIMOJEKYISPHBI KOMIUJIEKC, COCTOSIIANA M3 YaCTHUIIBI
noao0HoM nunonpotenay Huskou miotHoctH [JIHII], B kotopoii amoGenok B100 cBs3an mucynbpuaHON CBS3BIO C
MOJIEKYJION YHUKaJIBbHOTO TTosimMopgHoro Oenka amooOenka(a) [ano(a)]. Konnentpanus JIn(a) B mia3zMe TeHETHUECKH
KOHTPOJIMPYETCS, HO y Pa3IUYHbIX HHANBUAYYMOB Bapsupyetcs oT 0,1 1o 300 Mr/nn u Bblte.
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YcnoBHO npuHsATas rpanuiia HopMbl - 30 Mr/m1, B cootBeTcTBuH ¢ KoHcencycom EBpomnerickoro oOmiecTBa u3ydeHust
ATrepockiieposza — 50 mr/mn. Ano(a) ©MeeT CTPYKTYPHYIO TOMOJIOTHIO C MOJICKYJIOW MIa3MHUHOTEHA, HO 3HAYUTEIIHHO
MIPEBOCXOJUT €ro MO MOJEKYJISIPHOMY Becy, UMesi MHOXXECTBO MOBTOpoB |V kpuHria miasmuHoreHa. B cumy stoit
TOMOJIOTHH amno(a) U OTCYTCTBUSA (DepMEHTATUBHOW aKTHBHOCTH, CBOMCTBEHHOW IuTa3MHUHOreHy, Jlmn(a) crmocoGeH
HECKOJIbKUMH TYTSIMH WHTHOMpOBaTh Tporecchl guoOpuHonuza. Jlm(a) Taxke o0NagaeT BBIPAKECHHBIMU
IPOATEPOTCHHBIM JeHCTBHEM, CIIOCOOCTBYsSI 00pa30BaHUIO aTEPOCKIEPOTHUYECKUX MOPAKEHUIN COCYAOB, HAUYMHAS OT
o0pa3oBaHUs JIMIIUIHBIX TOJOC. 3a CYET COACpkKaHMs OKHCIEHHBIX ¢ochonmumumoB B JIn(a) u B3auMOIEHCTBUS C
MOHOIIMTApHBIM OeikoM xemoatTpaktaHToM-1 (MCP-1) Jln(a) crocoOeH yCcuiIMBaTh BOCIAJICHUE B MHTHME B 30HE
nopaxenus. Takoe coueTaHHe MPOATEPOre€HHOrO, MPOBOCHAIUTEIHLHOTO U MPOTpoMOOreHHoro moreHuuana Jin(a)
CIOCOOCTBYET Pa3BUTHIO aTEPOCKIIEPO3a KOPOHAPHBIX, COHHBIX M TEepU(EPUUESCKUX apTepUid, OKKIIIO3UHM apTepuid
MocJie OTepaliy Mo PeBacKyIIpU3allid MUOKap/a, a TAKXKe CepACUHO-COCYIUCTHIX OCIIOKHEHUH, TaKuX Kak WH(apKT
MHUOKap/ia U UHCYIIbT.

Kparkoe onucanue MeTo10B
nedeHus 3a00y1eBaHus (COCTOSIHUS)

ypOBeHB JIn(a) B IIa3MC€ HaAXOAUTCA II0J I'CHCTHUYCCKUM KOHTPOJIC U YCTOﬁqHB K JUeTe W JIUIHJ-CHMXKAaIoIeh
MeHHKaMeHTOSHOﬁ TCpalluu.

HckimroueHne coCcTaBiIsIIOT BBICOKHE JI03bI ipenapaToB HuamuHa (1-3 r/ 1eHb), KOTOpblie MO3BOJSIOT CHU3UTH YPOBEHb
JIn(a) mo 30%.

HenaBHO  0100peHHBIE  WHTHOMUTOPBI  MPONPOTCHH-KOHBepTa3pl  cyOTwinusun/kekcun 9  tuma  (PCSKD9),
NpeCTaBIsIoMNe CO00M TyMaHW3MPOBAHHBIH MOHOKIJIOHAJBHBIE AHTHUTENA, TaKXXe MOTYT JOCTOBEPHO CHUXKATb
KoHueHTpauuto JIn(a) 1o 30%, ogHaKO MEXaHU3M JIaHHOTO JACWCTBUS MTOKA HE OHSATEH.

O6ocHoBaHUE HEOOXOIUMOCTH
npumenenus TII (OT'K)

MeTtonbl TepaneBTHUECKOTO adepe3a OCTaroTCsl €IMHCTBEHHOW BO3MOXKHOCTBIO A((EKTHBHOIO BO3AEHCTBHS Ha
yposenb JIn(a). IIpu sTom Bce mocTynHble B Hactosiuee Bpems cuctemsl juist JIHIT adepesa crocoOHBI CHU3HUTH
koHieHTpanuto JIm(a) B mporecce nporeaypsl Ha 40-70%. CornacHo pes3yibTaTaM psifa KIMHAYECKUX HCCIIe0BAHUN
nposenenue JIHII adepesa y manueHTOB ¢ MOBbIMIEHHOW KoHIeHTparuei JIn(a) u Tspkenoir MBC mpuBoguno k
JIOCTOBEPHOMY OOJIETYEHHMIO CTEHOKAapIuu 4Yepe3 3-5 MecsIleB JIeUeHUs, CTaTUCTUYECKHM 3HAUYMMOMY CHHKEHUIO
KOJIMYECTBA CEPACYHO-COCYIUCTHIX COOBITHI M YIYyUIIEHUIO Ka4ecTBa KU3HH.

[IpocniekTHBHOE KOHTPOJIMPYEMOE HCCIe0OBaHKe, IMpoBeneHHOoe B ['epmanum c¢ BrimodeHueM 170 OOJbHBIX €
['unep/ln(a) nunomporenaemuert U mporpeccupytomieir HWBC  Ha  (oHe  MakcUMalbHO-TIEPEHOCHMOI
TUIIOJUINIEMUYECKON Tepanuu 1mokasaio, uto perynspHoe nposeaenue JIHIT apepesa Takum 6071bHBIM MIPUBOIUIO K
cTaTucTHUecKu 3HauuMoMy 80% CHUKEHHUIO CeplIeYHO-COCYIHMCThIX COOBITUHM, BKIIOYas KOPOHApHYIO CMEpTh,
daTanbHbI U HedaTanbHbI UM, onepanuii no peBackyiaspusaliil MHOKap/a, a TaKKe K CTaOUIN3alluu U perpeccuu
aTepOCKIEPOTUYECKUX OJIAIIEK, OLEHEHHbIX METOJaMH BHYTPUCOCYIUCTOM BH3yaJM3allMM  OTHOCHUTEIHHO
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ABYXJIETHET'O II€PUOJa 40 HaYaIa JECYCHHA METOJaMHU TEPAIICBTUUCCKOI'O a(bepe:«;a.

B paHmoMu3upoBaHHOM HCCIIEOBAaHUH MO OIEHKEe KpaTKkoBpeMmeHHbIX 3¢dekroB JIHII adepesa y 20 mamueHTOB C
NBC u yporuem Jln(a)> 60 mr/mn (15 — rpynma adepe3a 1 5 — KOHTpOJbHAS Tpymmna) yxe uepes 24 daca Imocie
npoBenenust npoueaypsl JIHII adepes Obuto mokazaHo HEOONBIIOE, HO CTAaTUCTUYECKH 3HAYUMOE YITYYIICHHE
nokasarenei (ppakuuu BeiOpoca u nepdy3un Muokapza, Ha ¢pone cHuxeHus ypoBHs Jln(a) na 55%.

B HECKONBKHMX KIMHUYECKUX HMCCIEAOBAHUAX C BKIFOYCHHEM HEOOJBIIOr0 KOJUYECTBA MAIIMEHTOB OBLIO MOKA3aHo,
yto crienuduueckoe ynanenue Jlm(a) u3 miasmMbel KpOBU METOJIOM MMMYHOCOPOIIMM Ha KosioHke «JIm(a) Jlumomaky»
MPUBOINIIO K CHIDKEHHIO TSHKECTH CTEHOKAP/ANU M CTaOMIIM3aINU aTePOCKIEPOTUYECKOTO IpoIiecca.

B enuMHCTBEHHOM pPaHJAOMU3MPOBAHHOM KOHTPOJIMPYEMOM KIMHHYECKOM HCCIEIOBaHMHM OBUIO MOKa3aHO, YTO
perymnsipHoe npoBeneHue Jln(a) adepesa NpUBOIUT K JIOCTOBEPHOW pErpeccMd U CTaOMIIM3allMU aTepocKIIepo3a
KOPOHApHBIX M COHHBIX apTepUil MO pe3yabTaTaM KOJMYECTBEHHOH KOpPOHApOaHTHOrpaduu, BHYTPUCOCYIMCTOTO
YIABTPa3BYKOBOT'O UCCIIETOBAHMSI KOPOHAPHBIX aPTEPH U AYIICKCHOTO CKAHMPOBAHUSI COHHBIX apTEPHIA.

Mexnynaponnas rpynmna o Beaenuto CI'XC (Mcnanus) pekoMeHayeT CHUXKaTh ypoBeHb JIn(a) < S0mr/m.

Kputepun or00pa naiieHToOB B pa3HbIX CTpaHaX:

Kpumepuu HEART-UK (Benuxkoopumanus): onHoBpeMeHHO nporpeccupyomas UBC, runepxonectepunemuss u
JIn(a)> 60 mr/nn, B ciydae, ecniu XC-JIHII octaetcst moBblmieHHBIM (> 3,2 MMOJIB/J), HECMOTPSI HA MaKCUMAJIbHYIO
JIEKapCTBEHHYIO TEPAIINIO.

Kpumepuu nemeykozo ¢pedepanvnozo xromumema epaueil u HoHOOE MeEOUUUHCKO20 CHMPAXOBAHUA:
nporpeccupytomas  WBC, mnoarBepxkieHHass JOKYMEHTAlIbHO KJIMHUYECKHMH CHMITOMaMH Y JaHHBIMU
MHCTPYMEHTAJIBHBIX MCCIIEOBAaHUM, €CIM MpU JBYKPATHOM HCCIEAOBaHUU, KoHUeHTpauus Jln(a) > 60 mr/miu, gaxe
ecnu koHueHTpanus XC-JIHIT auke uem 3,3 mmons/n (130 mr/mn).

Texunueckue 0COOEHHOCTH

CymectByer Heckonbko cuctem ansa JIHIT adepesa: kackannas muiasmodunbpTpauus, JunuaHas (QuibTpanus,
UMMYHOCOpPOLIMS JUIONPOTEU/IOB, IIIa3MOCOpPOLUs JUMONPOTEenaAoB adduHHAs, TeMOCOpOLMs JIMIOMPOTEHIOB
adbdunHas, renapuH-UHAYIMpoBaHHAs mpeuunutanus aunonporeugoB (HELP cucrema). Onu comoctaBUMBI 1O
yYMEHBIIEHUIO ypoBHs JIn(a).

[Tpu KII® u nunuaHOM QrutbTpaiiui HEOOXOIMMO UCTIOIB30BaTh (PPAKITMOHATOPHI IJIA3MBI ¢ pazMepom mop 30 HM.

HauGonee s dextnBHO, CENEKTUBHO U BRICOKOCTIEIU(PUIHO ypoBeHb JI(a) mo3BomsieT cau3uth JIn(a) adepes — JIm(a)
UMMYHOCOPOIIHS Ha CIIEIUATBHBIX UIMMYHOCOPOIIMOHHBIX KOJOHKAX.
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NHrnbutopsl aHruoTeH3uH-npeBpamariiero Gepmenra (AIID) nmporuBomoKazaHpl MpU MCHOJIB30BaHUHN a(PUHHOM
IUIa3MOCOPOIMM U TeMOCOpPOIUU JMIONPOTen10B. KOHTaKT KpOBH € MOBEPXHOCTHIO aJCOpOCHTA MPUBOIUT K
reHepaluu KaJUIMKpenHa, KOTOPBI CIOCOOCTBYET MpEeBpallleHUuI0 OpaJuKWHUHOTEeHA B OpaaukuHUH. MHakTHBanus
OpaaukunuHa kuHa3oil Il Omoxupyercs AII® wunrmbutopamu. ITO NPUBOIUT K OpaAMKHHUHOBBEIM 3(deKTam,
runoreH3un, nokpacHenuto suna (flushing). TlomoOubie 3ddexTsl HEe 3aMeueHbl MPH HCHONIB30BAHUU JIPYTHX
texnosnoruit JIHIT agepesa, B T.49. *UMMYHOCOPOIIHH JTUTIOTIPOTEHIOB.

[Tepdy3upyembliii 00beM TIa3MBI

JIHIT adepes, JIn(a) adepes: 3aBUCUT OT UCIIOIB3YEMOTO 000Dy I0BAHUS.
OO6p1uno 1,5-2 OLII

Yacrora 1 pa3 B 2 Henenu
3amMenarouiast >KUJIKOCTh (IIpu He tpebyercs
HEOOXOMMOCTH )

Crabunm3arus KpoBu Her ocobennocteit
(aHTUKOATYJISIIIHS)

[IpoaomKUTENBHOCTD JIEYEHUS C
ucnonszoBanueM TA(DT'K) u kon-Bo
opoueayp

JnutenbHo (rojabl), JUIMTEIBHOCTh OIPEACNACTCS WHIWBUIYAIBHO HCXOAS W3 PEe3yIbTaTUBHOCTH KOMIUIEKCHOTO
neuenus. Llenp neuenus — nognepkanue yposus JIn(a) < 50 mr/mn

[Mokasarenu, UCTIONB3YIOLIHECS IS
MOHHUTOPHHTA TEYCHHUS 3a00JIeBaHUS
(cocTosiHUA)

Knuandeckre CcHUMNOTOMBI  (CEPIEYHO-COCYAMCTBIC COOBITHS, JucTanus 0e300iieBOH  XOAhObI, W3MEHEHUS
MEAMKAMEHTO3HON Tepanuu (YMEHbIICHHE J03bl HUTPATOB U Jp.), TMHAMHUKA TSHKECTH CTEHOKAPIHH )

JlaGopaTtopubie mokaszarenu gunugHoro oomena (JIm(a), OXC, XC-JIHII, XC-JIBII, TTI')
JlabopaTopHble MOKa3aTenu, CBsI3aHHbIE C TUIEHOTPOMHBIMU U MOTEHIHATBHBIME T000YHBIMU 3¢ dextamu JIHIT/ JIn(a)
adepesa (001l ananu3 KpoBH, GeppUTHH, PUOPUHOTEH)

HMHCcTpyMeHTanbHBIE I10KA3aTeNM, XapaKTEepU3YIOIIHUE AaTEePOCKIEPOTUYECKOE MOPAKEHUE CeplIeHYHO-COCYIUCTOM
cucrembl (OI'K, OxoKI', Ctpecc-tect, MyabTHCIUpaiIbHas KOMIBIOTEPHAs TOMOrpadus KOPOHApHBIX apTepuil,
JYIUIEKCHOE CKaHUpOBaHKe OpaxuonedaabHbIX apTepuil, apTepril HUKHUX KOHEUHOCTEH)

Kpurepuu ouenku 3ppekTuBHOCTH
JICYCHHST — KIIMHUYECKUE

YactoTa MpUCTYNOB CTEHOKAPAHMH, CEPACUYHO-COCYTUCTBIE COOBITHS IMOCIE Hauyaja JIeUYeHUs, TUHAMHKA TUCTAINH
6e300J1eBOI X0/160bI, YMEHBIIICHHE KOJINYECTBA U 03Bl JIEKAPCTBEHHBIX CPEJICTB

Kputepun orieHku 3 HeKTHBHOCTH
JiedyeHus — 1abopaTopHbIe

Konuentpanus JIn(a) miaazmsl KpoBu

Kputepuu orieHku 3pHeKTHBHOCTH
JICYCHHST — HHCTPYMEHTAIIbHBIC

JluHaMuka mokasaTesedl MHCTPYMEHTAJIbHBIX METO/I0B HccienoBanus cocyauctoro pycna (3I'K, DxoKI', Crpecc-
TECT, MYJbTUCIIUpAJIbHAS KOMIBIOTEpPHAs ToMorpadus KOPOHAapHBIX apTepuid, MYIUIEKCHOE CKaHHUpPOBaHUE
OpaxuonedaabHbIX apTepUid, apTepuil HUKHUX KOHEUHOCTEH )
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Kpurtepuun kauecTBa okazaHus CoOwITHiTHBIE — IPOrpaMMHOE (peryispHoe) ucnosibzoBanue meroaoB JIHIT adepesa nnum JIn(a) adepesa.
MEUIIMHCKON ITOMOIIIHU C PesynbraruBHbie — CHUKEHUE YpoBH: JIn(a) cpasy mociie s3KkcTpakopropaibHoi onepanuu > 60% OT UCXOIHOTO.
ucnonp3zoBanueM TA (OT'K)
(coObITHITHBIC, BPEMEHHEIE,
pe3yJIbTaTUBHBIC, TOTIOJIHUTEIBHBIC)

Jlutepatypa (HanOomee BaKHas) [To coctosituto Ha 30 ceHtsOpst 2017 r. mpou3BeIeH MOMCK aHTJIOA3BIYHBIX cTaTel B cuctemax PubMed u MeSH mo
tepmunam lipoprotein (a) and apheresis.

1. «JlmarHocTuka ¥ KOPPEKIHs HapyIIEHHUs JTUIHIHOTO OOMEHA C LEJbI0 MPO(PUIAKTHKY U JICUCHHUS
aTepockieposa» http://www.noatero.ru/ru/diagnostika-i-korrekciya-narusheniy-lipidnogo-obmena-s-celyu-
profilaktiki-i-lecheniya-ateroskleroza

2. Guidelines on the Use Therapeutic Apheresis in Clinical Practice — Evidence-Based Approach from the Writing
Committee of the American Society for Apheresis: The Seventh Special Issue. // J.Clin.Apheresis. — 2016. —
Vol.31. — P. 165-166.

3. Heigl F., Hettich R., Lotz N., Reeg H., Pflederer T., Osterkorn D., et al. Efficacy, safety, and tolerability of
long-term lipoprotein apheresis in patients with LDL- or Lp(a) hyperlipoproteinemia: Findings gathered from
more than 36,000 treatments at one center in Germany // Atheroscler. Suppl. — 2015. — Vol.18. — P.154-162.

4. Hohenstein B., Julius U., Lansberg P., Jaeger B., Mellwig K.P., Weiss N., et al. Rationale and design of
MultiSELECt: A European Multicenter Study on the Effect of Lipoprotein(a) Elimination by lipoprotein
apheresis on Cardiovascular outcomes. Atheroscler. Suppl. —2017. Vol.30. — P.180-186.

5. KhanT.Z.,Hsu L.Y., Arai A.E., Rhodes S., Pottle A., Wage R., et al. Apheresis as novel treatment for
refractory angina with raised lipoprotein(a): a randomized controlled cross-over trial // Eur. Heart. J. — 2017. —
Vol. 38, Ne20. — P. 1561-1569.

6. Kitano Y., Thompson G.R. The familial hypercholesterolemia regression study: a randomized comparison of
therapeutic reduction of both low-density lipoprotein and lipoprotein(a) versus low-density lipoprotein alone //
Ther. Apher. —1997. — Vol.1, Ne2. — P.187-190.

7. Klingel R, Heibges A, Fassbender C; Pro(a)LiFe-Study Group. Prevention of cardiovascular complications in
patients with Lp(a)-hyperlipoproteinemia and progressive cardiovascular disease by long-term lipoprotein
apheresis according to German national guidelines. Clin. Res. Cardiol. Suppl. 2017 Mar;12 (Suppl 1):38-43.
doi: 10.1007/s11789-017-0082-3.

8. Pokrovsky S.N., Afanasieva O.l., Safarova M.S., Balakhonova T.V., Matchin Yu.G., Adamova l.Yu.,
Konovalov G.A., Ezhov M.V. Specific Lp(a) apheresis: A tool to prove lipoprotein(a) atherogenicity //
Atheroscler. Suppl.. — 2017. — Vol.30. — P. 166-173.
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Bo3pacrHas makyJsipHasi qereHepanus, cyxas gpopma

Jwnarnos

Bo3spactnas makynsipuas nerenepanust (BM]I)

Kox MKbB

H35.3

Hannune undopmanuu 06
ucnonb3zoBanun MetosoB TA (OI'K)
B POCCUUCKUX KIIMHUYECKUX
pexomenaanusax (meton TA (BI'K),
Ha3BaHUE KIMHHUYECKUX
pEeKOMeHIalui, MpUHsBIIAs TPod.
accoluanus, rojl yTBepxKaeHUs])

Her

Hannuue uadopmarm o6
ucnosabszoBanuu metozoB TA (OI'K)
B CTaHJapTax JIeueHus,
yrBepxkaAeHHbIX M3 PO (Ne u nara
npuka3za, merog TA(DI'K), yactora
PEJOCTABICHUS/KPATHOCTB)

Her

Bo3spacrthas kareropus

B3pocibie

Bua MeaunmmHCcKON TOMOIIHN

CHGI_II/IaJ'II/BI/IpOBaHHaH MCIHMIMHCKAasA ITOMOIIb

YcinoBusa okazaHust METUITMHCKOU
TIOMOILA

CranuoHapHo

dopma OKa3zaHHUS METUIIMHCKOU
MTOMOIIIH

Tlnanosas

Cpo4HOCTh Hauasa JIeYeHUs
(HEOTJIOXKHOE — B T€Y. HECKOJIBKUX
4acoB; CPOYHOE — B T€Y. JTHS;
IUTAHOBOE; MPOTPAMMHOE JICYECHHE —
pe2yisipHo, OUmenbHOe 8PeMsl)

IlnanoBsoe

3ab01eBaeMOCTb I10 JaHHBIM
HCTOYHUKOB

1,8:100 000/rox °

ITponenypsl TA (OI'K)

Kackannas mnazmodubrpanus (KIID) (peodepes)
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IMoka3zanus Bo3pacTHasi MakyJisipHas AereHepiuusi, cyxas gopma: npomexyrounas (kareropus 3 AREDS) u mo3ausis
cragus (kareropusi 4 AREDS):

— MPeANOYTUTEIBHO C HAJINYNEM JIPY3 B 00J1aCTH MaKYJIbl C MAKCUMAJILHOI KOppeKIueil 0CTPOTHI 3peHusl B
auana3one ot 20/40 mo 20/125;

— IIPHU OTCYTCTBHMH CJEAYIOIIUX MOPaKeHust 000uX ri1a3 (u/uiam): reorpaduyeckasi arpodusi BOBJIeKaAOUIAA
00J1aCTh MaKYyJibl, XOPOUAAJbHASl HEOBACKYJIAPHU3AIUs BKIOYAKOIIass (puOpoBaCKyJIsipHbIE PyOlbI;

— MPH OTCYTCTBHUH THAKEJbIX 3200/1eBaAaHUI cepala, JIeTKUX, eYeHH , I0YeK, AaHEMUH THAKeJI0l CTeNeHu,
BbIPA’KEHHbIX HAPYILIEHUH CHCTeMbI CBePTHIBAHUS KPOBH;

— MpH YXyAIIEHHH COCTOSHUSA (B T.Y. HAPACTAHUM CTATUM 3200/1€BaHNsI) He CMOTPS Ha MPOBOAUMYI0
KOHCEPBATHBHYIO TepPanuio B Te4eHnu 6 mec.

Ctpanbl, B KOTOPBIX OIIPEEIECHbI I'epmanus, CIIA, Kanana u ap.
nokazanus K TA (OI'K)

IToxazanust ASFA Het yrounenuit

Pexomennanus ASFA (ypoBeHb 1B

JIOKa3aHHOCTH)

Kareropus ASFA I

PKU — pannoMusupoBaHHbIE 8/490

KOHTPOJIUPYEMbIE UCCIICIOBAHUS
(xoJ1-BO MccieoBaHmii/o01Iee Ko-
BO BKJIFOUEHHBIX MAIIUCHTOB)

KU — xoHTpOSIMpYEMBIE 2/359
UCCIIeI0BaHUS (KOJI-BO
uccie0Banuii/o01iee Koi-Bo
BKITIOYCHHBIX MAIIMEHTOB)

HccnenoBanue cepuu (>3 8/97
HaHI/IeHTOB) KIIMHUYCCKUX CITy4YacB
(kou-Bo cepwii/o0riee Koi-BO
BKJIFOUCHHBIX HaHI/IeHTOB)

Onucanue KIMHHYECKHUX CITyYacn He npumennmo
(k071-BO ciy4aeB/o01iee KoI-BO
BKJIIOYEHHBIX ITALUEHTOB)
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YpoBeHb JOCTOBEPHOCTH
nokasarenbetB (Y /1) u ypoBeHb
yOeIUTEeNIbHOCTH PEKOMEH 1Al
(YVYP) cornmacHo METOAMYECKUX
pekomenanuii [[DKKMIT

Kpatkoe onucanue 3aboneBanus
(cocTostHus)

BMJ] sBisieTcss BeAylleil MPUUYMHON MOTEpPEN 3pEeHUs Yy TMOXKUIBIX JIIOJEH B pa3BUTHIX cTpaHaxX. OHa MpPEACTaBIISET
co00l MaTOJIOrHYECKOE COCTOSIHUE MPOsBIISIONIeecs moteped neHtpanbHoro 3peHus. Cyxas dopma BMJI sBisercs
HamOosee 4acToil (OpMOH M XapakTepu3yeTcs pPa3BUTHEM HAKOIUICHUH OTIOXEHUH (Ipy3), KOTOpBIE HAPYMIAIOT
(GYHKINIO CEeTYaTKH U MOTYT MPOTPECCUPOBATH J0 reorpaduveckoi aTpoQuu, MPUBOIAIICH K MOJTHON ITOTepe 3PEHHSL.
Brnaxnas ¢opma BMJ] Hambonee Tsokenas gopma 3a0oieBaHMs, XapaKTEPU3YIOMIAsACS HEHOPMAIBHOW MaKyISIPHON
HeoBacKylsipu3anueid. M3meHsembiMu (BHEIIHMMH) (akTopamu pucka BMJl sBISIOTCS KypeHHE M OKHpPEHHE.
I'eneTnueckue (pakTOpPhl pUCKA BKIIOYAIOT MYTAIlMH B META0OIMYECKHUX MyTAX (PaKTOPOB KOMIUIEMEHTA, X0JIEeCTeprHa,
KOJUIar€HOBOI'0 MaTpukca W aHruorenes3a. [larorene3 BMJI He MONMHOCTBIO CEH, HO BaXHYIO POJb MOXET UIPATh
(bu3HMONIOrHYecKOe CTapeHue, XapaKTepusylolleecss HAKOIIEHUEM JIUMOQYyClenHa B MUTMEHTHBIX KIIETKAX CETYaTKH,
XOpOUAAIBHON MIIEMUEN U OKCUJATUBHBIM OBPEKICHUEM.

Kpatkoe onucanue MeTo0B J€YeHU
3a00s1eBaHUs (COCTOSTHHS)

MenukameHTO3HOE jiedyeHue cyxoil opmel BM/JI orpaHndeHo mpueMoM HHILEBBIX 100aBOK, COJAEPXKAILIUX BBICOKHE
J103bl aHTUOKCU/IAHTOB U LIMHKA. Pa3BUBaIOTCS pa3MuHbIE BAPUAHTBI TAPre€THOW TEPalMM, BKIIOYAs arceHThl KOTOPBIE
YMEHBIIAIOT OKCHJIATHUBHBIA CTpECC, CACPKUBAIOT BOCHAJICHHE, YMEHBIIAIOT TOKCHYHBIE MOOOYHBIE A(PPEKTH WIN
JNEUCTBYIOT KakK MOJYJATOPBl LMKJIA IPEBPALIECHUsS POAOICHHA, HEUPONPOTEKTaHThl WM COCYIUCTBIE TE€H-
Moaupukatopel. BMJI B Hacrosimee BpeMs JIEUYUTCS € MCIOJB30BAaHMEM JIa3epHOM  (HOTOKOAryIISIHM,
(GhoTOMHAMHMYECKOHN Tepanuu U Tepanuy aHTUTeNaMHU K (pakTopy pocTa HIOTEIHS COCYIOB.

O6ocHoBaHUE HEOOXOUMOCTH
npumenenus TIT (OT'K)

Peodepe3 (koTopblil Takke Ha3bIBar0 JABOWHBIM (PUIBTPAIIMOHHBIM IUIa3Madepe3oM, KacKaaHbIM (UIbTPALlMOHHBIM
wia3madepe3oM, ABOHHBIM MeMOpaHHBIM IUIa3Madepe3oM M KackaJHOW miazModuibTpanyei) yqauseT MOJEeKYIbl
OOJIBIIIOrO MOJIEKYJpHOTO Beca (Hampumep, ¢uOpuHoreH, xonecrepuH JIHII, ¢uOponextus, ¢axtop ¢oH
Bunnebpanna), KoTopble MOTYT YXYAIIAaTh PETUHAIBHBII0O MHUKPOLMPKYJSALHUIO U CHOCOOCTOBAaTH COCTOSIHUIO
XpOHHUYECKOTro BocnajeHusa. Peodepe3 Takxke NPUBOIUT K YMEHBLIEHHIO BSI3KOCTH KPOBH M IUIA3MBbl, arperanuu
TPOMOOIITOB U SPUTPOLIMTOB, YBEITUYNBALT 1e(hOPMUPYEMOCTh MEMOPAHBI AIPUTPOIIMTOB, YTO MOXKET TAKXKE YIydIIaTh
nepdy3uto ¥ PyHKIHIO MATMEHTHOTO AIIUTENNS CETYATKH.

MHOrourCcIeHHBIE UCCIENOBAHMS cO00MmaT 00 3¢ heKTUBHOCTH peodepesa B edeHnn cyxor Gopmsel BMJI. B camom
MOCIIEHEM OIMYyOJIMKOBAHHOM PAaHIOMH3UPOBAHHOM KOHTPOJIHMPYEMOM HCCIEIOBAaHUH IO HCIOIB30BaHHUIO peodepesa
npu cyxoit popme BMJ[ Obl10 mpoBeneHO cpaBHeHHE 38 MAIMEHTOB, KOTOpBIC MOMYYMINd 8 mporenyp peodepesa B
teuennu 10 Henenp, ¢ 34 manMeHTaMu KOHTPOJIBHOU TpynHIbl 0e3 peodepesa. bbuto ycTaHOBIEHO, YTO MaKCUMaJIbHAS
KOPPEKIUST OCTPOTHI 3peHHsl B rpymme peodepesa mpocroBepro ymyummmiack ¢ 0,61 (0,05-1,00) xo 0,68 (0,35-1,00)
(Blaha, 2013).
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B ananoruunoii rpyrmnme ObUIO OTMEUYEHO JOCTOBEPHOE YMEHbBIIECHHE 00JACTH APY3CHOUIHOM OTCIOMKH MUTMEHTHOTO
AMUTENUS CETYaTKU B KOHTPOJIUPYEMOM HcclieioBannu 25 namuenTtoB (Rencova, 2013). O0a ucciieioBaHus mokas3aiu
OTCYTCTBHE MporpeccupoBanus cyxoi popmel BM/I B rpymme peodepes B TedeHue 2,5 JeT mociie OKOHYAHUS JICUCHUS
CBUJETEIHCTBYIOIIEE O TOM UTO peodepes MOKET 3aMeUINTh UM OCTAaHOBUTH IIporpeccupoBanue cyxou popmbr BM/I.

Camoe 00JIbIIIOe KOHTPOJUPYEMOE UCCIeIOBaHNe Ha ceroausmHuil 1eub — 370 RheoNet peructp (Klingel, 2010), 279
MAUeHToB ¢ cyxoi ¢dopmoit BM/] Obutn mponedeHsl peodepe3oM Mo CPaBHEHHUIO C 55 HEJICUSCHHBIMU MAIlMeHTaMU
KOHTPOJBHOU rpynmsl. B rpymme peodepesa ynydiieHne ocTpoThl 3peHUs OOJbIIee WIH PAaBHOE OAHOW JIMHUU TaOJIUIL
ETDRS (Early Treatment Diabetic Retinopathy Study) 6sut0 oT™MeueHO B 42%, 10 CpaBHEHHIO ¢ yiydlieHueM B 26% B
KOHTpOJbHOU Tpymme. [loTeps 3penus OGomnbinas uinu paBHas ogHoi nuHuu ETDRS 6pina ormeuena B 17% B rpymnmne
peodepesa, npotuB 40% B KOHTpOsIe. Pa3inuuust ObLIM CTATUCTUYECKHU JIOCTOBEPHBI.

MIRA-1, camoe 60JbIIIOE HA CETOMHSAIIHHN JIEHb PAHIOMHU3UPOBAHHOE JIBOMHOEC-CIIETNOe Ianedo (JIoKHAs mporieypa)
KOHTPOJIUPYEMOE HCCIIeIOBaHUE, B KOTOpoe Bouuio 216 mnamueHToB, OBLIO NPHU3HAHO HEJOCTATOYHBIM IS
JEMOHCTPAIMU JTOCTOBEPHBIX PA3IWYMid MEXKIY KOHTPOJIBHOW TPYNIOW M TPYIIOH peodepe3a BCISACTBUE TOTO YTO
pe3ynbTaThl B KOHTPOJIBHOHN rpymme ObUIM JIydllle, YeM MPOTHO3UPOBAJIOCh. AHANW3 BBIIBWI, 4TO Y 37% I€4eHHBIX
peodepezom manueHToB Uy 29% mNanueHTOB KOHTPOJIBHOM TPYMIbl ObLI HapyIIeH MPOTOKOJN HCCIEAOBAaHUA — HE
COONIOACHB KPUTEPUU UCKIIOYEHHs, YTO TMPHUBEIO K CHCTEMaTH4YeCKoW omuOKe (QHUHATBHBIX pPE3yIbTaTOB
ucciaeaoBaHus. VICKIIOUMB TeX MALMEHTOB, Yy KOTOPBIX BKJIAJ B NOTEPIO 3PEHHMS BHOCWIM APYIHe€ IPUYUHBI,
UCCIIEIOBaHNE MPOJEMOHCTPUPOBAIO JIOCTOBEPHOE YIIydIlleHHE B rpymmne peodepesa, OqHAKO HCCIENOBaHHE OBLIO
MIPHU3HAHO HEAOCTATOYHO MOIIHBIM JIIs Bhiiaun paspenienus FDA (Pulido, 2006).

Kputuka cymiecTBylOmUX B HacTosIee BpeMs IO0Ka3aTeNbCTB, MOANCPKHMBAIOLINX HCIOJIB30BaHUE peodepesa JUis
neueHust cyxoit ¢opmbl BMJI, ocHOBbIBaeTCs Ha HEJOCTaTKe MOHMMAaHMS MEXaHH3MOB, B pPe3ylbTaTe ACUCTBUS
KOTOPBIX YIAAJICHUE BBICOKOMOJIECKYJISAPHBIX KOMIIOHEHTOB IIJIa3Mbl KPOBU YJIY4YIIa€T MUKPOLMPKYISALUIO TUTMEHTHOTO
SMUTEINS CETYATKH, HEONPEIEICHHOCTh CBA3M OMKalIlel KIMHUYECKOW 3HAUYMMOCTH MOJYYEHHBIX 3pUTENbHBIX
YIIy4IIEHUH U €CTECTBEHHOTO TeueHHUs 3a00JIeBaHUs, KOTOPOE MOKET MMETh CTaOMIIbHOE TeueHHe 0e3 yXy/IIIeHUH B
TE€YEHHE JUIUTEIBHOTO MIEpHOa BPEMEHU U JIpY3, KOTOPbIE MOTYT CIIOHTAaHHO PETrPECCUPOBATH U UcCUE3aTh 03 JeueHus

Texunueckue 0COOEHHOCTH

IMIpu KII® (peodepese) HEOOXOAMMO WCIONB30BaTh (PPAKIMOHATOPHI IUIa3Mbl ¢ pasmepom 1mop 30 HM ¢
Heperymsipabivu iopamu (Evaflux 4A20, Cascadeflo EC40)

[Tepdy3upyembiii 00beM TIIa3MbI

1-1,5 OLIIT

Yacrora

8-10 nmpouenyp 2 pa3a B HEAEIIO

3amenaronias >KMAKOCTb (MpU
HE00X0JMMOCTH)

Her HeoOxomumocTu
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Crabunusanus KpoBH
(aHTHKOAT YIS )

Het ocobennocTei

[Ipy HaMMUYMKM KapTHHBI HEOBACKYJSpHU3allMU (HAIMYUU HOBOOOPA30BAaHHBIX, HE3PENBIX COCYJOB B TKAHSIX TIJa3a)
OTHOCHUTCSI K IMAallMEHTy KaK IMallMEeHTy C YIPO30H KPOBOTCUEHHS — AHTHUKOATYJSIHTOM BbIOOpa SBJSETCS ILMTpaT,
BO3MOYXHO IPUMEHEHHUE YITPABJISIEMON CTAOMIN3aIluU KPOBH T'eIIApUHOM

HpO,I[OJ'I}KI/ITeJ'H:HOCTB JICYCHHUA C

ucnonb3zoBanueM TA(DT'K) u kon-Bo

1010101 (9187 0)

Oddekra kypca KIID u3 8-10 nporneayp XxBaTaeT mo KpaiftHe Mmepe Ha 4 roaa

IToka3arenu, UCTIONB3YIOLIUECS IS
MOHHUTOPHUHTA TEUCHHs 3a00JICBaHUS
(cocTosiHUA)

W3menenne octpotsl 3peHus (Tect Amciepa, Tadauibl ETDRS), n3aMeHeHne KoiaudyecTBa U pa3Mepa Apy3, TCHICHIHS K
CIIUSHUIO JIpYy3, OLICHKa pPE(IEKTUBHOCTH CJIOS IMHUICMEHTHOIO OSIMTENNs CEeTYaTKU (ONTHYECKas KOrepeHTHas
tomorpadust (OCT)),

U3MEHEHHE HHTEHCHBHOCTM T€MOJMHAMHMKM B cocynax cocyauctoil o6onouku (OCT-anruorpadus), u3MeHeHue
SPKOCTHOM YYBCTBHTEIBHOCTH (MUKPOIIEPUMETPHS),MI3MEHEHUE TOKa3aTeNe kadecTtBa >ku3HU (ompocHuk VFQ-25 —
Visual Functioning Questionnaire-25)

Kpurepuu onieHku 3ppeKTuBHOCTH
JI€YCHUS] — KIIMHUYECKUE

VBenMUeHUE OCTPOTHI 3PSHUSI, YMCHBIICHHE HHTCHCUBHOCTH MCKAXKEHHUU MPU TECTUPOBAHUU (TeCT AMciiepa, TaOJIUIbl
ETDRS),

nokasarenei kadectsa xxusnu (onpocHuk VFQ-25 — Visual Functioning Questionnaire-25) — kpaTHOCTb BBITOTHEHHUSL:
70 Havasa JIeYeHH s, cpasy u yepe3 1 Mec. mociie MpOBEACHHOrO JICUCHHUS

Kpurepun onieHku 3 peKTHBHOCTH
JeyeHus — 1abopaToOpHbIe
(>kenarenabHO)

JluHamuka ypoBHs oOmiero Oenka, anpOymuHa, pubOpuHorena, IgM, obmero XC, XC-JIHII, B2-makporioOysuHa,
BS3KOCTH KPOBH M TIJIa3Mbl, arperaliy 3pUTPOIMTOB — KPATHOCTh BBIMOJIHEHHUA: 10 Hauyana JIEYeHHs], cpa3y Mocie
MTPOBEJICHHOTO JICYCHUS

Kpurepun ouenku 3ppekTuBHOCTH
JICYCHHSI — HHCTPYMEHTAIIbHBIC
(>kenarenabHO)

H3meHeHne komuvecTBa M pa3Mmepa JIpy3, TEHIACHIUS K CIUSHUIO APY3, OIEHKa PeQIIEKTUBHOCTH CJIOS MUTMEHTHOTO
nUTENUsl ceTdyaTku (omtuueckas korepeHTHass Tomorpadus (OCT)), ycunenue mnepdy3uu B cocynax COOCTBEHHO
COCYAHUCTOM 000M0uKH B 001acTH HeHTpanbHol 30HbI (OCT-anruorpadus), moBbIIeHUE IPKOCTHOM YyBCTBUTETFHOCTU
(MUKpoTIEpUMETpHUs) — KPATHOCTh BBHIMOJHEHHUS: O Hayana JEYeHHs, cpasy M uepe3 | Mec. mocie MPOBEACHHOTO
JICYEHUS

Kpurepun kauectBa okazanus
METUITUHCKOM ITOMOIIIH C
ucnonszoBanueM TA (OT'K)
(coObITHITHBIC, BPEMEHHEIE,
pe3yJIbTaTUBHEIC, TOTIOJTHUTEITHHBIC)

CoObITHiiHBIE — MpOBENEHO JiedeHHe ¢ ucnoibzoBaHueM KIID (peodepesa) nmpu HamuuMM MOKA3aHUM, YXYAILIEHHUH
COCTOSIHUS (B T.4. HAPACTaHUU CTAJMU 3a00JIE€BAHNUs) HE CMOTPS HA MPOBOAMMYIO KOHCEPBATUBHYIO TEPAITUIO B TEUCHUN
6 mec.

44




Jluteparypa (Hanbosee BakHas)

ITo cocrosruio Ha 30 ampenst 2018 r. mpomsBeIeH MOMCK aHIIOA3BIYHBIX craTei B cucremax PubMed u MeSH mo
tepmuHam macular degeneration and apheresis.

1. Blaha M., Rencova E., Langrova H., Studnicka J., Blaha V., Rozsival P., Lanska M., Sobotka L.
Rheohaemapheresis in the treatment of nonvascular age-related macular degeneration // Atheroscler. Suppl . —
2013. - Vol.14. - P.179-184.

2. Finger R.P., Krohne T.U., Charbel Issa P., Fleckenstein M., Scholl H.P., Holz F.G.. Plasmapheresis for dry age-
related macular degeneration—evidence based? // Retina. — 2009. — Vol.29. — P.569-572.

3. Guidelines on the Use Therapeutic Apheresis in Clinical Practice — Evidence-Based Approach from the Writing
Committee of the American Society for Apheresis: The Seventh Special Issue. // J.Clin.Apheresis. — 2016. —
Vol.31. - P. 169-170.

4. Klingel R., Fassbender C., Fassbender T., Gohlen B.. Clinical studies to implement rheopheresis for age-related
maculardegeneration guided by evidence-based-medicine // Transfus.Apher.Sci. — 2003. — VVol.29. — P.71-84.

5. Kilingel R., Fassbender C. Heibges A., Koch F., Nasemann J., Engelmann K., Carl T., Meinke M., Erdtracht B.
RheoNet registry analysis of rheopheresis for microcirculatory disorders with a focus on age-related macular
degeneration // Ther.Apher.Dial. — 2010. — VVol.14. — P.276-286.

6. Otto J. Rheohaemapheresis // Transfus.Apher. Sci. — 2010. — Vol. 43. — P.217-222.

7. Pulido J., Sanders D., Winters J.L., Klingel R. Clinical outcomes and mechanism of action for rheopheresis
treatment of age- related macular degeneration (AMD) // J.Clin.Apher. — 2005. — VVol.20. — P.185-194.

8. Pulido J.S., Winters J.L., Boyer D. Preliminary analysis of the final multicenter investigation of rheopheresis for
age related macular degeneration (AMD) trial (MIRA-1) results // Trans.Am.Ophthalmol.Soc. — 2006. — VVol.104.
—P.221-231.

9. Rencovd E., Blaha M., Studnicka J., Blaha V., Brozik J., Pazderova M., Rozsival P., Langrova H. Reduction in
the drusenoid retinal pigment epithelium detachment area in the dry form of age-related macular degeneration 2.5
years after rneohemapheresis // Acta Ophthalmol. — 2013. — Vol.91. P.e406-e408.
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TpoM003 HEHTPAJIbHOM BEHbI CETYATKH

Jwnarnos

Tpom003 1EeHTpaTbHOM BEHBI CETYATKU

Kox MKbB

H34.0, H34.8

Hannune nndopmannu 06
ucnonb3zoBanun MetosoB TA (OI'K)
B POCCUUCKUX KIIMHUYECKUX
pexomenaanusax (meton TA (BI'K),
Ha3BaHUE KIMHHUYECKUX
pEeKOMeHIalui, MpUHsBIIAs TPod.
accoluanus, rojl yTBepxKaeHUs])

Het manunix

Hannuue uadopmarm o6
ucnosabszoBanuu metozoB TA (OI'K)
B CTaHJapTax JIeUeHUs,
yrBepxaAeHHbIX M3 PO (Ne u nara
npuka3za, merog TA(DI'K), yactora
PEJOCTABICHUS/KPATHOCTB)

[Tpuka3z M3 P® ot 24 nexabps 2012 r. N 14911 "OO0 yTBepkAeHUU CTaHAApTa MEPBUYHON MEAUKO-CAHUTAPHOI
MTOMOIITH Ipu TpoMOo3e BeH cetuatku", [Tmazmadepes, gacrora nmpenocrasiienus 0,8; KpaTHOCTH 3

IIOMOIITH

Bo3spacThast kateropus B3pocable
Bun MmeauumHCKON NOMOIIH Crenmanu3upoBaHHasi MEAUIIMHCKAsI IOMOIIb
VYcnoBust oka3aHus MEIUIIMHCKON CranuoHapHo

dopma OKa3zaHHUS METUIIMHCKOU
MTOMOIIIH

Heotnoxwuasi, mranoBas

Cpo4HOCTh Hauasa JIeYeHUs
(HEOTJIOXKHOE — B T€Y. HECKOJIBKUX
4acoB; CPOYHOE — B T€Y. JTHS;
IUTAHOBOE; MPOTPAMMHOE JICYECHHE —
pe2yisipHo, OUmenbHOe 8PeMsl)

Cpounoe (CpoK /10 3-X AHEH OT Havyayia 3a00IeBaHUs)
[Tnanosoe (M0 1 Mecs1a OT Havasa 3a00JIeBaHMS)

3ab01eBaeMOCTb I10 JaHHBIM
HCTOYHUKOB

214:100 000/rox *
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[Tpouenypst TA (3I'K) Kackamnas mnasmodunsrpanus (KIID) (peodepes)
[Tnazmadepes (ITA)
Oputponurtadepes (IL[A)
['enapuH-uHIYyMpOBaHHAs NperumuTays aunonpotennon (I'TIT)
IToxa3zanus HNmemuyecknii Tpom603 LIBC naBHocTsio 10 1 Mmecsina
Ctpanbl, B KOTOPBIX OMPEIEICHBI Het undopmarumn
nokazanus Kk TA (OT'K)
[Toxazanus ASFA Her
Pexomennammst ASFA (ypoBeHb Her
JIOKa3aHHOCTH )
Kareropus ASFA Her
PKU — panmomMu3upoBaHHbIE 1/61 - DIIA

KOHTPOJIMPYEMBIC HCCIICTOBAHUS
(KOJI-BO MCCiIeq0BaHuii/obIIee KO-
BO BKJIFOYCHHBIX ITAIIHCHTOB)

KU — koHTpOIIMpyembIe
rccnenoBanus (Koa-BO
UCClieI0BaHmii/001Iee KOI-BO
BKIIFOUCHHBIX HaIII/IeHTOB)

Her nundopmanun

UccnenoBanue cepuu (>3 1/5-TTIJI
NaIMEeHTOB) KIMHUYECKHUX ciaydaeB 163 — [TA
(koJ1-BO cepwii/o0iiiee KOi-BO

BKJIFOUCHHBIX MAI[ICHTOB)

Onucanue KIMHAYECKUX CITy4YacB 1/1 - KII®
(k071-BO ciy4aeB/o01iee KoJI-BO 1/1-TIA

BKJIIOUCHHBIX HaI_II/IeHTOB)

YpoBeHb JOCTOBEPHOCTH
nokazatenseTs (Y /1) u ypoBeHs
yOeAUTeNbHOCTH PEKOMEH A1
(YVYP) cormmacHO METOIMYECKUX
pexomennanuii [[DKKMIT
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Kparkoe onucanue 3a00neBaHus
(cocTosiHUA)

Tpom603 BeH ceryaTku, OOBIYHO, Pa3BMBAETCS B TEUEHHE HECKOJIBKMX YacOB M MPOSABISAETCS BHE3AIIHBIM
0e300JIe3HEHHBIM YXYIICHHEM 3PEHHUs Yallleé Ha OJHOM IJiazy. DTOMY MOTYT NPEAIIECTBOBAaTH KPAaTKOBPEMEHHOE
CHMKEHHME OCTPOTHI 3pEHUS U TYyIIble O0JIM B INTyOUHE IIa3HUIBL.

HI/IaFHOS BBICTABJIAAIOT Ha  OCHOBAaHHHU }Ka.]'IO6, dHaMHE3a, 0(1)TaHBMOCKOHI/I‘ICCKOﬁ KapTUHbI MW  JaHHBIX
HHCTPYMCHTAJIbHBIX METOAOB UCCJIICIOBAHUS.

[TpuunHO# TpoMOO3a SBIISIOTCS MECTHBIE PacCTPOHCTBA KPOBOOOPAICHHUS B 3aBUCMOCTH OT U3MEHEHUSI COCYAMCTBIX
cTeHOK. Yalre Bcero u3MeHeHus ObIBAOT CKJIEPOTUYECKOIO XapaKTepa.

[Tpy moTHOM 3aKpPBITHUH NIPOCBETA BEH, MPH OMOMHUKPOO(PTATIHLMOCKOIHMH, Ha TIIa3HOM JTHE BBIABIIIOTCS: OoT¢uHbIH J[3H,
TEMHO-KPACHOTO IBETA CO CTYIICBAaHHBIMH KOHTYPAaMH, SKCKaBallMs W BEHHBIH IyJIbC OTCYTCTBYIOT. BeHBI pe3ko
paclIMpeHbl U U3BUTHI, KaIuOp uMX HepaBHOMEpHBIA. Cocylbl «yTONMarT» B OTEYHOM ceruaTke. VIHTpapeTHHalbHbIE
KPOBOM3JIMSHUS PACCHIMAHbl MO BCEH CeTYaTKe M MMEIOT BHUJ SI3BIKOB IJIAMEHU W pacmpoctpanstorcs ot J3H mo
KpaiiHell nepudepun BO BceX UETHIPEX KBaJpaHTax rInazHoro JHa. O TsDKECTH Ipolecca CBUIETENbCTBYIOT
MHOECTBEHHBIE (POKYCHI HH(PAPKTOB CETYATKN — «BATOOOpa3HBIE)» OYaru OEnoro IBeTa.

[Tpu TpoMOO3€ OTHENBHBIX BETBEH HEHTPATHLHOW BEHBI, KPOBOM3IIMSHUS M BEHO3HBIH 3aCTOW Pa3BHBAIOTCS TOJIBKO B
COOTBETCTBEHHOM y4acTKe ceTdaTKu. [Ipu yacTHuHOM TpoMOO3€e MpOrHo3 3HauUUTeNbHO Jy4die. KpoBou3IusHUS MOTyT
paccocaTbCsl, BBICOTA OTEKA CETYATKH YMEHBIIUTHCSA, U OCTPOTA 3PEHUSI MOXKET YBEIIMUNUTHCS.

KpaTkoe onucanue MeTo0B J€YEHUS
3a0051eBaHUS (COCTOSHUS)

B koMIIeKcHOM Tepanuy NCHOJB3YIOTCS HECKOJIBKO IPYIII NMPEnapaToB C LEJbI0 JIU3uca TpoM0a, BOCCTAaHOBIICHUS
MIPOXOAUMOCTHU COCYJIOB U HOPMAJIHM3AIMK T'eMOCTa3a, YIy4YIeHUs] MUKPOLUPKYIISLUN:

- TpOMOONUTUKH - (prbpuHoIM3UH, Temasa (IIpoypokuHosa)

- QHTHKOAT'YJISIHTBI — FenapuH, GpakCUIIapuH U JIp.

- aHTUArperanTol - peononauritokut ([excrpan), nunupunamon (Kypantui), Teopuiuing.

- ocMmoTepanust: anerazonamun (duakap0), pypocemun (Jlazukc).

- CIIa3MOJIMTHKY - KaBUHTOH (Bunnouerun, Kasunton), nenroxkcudumimt (Tpentan)

O6ocHOBaHME HEOOXOAUMOCTH
npumenenus TIT (OT'K)

Tpom003 1eHTpanbHONW BEHBI CETYATKH COMPOBOXKIACTCS HAPYLICHUSMHU PEOJIOTUYECKUX CBOICTB KPOBH U
MUKPOIMPKYJISTOPHBIMU HApPYIIEHUSIMU. MeTOJIbI TeparneBTHUECKOTO adepe3a PeOKOPPUTHPYIONICH HANPaBICHHOCTH
MO3BOJISIFOT OBICTPO YCTPAHHUTh JaHHBIC HAPYIIEHUS 3a cueT yaaleHus >puTporuToB (DL[A), KpymHOMOIEKYISIPHBIX
cyocranmmii (pudpunorena, JIHII, dpakropa Bumiebpanaa u ap.) GakTopoB BocmajgeHus u TpomboreHesa. CHHUXKAETCs
BSI3KOCTh KPOBHU, YITYYIIIA€TCS PEOJIOTMUECKHUE CBOMCTBA KPOBHM M MHUKPOIUPKYIAUs. CHUWKEHHE KOHIIEHTpAIUU
MPOBOCHTAIIUTCIIBHBIX W IMPOKOATr'yJIAIUOHHBIX q)aKTOPOB 6J'IaFOHpI/I$[THO BJIMACT HA BOCCTAHOBJICHHUC (i)YHKHI/II/I
OHAOTENHS.

Texunueckme 0COOEHHOCTH

[Mpu KII® (peodepese) HEOOXOAMMO WCIONB30BaTh (PPAKIMOHATOPHl IUIa3Mbl ¢ pasmepom mop 30 HM ¢
HeperyssipasivMu nopamu (Evaflux 4A20, Cascadeflo EC40)
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[Tepdy3upyemslii (3KCHy3upyeMblii)
o6bem mnasmbl (s [TA, KITA, T'TLT)

1-1,5 OUII — gy KII®D (peodepesa) u I'TLT
0,25-0,35 OLIT — mnsa I[TA

Yacrora

KII® (peodepes) — 1-2 nponeaypsl ¢ UHTEPBAJIOM 2-3 THS
I'JIIT — 3 npouenypsl B TEYEHHUE S5 HENENb

ITA — 3-4 nporieypsl ¢ HHTEpBAJIOM 2-3 JTHS

OIIA — 1 pa3 B Heziento

3amemnraromnias >XUAKOCTh (IpU

[TonusnexTponutHelie p-phl, GU3NOIOTHUECKHM PACTBOP XJIOPUAA HATPUS

HE00XO0IMMOCTH)
Crabwim3anus KpoBH Her ocobennocteit
(aHTUKOATYJISILIMS) [lpy HanuumyM KapTUHBI HEOBACKYJSIpH3AIMK (HAJTMYMKA HOBOOOPA30BaHHBIX, HE3PENBIX COCYJOB B TKaHIX IJ1a3a)

OTHOCHUTCSI K MAallMEHTy KaK MalKeHTy C YIpo30d KPOBOTEUEHHUsI — AHTUKOATYISIHTOM BbIOOpa SIBISIETCS LIMTpaT,
BO3MO>KHO IPUMEHEHUE YIPABIIIeMON CTaOMIN3allMU KPOBU FeapHHOM

[IpoaomKUTENBHOCTD JIEYEHUS C
ucnonszoBanueM TA(DT'K) u kon-Bo
IpoLeayp

Koporkuii kype u3 1-2 KII® (I'TIJI) nnu 3-4 ITA
OUA — ot 1 10 6 10 MOCTHXKEHUS YPOBHS remMaTtokputa 35%

[TokasaTesnu, UCIIOIb3YIOIIUECS IS
MOHHUTOPHHTA TEYCHHUS 3a00JICBaHUS
(cocTosiHUA)

W3meHeHne oOCTpPOTHI 3peHms, H3MEHEHHE BBICOTHI OTEKa CETYATKU [0 pe3ysbTaTaM OINTHYECKOW KOrepeHTHOM
tomorpadpum (OCT), uM3MEHEHHE pa3MepoB 30H HIIEMUH ceT4aTku 1o pesyinbraram OCT-anruorpaduu uiu
(bayopecrieHTHON aHTHOTpadUU CETUYATKU.

Kpurepun onieHku 3ppeKTHBHOCTH
JIEYEHUs] — KIMHUYECKUE

VYBenuueHue ocTpoThl 3peHUs, paCIIMPEHUE OIS 3PEHMUSL.

Kpurepun onieHku 3 peKTHBHOCTH
JeyeHus — 1abopaTopHbIe
(>kenaTenabHO)

OUA — nuHamMuKa reMaToKpuTa
KII®, I'TIJT — qunamuka ypoBHs o01iero 6emnka, ansbymuna, hpubpunorena, IgM, 1gG

Kpurepun ouenku 3ppekTuBHOCTH
JICYCHHSI — HHCTPYMEHTAIIbHBIC
(>kenarenabHO)

V3MeHeHHe BBICOTHI OTE€Ka CETYATKU IO pe3ysibTaTaM ONTHYecKO korepeHTHoM Tomorpaduu (OCT), usmeHeHue
pa3MepoB 30H UIIEMHUH ceTdaTku o pesyibraram OCT-anruorpaguu wim ¢uyopecleHTHON aHrHorpaduu ceTyaTku
(KpaTHOCTh BBIIOJHEHUS: TIPU JI0 Hayaja JeueHHs ¥ Iocje MPOBEAEHHOTO JIEYSHHUs).

Kputepun kauectBa okazaHus
METUITUHCKOM ITOMOIIIH C
ucnonszoBanueM TA (OT'K)
(coObITHITHBIC, BPEMEHHEIE,
pe3yJIbTaTUBHEIC, TOTIOJTHUTEITHHBIC)

CoObITHitHBIE — HCITOJIB30BAH MO KpallHel Mepe OJIMH U3 yKa3zaHHBIX Bbilie MeTofoB TA(DI'K).
Bpemennsie — Hayano TA (3I'K) e mo3anee 1 mec. Havana 3a001eBaHMS.
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Jluteparypa (Hanbosee BakHas)

ITo cocrostauto Ha 30 anpesns 2018 r. mpou3BeIeH MOUCK aHTIION3BIYHBIX cTaTeil B cuctemax PubMed u MeSH o
tepmunam central retinal vein occlusion u apheresis, plasmapheresis.

1. Tlpukaz MunucrepctBa 3apaBooxpanenust PO ot 24 nexadps 2012 r. N 14911 "OO6 yTBepKAcHUU CTaHAApTa
NEPBUYHOI MEIMKO-CAaHUTApHOW MTOMOLIH Ipu TpoMOo3e BeH cetuaTku'. [Ipuiioxenue.

2. Aserucos C.D. Odransmosnorus. Harmonanpaoe pykoBojictBo // [DOTAP-Menna. — 2008. — 944 ¢. ISBN 978-5-
9704-0707-3

3. CoxonoB A.A., JanunuueB B.®., HmneBa M.P. DkcTpakopnopalibHasi FeMOKOPPEKIUS MPU JICYEHUN
3abosieBanuii rnas // Karapakranpaas u peppaknuonnas xupyprus. — 2011, — Ne 3 — C. 12-15.

4. Dodds E.M., Lowder C.Y., Foster R.E. Plasmapheresis treatment of central retinal vein occlusion in a young adult
/I Am. J. Ophthalmol. — 1995. — Vol.119, Ne4, —P. 519-521.

5. Glaced-Bernard A., Atassi M., Fardeau C. et al. Hemodilution therapy using automated erythrocytapheresis in
central retinal vein occlusion: results of a multicenter randomized controlled study // Graefes Arch. Clin. Exp.
Ophthalmol. — 2011. — Vol.249, Ne 4. — P. 505-512.

6. Haas A., Walzl M., Faulborn J., Walzl B., Bergloff J., Eckhardt M. [Heparin-induced extracorporeal LDL
precipitation (H.E.L.P.). A new therapeutic possibility in vascular occlusion of the retina-initial results] //
Ophthalmologe. — 1994. — VVol.91, Ne3. —P.283-287.

7. Komashchuk A.S., Zhaboedov G.D., Karpovich L.G. [The effect of plasmapheresis on the rheological properties
of the blood in patients with thrombosis of the central retinal vein] // Lik. Sprava. — 1999. - Ne2. P. 45-47.
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CHHIPOM PUTHIHOTO YeJI0BeKa

Jwnarnos

Cunpapom purugHoro yenoseka (CPY)

Kox MKbB

G25.8

Hannune undopmanuu 06
ucnonb3zoBanun MetosoB TA (OI'K)
B POCCUUCKUX KIIMHUYECKUX
pexomenaanusax (meton TA (BI'K),
Ha3BaHUE KIMHHUYECKUX
pEeKOMeHIalui, MpUHsBIIAs TPod.
accoluanus, rojl yTBepxKaeHUs])

Her

Hannuue uadopmarm o6
ucnosabszoBanuu metozoB TA (OI'K)
B CTaHJapTax JIeUeHUs,
yrBepxkaAeHHbIX M3 PO (Ne u nara
npuka3za, merog TA(DI'K), yactora
PEJOCTABICHUS/KPATHOCTB)

Her

Bo3spacrthas kareropus

B3pocibie

Bua MeaunmmHCcKON TOMOIIHN

CHGI_II/IaJ'II/BI/IpOBaHHaH MCIHIMHCKAas IOMOIIb

YcinoBusa okazaHust METUITMHCKOU
TIOMOILA

CranuoHapHo

dopma OKa3zaHHUS METUIIMHCKOU
MTOMOIIIH

Tlnanosas

Cpo4HOCTh Hauasa JIeYeHUs
(HEOTJIOXKHOE — B T€Y. HECKOJIBKUX
4acoB; CPOYHOE — B T€Y. JTHS;
IUTAHOBOE; MPOTPAMMHOE JICYECHHE —
pe2yisipHo, OUmenbHOe 8PeMsl)

HJ'IaHOBOe, MMPpOrpaMMHOC JICUCHHUEC, CPOTHOC

3a0051eBaeMOCTb IO TaHHBIM 0,1:100 000°

HUCTOYHUKOB

[pouenypsr TA (OI'K) [TnazmooOMeH
Kackannas mnasmoduibtpanust (KIID)
HmmyHOCOpOIHS
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IMoxazanus

Mokazanusamu k TA(II'K) npu CPY siBasiercs:

— Hed(pPeKTUBHOCTH WIH BbIPaKeHHbIE M000YHbIE 3PPeKTHI TPAAUIIMOHHON Tepanuu,
— ObicTponporpeccupywmas ¢gopma CPY (mporpeccupyrommuii HnedajoMHueMT ¢ PUTHIAHOCTHIO U
MHUOKJIOHHUEI)

Ctpanbl, B KOTOPBIX OMPEIEICHbI
nokazanus kK TA (OT'K)

I'epmanust, CILA u np.

TTokazauus ASFA

Her yrounenwnii

Pexomenmanus ASFA (ypoBeHb
JIOKa3aHHOCTH)

2C

Kareropus ASFA

PKMW — pannomusupoBaHHbIE
KOHTPOJIUPYEMbIC UCCIICAOBAHUS
(xoJ1-BO MccieoBaHmii/o01Iee Koi-
BO BKJIFOYEHHBIX MAIIUCHTOB)

0

KW — xoHTpOnupyembie
uccienoBanus (KOJI-BO
HccieI0Banmii/o01ee Koa-Bo
BKJIIOYEHHBIX IMAIHEHTOB)

Uccnenoranue cepuu (>3
MAlMEHTOB) KIMHHUYECKHUX CITyYacB
(K0J1-BO cepwii/obiiee KOI-BO
BKJIIOYEHHBIX IMAIHEHTOB)

5/30

Onucanue KIMHUYECKUX CIy4YaeB
(ko1n-Bo city4yaes/obiiiee Koi-Bo
BKJIFOUEHHBIX MAllUEHTOB)

13/14

YpoBEHb JOCTOBEPHOCTH
nokazatenbet (Y /1) u ypoBeHb
yOeIUTEeTHHOCTH PEKOMEHTAITHi
(YVYP) corimtacHO METOIMYECKUX
pexomernanuit [[OKKMIT

2C
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Kparkoe onmucanue 3a0oneBanus
(cocTosiHUA)

CuHIpPOM PpUTHAHOTO 4YEIOBEKa — PEIKOe XPOHUYECKOE, HO HEOOBIYHO Iporpeccupymouiee 3a0ojeBaHUE,
XapaKTEepU3YyIOIIeecs H3MEHSIOMIENCS PUTMIHOCTBIO — MBILIL] TYJIOBUIIA M KOHEYHOCTEH, a TaKXKe IOBBIIICHUEM
YYBCTBUTEIBHOCTU K LIYMYy, IPUKOCHOBEHHUSIM U 3MOLMOHAJIbHBIM PAacCTPONCTBAM, KOTOPBIE MOTYT HPOSBIATHCS
MBILIEYHBIMU CHa3MaMU. BceTpeuaercs nepexstoueHHe MBI aroHUCTOB M aHTAarOHUCTOB U IIPOJOJDKHTEIbHOE
cllyyailHOe HamnpshKeHHe MOTOPHBIX €AMHUI B Mokoe. JItoau ¢ CUHIPOMOM PUTHIHOTO YE€IOBEKa TUIMYHO HMEIOT
[aTOJIOIMYECKOe U3MEHEHUE OCAaHKU U MOTYT OBbITh HE CIIOCOOHBI XOIUTh.

CUHAPOM PUTHAHOTO YEJIOBEKa OOJbIIE CBOMCTBEHEH KEHIIMHAM, YeM MYXYMHAM, H YaCTO aCCOLIMUPYETCS C IPYTHUMHU
ayTOMMMYHHBIMU 3a00JieBaHMSIMU, BKIO4ass Oone3Hb ['peBca, THpeouauT XalmMMOTO, MEPHULMO3HYIO aHEMHIO,
caxapHbiii quabet | Tuna. Onucan neGrot 3aboneBanus y pedbenka B Bozpacte 1 roga. Y 90% nanueHToB ¢ CHHAPOMOM
PUTHIHOTO YEJIOBEKAa B CBHIBOPOTKE KpPOBH OBLIM HAWICHBI ayTOAHTHUTENA, pPEarupyrolnme ¢ JAeKapOOKCHIIa30i
TIIyTaMUHOBOM KucnoThl pa3mepoM 65kx/la (GADG65 — ¢epMeHT, KOTOpBI OTBETCTBEHEH 3a CHHTE3 ramma-
amuHoMacisiHo# kucinotel (TAMK)) B MO3roBoii TKaHU W OCTPOBKOBBIX KJIETKAX MOKEIYAOYHON jKene3bl. AHTUTENA
omokupytor cuHte3 ['AMK. OtaenpHble mNamueHThl MOTYT UMETh NapuuanbHylo (GopMmy HIH  OBICTPO
porpeccupyronryo (Hopmy, U3BECTHYIO KaK MPOTPECCHPYIONNHI HIE(PATIOMHETUT ¢ PUTHAHOCTBIO U MUOKIOHHEH.
CepoHeraTuBHblE NAIMEHThl UMEIOT OOJBIIYI0 BEPOSITHOCTh COCYILECTBOBaHUS paka (25%, npotusB 4%) MOJIIOYHOMN
KEJIe3bl, TOJICTOTO KHUIICYHHKA, MEJIKOKIETOYHOTO paka JIETKOTO W XO/KKMHCKOHN juM@omsbl. [lapaneomnactuyecku
(GOpMBI CHHAPOMA PHUTHIHOTO YEIOBEKA ACCOIMUPOBAHBI C ayTOAHTUTEIAMH K CHHANTHYECKOMY Oenky amdoduzuny
pasmepom 128 x/a.

Kpartkoe onucanne METoJ10B JeUeHHs
3a00s1eBaHUs (COCTOSTHUS)

Jlnst nedeHus: MCIONB3YIOTCS pa3lIMyHbIE JIEKAPCTBEHHBIC CPEACTBA, BKIIOYAs MMMYHOTEPAIUI0, aHTUTPEBOXKHBIC
npenaparsl, MHOPEIKCAHThl, AHTUKOHBYJIBCAHTHI, 00e30onuBarone mpenapatel. [[uazemam, O€H30/1Ma3ETUHBI,
KOTOpPBhIC YMEHBIIAIOT MPOJOJDKUTEIIFHYI0 AaKTHBHOCTh MOTOPHBIX CIUHUI] Yepe3 WHTHOMPOBAaHWE IIEHTPATbHBIX
KaTeXO0JaMUHEPTHYECKNX HEUpPOHOB M akTuBannio ['’AMK-Hepruueckux HEWpPOHOB, JAIOT CHHKEHHE BBIPAKEHHOCTH
PUTHIIHOCTHU U cna3MoB. Takke ucnonb3yroTes 6akiaoden, TAMK-b aronuctsl, Banbnpoatsl u kioHazenaM. [lokasana
3¢ (HEeKTUBHOCT, HWHTpPATEKaIbHOTO BBEACHUA OakiodeHa ympaBlIsieMOro 4yepe3 CHeUUaIbHBIA MOCTOSHHBIN
uH(y3uoHHBIH Hacoc. bosbmie 10361 B/B 1gG (2 r/Kr B Mecsil B TeUeHHH 2-X JAHEH MOAPST B €XeIHEBHOM 103¢e 1 T/KT)
3¢ (}EeKTUBHBI JUISI YMEHBIICHHS] CUMITOMOB PUTHAHOCTH U CHACTHYHOCTH WM N7l yMeHblIeHus Tutpa antu-CADGS
anTuTen. Jlpyrue MMMYHOCYIPECCHBHBIE METOJbI JICYCHHs, TaKue KaK PHUTYKCHMAI, MPUMEHSOTCS C pa3slIudHbIM
adexrom.

O06ocHOBaHME HEOOXOTUMOCTH
npumenenus TIT (OT'K)

Accormanus crierupuIecKix ayTOaHTUTEN C Pa3BUTHEM CHHIPOMA PUTHIHOTO YeJI0BEKa MPUBEJIO K MOSIBICHUIO CEPHA
KITMHAYECKUX CITyYaeB, IPOJIEMOHCTPUPOBAIINX KaK MOJIOKUTEIFHBIC, TAK M OTPUIATEIIbHBIE PE3YIIbTaThl, B TOM YHCIIE
HECKOJIbKO HEOOJBIINX CEepUil CiydaeB, ONMUCHIBaBIIMX OTBeT Ha [IO B coyeTaHWW C WCHOJIB30BAHHUEM IPYroro
MMMYHOCYIIPECCUBHOTO JieueHUs. PaHIOMU3UpPOBaHHbBIE MCCIEI0BaHHUS OTCYTCTBYIOT. Mcmonb30Bancs OTHOCUTENBHO
HeOoubIION MIa3Mo00MeH (2-311), YTO MOTJIO OBITH (PaKTOPOM KOMIPOMETHPYIOUIMM MOTEHIHATbHYIO 3((EKTUBHOCTh
JICUCHHUSL.
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OavH KIMHUYECKUH cllydail IPOJEMOHCTPUPOBAJ aCCOLMALIMIO MEKIY CHUKEHUEM YPOBHS aHTUTEN U IIPOMEKYTKOM
BpeMeHH BO BpeMsi kotoporo npoouics [10 u orBetom Ha Hero (Farooqi, 2015). 13 Bcex 44 manueHTOB, KOTOPBIC
nonyynsa 110 59% mmenn kakoi-nmubo OTBET HA JICUCHHUE.

TexHuueckue 0COOEHHOCTH

TA(OI'K) siBnisieTcs 1OMOJHEHUEM K MEAMKAMEHTO3HOU Teparuu.
ITpu KII® (peodepese) HEOOXOAMMO HCIIOIL30BaTh (PAKIMOHATOPHI IIa3Mbl ¢ pasmepom mop 10 um (Evaflux 2A20,
Cascadeflo EC20)

ITepdy3upyemblii 00beM TTa3MbI

1-1,5 OLII

Yacrorta

ExenneBno wiu ¢ untepBanamu 1-3 as

3amernaroniast *XUAKOCTb (Ipu
HE00X0JMMOCTH)

AnpOyMUH, MOMUAIEKTPOIUTHBIE p-pbl, C3I1

Crabunusanus KpoBu
(aHTUKOATYJISILIMST)

Her ocobenHocCTEH

[IpoaomKUTENBHOCTD JIEYEHUS C
ucnoaszoBanueM TA(DT'K) u xon-Bo

mpoueayp

4-5 mpouenyp ¢ ynaneaueM (ripu [10) nmm nepdysueit (mpu KI1D, UC) 1-1,5 OLII mna3ms

[Ipy BO3HMKHOBEHHMM TPU3HAKOB 00OCTpeHus TMokazaHo mnposenenue kypca TA(DI'K). KomuuectBo mnpouemyp
OTIPEIENISICTCS MHIMBUIYaIbHO.

[Tpu gacTeIX penmmuBax 3aboJieBaHUs (4alie 2-X pa3 B TOJ) NOKa3zaHO HporpammHoe JiedeHne metogamu TA(DI'K).
IleprognunocTs moBTopenus u konudectso npoueayp TA(DI'K) onpenensiercst uHaAUBUyaTbHO

[Tokazaresnu, UCTIONB3YIOIIHECS IS
MOHHUTOPHHTA TEYCHHUS 3a00JIeBaHUS
(cocTosiHUA)

WHaeke pacripeerneHns CKOBAaHHOCTH, IKana mobiieHus dyBctButensHoctd (M.C. Dalakas), mikana crnactuaHocTH
DuBopTa.

VYpoBeHb ayTOAHTUTEN K JAeKapOoKcuiiaze riyraMuHoBoi kuciotel (GADG6S), (mubo ampudusuny, rendupuny, aHTu-
Ri npu AT'K HeratuBHbIX opMax), ypoBeHs |g, obmiero 6enka, pudpuHoreHa.

Wronbyaras u noBepxHocTHass OMI' 1715 OLIEeHKH POU3BOIbHON aKTUBHOCTHU MBIIIIL.

Kpurepun onieHku 3 peKTHBHOCTH
JIEYEHUS — KIMHUYECKUE

KynupoBanue miy CHUKEHHE 4acTOThl CLIOHTAHHBIX /MHAYIIUPOBAHHBIX MBILIIEUHBIX CIA3MOB; HOpMaJIU3AIHs OOIIEro
MBILIEYHOT'O TOHYCa (KOHEYHOCTEH M aKCUMaJlbHOM MYCKYNaTypbl), B TOM YHCJI€ YMEHBLIEHHE BbIPA)KEHHOCTH
MOSICHUYHOTO JIOP/103a; KYHNUPOBAaHWE MBIIIEYHBIX KOHTPAKTYp; YMEHbIIECHHE/yCTPAaHEHHE IOBBIIIEHHOTO CTapTi-
peduiekca; HopMainu3alnus XoAb0bl, BEreTaTUBHBIX NPOSIBICHUH (TUIIEPruipo3, TaXUKaApIus).

Kputepuu onenku 3ppexTuBHOCTH
JeueHus — 1abopaToOpHbIe
(>kenarenabHO)

JluHamMMKa YpOBHSI ayTOAHTUTEN K JeKapOokcuiaze riayraMuHOBOW Kuciotel — GAD 65 (ubo amdudusuny,
rengupuny, antu-Ri npu AT'K HeratusHbIX opmax). Iunamuka ypoHs I1gG.

Kputepuu orieHku 3pHeKTHBHOCTH
JICYCHHST — HHCTPYMEHTAIIbHBIC
(>kenarenapbHO)

CHMXeHHe MPOU3BOJIbHON aKTUBHOCTH MBIIII] MPY UTOJIbYATON U MOBEpXHOCTHOU DMI'.
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Kputepun xauectBa okazaHus
MEJIULIMHCKOM MTOMOILH C
ucnonp3zoBanueM TA (OT'K)
(coObITHIIHBIE, BpEMCHHBIE,
pe3yJbTaTUBHBIE, JOMOJIHUTEIBHBIC)

CoOpITHiTHBIC — UCTIOJIb30BaHbl yKa3aHHbIC BhIme MeToabl TA (OI'K) npu HeappekTHBHOCTH Tepanuy U HEYKIOHHOM
pocTe ypoBHsS ayToaHTHTeNl, Jubo Korja 3¢ ekt Tepanuu (B BHIE CEJAIlMM, COHJIMBOCTH) CYIIECTBEHHO HApYIIAET
KaueCTBO KU3HU MaIEeHTA.

Jlutepatypa (HanOomee BaKHas)

ITo cocrostauto Ha 30 anpesst 2018 r. mpou3BeieH MOUCK aHMIION3BIYHBIX cTaTel B cuctemax PubMed u MeSH o
tepmunawm Stiff-person syndrome, stiff-man syndrome u apheresis, plasmapheresis, therapeutic plasma exchange,
plasma exchange.
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