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Cnucok coxkpameHui

AT — apTepuanibHasi TUIIEPTEH3USA

AT — anturena

ATIO0 - aprepuasibHbie TPOMO0IMOOINYECKUE OCTOKHEHUS

BTJO0 — BeHO3HBIE TPOMOO3IMOOINIECKUE OCTOKHECHHS

I'BM — rmomepynsipHas 6a3zainbHas MeMOpaHa

HUrG — nmmyHnornooynun G

MMH — nanonaruyeckast MeMOpaHo3Hasi HepporaTust

KT — xomnbroTepHast ToMorpadust

MAK — memOpaHOaTakyoOIUil KOMILIEKC

MKSB 10 — mexxnyHapoanas kinaccudukanus 6onesned 10-ro mepecmotpa

MH — memOpano3Has HedponaTus

MHO — meXayHapOoIHOE HOPMAJIM30BaHHOE OTHOILICHHE

HC — nedporuueckuii cunapom

OIIII — ocTpoe MOBpeKACHUE ITOYEK

ITY — nporennypust

CKB — cucreMHas KpacHasi BOJTYaHKa

CK® — cxopocTh KiIyOOUKOBOH (PUIBTpALIUU

CP — cioHTaHHas peMuccus

TIIH — repMuHanbHas oyeyHas HE10CTaTOYHOCTD

¥Y3U — ynpTpa3ByKOBOE UCCIIEAOBAHIE

XBII — xpoHuueckast 00J1e3Hb MOYEK

XTI'H — XxpoHHYECKU rI1oMepyI0HePpUT

ELISA — ummyHohepmenTHBIN ananu3 (aHri. enzyme-linked immunosorbent assay)

EXTL/EXT2 — sk3octo3un 1/5x30cTo3un 2(anri. exostosin 1/ exostosin 2)

IFT — meton HenpsiMoi UMMYHO(]ITFOOPECLIEHIINU Ha TPAaHCPUITMPOBAHHBIX KJIETKaX

(auru. indirect immunofluorescence on transfected cells)

NCAML1 — monekyna aare3un HepBHBIX KieTok 1 (anri. neural cell adhesion molecule 1)

NELL-1 — HeBpanbHbIii ipoTerH 1, mog00HBIN SnHAEpMaTIbHOMY (haKTOpy pocTa (aHTJI.
neural epidermal growth factor-like 1)

NEP — neitrpanbnas sunonentuaasa (auri. neutral endopeptidase)

PLA2R — penienitop ¢ochonumnaser A2 M-tumna (anrin. M-type phospholipase A2 receptor)

Sem-3B — cemadopun 3B (aura. semaphorin 3B)



THSD7A — nomen tpombocrnonauna 1 tuma, cogepxamuii 7A (anri. thrombospondin
type 1 domain-containing 7A)



TepMuHBI U onpeaeJeHUs

BeicTponporpeccupyomas no4e4Has HeJ0CTATOYHOCTh — Y/IBOEHUE KOHILIEHTPALUK
CBIBOPOTOYHOT'O KPEATHHNHA MEHEE YeM 3a 3 Mecsua.

MemoOpanoaTakyommii KoMmIuieke cucreMbl koMmiuiemeHta (MAK)— crpykrypa,
oOpa3yromiasicss Ha IIOBEpXHOCTH KIETOK B pe3yjibTaTe aKTHUBALMU aJIbTEPHATUBHOIO,
KJIACCUYECKOI'0 WJIM JIEKTUHOBOTO IyTEHl CHCTEMbl KOMIUIEMEHTAa M (OpMHpYIOLIasi HOpPbl —
TpaHCMEMOpaHHbIE KaHajbl, HapyIIAIOUIME LEJOCTHOCTh MEMOpaH KIETOK-MUIIEHEH, 4YTo
NPUBOJUT K WX JIn3ucy u rudenn. AktuBHeId MAK coctout u3 6enkoBbix cyobeaunun C5b-C6-
C7-C8-C9.

Hedporuueckni CHHIPOM — KJIIMHUKO-JTA00paTOPHBIN CHUMITTOMOKOMILJIEKC,
BKJIIOYAIOIINI MacCHBHYIO mpoTeuHyputo (Oonmee 3,5 r B CyTKH), HapylIEHHS OEIKOBOTO
(runoanbOyMUHEMUSI, THIIONPOTCUHEMUS, TUCIIPOTCUHEMHS) U JIMIUIHOTO (THIICPIUITUACMHUS,
IUOUAypUst) OOMEHOB, a TAK)KE OTEKH Pa3IMYHOM CTENEHU BBIPAXKEHHOCTH.

OcTtpbiii HePpPUTHUYECCKHMH CHHIPOM — COCTOSIHME, XapaKTEPU3YIOLIEECs BHE3AIHO
BO3ZHUKIIMMU WIHM HAapacTalOUIMMH OTEKaMH, MHMKPO- WJIM MAaKpOreMaTypHUed, MPOTEHHYpPHUEH
(kak mpaBWiaO, MeHee 3,5 T B CYTKH), apTepHAIbHOW THUIEPTEH3UCH, HapyIICHUEM
A30TOBBIACIUTENbHON QYHKIIUH MTOYEK.

IMoanas pemuccust riaomMepyioHeppuTa — CHIDKEHHE TPOTEHHYPUH 10 ypoBHA < 0,3 T B
CYTKH, HOJATBEP)KIEHHOE JIBAXKIbl C MHTEPBAJIOM B OIHY HEIENI0, IPM HOPMAJIBHOM YPOBHE
aIb0yMHHA CBIBOPOTKU KPOBHU.

Cucrema KoOMILIEMEHTAa — KacKaJHas CHUCTEeMa MPOTEOJUTHYECKHX (PEPMEHTOB,
IpelHa3HauYeHHas JJIs TyMOpaibHOW 3allluThl OpraHu3Ma OT JEHCTBHUS 4yKEPOJHBIX areHTOB U
y4acTBYIOLIasl B peajM3allii HIMMYHHOTO OTBETa OPraHU3Ma; aKTUBallUs CUCTEMBI KOMIIJIEMEHTA
IIPOUCXOJUT 110 TPEM OCHOBHBIM Iy TSIM: KJIACCUUECKOMY, AJIbTEPHATUBHOMY U JIEKTUHOBOMY .

CnoHTaHHass peMHcCHs TIJIOMepyJdoHe(pUTa — CaMOCTOATEIbHAs perpeccus
3a00JIeBaHUs B OTCYTCTBHE CIIelU(PUUECKOM TeparnuH.

Xponnueckasi 00J1e3Hb NMOYEK — 3TO NEPCUCTUPYIOLIEE B TEUEHUE TPEX MECSLEB WIH
Ooiee TOpakeHHE OpraHa BCIEACTBUE MACUCTBUS PA3IMYHBIX OSTHOJIOTMYECKHX (HaKTOPOB,
AHATOMUYECKOM OCHOBOM KOTOPOTO SIBJISIETCS MPOLIECC 3aMEIIEHNS HOPMaJIbHbIX aHATOMHUYECKHUX
CTPYKTYp HuOpo30M, MPUBOIAIINHN K €ro TUCHYHKIIIH.

YacTuyHas peMHCCHS IJIOMepyJOHe()pUTa — CHUKEHHE MPOTEHHYpUH a0 <3,5T B
CYTKH WM Ha >50% OT MCXOTHOTO HEPPOTUYECKOTO YPOBHS, MOJITBEPKACHHOE ABAXKABI C
MHTEPBAJIOM B OJHY HEAEII0, CONPOBOXKAAIOIIEECS YIYyYNICHMEM HWIM HOpPMalU3aluen

MoKa3ares arbOyMUHa CHIBOPOTKU KPOBH.
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1. KpaTrkas nndopmanus no 3a060/1eBaHUI0 WJIH COCTOSTHUIO (TpyIme

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpeaeaenne 3a00J1€BaHUsSl WM _COCTOSIHUS _(Tpynnbl__3a00J1eBAHUI _WJIN

COCTOSTHUIA)

Mewm6Opano3nas  Hepponatus (MH) — rereporennas rpymnma  3a00jeBaHUU,

XapaKTepU3yIOIIUXCsl 00IIel TUCTONAaTOIOTMYeCKO KapTUHOW B BUJIE 1M (GY3HOIO YTOIILEHHS
U M3MEHEHHUs CTPYKTYpbl TJIOMepylsipHOi Oa3anbHOil MemOpansl (I'BM) B pesynbrare
cyOsnuTeNnnanbHOR U UHTPaMEeMOpPaHO3HOM JEMO3ULIMKA UMMYHHBIX KOMIUIEKCOB M OTJIOXKEHUS

MaTPUKCHOTO MaTepuaa, IpoIylupyeMoro mopakeHHbIMU Togomutamu [1,2].

1.2 ITHoJOorug M naroreHes 3a00JeBaHus MJIN COCTOSHHUSA (rpvnObl 3a00J1eBAHNMI

HJIA COCTOSTHH)

MH — wummyHOKOMIUIEKCHOe 3abosieBanue [1,2], npu koTopoM B TmOYkax In Situ
(bopMHpYIOTCS MMMYHHBIE KOMIUIEKCBHI, COCTOSIIME W3 COOCTBEHHBIX IOAOLMTAPHBIX WU
9K30T€HHBIX aHTUI€HOB M BbIPAOAThIBAEMBIX K HUM ayTOAHTHUTEIN, OTHOCALIMXCS K kiaccy UrG.
OTO MNPUBOJUT K AaKTHUBALMM KOMIUIEMEHTa IO KJIAaCCHMYECKOMYy NyTH C OOpa3oBaHHEM B
CyO3MUTEINATBHOM MPOCTPAHCTBE MeMOpaHoaTakytoriero komriekca (MAK).

OCHOBHBIM CyOKJIacCCOM aHTHTENl IpU MEepBHYHON (maumonaruueckoit) MH sBrisiercs
ummyHornooynua Gs  (UrGs), mpu BropmuHbix ¢opmax MH B Jemo3uTax MOryT
oOHapy»)uBaThCs Jpyrue cyokmaccel mmmyHornoOymuHa G (UrGi, UrGs u ap.) IMockosbky
NrGs He cmocoOeH aKkTUBUPOBATh KOMIUIEMEHT IO KIIACCHYECKOMY TWYTH, JOIMYCKAaKOT
MaHAHCBS3BIBAIOIIMN (JIEKTUHOBBIM) MyTh €ro akTUBAllMM, a TakKXe HE3aBUCUMBIH OT
KOMILIEMEHTa MEXaHN3M MOBPEXKICHUI MOJAOUTOB ayToaHTUTeNamu [ 3].

MAK BbI3BIBacT CyOJI€TaIbHOE TIOBPEKIEHHE TIOMOIMTOB 3a CuUeT OOpa30BaHUs
PEaKTUBHBIX KHUCIOPOAHBIX PATUKaJIOB U SHUKO3aHOWAOB, PEOPraHU3alMM aKTUHOBOIO
IUTOCKENeTa, JUCCOUMAlMM  OeNKOB  IIENEBUAHOM  auadparMbl  MyTeM  MPSIMOTO
IUTONATUYECKOTO JEHCTBHsI, BO3MOXKHO, TAK)K€ MPU YYaCTUU PEAaKTUBHBIX T-nmumdonuTtos. B
pe3ylbTaTe TMOBpPEXJIEHUS NOAOoUMTOB pa3BuBaeTcs mnporeunypus (IIY) u  dopmupyercs
Hepporuueckuit curapom (HC). TloBpexneHHBIH MOMOIMT HAYWHAET MPOAYLIHUPOBATH
KOMIIOHEHTbl MaTpHKCa, KOTOpble OTKJIaJbIBaloTCs B mnoanexameid ['BM, BbI3bIBas ee
XapakTepHoe yrounieHue. Hapymenue cBs3u noBpexaeHHbIX noxouuToB ¢ I'bM u aktuBanus
MEXaHU3MOB alloNTo3a MPU CHUKEHHOM IpOJM(EpaTHBHOM IOTEHLUAIE IOJOLUTOB

CIOCOOCTBYIOT UX «CIYIIMBaHHUIO» U (POPMHUPOBAHUIO 0YAroB TIIOMEPYJIOCKIEpO3a.



[Ipu nepBuuHOM M BTopuuHOM (popmax MH uneHTHPHUIIMPOBAHBI ClIETyIONTNE aHTUTCHBI

" aHTUTCIa:

VY 80% mnauuentoB ¢ nepBuyHoii MH B cuCTeMHOW HMPKYJISIUH W/WIM B TKAaHH MOYEK
OOHAapy’KMBAIOT AayTOAHTUTENa K IOJOLUUTAPHOMY TPAHCMEMOpDAaHHOMY penenTopy
¢ocdoaunazbr A2 M-Tuna (PLA2R) [2,4,5].
Yemanoenena cememuueckas npeopacnonodceHHocmsv K pazeumuto nepeuynou MH,
aAcCOYyUUPOBAHHASA C 6APUAHMAMU 2€HO8, NOMEHYUATIbHO OMEEMCHMEEHHbIX 30 CUHME3
peyenmopa pocgonunazvr A2 M-muna u AT k uemy. B poccutickoi nonyaayuu
2eHemu4ecKkuUM Gakmopom 8vlcokoco pucka paszeumus nepsuunou MH saensemcsa
couemanHoe Hocumenbcmeo auneisi A noaumopgroeo mapkepa rs4664308 zena
peyenmopa gocgonunazor A2 M-muna (PLA2R1) u eenomuna A/A noaumopghnoeo
mapkepa Ys2187668 cena enasnozo xomnnexca eucmocoemecmumocmu (HLA-DQAL),
aAccoyUUPOBAHHBIX COOMEEMCMEEHHO C KOHDOPMAYUOHHBIMU USMEHEHUAMU peyenmopa
PLA2R, yeenuuusarowumu e20 UMMYHO2EHHOCMb, U GbIPAOOMKOU CHeyupuueckux
anmumen (AT) k PLA2R [6,7].
Y 1-5% mnaumentoB ¢ PLAZ2R-meratuBHoii MH  BBIBISIOT — ayToaHTHUTENA
(mpeumyiecTBeHHO cyOkiacca UrGs) k moponurapHoMy O€lKy AOMeHY TPOMOOCIOHANHA
1 Tuna, coxep:xxamemy 7A (THSD7A) B kpoBu w/unu 6enok THSD7A B Tkanu nouek [2,8].
[Tockombky  THSD7A  Ttakke  JKcmpeccHpyeTcsi TpH  psfe  3JI0KAYeCTBEHHBIX
HOBOOOPA30BaHMUM, NMPOTUBOOMYXOJEBBI TI'yMOpaJbHBIH OTBET OpPraHM3Ma MOXET OBITh
HanpasieH U Ha THSD7A, nokanusyrouuiics B Mo4e4HbIX KIyOOUuKaxX, IPUBOAS K Pa3BUTHIO
MH [9]. [IpumepHo y 20% mnamuentoB ¢ THSD7A-no3utuBHOi MH B Teuenue 3 mecsiies
TIOCJIC BBISIBIICHHS IOPAXKCHUS MMOYCK TUATHOCTUPYIOT 3JI0Ka4eCTBEHHY0 ormyxoub [10].
B psage cinywaes npu PLA2R-nmeratuBHoii MH B kiyOoukax mouek OOHapyKHBaIOT
HeBpaJbHBbIH mpoTenH 1, Mogo0HBIH MuaepMaabHoMy ¢akTtopy pocta (NELL-1) —
0€eJI0K, SKCIIPECCUPYEMBIN pa3IMYHBIMU KIETKAMH, B TOM 4uciie nmogomuramu [2,11]. Cpeaun
Bcex ¢popm MH na gomo NELL-1-accouuupoBannoit MH npuxoaurcs npuGiu3UTENsHO
2,5% cnyuaes. [Ipu NELL-1-accoruupoBannoit MH npeoGnanaroT ayToanTurena cyOkiacca
UrGi. B otnenpHbIX HaOMIOAeHUIX onrcana cBsa3b Mexkay NELL-1-accouuupoannoit MH u
3JI0Ka4eCTBEHHBIMH HOBOOOpa3oBaHusMu [11].
VY Hekotopsix narueHToB ¢ PLA2R-HerarnsHOi MH (mpenMyIiiecTBeHHO y JeTeil B Bo3pacte
70 2 JIeT, pexe y B3pOCIBIX) B MOAOIMTaX OOHApPYKHBACTCS TPACMEMOpAHHBIA MPOTEUH
cemapopun 3B (Sem-3B), a B mupkynsuuum — ayroaHTurena K Sem-3B B ocHOBHOM

cyokiaccoB UrG: mimu UrGs [12,13].



* IIpu BrOpruHoii MH, accounmupoBaHHON ¢ CUCTEMHBIMH ayTOMMMYHHBIMHU 3a00JI€BaHUSIMU
(rmaBHBIM 00pa30M MpU BOTYAaHOUYHOM HedpuTe V Kiacca), B COCTaBe UMMYHHBIX JICTIO3UTOB
MOTYT MPUCYTCTBOBATH IKCIIPECCUPYEMBIE MOJOIUTAMU OEJITKHU IK30CTO3MH 1 U IK30CTO3MH
2 (EXT1/EXT?2) [13,14].

* IIpubnusurensHo y 6% nanueHToB ¢ BOJIYaHOYHBIM HedpuToM V kinacca u 2,0% naiueHToB
¢ neperuuHOM MH B TKaHU MOYEK IKCIPECCUPYIOTCS MOJIEKYJIbI aire3Ul HEPBHBIX KJIETOK
1 (NCAML1), a B ceiBOopoTKe KpoBu onpeaenstorces anturena k NCAML1 [15].

* Kpowme Toro, onucan penkuii HeoHaTalbHbIM BapuanT MH y nerei, poKJIeHHBIX OT MaTepei
C TCHETHYECKH OOYCIIOBJICHHBIM OTCYTCTBHEM HeiTpaibHOii 3umaonentuaasbl (NEP) —
MeMOPaHOACCOIIMUPOBAHHOTO  aHTHTEHHOro  Oeilka  MOJAOUUTOB. B pesyibrare
aimonMmmyHu3auuu Kk NEP miiona B opranusme marepu BblpaOarbiBatoTcs anTU-NEP AT
(cyoxmaccoB 1gGs4 wmu 1gG1), xoTOpble NPOHUKAIOT 4Yepe3 IUIAlEHTApHBIM Oapbep U
B3aumozeiictBytor ¢ NEP momouurtoB mimoma, mpuBoas k pa3Butvio tunuyHoi MH 'y

HOBOPOXJICHHBIX [16].

1.3 DnuaeMuoJorus 3a00JeBaHNs WM COCTOAHHS (rpynnbl 3200JeBaHMIT WU

COCTOSIHU)

MH sBnsercs ogHOM U3 HanboJee pacnpoCTpaHCHHBIX MPHUYUH He(l)pOTI/I‘leCKOFO

curapoma (HC) y B3pocmeix (20-40% cnyuaer) [2,17,18]. 3aboneBaemocts MH cocraBisier
npumepHo 1 ciydvait Ha 100 000 nmacemenust B rox [2,19]. B cTpykType MopdoiaormuecKux
BapHaHTOB XpoHHUecKoro riomepyioHedputa (XI'H) y B3pocnsix Ha nomo MH npuxoaurcs 1o
10-23% cnyuaeB [20-22]. B poccuiickoil mnomynsuuu pacrnpoctpaHeHHOCTh MH  cpenu
MOpP(]OIOTHUECKH TTOTBEPIKACHHBIX TIIOMepyJIonaTuii coctapisier 14% [21].

V¥ B3pocnbix nepsuuHas MH, acconunpoBanHas ¢ oOpazoBaHueM AT K cCOOCTBEHHBIM
aHTUTeHaM NoJoLMTOB (B mepByio ouepens k PLA2R), pa3BuBaercs yame (70% ciyyaeB), yem
ropuynass MH [10]. ITuk 3a6oneBaemoctn MH mpuxoaurcs Ha Bo3pact 40-60 ner (cpeaHuit
BO3pacT manueHTtoB ¢ mnepeudHoit MH cocrtaBnser = 50 ser); npu BropuuHod MH
pactipenenienue 1mo Bospacty mupe [23]. JlaHHble 3aKOHOMEPHOCTH TIOATBEPXKICHBI M B psijie
oTedecTBeHHbIX wHccnenoBanuii  [7,21]. Cpemn mnammentoB ¢ PLA2R-accomumpoBaHHOI
nepsuyHoii MH mnpeobnanaioT My>XYUHBI (COOTHOIIEHHWE MY>KUHHBI | KEHIIUHBI COCTaBIISET
2: 1), mpu npyrux BapuaHtax MH mpeobnamganue U1 My»XCKOTO T0JIa BBIPAKEHO B MEHBIIEH

crerienu [2,24].



1.4 Oco0eHHOCTH KOAWPOBAHHS 3200JI€BAHMSA WU

cocTosiHnsl  (rpynnbl

3200JJeBAHUN HJIM COCTOSTHMIT) Mo MeXIVHAPOIHON CTATHCTHYECKON KJaccupuranmuu

00JIe3Hel M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

B cootBercTBMM ¢ MeXAyHApOJAHOW CTAaTHCTHYECKOW Kiaccudukanuu Oone3Hed u

npobiemM, cBs3aHHBIX co 3a0poBbeM (MKDB) 10-ro mepecmorpa MH komupyercst B pyOpukax

NO0O0-NO06 (moapyOpuka «.2») (tabm. 1).

Ta6auuna 1. Koguposanue nepsuunoit (nauomnarnyeckoi) MH mo MKB-10.

Kon Kon
Mopddoaornyeckue
pyOpuKH Kiaunnnyeckuii cMHApPOM noApyopuxku
U3MEHeHus!
MKB-10 MKB-10
NOO OcTpblil HePPUTUIECKUIT CUHIPOM
bricTpo nporpeccupyrommit
NO1
He(PUTUUECKUN CUHAPOM
PeuunuBupyromas u ycroimunsas
NO02
remMarypust
Juddy3Hbrii
XpoHHUYECKUN HEPPUTUIECKUIT
NO3 2 MeMOpaHO3HBIN
CHUHJPOM
rIoMepyioHehpuUT
NO4 Hedporuueckuii cunipom
Hedpotuueckuii cunipom
NO5
HEYTOYHEHHBIN
N3onupoBaHHast NPOTEUHYPUs C
NO6
YTOYHEHHBIM MOP(OIOrHYECKUM

Cnyuan BTOopmunoit MH cnenyer knaccubuumpoBaTh B 3aBUCHMOCTH OT OCHOBHOTO

3200JI€BaHUS KaK:

N08.0* — I'momepysipHbIE TOpaXXKeHUsI TPU WHPEKIIMOHHBIX U Mapa3UTapHBIX OOJIE3HSX,

KJIacCU(UIMPOBAHHBIX B APYTUX pyOpUKax

N08.1* — I'momepynsipHBIe TOPAYKEHUS TIPH HOBOOOPA30BAHUSIX

N08.2* — I'nomepysipHble MOpaKeHUs MpU 00JIE3HAX KPOBH U MMMYHHBIX HApyIICHHUSX

N08.5* — I'momepyssipHble MOPAXEHHUS NPU CHUCTEMHBIX OOJIE3HSAX COEIMHUTENbHOM

TKaHH.

Cormacno omnpenenenuto, MH mnpezacraBisier co0oil XpOHHMYECKOE TMOPaKEHHE TOYEK,

MMO3TOMY B JHArHo3¢ TaAKXKC CICAYCT YKa3bIlBATb COOTBCTCTBYIOIIYIO CTAaAUIO XpOHH‘-IGCKOﬁ

6one3nu nouek (XbIT) (koaer N18.1-5) (Tabm. 2).
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Taoauna 2. CoorsercrBue craanii XbI1 komam MKB-10.

Yposenb CK®D, O6o3Hauenne
Kox MKB-10* Ha3Banmue
mJi/mun/1,73 m? craguu XBII

XpoHuveckas 00JIe3Hb
N18.1 > 90 Cl
rmouex, craaus 1

XpoHuueckasi 60J1e3Hb
N18.2 60-89 C2
MOYeK, CTagus 2

XpoHuueckasi 60J1e3Hb
45-59 C3a
IOYCK, CTaaus 3a
N18.3

XpoHuueckas 00J1e3Hb
30-44 C30
MoYeK, craausa 30

XpoHuueckasi 001€3Hb
N18.4 15-29 C4
IOYCK, cTaaus 4

XpoHudeckas 00JIe3Hb
N18.5 <15 C5
MOYeK, cTagus 5

* Kox N18.9 ucnionbe3yroT nist 06o3nauenust ciydaeB XbII ¢ HeyTouHeHHOM cTaaueil.

ITpumeuanue: CK® — ckopocTh KIyOOUKOBOH (priabTparuy.

1.5 Kaaccudukanus 3a001eBaHUA MJIH COCTOSIHMA (TPyNNbl _3200JIeBAHUI _WJIH

COCTOSTHM Y

Briiensiror naponatudeckyio (MepBUYHYIO), BTOPHYHYIO U aJUIOMMMYHHYIO opmbl MH
(ta6m. 3). Tepmun «uauonarudeckasy MH (MMH) wucnosib3yioT Ui OMHMCaHHWsS BapHaHTa
HeppomnaTuy, Npyu KOTOPOM ayTOMMMYHHBIN OTBET (POPMHUPYETCS KaK peakliys Ha COOCTBEHHBIN
MOJOLUTAPHBIA AaHTUTE€H, a TIPU3HAKU 3a00JI€BaHUsA, KOTOPOE MOTJIO CTaTh MPUYMHON BTOPUYHOM
Hedpomaruu, orcyrctBytorT [1,2]. Bropmunas MH pasBuBaercst Ha (GoOHE ayTOMMMYHHBIX
3a00JieBaHUM, OMyXoJel, HHPEKIUi, IeKapCTBEHHBIX BO3ACHCTBHM U T.1. [25]. AiioumMMyHHas
MH o6ycnoBneHa BbIpaOOTKON aJULIOMMMYHHBIX aHTHTEN K MOJOLUUTAPHOMY aHTHUTEHY JPyroro
JesoBeka (Kak Harmpumep, npu HeonatansHoit MH) [2,16].

B nmarsose 1mo BO3MOKHOCTH CIIEAYET YKa3bIBaTh aHTHTEH, TATOTCHETUIECKU CBSI3aHHBIN
¢ pasButueM MH (nanpumep, PLA2R-no3uTiBHAas), TOCKOJIBKY B psijie CIydaeB IpU OTCYTCTBUU
NPU3HAKOB BTOPUYHOTO 3a00JI€BaHUs pa3Inyie MeX1y NepBUYHON U BTOpuuHOM popmamu MH
MOXeET OBITh pa3MbITO. Tak, y HekoTopslx manueHToB PLA2R-no3utuBHass MH coueraercs c
3a00JIeBaHUSMHU, KOTOpbIE MOTYT MPHUBOIUTH K pa3BuTUi0 BropuyHOM MH (Takumm kak
uH(peKuuy, BbI3BaHHbIE Bupycamu renmatutoB B u  C, capkoumos, 3j10KauecTBEHHBIE

HOBOOOpa3oBaHus W 1p.). Tem He MeHee mpeoOianaHHe y OHTUX MAIMEHTOB aHTHUTEN,
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OTHOCAIIUXCA K CY6KJ'IaCCY HFG4, IOBBIIIACT BEPOATHOCTD TOI'0, YTO 3TH CiIydad IMPEACTABIIAOT

coboit nepuunyro MH [9,26-29].

Ta6auna 3. @opMbl MeMOpPaHO3HOM He(pONATUN U IPUUUHBI KX PA3BUTHUS

ITHOJIOrHSA/ITHOJTOTHYECKH I

NnenTuduumpoBaHHbie

®opma MH
dhaxTop AHTUTE€HBbI?
HewussectHa e PLA2R-accomuupoBannas MH
e THSD7A-acconmuupoBannas MH
H e NELL-1-acconuupoBannas MH
epBHYHAA
MH e Sem-3B-accouunpoBannas MH
e MH, acconuupoBaHHas ¢ elle
HEUICHTU(DUIIUPOBAHHBIMH
aHTUTCHAMU
AyTOMMMYHHbBIE 3200/1eBaHUs e EXTI1/EXT2-accoruupoBaHHas
CKB, PEBMaTOMUTHBII apTpuT, MH npu CKB wu cucreMHbIx
CMELIaHHOE 3aboneBaHue ayTOMMMYHHBIX 3a00JI€BaHUAX
COEMHUTEIILHOM TKanu, | ¢  NCAML1l-accomuupoBannas MH
JIEPMaTOMHO3UT, AHKWJIO3UPYIOLINN npu CKB
CIOH/WJIUT, CUCTEMHAs CKJICPOJACPMHUSI,
MHUACTEHUS gravis, OyJIe3HBII
neMdurouns, ayTOMMMYHHBIH
TUPEOUTUT, 00J1€3HB/CUHIPOM
[erpena, capkounos, 6one3nb Kpona u
zp.
Nudexunn
Bupycsl rematutoB B u C, Bupyc
UMMYyHOJeUIIUTa YETIOBEKa, Malspus,
IIUCTOCOMO3,  (uiIsApro3, CUUIHC,
9XMHOKOKKO3, JIerpa U JIp.
3/10KavYecTBEHHbIE OMYXO0JIU Penko accoIuupyercs c
Bropuunas e xapyunomsl (Nerkux, mwmieBoja, | dkcnpeccue THSD7A B omyxonu u
MH TOJICTOM KUIIIKH, MOJIOYHOMN | Pa3BUTHEM THSD7A-
JKeJe3Hl, KENyKa, moyky, | acconuuposanHoi MH. BosmoxxHo

SUYHUKOB, TPOCTATHI, TIOJOCTH pTa
Y TOPTaHM)

NELL-1-m0o3uTHUBHOM
aCCOLIMMPOBAHHOM co

pa3BuTHE
MH,

o He KapyuHomwl (mumpoma | 37T0KAYECTBEHHBIMU OITYXOJISIMHU
XOMKKUHA, HEXOJKKHHCKHUE
TUM(POMBI, XPOHUYECKUN
nuMdonenkos, ME30TeJINoMA,
MeJTaHoOMa, OMmyXojdbh  BuibMca,
aJicHOMa TICYCHH,
aHrnooITUKyIsipHass  auMdoma,
IIBAaHHOMa, HelpobmacToma,
TaHTIMOHEeHpOMa HaAMOYEYHHUKOB)

JlekapcTBa/TOKCHHBI

[IpemapaTel 30510Ta, NEHIUUTAMUHBI,

OylHIJIaMuH, mpenapatel  pPTYTH,

KanTompHuiI, pOOCHEINI,

TPUMETAINOH, HECTEPOUTHBIE
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MIPOTHUBOBOCIIAJIUTEIILHEIC CpEeJICTBA,
WHTUOUTOPHI IUKJIOOKCUTE€HA3BI-2,
KJIOTHJIOTPEITb, JIMTUH, (hOpMabaeTu,
YIJICBOJOPOHBIC COSTUHCHUS U JIP.

Peakue 3a001eBanus

CepnoBHIHO-KJIETOYHAS aHemus,
MTOJINKUCTO3, 0011e3Hb BebGepa-
Kpuctnana, nepBUYHBIN OWIUIMAPHBINA
Uppo3 CUCTEMHBIN MacTOIUTO3

cunnpom ['miteHa-bape, ypTukapHbii
BACKYJIUT, TE€MOJUTUKO-YPEMUUYECKHUI
CUHJIPOM, TepHeTH(POPMHBINA IePMATHT,
MUENOAUCILIA3ZUSL U AP.

AJLITIOUMMYH-
Hasgs MH

e AHTeHaTalbHas asonmmyHHast | AnTuTena k NEP
MH, Br3Bannas AT xk NEP

e MH, pasBuBmiascs Ode nNOvOo B
QJUIOTPAHCIUIAHTATE TIOYKH

e bosIe3Hb TpaHCIUIAHTAaTa IPOTUB
X035MHA

[Mpumeuanusi: PLA;R — penentop ¢ocdonumazsr A2 M-tuna; THSD7A — nomen

tpombocrionauHa 1 Tuna, comepxammii 7A; NELL-1 — HeBpanbHBIH 3muaepMaTIbHOIIOT00HBIH

dakTop pocra 1; Sem-3B — cemadopun 3B; EXTI/EXT2 — sk30cro3ud 1/3K30CcTO3MH 2;

NCAML1 — monekyna anre3uu HepBHBIX KileTok 1; NEP — HeliTpanbHas sH10TIeNITH Ia3a.

MH raxxe kiaccuGUIUPYIOT O CTausIM MOP(OIOrHISCKIX U3MeHeHHH (Tad. 4).

O6mmme mopdosornyeckue npusnaxku MH [30]:

CeronTHyeckass MUKPOCKONMS: HM3MEHEHHME KaNWULSIPHOM CTEHKH 3a CYeT
yrommenus ['BM, cTeHka OJHOKOHTypHas, KJIETOYHas Mpoiudepanus
OTCYTCTBYET.

NmmyHnodiryopeciieHTHas MUKPOCKOTIHSL: rpaHyJIsipHOE CBEUYCHUE
nonukioHansHOr0 UrG (mpu UMH mpenmymectBenHo UrG4) n KOMITOHEHTOB
koMmruiementa (C3,C58-9). [Ipu UMH oOHapyXuBalOT TpaHyJISpHOE CBEUCHUE
antu-PLA2R AT B mectax aenosuniuu UrG u koMIieMeHra.

DNeKTpOHHAs MUKPOCKOINMUS: CrakKMBaHHE HOMXKOBBIX OTPOCTKOB IOJOILIUTOB,

Qg dy3Hble CyOdNUTENUANIbHbIE eTIO3UTHI.

Ta6auna 4. Knaccudpukanus MH no cranusam Mmopdonornueckux n3MeHeHu .

MopdgoJiornyeckas Onucanue XxapaKkTepHbIX M3MEHEHHU I
craausa MH

Cseroontuuecku I'bM He u3MeHeHa, IpU 3JIEKTPOHHON MUKPOCKOIINU
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Ha €€ DIUTEIUAJIbHOM CTOPOHE BBIABISIOT TI'PAaHYJbl 3JIEKTPOHHO-
IUIOTHOTO MaTepuana (MMMYHOTHCTOXHUMHUYECKH €My COOTBETCTBYIOT
OTJIOKECHHUS HWMMYHOIJIOOYJIMHOB M  KOMIUIEMEHTa). M3MeHeHus
04aroBbl€, CETMEHTapHbIE

I CBeToonTHYECKH HAXOJAT YTOJIIEHUE CTEHOK KalWUISIpOB, HpU
cepeOpeHMH TOHKHUX cpe3oB (okpacka 10 JKOHCY) BUJHBI
«IIyHKTUPHOCTB)», «UIMIIMKA» Ha DJIHUTeIuanbHou crtopoHe ['BM.
ONEeKTPOHHO-MUKPOCKOIIMUECKH  BBIABIAIOT  CyO3nMTENHanbHbIe
TpaHyJIbI ANEKTPOHHO-TUIOTHOTO MaTepuana, g dy3HO
pacripeiesieHHbIe 110 0a3aabHOM MeMOpaHe BceX KaluyuIsipoB.

i CBETOONTHYECKH  XapaKTEepPHU3YeTCsl  BBIPAKEHHBIM  AU(PPY3HBIM
YTOJILIEHUEM U HEPaBHOMEPHBIM OKpALIMBAaHUEM CTEHOK KalWLISIPOB
kiy6ouka. [Ipu 371eKTpOHHON MUKPOCKOIIMH BBISBISIOT 3aMypPOBAHHBIC
B I'BM oTnoxeHus, UMEIINE 3€pHUCTYIO CTPYKTYPY U MEHBIIYIO
AIIEKTPOHHYIO IUIOTHOCTbh, YEM Ha NEPBBIX ABYX CTAUAX.

Y, I'BM HepaBHOMEPHOU TOJIIMHBI, TPOCBETHI KAUJUIAPOB CyKeHbl. [Ipu
JJIEKTPOHHOM  MHKPOCKOIIMM B pe3ko  yrommeHHod I'BM
00HapyKUBAIOT MOJIOCTH C OCTaTKaMH OBIBIIMX TaM paHee OTIOKEHUMN
AIIEKTPOHHO-TUIOTHOTO Matepuana. MmmyHodaroopecueHus B 3Toi
CTaJ1H, KaK IPaBUIIO, 1a€T OTPHULIATEIIbHbIE PE3YJIbTATHI

[Tpumeuanus: 'BM — rnomepynsipHas 6a3anbHast MeMOpaHa.

1.6 Kianandeckass KapTHHA 3200J1eBAaHUs MJIM COCTOSIHMSA (rpynnbl 3a00J1eBaHUM

HJIM COCTOSTHHIA)

Haubonee yacteiM knuHUYeCKUM nposiBiieHHeM MH sBIIsitOTCS OTEKH pa3IuyHOM CTENEHU
BBIPAKEHHOCTH (OT MAcCTO3HOCTHU TOJIEHEH, CTON, JHMIA J0 MOJOCTHBIX OTEKOB). XapaKTepHO
U3MEHEHUE JIOKaIM3aluu OTEKOB B TeueHWe [JHA. [Ipu rupporopakce MHAlMEHTOB MOTYT
0eCrOKOUTh OABIIIKA, MPU ACHUTE — YYBCTBO TSKECTU U PACIIUPAHUS KUBOTA, YBEINYEHUE €TO B
o0beMe.

[TarieHTsl MOTYT NPEABABIATH KaJ00bl HA YMEHBIIEHHE KOJMYECTBa BbIIEISIEMON MouH,
NOsIBJIEHUE NeHANIelcst MOuH (00YCIIOBIICHO HAIMYHMEM B HEl Oenka).

B Hawane 3abosieBaHuss y OOJBIIMHCTBA MALMEHTOB AapTepUalbHOE JIaBJICHUE
COXpaHsIeTCS B TpejeliaXx HOpMaJIbHBIX 3HaueHUH, ojHako y 20-50% narueHToB B HajdbHEHIIEM
pa3BuBaeTcs aptepuaibHas runepreHsus (Al) [2]. 3akoHoMepHO ee TOSBICHUE MpU
IPOTPECCUPYIOIIEM TEUCHHH OOJIE3HH C pa3BUTHEM (PUOPO3HBIX M3MEHEHUH B MOYEYHON TKaHU
U CHIKeHHeM (QyHKuuH nodek. [lpu Al manumeHThl NpenbsaBIsIOT Kajao0bl Ha TOJOBHBIE 00NN,

TOJIOBOKPY>KEHHUS, IIyM B yIlax, JAaBsiiue Oolu B 00JacTU cepAla, HapyLIEHUs CeplIedHOro
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putma. [loBeimiennoe AJl B nebrore MH, kak mnpaBuiio, HaOIonaeTcss y MalUEHTOB C
npencyuecTByomeid Al', a Takxke pu pa3BUTHM runepsoieMuyeckoro sapuanra HC.

VY mammentoB ¢ MH u HC wame, yem npu apyrux mopdomnoruueckux Bapuantax XI'H,
pa3BUBAIOTCST TPOMOOIMOOIMYECKHE ocioxHeHus1 (B Tom vucie B nebrote MH). IIpeobnanator
BEHO3HbIE TPOMOO3bI, KOTOpbIE BhIABISIIOTCS ¥ 29% mauuentoB ¢ MH u HC, Toraa kak yactora
TpOMOO030B TpH (HOKATLHOM CETMEHTapHOM cKiiepo3e coctaBisieT 25%, npu IgA-nedpomarun —
18%, mpu memoOpanonponudeparuBHoM ['H — 15% u nipu Oosie3HM MHHUMAaIbHBIX U3MEHEHUN —
13% [31]. Haumbomee pacnpoCTpaHEHHBIMH BapHaHTAMH BEHO3HOrO TpPOMOOIMOOIM3Ma Yy
naiueHToB ¢ MH sBnsitorcs Tpom603 rinyOokux BeH (34,8% cimydaeB) u TpoMOo3MOomus
neroyHout aprepun (26,1% cnydaeB), TpoM003 MOUYEUHBIX BEH pa3BuBaerca y 13% manueHToB
[31,32]. TIpu octpoM TpomOO3e TIIyOOKMX BEH KOHEUHOCTEH OOBIYHO OIPEACSIOTCS OTEK,
MecTHasi OOJIE3HEHHOCTh B MPOEKIUU TIyOOKMX BEH, pacUIMpeHHe KOoJUlaTepalbHbIX BeH
MOPaKEHHONW KOHEYHOCTU. XPOHMUYECKUI TpoMOO03 ITyOOKHX BEH T'OJEHH MOXET MpoTeKkaTh 0e3
0os1eit, CONPOBOMKAATHCS JIUIIb OTEYHOCTHE0 KOHEYHOCTH. CUMIOTOMBI TPOMO03MOO0IMH JIETOUHOI
apTepun Hecnenu(puuHbl, HO B OOJBIIMHCTBE CIIy4aeB BKIIOYAIOT OABIINIKY, OOJNb B TpyaH,
MPECUHKONAIbHOE COCTOSIHUE MM OOMOPOK, KpOBOXapKaHbe, B 0OJee THKEIBIX CIydasx —
HecTaOMIbHOCTDh remoauHaMuku [33,34]. Jlns octporo TpomM603a MOYEUHOH BEHBI XapaKTEPHBI
0011 B OOKOBOM M MOJB3JIOLIHON 00JAacTAX HAa COOTBETCTBYIOIIEH TPOMOO3Yy CTOPOHE M MHKPO-
WM MaKporeMaTypus. J|ByCTOpOHHHI TPOMOO3 IMOYEUHBIX BEH MOXKET MaHU(DECTHPOBATH OCTPHIM
noBpexaeHreM nodek (OIIIl), OCHOBHBIM MeXaHM3MOM KOTOPOTO SIBISETCS CHH)KEHHE
nepdy3uoHHOro JapieHus ¢ nocneaytomuMm cHwkeHueM CK®. Octpas oOcTpykuus
MIEYCHOYHBIX BEH COMPOBOXKIAETCS CIA00CTHIO, OOJBIO B MIPAaBOM BEPXHEM KBAIpPaHTE KUBOTA,
TOITHOTOM, PBOTOW, YMEPEHHO BBIPAXKEHHOW JKENTYyXOW, OOJE3HEHHOW TremaToMeraineii u
acuuToM. [Ipu XpoHHuYecKOil OOCTPYKLMH MEYEHOYHBIX BEH MOTYT HaOmogaThest ci1abocTh,
abloMHHANTHHM W renatoMeranus. s octporo Tpom0o03a Me3eHTEpHAIbHBIX BEH XapaKTEPHBI
00JIb B )KHMBOTE U JHCIETICUS (METEOPU3M, THapesi, TOITHOTA, PBOTA), C MOCIEAYIONINM pa3BUTHEM
napesa KHIIeYHNKA, BEIPAKEHHOW MHTOKCUKAIINS U TUTIOBOJIEMUH; MOXKET OIIPEIEIISITHCS IPUMECh
kpoBu B cryie [35]. Tpom00o3 HWKHEH MONOH BEeHBI Bceraa OOYCIOBIMBACT BYCTOPOHHEE
HopakeHHe HIKHUX KOHEeYHOCTed. bosn ObIBAalOT pazIUTHIMH, pAaCIpPOCTPAHSIOTCS HAa HUKHIOKO
KOHEYHOCTh. OTEK pPaBHOMEPHO 3aXBAaThIBACT BCIO HIKHIOIO KOHEYHOCTH BIUIOTH JIO CTOIIBI,
HEPEJKO TIOJOBBIE OPTaHBI, SITOMUIBI M TEPEAHIOK OpPIOIIHYI0 CTeHKY. [10IKOXXHBIE BEHBI
BapUKO3HO PacIIUPSAIOTCS Ha TOJIEHH, Oeape (B MEHbIIEH CTENEHH) M 3HAYUTEIHHO HaJl JIOOKOM H
10 NIepeAHE00KOBBIM OT/IeNIaM OPIOIIHON CTEHKH.

VY 80% manueHToB OCHOBHBIM KinHHYeckuM mnposiBaenneM MH sasnsercs HC (ITY Gonee
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3.5 r/cyT, runoanb0yMUHEMUs], TUIIONPOTEHHEMHSI, TUTIEPXOJIECTEpUHEMUS], OTeKH). B oTinuue
oT 00JIE3HM MUHUMAJIBHBIX U3MEHEHUH, JJI1 KOTOPOH XapaKTepHO IMOYTH BHE3AIMHOE Pa3BUTHE
HC, mpu MH HC dopmupyercs nocrenerno. Y 15-30% nanuentoB ¢ MH HaGmroaercst onuH 1
6onee peruauoB HC, y 50% — nepcuctupyronmii HC.

Cyb6uedpotuueckas I1Y BwiaBnsercs B 20% cinyyaeB MH, u3 nHux y 60% mnanueHToB B
TEYCHHE MEPBOTO Toja, Kak mpaBuio, pazBuBaercs HC (ocobenno mpu Hammumu aHTu-PLAZR
AT) [10].

VY 25-40% mnanuentoB ¢ MH MoxeT HaOMOAaThCS HE3HAYMTENbHAsT MUKPOTEMAaTypHs,
pa3BUTHE MaKpOreMaTypHUH He XapaKTEePHO.

OyHKIMA TTOYeK B Hauase 3aboieBanus coxpanna oosnee yeM y 90% maruento ¢ IMH.
B orcyrcteBue HC MMH mnpaktudecku Hukorga He mnporpeccupyer [36]. TepmunanmbHas
novyeyHass HegocratouHocte npu VMMH passuBaercs tompko B 10-20% cimyuaes [10].
Heb6naronmpustasiM oTaaneHHbIM nocienctsueM MMH sBasiercs mporpeccupytomias mnoteps
¢GyHKIMM TIOYeK, KoTopasi Habmomaercss y 60% HeneueHHBIX MAMeHToB, MpUMepHO y 35% wu3

HUX B KOHEYHOM utore B TeueHue 10 net passuBaetcs TITH.

Jns UMH xapakTtepHO pa3BuTHE CHOHTaHHBIX pemuccuii (CP), KOTOpble BBIABIAIOTCS
npumepHo y Tpetu nanueHToB [10]. Yactuunas CP Hactymaer y 15% mamuento ¢ UMH (B
cpentem uepe3 14 wmecsuer), nmomHas CP — y 15% (B cpeanem vepe3 38,5 mecsies) [37].
Bepostocts pazsutust CP nmpu UMH tem Bbiie, yem Huke ypoHu IV m AT x PLA2R nHa
MOMEHT ycTaHoByieHus quarHo3a [38,39]. [lokaszano, uro y manuentoB ¢ UMH ¢ ITY >4 r/cyr
BepOATHOCTH HacTymieHus CP yepe3 6 mecsieB KOHCEpBaTUBHOM Tepanuu coctanisieT 45%, a ¢
ITY > 8 r/cyt — 34% [40]. B pabote L. Rodas u coast. [41] ucxoausiii ypoBenb AT k PLA2R
Himwke 40 ME/mint okasaicsi HanbOosnee 3HAYMMBIM He3aBUCHMbBIM mpeaukropom CP (oTHomIeHHe
mrancoB 2,7, 95% nosepurenpHbii mHTEpBaT 1,2-6,0, P=0,01). Hecmotps Ha To, uro CP, kak
paBwiio, ObIBalOT HecTaOwiIbHbIMH, y mauueHToB ¢ MMH, nocturmmx CP, mporno3 Ooiee
OnmaronpusTHBIN, 4eM y manueHtoB c¢ nepcuctupyroumm HC. B dacTHOCTH, y ManmueHToB ¢

nocturaytoit CP Huxe o01iasi cMepTHOCTh W vactoTa passutus TITH [37].

[Tpu BTOopuunbIX popmax MH Hapsny ¢ HecieunuyecKkuMu MPOSBIECHUSMHU OPAKESHUS
MOYEK MOTYT OINpPEAeNsAThCS KIMHUYECKUE IMPU3HAKU OCHOBHOTO 3a00JIEBaHUS, BBI3BABILETO

pa3BuTHE HehpomaTuu (HaIpUMeEp, IOPAKEHUE KOKH, CYCTaBOB, JICTKUX, ICUECHHU H T.JI.).
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2. IlmarHocTuka 3a060J1eBaHNsI MJIM COCTOSIHUSA (TPyNnbI 3200/1eBAHUI WIH

COCTOHHHﬁ), MEINIUHCKHE TMIOKA3aHUA U IIPOTHUBOINIOKA3AHUA K IPUMEHCHUTIO

METOJA0B THATHOCTUKHU

Jnaraoctuyueckue

HCCIICO0BAaHUA

npu

MH  1omkHEBI

OBITH

HaIlpaBJICHbI  HaA

NOJTBEP)KJICHUE JTMarHo3a, ycraHosieHue ¢Gopmbl MH (mepBuuHas Wi BTOpUYHAS), OLEHKY

TAKCCTU KIIMHUYCCKOI'0 TCUCHHUA U IIPOTHO34a, a TaKKC BBIABJIICHUC OCJIO)KHGHPIﬁ, KOTOPBIC MOT'YT

BJIUATH HA BH60p TakTUKH nedeHus MH u OIIPECACIIATh IIPOIrHO3 IMMAallUCHTA.

Knunnyeckue mposiBIeHus Mpy MepBUYHON U BTopuyHbIX hopmax MH He paznuyaroTcs,

cienoBatensHo, nuarnoctuka MMH nomkHa 6a3MpoBaTbesi Ha MCKIIOYEHUH BCEX BO3MOXKHBIX

npuurH Bropuunoir MH (cm. pasnen 1.5, taba. 3).

O6mme kputepun nuarHoctuku MH npencrasnens! B Tabmuiie 5.

Tab6umua 5. Kpurepuu ycranosnenus nuarnoza MMH.

Kpurepuii Kputepuii IMpumeyanue JAmnarno3 MH
NPUCYTCTBYET
Kiaununueckuii
« HC Ja XapakTepHO He HoI[Tlaep)Kz[eHl'2
+ CK® B HOp™ME
« ATl orcyrctByer
e Croiikas IV Ha Bo3moxno, HO | He HOJITBep)K)IeHl’Z
* CKO B HOpME pexe, ueM HC
* AT orcyrcTByeT
. HC wm cy6uedpormaeckas [TV JHa Bo3moxno, HO | He l'IOIITBep)KI[eHl
* Mennennoe camxenne CKO PEXE, Hem
. AT cOoXpaHHas
CK®?
OcTpblit HePPUTHIECKUIT CUHIPOM /la Boamoxo, H(g), He noxreepaer
HEXApaKTEPHO
beicTponporpeccupyromas Ha BosmoxHo, HO | He moarsepskaent
MOYEYHasl HEI0CTATOYHOCTh HeXapaKTepHO®
Mopdoornyeckui
Ja [TonrBepxkneH
Mopdomornueckue npusHaku MH Her [ P——
CepoJgiornveckni
AT k PLAR Ha HOJITBGp)I()]eHl
Her He uckimrouen

Tpebdyerca mopdonormueckoe moarsepxaenne MH.

’B ciyuae BBIABIEHMS TIONOKHTEIBHBIX cepolormueckux mMapkepo (AT k PLA2R) ot

IMPOBCACHU A OHOIICUH ITOYKH C HCJIBIO MMOATBCPKACHUA TUArHO3a MH moxHO BO3JICP7KATHCA.

3Kak npaswuno, npu couerannn MH ¢ apyrumn Mop(hoIornieckuMy N3MEHEHHAMH.

[Ipumeuanue: Al — aprepuanshas runeprensus; AT k PLA2R — anTutena k penenropy

dochonunazer A2 M-tuna; MH — memOpanosnas Hepponatus; HC — Hepporuueckuit cuaapom;
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ITY — nporennypust; CK® — ckopocTh Ki1yOOUYKOBOM (PUIBTPALIHH.

e Pexomenayercss Tpu OTCYTCTBUM B MEIULMHCKOM YUPEKIECHUU COOTBETCTBYIOIIUX
pecypcoB [utst yrouHeHus: npuanHbl pasputus HC wmu cyonedporrueckoii [TY (Bkmrowas
BO3MOXKHOCTh  IPOBEJCHHUS COBPEMEHHOW MOP(OIOrHYEecCKOW M  CEepOJIOTrHYECKOM
muarHoctukd MH kak Hambonee wactoit mpuunHbl HC y B3pOCHBIX) HAIpaBlIATh TaKUX
MaIMEHTOB B MEIUIITHCKUE OpraHu3alui, OCYIIECTBIISIOIINE OKa3aHue
CHEIHUAIM3UPOBAHHON (B TOM YHCJIE BBICOKOTEXHOJIOTUYHOW) METUIIMHCKOM IMOMOIIH, ISt
[IPOBEICHMS OUOIICHH IIOYKH U OIpEIeIICH s AabHEMIIeH TakThKy teuenus [42,43].
Yposenb  yOenurTeqnbHOCcTH  pekoMeHgamuii C  (ypoBeHb  J1O0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapuu: Pexomendayus ompadicaem eOuHoOywHOe MHeHUe SKCNepmos-
Hegponocos U  HampaeieHa HA  NPeOOCMAGIEHUE  BO3MONCHOCMU  NOJYYEeHUs
CReyuanu3UpoOBaHHOL (8 MOM HUUCTe BblCOKOMEXHONO0SUUHOL) MeOUYUHCKOU NOMOuU
nAYyueHmamu, nPOHCUBAIOWUMU 8 PE2UOHAX C 02PAHUYEHHBIMU MEOUYUHCKUMU PeCYPCAMU.

Hwuxe paccmorpena quarnocruka MH y B3pocCiibIX.

2.1 ’Kaao0Ll 1 aHaAMHe3

e PexomeHnmyeTcsi y BCeX MAIMCHTOB C MPEIIOIAraeMbIM HITH ITOATBEPKIACHHBIM JHarHO30M
MH npoBectu c6op xanod 1 aHaMHe3a C L1e1b0 YTOYHEHHUs JTaBHOCTH 3a00JI€BaHuUs TIOYEK,
BBISIBIICHUST  (DAKTOPOB, KOTOpBIC TIPEANISCTBOBAIM 3a00JICBAHUIO W, BO3MOXKHO,
CHOCOOCTBOBAIM €r0 Pa3BUTHIO, ONMPEIENCHUS TSDKECTH 3a00JIeBaHUsl, COMYTCTBYIOIIEH
naroyioruu, JuddHepeHIranbHON JUArHOCTUKH MKy TIEPBUYHON M BTOPUYHON (hopmamu
MH u ornienku 3p(HeKTHBHOCTH MPEIIIECTBYOIIEH Teparnuu (eClii mpoBoauiace) [42,43].
YpoBenb  yOeaurTeqabHocTH  pexkoMeHaaumid C  (ypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJbCTB — 5)

Kommenrapun: Pexomenoayus npeocmasisem cobou SKChepmHoe MHeHue U ompaxcaen
CMAaHOapmHwlll NOOX00 K OuacHOCmuKe 3a00aesanuli novex, 8 wacmuocmu MH, 6 peanvhoti
KAUHUYECKOU NPaKmuxe.

Coop anammesa umeem 601bUIOE 3HAUEHUE O YMOYHEHUs OABHOCIU 3a00Ne6aHUs, d
maxaice OuppepeHyuanrbHol OUAHOCMUKY MeXcOy NePBUYHOL U 8MOPUYHOL hopMamu
MH, nockonvky noseonsem 6via6ums 603MOJNCHbIE NPUYUHLL PA3GUMUsL Hepponamuu
(Hanuyue NPU3HAKO8 CUCMEMHOU KPACHOU BOTYAHKU, CAPKOUOO3A, 310KAYECBEHHOL
ONYXONU, BUPYCHBIX 2eNamumos u Op. UHgeKyu, npuem 1eKapcmeeHHblX nPpenapamos u

m.o.) (cm. pazoen 1.5, maon. 3).
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2.2 dusukajabHoe 00cae10BAHHE

e PexomeHayercsi y BCeX TMAIMEHTOB C MPEAIOJaraéMblM WIH IOATBEPKICHHBIM
muarHozoM MH mpoBecTH TmiatrensHoe (u3MKanbHOE 00CIEAOBaHME, BKIIIOYAs OLECHKY
OCHOBHBIX TIOKa3aTenel KM3HEHHO BaXHbIX (YHKIMI (MCClIeoBaHUE TeMIepaTyphl Tena,
YacTOTHI JbIXaHUS, YACTOTHI cepaueOrueHus, myibca, N3MEPEHNE apTepUAIbHOTO AaBICHHUS
Ha TepUPEpUIECKUX apTepUsx), a TAKKe HAIWYHS W BBIPAKECHHOCTH OTEKOB, YPOBHS
Iype3a, Uil OTPEACTICHHS TSHKSCTH KIIMHIHYECKUX MPOSBICHUN U BBISIBIICHUS BO3MOXKHBIX
oclokHeHu 3abo0aeBanus [42,43].

Yposenb  yOenurTeqnbHOCcTH  pekoMeHgamuii C  (ypoBeHb  J1O0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommenTapuu: Pexomenoayus npedcmasisem coOoll IKCHepmHoe MHEHUe U Ompaxicaem
CMAaHOApmHbILL NOOX00 K OUACHOCMUKe 3a001e6aHUll NOYEK 6 PedlbHOU KIUHUYECKOU
npaxmuxe. Y nayuenmog ¢ HC npu gpusuueckom 006cnie008anuu MOI’CHO 8bIA8UMb PbiXible
U NOOBUIICHbIE OMeKU, KOJHCA HAO oOmeKamu oO0bluHo OnedHas, npu HAOA8IUSAHUU
ocmaemcs amka. Heghpomuueckue omexu na KoneuHoCmaAx, Kak NPasuio, CUMMempuyHble,
Hanudue aCUMMEempUYHbIX OMeKo8 KOHeYHOoCmell, 001e3HEeHHOCU U NOKPACHEHUSL MOJiCem
Ovims  npusHakom mpombo3a eeH. Ilpucymcmeue NONOCMHBIX OmMeEKo8 (acyum,
2UOpomopaxc, 2udponepuxapo), moxcem ompaxcamo msdcecmov HC, ovims cneocmeuem
€20 OCNOXNCHeHUll (Hanpumep, acyum npu mpombOOo3e NOYeUHbIX 6€H) WU CIYHCUMb
nposgieHuem oH08020/0CHOBHO20 3a00e8anUs (Hanpumep, Acyum npu KaHYepomamose
OprowUHbl, 0OHOCMOPOHHULL 2UOPOMOPAKC NPU pake 11e2K020 U Op.), nosmomy mpebdyem
MuamenbHo20 MOHUMOPUHEA U 00CIe008aHUs. Y nayuenmoes mMo2ym pecucmpuposamscs
nosvlutenuvle yuppol A/, akyenm Il mona nao aopmoti, 603MOHCHbL HAPYULEHUSL PUMMA.
Ilpuznaxu pasnuunvix mpomosImboruyeckux ocnoxcuenuii HC onucanvl 6 paszoene 1.6

(noopobHee cm. coomeemcmayrouue pykogooCmeaa/KIuHu4ecKue pekoMeHoayuu).

2.3 JlabopaTopHbIe TMATHOCTHYECKHE HCCJIeT0BAHUS

e PexoMenayercsi y BcCeX TMAIMEHTOB C TPEANONIAraéMbIM WM TOATBEPKIACHHBIM
nuarHozoMm MH mpoBecTu wuccienoBaHue o0IIero (KIMHHYECKOTO) aHaiu3a KPOBU
pa3BepHyTOro, o0mero (KIMHUYECKOr0) aHalu3a MOYH, YPOBHEW oOiero Oerka,
anpOyMHHA, KpeaTWHHWHA, MOYEBUHBI, MOYEBOW KHCIOTHI, Kajus, HaTpus, OOIIEro
Kalblusl, HeopraHuueckoro Qocdopa, TIIOKO3bI, XOJECTEPUHA, TPUTIUIEPUIIOB,
XOJIeCTepUHA JUMONPOTEMHOB HU3KOW IUIOTHOCTH, aclapTaTaMUHOTpaHC(hepassbl,

allaHMHAMUHOTpaHc(depas3bl, raMMa-TITaMUIATpaHcdeparsl, MIeToYHON (ocdarTassl,
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o01ero OunnpyOuHa, ommpyonHa CBOOOJTHOTO (HEKOHBIOTHPOBAHHOTO),
JMAKTaTACTUAPOTCHA3bl B KPOBH /Uil BBISBJICHHS IMPU3HAKOB OCHOBHOTO 3a0OJICBaHUS,
accolMUPOBaHHOTO ¢ pa3ButueM MH, w/unu ocnoxxuennit MH [10,25-29,44].

YpoBenb  yOeauTeIbHOCTH  pekoMeHgauuii B (ypoBeHb  J10CTOBEpPHOCTH
A0KA3aTeJbCTB — 3)

Kommenrtapuu: Jlabopamopras ouachocmuka nepsutnsvix u emopuynsix oopm MH u ux
ocnodcnenuit. MH umeem 6onvuioe 3uauenue 01 evioopa mepanuu MH u oyenxu ee
npocrnosa. Tak, OomKIOHeHus nokazamenel KIUHUYeCKO20 AHAIU3A Kposu (Hanpumep,
anemusl, eUKOneHus, mpomooyumoneHus) u mouu (Hanpumep, He xapakmepHas oia MH
2emamypus), mMo2ym Obimb NPOAGIEHUEM OCHOBHO20 3A00N€6AHUs, ACCOYUUPOBAHHO20 C
pazeumuem MH, 6 wacmnocmu cucmemHOU KpPACHOU B0NYAHKU, PA3IUYHBIX ONYXOJIEl.
Cmenenb cHudicenus ypoeHell anbOyMuna u oouje2o benka 8 cblopomxe Kpogu no360.sem
oyeHumsv Hanuuue u gvipadicennocms HC. Ypoeenv kpeamununa u paccuumannas Ha e2o
ocnosanuu CK® ompasicarom cocmosanue gynkyuu novex. OmKioOHeHUs: OUOXUMULECKUX
nokasameneu Kposu Mo2ym Obimb IKCMPAPEHANbHIMU  NPOAGIEHUAMU OCHOBHO2O
3ab0ne8anus (Hanpumep, NOBvLULEHUE YPOBHS MPAHCAMUHA3 U OUIUPYOUHA NPU 2enamume,

2unepKanbyuemus npu capkouoose u op.).

e PexoMeHnayercsi y BCEX TAIMCHTOB C MPEANOJaraéMbiM WM IOATBEPKICHHBIM
muarHozoM MH mpoBectu omperneneHue KoJIM4ecTBa Oellka B CYTOYHOW MO4Ye WU
ompezeneHue OelKa B MOYE W HCCIEAOBAaHHWE YPOBHsS KpeaTHHHHA B MOYE C PacueTOM
OTHOIICHUS OENOK/KpEeaTHHHH B TMOPLWU YTPEHHEW MOYHU JJIs CTpaTH(HUKAIUU pPUCKA
nporpeccupoBanusi MH u BbiOOpa manbHemield TaKTUKH BEICHUS, a TaKXE OILCHKHU
s dexTuBHOCTH IpoBOAUMON Tepanuu [37,40,45,46].

YpoBenb  yOenuTeibHOCTH  pekoMeHaauumii B (ypoBeHb  [10CTOBEpHOCTH
0KA3aTEJbCTB — 2)

Kommenrtapuu: Yposenw 11V uepaem sasxxcuyro pons 6 oyenke pucka npoepeccuposanus
MH u onpeodenenus maxmuxu éedenus nayuenmos [37,40,45,47]. Konyenmpayus benxa
8 pazoeoll nNopyuu Mouu He 6NOJHe MOYHO ompadcaem nomepio Oeika NouKamu 3d
CYMKU, NOCKONbKY HA Hee OKA3blédem 6IUAHUe CMeNneHb pa3eedeHus MOYU 6 KAHCOOU
npode. «3onomuim cmanoapmom» oyeuku 11V saensemcs onpedenenue CymoyHoOU
9KCKpeyuu Oenka ¢ MO4YOol, HOIMOMY 8 YCIO8UAX CMAYUOHApPA 1YenecoodpasHo
uccne0o6ams CymouHylo sKckpeyuto benxa. B ambyramopmnotl npakmuke 0as y0obcmea
nayuenma I1Y moowcem oyenusamvcs no omHouwieHulo 0OeloK/Kpeamunun 6 ympeHHel

nopyuu mouu. Jlamnas pexomeHnoayus ompadxgcaem Cywecmeyiowull 6 peaibHOU
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KAUHUYECKOU NpaKkmuke cCmanoapmuulil no0xoo k oyeuke 1Y npu XBII 110601t smuonocuu
(cm.  pazoen 2.3  kaunuueckux pexomenoayuti «Xpouuueckas 00Ne€3Hb  NOYEK,

Accoyuayus negpponozos, 2021 2.).

o PexoMeHayeTcsi BceM MallMeHTaM C MPEAINOJIaraeMbIM WIH MOATBEPKICHHBIM JUArHO30M
MH npoBectu  s1abopaTOpHYIO  JHMAarHOCTHKY, BKJIIOYas  CEPOJOTHYECKHE U
MMMYHOJIOTUYECKHE TECThI, JJIs BBISBJICHHS 3a00JICBaHUN, C KOTOPHIMH MOXET OBIThH
accormupoana MH [10,25-29,48-50].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauumid B (ypoBeHb  [10CTOBEpHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapuu: YV mpemu nayuenmos c¢ MH eviasisemcs emopuunas gopma

3abonesanus [25]. B 3asucumocmu om 3KCmpapenaibubix nposieieHuli 0isk OUASHOCMUKU

npeononazaemozo accoyuuposanno2o ¢ MH 3abonesanus mozym 6vimb ucciedosamsi
cedyrowue MapKepbl:

— aumunykieapuviil pakmop na HEp-2 xnemkax u/unu ummyHoOIOm aGHMUHYKIEAPHbIX
anmumen, AT k 0eyxcnupanvuoii /[HK;

— Mapkepwvl pasiuuHelX ungexyuu (8 nepsyio oyepedb cenamumoé B u C, eupyca
UMMYHOOehuyuma uenogexa, Cugpuiuca);

— C3 u C4 ¢paxyuu komniemenma u/uiu e2o aKmusHOCMb ,peBMAmMOUOHbIU Gakmop,
AT K yukauueckomy yumpyiiuHo8oMy nenmuoy;

—  Kpuo2iooyiuHbl;

—  M-epaduenm  (napanpomeumn) ¢  KOIUYECMBEHHOU  OYEHKOU C  HNOMOWbIO
anexmpoghopesza 0eiKo8 CblBOPOMKU KPOBU U MOYU U UMMYHOPUKCAYUU C NAHETbIO
anmucwvleopomox (k 1gG, IgA, IgM, kanna u n1am60a yenam) uw/unu memooa Ppunatim
(ummyHOXUMUYECKas OyeHKA YPOBHS CBOOOOHBIX NecKUX yenel UMMYHO2L00VIUHO8 8
Cbl8OpOMKe Kposit) u Op.

B nacmosuwee epems eadxcnyio ponv 6 ouacHocmuke MH omeoosam eviasienuio 6
cvigopomke kposu AT k PLA2R, komopuwie oonapyacusaromes y 80% nayuenmos ¢ UMH
u omcymemeyiom npu opyaux mopgonocuueckux sapuanmax XI'H [49-50].

Vpoeuu AT «k PLA2R oyenugarom ¢ noMmowpio 08YX Memooo8. Henpamou
UMMYHO@IIOOpeCyeHyuyu Ha MpaHcOUYUPOBAHHBIX KIEMKAX, 2UNEePIKCNPECCUpyioujux
PLAZR (IFT), u meepoogasnozo ummynopepmenmnozo ananusza (ELISA) (em. mabnuyy
6). Ilpu |FT pesyrvmam evipasicaemcs 6 mumpax u cuumaemcs noJLO*CUMENbHLIM NpU
mumpax 6onee 1:10. ELISA ser1semcs menee uyecmseumenvuvim Memooom OYyeHKU HUKUX

xkonyenmpayuii AT k PLA2R, yem |FT. Ilpu evinerenuu yposus AT k PLA2R no memody
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ELISA 6 npeoenax 2-14 EJl/mn, yenecoobpasno ucciredosamov oaunvie AT memooom |FT
01 UCKTIOUEHUST JIOHCHONOJLONCUMENbHBIX pe3ynbmamos. B Poccutickot Dedepayuu
oonvuurcmeo nabopamopuii onpedensiom yposetv AT k PLA2R memooom |FT.

Tabauua 6. Ouenka ypoBuerd AT k PLAZR.

Pe3yabTar IFT, TuTpsI ELISA, EI/ma
BeposTHbiii 1:10 (+/-) 2-13
[TonoxxurenbHbll, ypoBeHb AT

HU3KUN 1o 1:100 (+) 14-79
CpeaHHi or 1:100 mo 1:320 (++) 80-149
BBICOKHUI or 1:320 mo 1:1000 (+++) > 150

Coenacno meacOyHapoOHvim pexkomenoayusim, onpeoenenue AT k PLA2R moocem

ucnojib3oeamvCia 6 Kauecmee MHQbOpMCZWlUGHOZO mecma Oas  ouacnocmuxu MH

(uwyscmeumensnocmo =~ 78%, cneyuguunocmo =~ 99%) [48] u ougpgepenyuanvroii
OUACHOCMUKU ee NepPeUHHOl U 6MOpuuHol ¢opm (uyecmeumenvhocms ~ (1%,
cneyugpuunocms =~ 72%) [52,53]. Takum obpazom, 63pocivim nayuenmam ¢

uzonupoganuvim HC unu cmoiikoii cyoneppomuueckou 11y 6 couemanuu ¢ coxpanuou
QurempayuonHoll GyHKyuell noyex uiu MeoseHHO NPOSPeccUpyromum ee HapyuleHuem
yenecoobpasno uccreoogamv yposuu AT k PLA2R ona noomeepowcoenus/uckniovenus
ouaenoza MH, ocobenno npu nesozmozicrnocmu nposedenust ouoncuu nouxku [48-50].

K nacmosuwemy  epemenu  nomyuenvl  MHO2OWUCAEHHble — OOKA3AmMenlbCmed,
ceudemenvcmeyowjue 0 MOM, UYMO 63DOCILIM NAYUEHMAM ¢ HOOMBEPHCOEHHbIM
ouaznozom MH cnedyem onpeodenrsmo yposuu AT k PLA2R 6 cwieopomke Kpogu 0is
ougpepenyuanvHoli  OUACHOCMUKY — NEepeUYHOU  uiu  eémopuunou  gopm  MH,
MOHUMOPUPOBAHUSL  UMMYHOLOSUYECKOU AKMUSBHOCMU 3a001e8aHus (8 MOM uucie
8EPOAMHOCMU PA3BUMUSA PEMUCCULL), 8b100PA U KOHMPOJTIA NPOBOOUMO20 JleYeHUsl, OYEHKU
npoenosa [48,52,54,55,56]. B uacmuocmu, noxazano, umo ypoeenv AT k PLA2R
KOppenupyem ¢ 8eposimHOCMbIO PA3GUMUSL CNOHMAHHBIX PEMUCCULL U PeMUCCULL HA oHe
nedenus: y nayuenmos ¢ goicokumu mumpamu AT k PLA2R cnonmannas pemuccus MH
Habnooaemcs 20pazo0o pexce, 4em y NayueHmos ¢ HUSKUMU MUMPamy OAHHbIX aHMUmer
(4% no cpasnenuio ¢ 38% coomseemcmeenno) [S4]. Bwicokue mumpvr AT x PLA2R
accoyuupo8anvl ¢ MeHbulell 8epOSMHOCMbI0 U Oonee  ONUMENbHLIM — 8peMeHeM
00CMUdCEHUS KIUHUYECKOU PeMUCCUU, d MAaKdice C NOBbIUEHHBIM PUCKOM YXYOUleHUS
Gynxyuu nouex [56]. Yemanosneno, umo yposenv AT k PLA2R ompasicaem akmuenocme
3abonesanus. Tak, y nayueHmos ¢ blCOKOU AKMUBHOCMbIO 3A001e6aHUA U MACCUBHOT

11V svissnatom evicoxue mumpol AT k¥ PLA2R 6 kposu. U, naobopom, na ¢ghone neuenus
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yposuu AT k PLA2R crudxcaromes, cmanosicy HeonpeoensemviMu 8 nepuod pemuccuu

sabonesanusi [54,57]. Peyuous UMH conpososcoaemcs napacmanuem mumpa AT x

PLAZR.

e PexoMeHayercsi y MalUEHTOB C MPEAIOjaraéMblM WM IMOATBEPKICHHBIM JTUArHO30M
MH B Bo3pacte > 55 jieT, a TakKe MalMeHTOB B BO3pacTe < 55 JIeT Npu HAIMYUM Y HUX
(GakTOpOB  pHCKa Ppa3BUTUS  3JIOKAUYECTBEHHBIX  HOBOOOpPA30BaHMiA, IMPOBOAUTH
UCCIIeIOBaHNE MapKepoB HanboJiee paclpOCTPAHEHHBIX B MOIYJISALUHU 3JI0Ka4e€CTBEHHBIX
omyxojie (¢ ydeTroM wuMmerommxcs (akTopoB pHCKa, Kanod, TaHHBIX aHaMHe3a,
pE3yNbTaTOB MPEIIIECTBYIONIETO KIMHUKO-TA00OpPaTOPHOTO U HMHCTPYMEHTAJIbHOTO
oOcrieoBaHMs), OCOOCHHO TPH HEBO3MOXHOCTH MPOBEIEHUS COOTBETCTBYIOIIUX
WHCTPYMEHTAJIBHBIX HCCIICIOBAaHUI, C IENBI0 BBISBICHHUS IapaHEOIUIaCTUYECKOTO
xapaktepa Hedpomnatuu [10,25,58,59,60,61,62].

YpoBenb  yOenurTelbHOCTH  pekoMeHaaumid B (ypoBeHb  [10CTOBEpHOCTH
JI0KA3aTeJIbCTB — 2)

Kommentapun: Csaze MH co 310KauecmeeHHbIMU HOB00OPA30BAHUAMU — YEMKO
yemanoenena [25,58-60,62] uwacmoma pazeumus omxonocuweckozo 3a601e6anus y
nayuenmos ¢ MH oxazanace ¢ 9,8 u 12,3 pa3z eviwe (V Mys#cyun u HCEHUJUH
COOMBEemMCmMEeHHo) no cpasHenulo ¢ obweil nonyiayueti. bonee moeo, puck paseumus
accoyuuposannoli ¢ onyxonvto MH yeenuuusancs ¢ eo3pacmom, cocmagnsisi okono 2% y
nayuenmos monodxce 55 nem u docmueasn 20-25% y auy 6 ospacme cmapwe 60 nem [59].
B cucmemamuueckom o0630pe u memaananuze 6 HaAONOOAMENbHBIX UCCIEO0BAHUL,
ekmouaswem 785 nayuenmos ¢ MH, pacnpocmpaneHnocmb  310KA4eCmEEHHbIX
HoB000Opazosanuti cocmasuna 10%, cpednuti 8o3pacm NAYUEHMO8 HA MOMEHM
VCMAaHOBNeHUs. OUAeHO3d OHKOJo2uYeckoeo 3abonesanus cocmasun 67 aem, y 20%
nayuenmog onyxoiv Owviia ouazHocmuposana 00 Mmaunugecmayuu MH, mozoa kak
ocmanvhvle Cayuau Obliu OUACHOCMUPOBANbI HA MOMEHM OUONCUU NOYKU UNU 8 Nepuoo
nocneoyowe2o Haomooenus [62]. Takum obpazom, umerowuecs oannvie 8 0OCMAMOYHOU
cmenenu  0OOCHOBbIBAIOM  YeNeco0OpasHOCMb  OHKONnoucka y nayuenmoé ¢ MH,
OMHOCAWUXCSL K cmapuitetl 603pacmuotl epynne (6o3pacm > 55-60 nem). Haubonee uacmo ¢
MH accoyuuposanvl pak nieekux, Hceayoxd, KUUWEUHUKd, NPOCmamyl, MOJIOYHbIX Jicenes,
wumosuonou  scenesvt  [60], umo  Ouxmyem  mneobxo0umocmv  nposedeHus
coomeemcemayiouje2o 1ad0pamopHo2o 06¢c1e008aHUs 8 PAMKAX OHKONOUCKA (Hanpumep,

Onpedeﬂenue YPOBHA npocmamcneuuqbuqecmeo anmucerna y MyJHCuiuH ¢ USMEHEHUAMU 6
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npocmame, nposedeHue UMMYHOILEKMPodopesa 6elKkos cbl8OPOmMKU KPOBU U MOYU NpU
NO003peHUU Ha NapanpomeuHemuro u m.o.).

3nokauecmeennvle HO8000paA306aHUs yauje 6vlAeaAOMcA Yy nayuenmos ¢ MH,
accoyuuposannou ¢ AT k THSDTA (33,3%), u y nayuenmos, y komopwix AT k PLA2R unu
k THSD7A omcymcmesyiom (10,4%), 6 mo oice épemst onucamnvl peokue ciyuau 6bis61eHUs
onyxonei npu PLA2R-nosumusnou MH (5,4%) [63]. Creoosamenvro, neobxooumo
COXPAaHAMb OHKOHACMOPOICEHHOCMb npu 0b6cedosanuu nayuenmos ¢ MH (ocobenno 6

cmapuieti 603pacmHOU 2pynne) He3a8UCUMO OM UX CEPOI02UUECcK020 CIMamyca.

e PexomMenayercsi y NaiMeHTOB C MPEINOJIAracMbIM HITH MIOATBEPXKICHHBIM JrarHozom MH
NpH TIOJIO3PCHUU HA PA3BUTHE TPOMOOIMOOIMYCCKIX OCIOXKHCHUA UM OTCYTCTBHH
BO3MOXXHOCTH  BBIIIOJIHUTH ~ COOTBETCTBYIOIIEE HHCTPYMEHTAIBHOE  HCCIICIOBAHHE
OIPEICITUTh KOHIIEHTpaIHio [[-auMepa B KPOBH ISl HCKIIIOUeHHs Tpombo3a [33,34].
YpoBenb yOeaurTeqabHOCTH  pekoMeHaanuii _C  (YpoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenrapuu: [logviuennas konyenmpayus /[-Oumepa 6 Kposu — AGNAEmcs
BbICOKOUYBCBUMENbHbIM NOKa3amenem mpomboobpazoeanus. Bmecme ¢ mem smom
mecm Xapakmepuszyemcsi HU3Kou CneyuhpuuHocmoio, NOCKOIbKY yeenuuenue yposueu /-
oumepa HabOaemcs npu pasHvlx cocmoanusx, ¢ mom yucie npu HC. B ceazu ¢ smum
HOpMANbHBIL  YypoGeHb [[-Oumepa 6 Kposu C BblCOKOU CMENneHvblo 8epOosimHOCIU
ceudemenbcmeyem 06 omcymcmeuu mpomoosa, 6 mo epemMsi KaK Npu 6blaeleHUU
NOBbIUEHHBIX 3HAYEHUL 31020 NOKA3AMeNsi MONCEnm nompebosamovcsi 00NOIHUMENbHOE

UHCMPYMEHMAbHOe 00C1ed08anue 0 UCKIOYEHUS/NOOMBEPHCOEHUST MPOMOO3d.

2.4 UucTpyMeHTAJbHBIE THATHOCTHYECKHE MCCIeI0BAHMS

o Pexomenayercsi BceM MalMeHTaM € MPEAINOaraeMbIM WM MOATBEPKIEHHBIM JHAarHO30M
MH BBINOJTHUTH MHCTPYMEHTAIBHYIO JUAarHOCTUKY B 00BEMeE, JOCTaTOYHOM JUIS OLICHKU
BBIPAKEHHOCTH CTPYKTYPHBIX M3MEHEHHH TOYEK, a TAK)XKe JIPYTUX OPTraHOB M CHUCTEM, C
LENbI0 OLEHKU TSDKEeCTH 3abosieBaHUs, MpoBelaeHHs aAud@epeHlnanbHol THarHOCTUKU
MEXly IepBUYHON 1 BTOpUYIHOI (hopmamu MH u onpenenenus tTaktuku BeaeHus [64-69]
YpoBenb  yOenurtenbHocTH  pekoMeHgamumii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e PexoMeHayercsi BCeM MaIMEHTaM C MPEIOIaraéMbIM WU MOATBEPKICHHBIM JUArHO30M

MH B BO3pacte > 55 nerT, a Takke auueHTaM B Bo3pacTe < 55 JeT IpH HaJIu4MK y HUX
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(GakTOpOB pHUCKAa Ppa3BHTUS  3JIOKAYECTBEHHBIX HOBOOOpPA30OBaHWiA, IPOBEICHUE
WHCTPYMEHTAIILHOTO 00CeoBaHus (C Y4ETOM HMMEIOIIHXCS (PAKTOPOB PHCKA, Kaloo,
JTaHHBIX aHAMHE3a, pe3yJbTaTOB KIWHUKO-JIA00OPATOPHOTO H  MPEAIIECTBYIOIIETO
WHCTPYMEHTAIILHOTO O00CJe0BaHUsI) B O0BEME, JIOCTATOYHOM JUIS HMCKIIOYCHHUS
3JI0KAQUYECTBEHHBIX HOBOOOpa30BaHWMN Kak MPHYUHBI IapaHeoruiactudeckod MH
[10,25,58-60,62].

YpoBeHb  y0equTeIbHOCTH  pekoMeHaanuidi B  (ypoBeHb  JT0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapun: Pexomenoayusi npedcmasisiem coboul SKCHepmHoe MHeHUue U Ompaxcaem
CMAHOAPMHLBIL  NOOX00 K  UHCMPYMEHMANbHOU  OUAcHOCmuKe Hauboiee  4ACmo
ONUCHIBAEMBIX 8 TUMepamype 3710Ka4eCmEeHHbIX HOB000OPA308aHUL, ACCOYUUPOBAHHBIX C
pazsumuem MH, 6 uacmuocmu, onyxonei 1e2Kux u opearo8 epyoHOU KIemKU, JHCeryoKd,
KUWEYHUKA, NPeOCmamesnvbholl, MolouHot u wumosuonou ocenez [10,25,58-60,62].
Iloopobnocmu  cm. eviwe  (kommenmapuu 6 pasdene «2.3  JlabopamopHvie

ouaznocmuyecKue uCCJZ€OOSClHMﬂ))).

PexomMeHayeTcs1 y MAIEHTOB C MPEAINOJIaracMbIM WIIH MOJITBEPKACHHBIM ruaraiozom MH
u BeipaxkeHHbiM HC w/wumm cHmwkennem CK® mnpu paccMOTpeHMH BO3MOXKHOCTH
MIPOBEJICHUS BU3YATH3UPYIONIMX HCCICIOBAHUIA ¢ KOHTPACTHBIM YCHUJIGHHEM OIICHHBATh
COOTHOIIIGHUE TIONB3bI (B TOM YHCIE JMAarHOCTHYECKOW [IEHHOCTH pe3yJIbTaTOB
WCCJICIOBAaHMsI, UX BJIHMSHUS Ha ONpEJeliCHHe TAKTHKH JICYCHUS W OICHKY MPOTHO3a) U
pHCKa C [ENTBIO CHIKEHHSI BEPOATHOCTH pa3BUTHs mocTkoHTpactHoro OITIT [70].

YpoBenb  yOenutesbHocTH  pekoMmengammii C  (YpoBeHb  /IOCTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTtapumn: Oxcnepmroe muenue omHOCUMENbHO pACNPOCHPAHEHHBIX KIUHUYECKUX
cumyayuil, — mpeoOyIOWUX — NPoSeOeHUss  GUIVATUBUPYIOWUX — UCCIEO008AHULL  C
BHYMPUCOCYOUCBIM  86€0CHUEM KOHMPACHHLIX NPEnapamos, NpuUMeHeHue KOomopbix
MOJICem  Cmams NPUYUHOU NOSpedcOeHus nouek. BosmooicHocms npumenenus maxkux
OUACHOCTNUYECKUX MemOo008 Clledyem paccMampuéams HA UHOUBUOYATIbHOU OCHO8E C
VUEmoM NOIb3bL Pe3VIbMamos Uccied08anus 0 NAYUeHma u NOMeHYUATbHbIX PUCKOS, 8

mom 4ucijie co CmopoHbl NOYEK.

Pexomenayercst mpu MOJO3PEHUM HA pa3BUTHE y MAIMEHTOB C TMPEANOIAaracMbIM WM

noaTBepxaeHHbIM auarHozoM MH ¢ HC tpoMOoTHYEeCKHX OCTIOXKHEHHH HCIOJIb30BaTh
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ST MX TIOATBEPXKACHHUS METOAbl MHCTPYMEHTAIBHOH JUArHOCTUKH, Mpe/ylaracMble B
COOTBETCTBYIOLIMX KIMHHYECKUX pekomeHaammsx [33,34].

YpoBenb  yOenuteabHocTH  pekoMmengammii  C  (YpoBeHb  /IOCTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapun: Pexomenoayusi npedcmagisiem cobou 3KCnepmuoe MHEHUe U Ompadjicaen
CMAanOapmmublil NOOX00 K UHCHPYMEHMANbHOU OUASHOCTUKE YACMO PA36UBAIOWUXCA NPU

MH mpombosmMO0IULeCKUX OCIONHCHEHULL.

2.5 UHble fuarHocTuyeckme NuccjaeioBanus

o PexoMeHnayercsi y THalMeHTOB C IMpennojiaraeMbiM auarHosom MH mpu orcyrcTBuun
MIPOTHBONOKA3aHUI BBITIONHATS OWOICHIO TIOYKH O]l KOHTPOJIEM YJIBTPa3BYKOBOTO
WCCIIEIOBAHMUS C MTOCTIETYIONINM MAaTOJIOT0-aHATOMUYECKUM UCCIIeIOBAHUEM OHOTICHIHOTO
MaTepuana JUid TOATBEPXKICHUS AMArHO3a, OLEHKH BBIPAKEHHOCTH W3MEHEHHH W
[IPOTHO3a, a Takke Bbibopa MeToxa eyenus [10,30,64].

YpoBenb  y0enuTeIbHOCTH  peKoMeHAauMii A  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrapun: [lpogedenue Ouoncuu nouku ¢ mop@onocuueckumu uUcciedo8aHuimu
npenapama Cco2idCHO YCMAHOBNEHHOMY NOpAOKY OJisi OAHHO20 6U0Ad UCCIe008aAHUs
A6NAEMC  CMAHOAPMHBLIM ~— MEeMOOOM — OUACHOCMUKU — PA3ZHOOOPA3HbIX  Ougdy3Hbix
NOpadceHull opeaua, 4mo ¢ yoeoumenvHolu O0okazamenvbHou 6aszot ompadxceno 6 KP no
XBIT M3 P® 2021r [64]. Hpuscusnennvie mopghonocuveckue darHvle HeobX00uMbl OJisi
onpeoeneHus A0eK8amHoOl SMUOMPONHOU U NAMOLEHEeMUYecKol mepanuu ¢ Yevo
KVRUPOBAHUS AKMUBHOCTU NAMON02UYECKO20 NPOYECcd, MOPMONCEHUS NPOSPECCUPOBAHUSL
U npeodynpexcoeHus: HebIa2oNPUSIMHBIX UCX0006 bonesnu novek [17,18,71-73].

Huazcnos MH ocnosvieaemcs Ha pe3yibmamax MOp@oiocsuiecko2o Uccie008anus
MKAHU NOYKU, KOMOPpOe yauje 6ce20 Nposoosim 6 C6s3U ¢ gviagieHuem y nayuenmos HC
unu cmouxou cyonegppomuueckou I1Y. Bozmooicno evisisnenue MH (kax npasuno,
emopuyHvlx gopm unu covemanus MH c¢ opyeumu eapuanmamu nopasxiceHusi noiex) y
nayueHmos ¢ OCMpOHePPUMULECKUM CUHOPOMOM, npocpeccupyioujeli OUuc@yHKyuell noiex
[10,30].

buoncus nouxu sensemcsa 3onomeim cmanoapmom ouacnocmuxu MH. Oonako
uoenmughuxayus 8 nocieonee oecamuiemue cOOCMEEHHbIX NOOOYUMAPHBIX AHMULEHO8 U
aymoanmumen K HUM NO3BONULA OOCYHCOAMb HEUHBA3UBHBIN NOOX00 K OUACHOCMUKE

HUMH, ocnosanmbiii 6 nepgyio ouepedv Ha eviasnenuu 6 cvigopomre kposu AT k PLAR.
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Ungpopmamuenocms  5moco  mecma HaA  Ce2OOHAWHUL — OeHb  NOOMBEPI’COeHd
MHO2OUUCTIEHHbBIMU — ucciedosanuamu. Tak, 6 mema-ananuze 15 uccredosanuil,
sxnouasuiux 2212 nayuenmos (710 nayuenmos ¢ MH u 1502 nayuenmos, cocmasusuiux
KOHMPOIbHYIO 2pynny), uyecmeumenbHocms eviasienus aumu-PLAR-AT 6 cvisopomie
ons ouaenocmuxku MH cocmasuna 78%, a cneyugpuunocms 99% [48]. 95%
0osepumenvHulll  unmepsanl cneyuguunocmu cocmasun om 0,96 oo 1,0, umo
conocmagumo ¢ ouasHocmudeckumu nokazamensmu ouoncuu nouxu [48)]. Ilockonvky
onpeodenenue AT k PLA2R 6 cvieopomke Kpou no3eojsiem ¢ 6biCOKOU MOYHOCMbIO
yemanosums  ouacno3 MMH u uzbescamv nOMEHYUAIbHbLIX PUCKOS, CEA3AHHLIX C
buoncuei nouku (eemamoma, KpogomeueHue, 83sAmue  HeOOCMAMOYHO20 Ol
OKOHYAMeNnbHo20 OUaeHo3a mamepuaia u op.), ¥ NaAyueHmosd ¢ OOHAPYHCEHHbIMU 6
coreopomrke kposu AT k PLA2R u xapaxmepnoti onsn MH kaunuuecxou xapmunou (HC
unu cybneppomuuecxkan I1Y, CK® > 60 mn/mun/l,73m%) npeonacaemcs ne nposooums
NYHKYUOHHYIO OUONCUIO NOYKU MOAbKO O/l Nnoomeepxcoenuss ouacHoza MH e6uody
8blcOKOU  cneyuguunocmu  ceponocuveckou ouaenocmuku [48-50]. Heuneasusnas
ouacnocmuxa MMH makoce mooicem umemsb OONOTHUMENbHbIE NPEUMYUIECEA Y
NayueHmo8 ¢  OMHOCUMENIbHLIMU — NPOMUBONOKA3AHUSAMU K OUONCUU  NOUKU
(eOuHCMBEeHHAsl NOYKA, HapYyuleHue cepmul8aemMoCcmiu Kposu u m.o.).

B HeOdasHux uccnedo8anusx noxkazaHa OONOIHUMENbHAS YEHHOCMb OUONCUU NOYKU
ons ouaenocmuku MH y nayuenmos ¢ nonoswcumensuvimu yposuamu AT xk PLAR
[49,50/. Yemanosneno, umo y nayuenmos 6e3 cucmemmnvix nposeienuit, co CK@® > 60
mn/mun/1,73m% u nonoxcumenvuvim mecmom na AT k PLA2R npu negppobuoncuu 6
OCHOBHOM 0dfcudaemo gviagaaiacy MH u auwb 6 ouens peoxux cayuasx covemanue MH c
Opyeoll namono2ueu, KOmopas He OKA3bléald CYWeCMBEHHO20 GIUAHUSL HA MAKMUKY
nevenuss MH. B mooice epems cpeou anmu-PLAR-AT-nosumusnvix nayuenmos co CK®
< 60 mn/mun/l,73m* 3uauumenvrno uawe ewisnAnocy couemanue MH ¢ Opyeoil
namoaozauetl (0CmpbiM UHMEPCMUYUATbHLIM Hehpumom, ouabemuueckoi Hegpponamuetl,
oCmpuim KAHAbYeBbLM HEKPO30M, HeA-negpponamueri, HOLYIVHHBIM
2710MepYIoHehpumom u op.).

Taxum obpaszom, y anmu-PLAR-AT-nozumusnvix nayuenmog ¢ HOpMAaibHOU
CK® moorcno 6030epicamobcsi om npogedenus OUONCUU NOYKU MOJIbKO C  UYeablo
noomeepaicoenuss ouacnoza UMH. Oonako nayuenmam ¢ nosviutennvimu mumpamu AT k
PLAR u nemunuunoti onsa MH xaunuueckoii kapmunoii (CK® < 60 mn/mun/l,73m* 6

oebrome 3a001e6anus, OCMpPbIll HeDPUMUYECKUN CUHOPOM, ObICIMPONPOSPECCUpyrouds
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noueunas He0OCMamoyHocmsv u 0p.), a maxdce nayuenmam ¢ HC, coxpansrowumcs
Hecmompsi Ha crHudcenue/ucuesnogenue AT k PLAZR 6 npoyecce neuenus, 6uoncus nouku
Heobxoouma O GblAGNeHUs OOROIHUMENbHbIX, nomumo MH, mopgporocuueckux
UBMeHeHUl, aedcaumux 6 ocHoge npozpeccuposanus XbII, komopvle mocym noeiusmo Ha
maxkmuky aevenus nayuenma u e2o npocnos [29,50] Ilpu npumsmuu pewenus o
npogedenuy OUONCUU NOYKU HEOOXOOUMO YUUMBIEAMb PUCKU, CEA3aHHble C Ouoncuel
(cxema 1).

Tlayuenmam ¢ xapaxmeproti ona MH xnunuueckou kapmunou (HC unu cmotikas
cybregppomuueckasn I1Y, CK® > 60 ma/mun/1,73m%) u ompuyamenvuvimu AT k PLA2R 6
CbIBOPOMKE KpPOBU PEKOMEHOYemcs GblNOJHeHUe NYHKYUOHHOU Ouoncuu nouku Ojisl
noomeepocoenuss ouacnoza MH. Ilpu ompuyamenvnvix mumpax AT xk PLA2R 6
cblBOpOmMKe KpoBU yenecoobpazno ucciedosamsv Hanuuue awmueena PLAR 6 mxanu
nouku, wmo seugemcs Oonee uyecmeumenvHoiM mecmom 0as ouacnHocmuxu PLA2R-
accoyuuposannou MH [5,29,74-76]. Hanpumep, y nayuenma ¢ UMH mocym 6vimb
NONYYeHbl Jl0dCHOOmpuyamenbuvie pesyiomamol npu onpedenenuu AT x PLAR 6
CbIBOPOMKE KPOBU 6 C8A3U C UX HUSKUMU MUMPAMU 8 CUCIEMHOU YUPKYISAYUU, HO
OUAzHO3 8 OAHHOM clyuae Modicem Ovimb noomeepaicoen npu gviasieHuu PLAR ¢ mxanu
nouek. Kpome moeo, cywecmseyem muenue, umo 6 panteii gpaze UMH AT x PLAR &
CbIBOPOMKE KPOBU MO2YM OMCYMCMB08aAMb, NOCKOIbKY AKMUBHO OeNOHUPYIOMCS 6

MKAHU NOYeK, HO NOAGIIOMCS 8 OallbHeliuem npu 6oaee onumenvHom Habmooenuu [5].

3. JleyeHne, BKJIKOYAS MeTUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEPaNuIo, 00e300,1uBaHNe, MeIMIUHCKUE OKA3AHUS H

IMPOTHBOIIOKA3aHUA K IPUMECHCHHUIO METO/10B JICHCHUS

3.1 MognepkuBalQIIAA TePANNSA

[Tarmentsl ¢ UMH nomxHBI MOJy4aTh ONTUMAIBHYIO MOJJICPKUBAIOIIYIO TEPANHUIO C
HETBI0 TPEAYIPEKICHUS PA3BUTHS U KOPPEKIIMH WMEIOIINXCS OCIOXHEHHH 3a00JI€BaHUs, YTO
OKa3bIBAET TOJIOKUTEIHHOE BIUSHUE HA T€UCHHE He(PpOMaTUM U 3HAYUMO YIYYIIAeT MPOTHO3.
MepormpusaTas B paMKax MOAIEPKUBAIOIIEH Tepanuu JOJKHBI OBITh HAMIPABJICHBI Ha CHIDKCHUE
ITY u mopmanmuzanmio AJl, 3amenieHue ckopocTu mporpeccupoBanuss MH, mpodumaktuky u
JedyeHne MeTaboIMYecKuX U TPOMOOTHUYECKUX OCJIOXKHEHHHl. B psae ciydaeB 3TO MO3BOJISET

OTCPOYUTH HAYAJIO UMMYHOCYIIPECCUBHON Teparnuy /Ui YMEHBIIUTh €€ 00bEM.
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Baxnyto poib urpaer moaudukamnus oOpasa >KU3HU, B TOM YHCJIC M3MEHEHHE TUCTHI
(orpaHudeHHE TOTPEOJICHUSI HATPHUS, YMEPCHHOE OrPaHWYCHHE KOJIUYECTBA MOTPEOIIEMOro
Oelka, BKIIFOUCHHE B PallMOH Pa3pelICHHBIX MPOAYKTOB), OOECIIeUeHUE aJIeKBAaTHOM PU3NIECKON

AKTUBHOCTH, OTKa3 OT Kyp€HHA U OTPaHUYCHUE HOTpe6J'IeHI/I5I AJIKOI'OJIA.

e Pexomenayercss Bcem mamumeHtaMm ¢ MH wu IIY > 0,5 r/cyT mpu OTCYTCTBHH
MPOTHUBOMNOKA3aHUI MPOBOJAUTH TEPANUI0 TperaparaMu, OJTOKHPYIOIMIMMH aKTUBHOCTH
PEHUH-aHTUOTEH3UH-ABIOCTCPOHOBOM  CHCTeMbl  (MHTHOUTOpaMHM  aHTHOTCH3WH-
npeBpamiaroniero GepMeHTa Ui aHTarOHUCTaMH perenTopoB aHruoteHsuHa ll) ¢ nensro
cHmwxkenus I1Y, 3amennenus ckopoctu nporpeccupoBanus XbII u ymeHblieHus pucka
CepACYHO-COCYTUCTHIX COOBITUH 1 001Iel cMepTHOCTH [77-82].

YpoBeHb  y0eauTebHOCTH  pekOMeHAanmuii A  (YpoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)

e Pexomenayercs y Bcex namueHToB ¢ UMH u oTHoeHueM anbOyMUH MOYH/KpEaTUHHH
moun > 200 mr/r, pCK® > 30 mi/mun/1,73 M2, He HyKIaromumXxcsi B IMMYHOCYTIPECCHBHOM
TEpaIuy, MPU OTCYTCTBUH TPOTHBOIOKA3aHUN PACCMOTPETh BO3MOXKHOCTH IPHUMEHEHUS
MHTrUouTOpa HaTPUU-TIIFOKO3HOT'O KOTpaHcIoprepa 2-ro THUIIA (SGLT2)
(#nanarnugno3uH™*) ¢ 1enplo CHIKeHHs pucka nporpeccupoBanus XbII, a Takxke pucka
CMEPTH OT CEPCYHO-COCYANUCTHIX ocokHeHuit [83-85].

YpoBenb  y0enuTeIbHOCTH  peKoMeHAauMii A  (ypoBeHb  [10CTOBEPHOCTH
10KA3aTeJILCTB — 2)

Kommenrapun: Heoasno nposedennoe mmozoyenmpogoe 08oliHoe cienoe niayedo-
Koumponupyemoe — paroomusuposannoe ucciedosanue DAPA-CKD no  usyuenuro
ahhexmos uneubumopa Hampuii-entoKo3Ho20 Kompancnopmepa 2-20 muna (SGLT2)
#oanacnugpnosuna** (10 me/cym) 6 nonyrsyuu nayuenmos ¢ XbBII (n=4304)
ouabemuueckoli u Heduabemuyeckou npupoovt (omHuouienue anbOYMur MouU/KpeamuHun
mouu 200-5000 me/2, pCK® > 25-T5 ma/mun/l,73m%) noxasano, umo no cpasnenuio ¢
nrayebo #oanacnugnozun™> ynyuwian noveynvie uUCxo0vl (YMEHbULAN DPUCKU CHUNCEHUS.
pCK® na 50% om ucxo0Ho20 YpoGHA, OOCMUNCEHUS MEPMUHATLHOU NOYeUHOU
He0oCmamo4HoCmuy, CMepmu Om NOYe4UHbIX NPUYUH) U CHUINCAT CMEPMHOCb OM cepoeyo-
cocyoucmoix sabonesanuti [83-85]. Ilpu smom 6viia noomeepowcoena be3onacHocnmv
JleyeHusi 0anaznugro3uHom. Ananuz 6 nooecpynnax noomeepoul COXpaHeHue Nno4eyHbix u
cepoeyHo-cocyoucmoix 3¢gexmos #Hoanaznugpnozuna** nezasucumo om npupoowvr XBI1

(Ouabemuueckas negpponamus, XI'H, cunepmonuueckas negponamus u op.) [83-85].
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Pezynomamor  uccneoosanus DAPA-CKD nozeonstom pexomenoosamsv paccmompems
B03MONCHOCHb HA3HAYEHUs NPenapamos OAHHOU SPYNNbl 6 Kauecmee Cpeocmes Kapouo-
Heghponpomexyuu nayuenmam ¢ XBII 11060t npupoowvl, 6 mom uucie écireocmeue UMH.
Kax o6vino noxazamo ma xamecopuu nayuenmoe ¢ XBII u caxapnvim ouabemom,
#oanaenugpnozun™** cnedyem nasnawamo 6 0ose 10 me 1 paz 6 cymku enympo npu pCK®D
>30 ma/mun/l,73 m? nayuenmam ¢ pCK®D <30 mn/mun/l,73 m*> npenapam ue
HasHayaemcs. Heobxoouma xoppexkyus 003b1 y nayuenmos ¢ Hapyulenuem @yHKyuu
neuenu maxcelol cmenenu: HauanibHas 0o03a npenapama 5 me. Iloopodbuas ungopmayus
npeocmasieHa 6 UHCMPYKYuu Nno NPUMEHEHUIO J1eKAPCMBEHHO20 npenapama (CM.

T'ocyoapcmeennwiili peecmp nekapcmeennvlx cpeocmea, hitp://grls.rosminzdrav.ru).

e Pexomenayercsa y Bcex nauueHToB ¢ MH m gucnunuaemMuedl npoOBOAWTH KOPPEKLHUIO
HapYUICHU JTUIMHUTHOTO 0OMEHa COTJIAaCHO TeKYIIUM PEKOMEHAALUSIMHU AJISl MAllUeHTOB C
XBII [64,86,87].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [1OCTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

e Pexomennyercs Bcem manuenTam ¢ MH coOmonath TueTy ¢ orpaHHYEHHEM HATpus 10 <
2 r/cyT (3KBUBAJIEHT < 5 T COJM) C IEIbI0 YMEHBIICHHS BBIPAXKCHHOCTH OTEKOB M
ynyuinenus kKoutpois Al u ITY [88,89].

YpoBeHb  y0equTEJHHOCTH  peKoMeHgamuii A  (YpOBeHb  /IOCTOBEPHOCTH
0Ka3aTeJILCTB — 1)

Kommentapumn: Hecmomps na 00KaA3aHHOe NOIONCUMENbHOE GIUSAHUE O02PAHUYEHUS
KOIUYecmea nompeonsiemozo ¢ nuwei Hampus Ha Koumpoiv AT u cHudicenus pucka
cepoeuno-cocyoucmoix 3abonesanuti (CC3) [88,89/, 6 nacmosuyee épems ycmarnosneno,
umo u3OLIMOYHOe O2paHuYeHUue NOmpeONeHUs CONU He ABNAeMCs ONPABOAHHLIM C
Pusuonocueckoll MoyKu 3peHus, NOCKOIbKY NPpU JMOoM HAOI00aemcs NosblileHIe PUCKA

cmepmu om CC3, conocmasumoe ¢ makogvlm npu ynompeobnenuu Hampus > 6 2 6 cymxu

[90,91].

e Pexomennyercs Bcem manueHTam ¢ MH cobmoaTh AMeTy ¢ ONTUMAIBHBIM COJEpKaHUEM
OeNKOB, APYTUX HYTPHUEHTOB U MUHEPAIbHBIX BEIIECTB B 3aBUCUMOCTU OT cTtaguu XbII
COTJIACHO JICMCTBYIOIIMMHU peKoMeHaauussMu g nanueHtoB ¢ XbBII ¢ mensro
TOPMOKCHHSI TPOrPECCUPOBaHus TuchyHKInHU mouek [64,92,93].

YpoBenb  yOenurTenbHocTH  pekoMeHgammii C  (ypoBeHb  [10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)
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3.1.1 AHTUKOATYJIAHTHAS Tepanus

o Pexomennyercss Bcem manueHtamMm ¢ MH u moaTBEp>KACHHBIMUA TPOMOIMOOINYECKHUMHU
OCIIO)KHEHUSIMU JUIl MX YCTPaHCHMs MPOBOJUTh TEpPalmUld B COOTBETCTBHM C
JNEUCTBYIOIIMMU  KJIMHUYECKMMH pPEKOMEHJALMSAMHM 110 JICYCHHIO BEHO3HBIX W
apTepHaIbHBIX TPOMO0IMOOIMUECKHX oclioxHeHu# [33,34].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [JOCTOBEPHOCTH

A0KA3aTeJbCTB — 5)

e Pexomenayercsas y mnauventoB ¢ MH u HC npu pemenum Bompoca O Ha3HaueHUH
AQHTUKOATyJITHTHOM  Tepalmuud ¢  IEIbl0  TPOPHIAKTHKHA  TPOMOOIMOOINISCKUX
OCJIO)KHEHUW YUYUTHIBATH YpPOBEHb ajlbOyMHMHA B CHIBOPOTKE KpPOBM, a TaKXKE€ PUCKHU
TpoM003a 1 KpoBoTeueHus [94].

YpoBenb  yOenurTelbHOCTH  pekoMeHgauumid B (ypoBeHb  [10CTOBEpHOCTH

JI0KA3aTeJIbCTB — 3)

e Pexomenayercs nauventaM ¢ MH u runoansOymunemueit < 28 r/n mpoBoIuTh
AHTUKOATYJITHTHYIO TE€PalHio B T€UYEHHE MEepBBIX 6 MecsueB nepcuctupoBanus HC mmm
710 TIOBBILIEHUS] YPOBHs albOyMUHa B KpoBH > 28 1/ (B 3aBHCUMOCTH OT TOTO, YTO
HACTYIHT PaHbIIe) s MPOGUIAKTHKH TPOMOOIMOOTHUECKUX ocaoxHeHui [94-97].
YpoBenb  y0eauTeJbHOCTH pekoMeHagauuii B (ypoBeHb  [10CTOBEpHOCTH
10KA3aTeJILCTB — 3)

Kommenrapumn: Vposenv anvOymuna seisiemcs 3HAYUMBIM NPEOUKMOPOM PA36UMUS
8eHO3HbIX  mpombosmbonuueckux ocioxcnenut npu HC [95,98-100]. Taorwcecms
2UNOANLOYMUHEMUU — pACCMAMPUBAION 8  Kauecmee  CYPpO2AmHO20  MapKepd,
ompadcarouezo cmeneHb OucOalaHca mexcoy npo- U npomueompoMOOmMudecKUMu
Gakmopamu, u Kopperupyoue2o ¢ puckom mpomoomudeckux ocioxcrhenuti. Ilopozogvle
3HAYEHUsT KOHYEeHmMpayuu aibOyMUuHa 6 CblBOPOMmKe KpOoS8U, Npu KOMOpbwiX cledyem
HA4UHaAmv NPOGUIAKMUYECKYI0 AHMUKOAZYIIHMHYIO MEPAnuio, 4emKko He YCMAaHOBIIeHbl,
8 Mo dice épems 6 OONbUUHCMEE UCCIe008AHUL 6 Kauecmee maKoeo HOKA3amels
npeonazaemcs paccmampusams yposHu anwoymuna ¢ npedenax 20-30 2/n [94,95,100].
Ilpu onpedenenuu nopocoBvIX 3HAYEHUL CbIGOPOMOUHO2O ANbOYMUHA, NO-8UOUMOMY,
Makoice YenecooopasHo Yuumvléams Memoo, ¢ HOMOUbI0 KOMOPo2o NPOBOOUNCS AHANIU3.

Tak, no oannwim van de Logt u coasm.[101], yposmio anvbOymuna 6 cvieopomre kposu,
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pasHomy 25 2/1, onpedeneHHOMY KOIOPUMEMPUUECKUM MemMOOOM ¢ OPOMOKDPE30J108bIM
3e/1eHbIM, COOMBemcmayem KonyeHmpayus anrbOymuna, paenas 20 2/1, nomyyeHHas c
UCNONL306AHUEM — OPOMKDPEON08020  NYPHYPHO2O — UAU  UMMYHOHegheromMempuu.
CoomeemcmeenHo nopo2oevle 3HAYEHUsT KOHYEHMPAayuu Cbl8OPOMOYHO20 AlbOYMUHA,
npu  KOMOPLIX PEKOMEHOYemcsi HAYUHAMb NPOPUIAKMUYECKYIO AHMUKOAYISAHMHYIO
mepanuio, pasiudaromcs 8 3a8UCUMOCMU O MeMO008 ONPeOeNeHUs.

B xoeopmnom wuccredosanuu S. Lionaki u coasm. [95], exmouaswem 898
nayuenmos ¢ HMH, puck BTO0 eospacman 6 2,13 paza npu cHudiceHuu YpoeHs
CHIBOPOMOYHO20 ANbOYMUHA Ha Kadcovle 10 2/n, npu 3mom nopocosoe 3HaueHue yposHs
anbOymMuHa 6 Kposu, Hudce Komopoz2o puck passumus BTOO snauumo ysenuuusancs,
cocmasuno 2,8 2/on (28 2/n). C yuemom smux pe3yibmamos Moxicem 00CyHcoOamvcs
nosbluleHUe NOPOo206020 3HaUeHUs Ol HAYald NPOPUIAKMULECKOU AHMUKOAZYISIHMHOU
mepanuu y nayuenmog ¢ UMH oo 28 2/n, emecmo 20-25 2/n, kak pekomeH008anoch panee
[42,94,102]. Jdonornumenvuvim apeymenmom ciyxcum 6ojee 8blCOKAsl NO CPABHEHUIO C
opyeumu  MOpP@ONIOSUHECKUMU — BAPUAHMAMU  2lOMepYIoHedhpuma  vacmoma
mpombomuueckux ocuodxchenuti npu MH (0o 10,8 pa3z eviwe, uem npu |gA-negpponamuu )
[103].

Yuumeieas maxcumanbHulil puck 8603HUKHO8EHUS MPOMO0308 6 nepsvie 6 mecayes
nocne evisenenuss HC [97,98,100,104], npogunaxmuueckyio anmuxoa2yissHmmyio
mepanuio ciedyem HAYUHAMb KAK MOJCHO paHbuie, OOHAKO Npu MOM HeoOX00UMo
OYEHUMb COOMHOULEHUE PUCKA MPOMO0308 U pucka kposomeyenui. 1. Lee u coaem.
[105] paspabomanu wwxany, oyenusarowyio 6eposmuocms pazeumusi 00HO20 CLy4ds
KposomeueHUsi Ha ONpeoeleHHoe YUCIO NPeOOmMEPAUeHHbIX MPOMOO308 NPU HAZHAYEHUU
sapgpapuna nayuenmam ¢ MH (cm. http://www.med.unc.edu/gntools/bleedrisk.html). Oma
wkana ucnonvzyemesi 6 npeonodcennom J.M. Hofstra u coasm. [94] ancopumme
anmukoazynaumuou mepanuu y nayuenmos ¢ MH u HC. Aneopumm makaice exnrouaem
OYEHKY pUCKA apmepuanvublx mpomobosmooruveckux coovimuil (ATI0), komopuvlii
onpeoensiemcs: Kak mpaouyuoHnvimu (6o3pacm, Hanuyue 8 amamHese APMePUATbHbIX
mpomb0308, caxapHozo ouabema, apMepUaIbHOU SUNEPMEH3UU U KypeHus), max u
«noweunvimuy (yposnu I1Y, pCK®) ¢paxmopamu [98,104,106].

IIpocnekmugnvie  paHOOMUSUPOBAHHBIE — UCCIE008AHUS  NPOPUIAKMUYECKOU
AHMUKOA2YNIAHMHOU Mepanuu He NPOBOOUNUCH, MeM He MeHee 8 psoe PempOoCneKMUGHbIX
AHAU308 noKasama aghpexmugrnocmo npoghuraxmuieckozo npUMeHenus

AHMUKOA2YIANmMos (8ap@apuna™™*, HUZKOMONEKVIAPHbIX 2eNnapuHos) y NayueHmos ¢
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HMH [96,105,107]. Hexomopsie asmopwl npednazarom nazwavams nayuenmam ¢ UMH
AYeMuICaruyuIo8y0 KUCiomy, 6 4acmHoCmu npu YposHe Cbl8OPOMOYHO20 AlbOYMUHA
om 25 0o < 32 2/n u evicokom pucke ATI0 [94]. Obcyscoaemes maxoce naznauenue
npenapamos ayemuicaruyuio8ol KUCIOMbl NAYUEHMAM ¢ COYEMAHUEM BbICOKO20 PUCKA
BTDO u evicokoco pucka kposomeuenus [94]. Oomaxo nockonvky oamHvle o poiu
aAyemuaICaruyuIo8ou Kuciomol 8 npoguiakmuxe mpombomuyeckux coovimuti npu HC
npomusopeuusvt  [95,98], pexomenoyemcsi nooxooumv k pewenuio eonpoca o ee
HA3HAYeHUU UHOUBUOYATbHO 8 KAXCOOM KOHKpemHoM ciyuae. Ha cxeme 2 npedocmasnen
MOOUPUYUPOBAHHBLIL ANCOPUMM  HAZHAYEHUsT NPODUIAKIMUYECKOU AHMUKOA2YISHIMHOU
mepanuu nayuenmam ¢ UMH. B mabauye 7 npugedenvi npenapamol, npumeHsemvle 0Jis
npoGUIAKMUKU MPOMOOMUUECKUX 0clodcHeHull y nayuenmoe ¢ UMH u HC.

Tlpu evibope  mpenapamos  O0is nposedeHus npoghunaxmuyeckotl
AHMUKOA2YNIAHMHOU — mepanuu  HeoOXo0uMoO  YUUmMbI6ams — OCOOEHHOCMU — UX
papmarxoxunemuxu 8 ycnosua HC. Tak, npu madxcenou eunoanboymunemuu npumeHeHue
sapapuna** mooicem npusecmu K pazeumuro 2eMoppacUtecKux OCLONCHEHUll U3-3a
Hapyulenust NOTHOYEHHO20 CE53bl8aAHUS 8apPapuHa™> ¢ anbOyMuHom, ci1edo8amenbHo, 6
makou — cumyayuu — nompedyemcs — 4acmvlil  MOHUMOPUHE — MENCOYHAPOOHO2O
Hopmanuzoeannoco omuowenuss (MHQO) co ceoespemennoli  Koppexyuet  003vl
npenapama. HMI' 6 cuny npononeupo8annHozo aHmumpomMoOomuyecko2o Oeucmeus,
bonvbuteli 6ULO0OCMYNHOCIU, 00YCI08NIEHHOU MeHbUel CNOCOOHOCMbIO CBA3bIBAMbCI C
berkamu  Kpoeu, MOSYm — pAcCMampueamuvCsi KAk — npenapamel  8bloopa Ol
npoguraxkmuyeckon awmurxoa2ynsiumuou mepanuu npu MH ¢ HC u CK® > 30
mn/mun/1,73 Mm% B mo oce epema uacmo ewisensiemoe npu HC cuudicenue yposns
anmumpomouna 11, komopwiii s6nsemcs niasmeHHbIM KOGaKmopom 2enapuna, moxcem
cHudicams  3pexmusnocms nocieoneco [108-110]. B smoii ceszu y nayuenmos ¢
msicenou 2unoanboymunypuet neped Haznadenuem HMI yenecoobpasno uccieoosamo
ypoegenv anmumpomodbuna 1l 6 kposu onsa npoecnozuposarus 3¢pgpexmusHocmu mepanuu.
Lna obecneuenus ONMUMANLHOU aghghexmusnocmu npogunaxmuyeckot
AHMUKOARYIAHMHOU — Mepanuu  npu  MANCeNoU 2UNoaibOyMuHeMuy npeonazaemcs
Hayunamo jnevenue ¢ HMI™ u no docmuoicenuu yposHs aneoymuna > 25 2/1 nepeooums
nayuenmos na npuem eapgapuna** (yenesoe MHO 2-3).

Hannvie o npumeHneHuu npAMbIX NepopalbHLIX anmukoayiinmos npu HC
02panuyenbl ONUCAHUAMYU OMOENbHbIX Cyyaes u 0OHum Heborvuwum PKHU. Bo écex smux

pabomax (3a UCKIOUeHUeM O00HO20 CAy4as) OYeHUsalacs d¢hgdekmusHocms 8
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OMHOWEeHUU JleyeHUsi MPoMO0308, a NOLYYeHHble pe3yIbmamsl ObLIU NPOMUBOPEUUBLLMU.
B eouncmeennom nuromnom PKU, cpasnusaiowem npumenenue HMI (Oarmenapun™*
5000 E/l 2 pasa 6 cymku) u pusapoxcabana™®* (30 me/cym) Ons neuenus 8eHO3HbIX
mpombozoe (TI'B u TOJIA) y 16 nayuenmos ¢ HC (eéxarouas 4 nayuenmos ¢ MH),
pusapoxkcaban™* npodemoncmpuposan Oorvuyro ¢hghexkmusnocmo 6 aevenuu TIB y
nayuenmos ¢ Huskumu yposuamu awmumpomouna I no cpasenenuio ¢ HMI' [111].
Kpome mozo, mepanus xapaxmepusoganaco Xxopowieu NPUBEPHCEHHOCMbIO U He
mpebogana mouumopunea. Tem He MeHee MHO2Ue Npenapamvl dMOL 2PYANbL, 8
yacmHocmu pusapoxcaban™**, umerom npeumyujeCmeeHHo NOYeuHyr SKCKpeyuro u,
C1e006amenbHo, NpU HAHAYEHUU UX HAYUEHMAM C HAPYUIeHHOU (YHKyuell Nnoyek
yeenuuugaemces puck kposomeyenuti [112]. U3 npsmvlx nepopanbubix anmukoazyisHmos
Haubonee nepcneKmueHviM 0Jisi NPOPUIAKMUYECKO20 npuMeHenus y nayuenmos ¢ MH u
HC npeocmasnsemcs #anuxcaban™*, y komopozo 6eiuuuna nouyeyHou OdKCKpeyuu
cocmasnsiem 27% om obwezo Kiupewca, 4mo no360.iem He KOPPeKmuposams 003y
npenapama y nayuenmos co cuudicenuem CK® 0o 15 mn/mun/1,73 m?.

Ta6aunma 7. [IpemapaTsl, mpuMeHseMble sl NPOPHUIAKTUKH TPOMOOTHUYECKUX

ocnoxxnennit mpu MH? [113].

Covima HeiicTBy1ome Jo3a u cnocod IIpumenenue npu
Py € BellecTBO NpUMeHEeHUsA HApymieHUH PyHKIUM NOYEK
Jlo3a, HeoOXOoqUMAast
JU1 TOCTUKEHUS U
AHTaroHUCTHI MoJA/IepKaHUs TuTtpauus 10361 0A
Bapdapun**
BuTtamuHa K LIEJIEBOT0 3HaueHusa | koHTtposeM MHO
MHO (2-3), BHyTpb
1 p/cyt
I'enapun 5000 ME nogkoxxHo | TuTpanust 1036l MO
HaTpus™* ¢ uaTepBaiiom 8-12 u | koutposem AUTB
* He pexomenayercs npu
CK® < 15 mn/mun/1,73 M2
#9uokcamapu | 40 Mr moaKokHO 1 MIMHIRIE, 15 M
sk o [IIpu CK®D 15-29
H HaTpHs p/cyT )
mi/mMun/1,73 M 20 Mr
I'enapun u
ero MOJIKOKHO 1 pa3 B CyTKH
#lantemapun | 2500 ME moakoxHO
MIPOU3BOIHBIC s He ykazano
HaTpUs 1 p/cyT
Jlo3a momxHa ObITh CHUXKEHA
0,3 mu1 (2850 antu- | Ha 25-33% y NaIMEHTOB C
#Hanponapun . .
Xa ME) nonkoxxHo 1 | TspKemo moueqHon
Kby **
p/cyT HEJIOCTATOYHOCTHIO
(Cl kpeatrauna <30 Mj/MHH)
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(cM. «OcoOble yKka3aHus» u

«DapMaKOKUHETHKA).
e He pekomennyercs nmpu
#Pusapoxcaba | 20 mr BHYTpS 1 CK® < 15 mn/mun/1,73 m?
[IpsimMblie
H** p/cyt o IIpu CK® 15-49 mun/mun
WHTUOUTOPBI
15 mr 1 pa3 B 1eHb
dakropa Xa
#Anukcaban* | 2,5 Mr BHYTpb 2 He pexomennyercs npu CK®
* p/cyT < 15 mn/mun/1,73 m?

Moppobuas undopmarus no Kaxa0My Hpenapary mpeacTaBieHa B HHCTPYKIUK
0 NPHUMEHEHHUIO0 JIeKapcTBeHHOro mpemapara (cM. [ocymapcTBeHHBIH —peecTp

JIEKapCTBEHHBIX CPeCTBA, http://grls.rosminzdrav.ru).

3.2 UMMyHOCYHIpeCCHUBHAS Tepanus

[lockonbKy CHOHTaHHBIE PEMHUCCHHM Pa3BUBAIOTCS B CPEAHEM y TPETHU NAIMEHTOB C
uauonartuyeckoi MH (cm. paszmen 1.6), a uMMyHOCynpeccHBHas Tepanus UMeeT MOOOYHbIe
3¢ ¢exThl, A0 NPUHATHS pelleHHs O Hayale HMMYHOCYIPECCHBHOH Tepanuu HeoO0XOAUMO
OLICHUTHh PHUCK MPOTPECCUPYIOMIETO CHUKEHUS (QYHKIUU IOYEK. YCTAHOBJICHBI CIICAYIOIIHNE
¢dakropsl pucka nporpeccupoBanus MH:
® [poTeuHypus > 4 r/cyT, coxpaHsouasca Ha ypoBHe > 50% OT UCXOIHBIX 3HaYEHUH,
HECMOTpSI Ha IPUMEHEHUE B TeUeHHe 6 MecsleB Ipenaparos, Onokupyromux PAAC
[37,114-117];

e [IOBBIIIEHNE KOHLEHTPALUN KPeaTHHNHA B KpoBH Ha > 30% B TeueHue 6-12 mecsies
C MOMEHTa YCTaHOBJIEHHUS JMAarHO3a, KOTOPOE HE MOXET OBbITh OOBSCHEHO APYTUMH
npuurHamu [114,118];

o Boicokuii ypoBeHb AT k PLA2R [54];

® HAIMYME TSDKENbIX, WHBAIMIUUPYIOMIMX W/WIM >KU3HEYTPOXKAIOIUX CHUMIITOMOB,
cBa3aHHbIX ¢ HC (TspKenblii OTEUHBIM CHHIPOM, OCTPOE TOBPEXKIEHUE IOYEK,
penuuBUpyoire nHEKuu, TpoMoosaMOoInUeckue ocinoxuenus) [114,118]

Ha ocnoBanum stux ¢akropos mamuentoB ¢ UMH crpatuduuupyor Ha kateropuu
HU3KOT0, CPEJHET0, BHICOKOTO M OYEHb BBICOKOTO PHCKa Iporpeccupyromeil norepu GyHKIUN
nouek (Tabiy. 8), 4To UrpaeT BaXXHYIO pOJIb NPH BHIOOPE TAKTHKH JICUeHHs. biiaromapst Takomy
MOJIX0/AY MOXHO C OoJblIed TOYHOCTHIO HJIEHTH(PULIUPOBATH IAlMEHTOB C BBICOKOH
BEPOSTHOCTBIO OJIArONMpPUATHOTO TEUEHHUS W/WIM HACTYIUICHHs CIOHTAaHHOM pEMHCCUU H
COOTBETCTBEHHO OIPaHMUYMTHCS KOHCEPBATUBHBIM JICYEHUEM U HAOIIOJCHHEM, WM, HA000pOT,
BBISIBUTH MAIlMEHTOB C PUCKOM IPOrPECCHPYIOLIET0 MOBPEXKJIEHUS IOYEeK U I03TOMY

HYKJAIOIIMUXCA B UMMYHOCYIIPECCUBHOM TEPAIIUH.
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CormacHo «ABYXMEpHOI» MOJenH, BKIIoYaronieil nokaszarenu IIY u chIBOpOTOYHOrO
KpeatunuHa, y nanuentoB ¢ UMH u I1Y < 4 r/cyT, HopManbHOW (yHKIMEH MOYeK Ha MOMEHT
YCTAHOBJICHHSI TMAarHO3a M B IMOCIEAYIOIMNE 6 MEeCSIeB HAOMIOICHHUSI OTMEUYaeTCs HU3KUNA PHCK
nporpeccupoBanusi (okugaercs, yTo B Ommkaiimue 10 jer modyeyHas HEAOCTATOYHOCTh HE
pazoBbercs y 85-90% nanuentos) [114]. IMTauuentsr ¢ ITY 4-8 r/cyT u HOpManbHON (PyHKIHCH
[IOYEeK B TedeHHEe O MecsAleB HAOMIOJEHUS HMEIOT CpPEeJHUM pPUCK IPOrpecCUpOBaHUs
(mporpeccupoBanue XBII uepe3 10 ner oxungaercs y 50-55% naruenTos). ¥ nanuentos ¢ UMH
u IIY > 8 r/cyr orMmeuaercs BBICOKHI PUCK MPOTPECCHPOBAHUS HE3ABUCUMO OT COCTOSHUS
¢byukun mouek (TTIH B Teuenue 10 et Hactynut y 65-80% mnarrenToB). O4eBUIHO, YTO MPH
coueranuu I1Y > 8 r/cyt u Hapymenus pyHkun nouek yxe B aedrore UMH, puck TITH Oyner
MaKCHUMaJIbHBIM (KaTErOpHsi OYEHb BHICOKOTO PUCKA).

Hecmotrps Ha TO, uTOo B HacTosAllee BpeMs MOJENIb, BKJIIOYAIOIIAs BCE
BBIIICTIEPEUUCIICHHBIE (PAKTOPBI PUCKA, OTCYTCTBYET, B KIIMHUYECKOW MPAKTHKE I[€JIeCO00pa3HO
IIPOBOAMTH KOMIUJIEKCHYIO OLEeHKY. [Ipu Takom noaxone Bbicokas IIY y manueHTOB ¢ HU3KUMU
tutpamu AT k PLA2R MoeT oueHHMBAaTbCSd B OTHOLIEHUMH IPOIPECCHUPOBAHUS MHAYE, YEM
Bbicokas [1Y npu Hanuuuu Beicokux TUTpoB AT k PLA2R.

Tabmuua 8. Kiunuko-maboparopHas crpatudukanus pucka mporpeccupoBanuss MH.

Prick mporpeccnpopaiis
Huskmii cpeInmil BBICOKHII 0'IeHb BbICOKHIT
B 1evennie neproga HaGliogeHI ot 3 10 6 Me¢ JOIKHO IPICYICTBOBATh 22 KpHIEPIEB HA MOMEHT
He < 2 113 3 KpHTepHes:; Anarnocriea MH
DOynrIA N0veK PCKO>60Mmamm]. 730 | pCKO>60mmMmm]. 730 | crimgerme pCKO 225%,
1 cradieHag pCKO | cradmmeHag pCKO | He oGpgcHimoe ] S 11
S 20 220 * 8Crz1 5 mr/am (2133
(crmrkeHne<253%)  sa | (cHIDKeHTR<25%) 58 | JAPYTHMI IPITYIHAMIL, B N
~ g ’ MKMOTB/T), 06YCTORTEHO
TepIoz HaOTEoeHIL Teprol HaGmroeHIA M000e BPeMI B TeUEHIE | |
~ akTieHOCTEIO MH
Tepiosa HaOTHOLeHIL
- » Crocketmie pCKD>25%
. A ..“"'\._V.. o a .;'\v. - a ..“"'\._V. . a
Iporennypus 4 Tyt ) B roHue | Or 4 10§ ’r CYT B KOHIE | >§ /eyt BI&?HIL 0T HCXOTHOTO YPOBHA 30
TepIoa HadTrLeHILd Teprofa HaORIeHIL HGL)IIO,IHUHTITT[R):[_?}HIH MpETRUIYTINE 2 TOTa,
1omi crofiani HC OGYCTORTeRHOS
n - . " — T . aktieHocTERD MH
ChIBOPOTO'HBIIT VCTOMMIBO HIBKINT TITp | cTadtmbHE THTp <150 | Verofmmmo BEICOKIM
yposens AT k PLAZR | (mpn  mpomssomeroM | U/ml i yeemmerme Ha | Timp (Tpn * T,
(TOMBKO TN AHTH- | OMpeflemeRmm MeTofoM | <25% 0T HCXOJHOTO | TPOH3BOTEHOM HHB AT P VRO I
- N L1, R al
PLA2R  mosmmmeroii | ELISA <50 U/ml) wm | ypopms onpegenerim vetogon | YIPOKaromm Ak HC
MH) CHILKeHHE Ha 225% B ELISA 250 Unil) ) i
TeyeHe IepHOLa yBemmuBazTcd 10 ~130
HaOTIOfeHra Uil

3.2.1 UuuumaabHasg uMMYyHoOcvIipeccuBHas tepanusa UMH
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e He pexomenayercsi IpoBeeHUE UMMYHOCYIIPpECCUBHOM Tepanuu nanueHtam ¢ MH ¢ ITY
<3,5r/cyr u pCK® > 60 mn/mun/1,73 M? BBUAY HH3KOTO PHUCKA Pa3sBUTUsS MOYEYHOI
HEJIOCTATOYHOCTH U OTCYTCTBHS onacHbIx ocioxkHenuit HC [118-120].

YpoBenb  yOeauTeIbHOCTH  pekoMeHgauuii B (ypoBeHb  J10CTOBEpPHOCTH
A0KA3aTeJbCTB — 3)

KommenTapumu: B wnacmosawee epemsa omcymcmeyiom PKH no oyenxke e6nusanus
UMMYHOCYRPECCUBHOL mepanuy Ha nodeunvle ucxoovl y nayuenmos ¢ MH ¢ 11V < 3,5
e/cym. Tem He MeHee KIUHUYECKUL ONbIM U De3yIbMamvl KO2OPMHBIX UCCIe008aHUL
ceudemenbcmeyiom o ONA2ONPUAMHOM NPOSHO3e Y MAKUX HAyueHmos oadce 8
omcymcemeue aeuenus ummynooenpeccanmamu [118-120]. Tax, 11V doneppomuuecxoeo
VPOBHSL U HU3Kas ckopocms npozpeccuposanusi XBII (-0,93 ma/mun/200) coxpansiomes 8
meuenue 10 nem y 40% nenevennvix nayuenmos ¢ MH 6e3 HC, 6 mo eépems kax ¢hyHxkyus
nouex ocmaemcsi Ha yposue > 50% om ucxoOnwvix snauenuil y écex nayuenmos [120].
Takum 06paszom, 603MONCHOCMb ONACONPUAMHO20 UCX00a 0e3 pucKka pazeumus
NnOOOUHBIX IhGheKmos UMMYHOCYNpeccuu Nno360Jisenm 6030epPHCaAmbCsi OM aA2pecCU8HO20

nevenust nayuenmos ¢ MH u I1V < 3,5 o/cym u pCK® > 60 ma/mun/1,73 M.

o PexoMenayercsi BO3epKaTbcs OT HMMYHOCYIIPECCUBHON TEPAINUU U MPOAOIKUTD MIPHEM
uHruouTopoB AII® mnn aHTaroHUCTOB perenTopoB anruoreHsuHa |l nanuentam ¢ UMH
CPEIHETO PHCKA, Yy KOTOPBIX B pe3yJbTaTeé MPOBOJMMON B TeueHue 6-12 MecsieB
Tepanuu Onmokaropam PAAC nabmonaercs cHmwkenue IIY Ha >50% oT ucxonHOro
3nauenwus [37,121].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHaanuii B (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 3)

Kommenrapuu: [lo oOannbiM pempocnekmugHo20 MHOSOYEHMPOBO20 KO2OPMHO2O0
uccneoosanus, exmovasuweeo 328 nayuenmoe ¢ UMH u HC, chudicenue ¢ nomouvbto
onokaovl PAAC 11V na 50% no cpaenenuro ¢ ucxoonvimM ypogHeM 8 meueHue nepeoco
200a HAONI0OeHUsl ABNAEMC 3HAYUMBIM He3a8ucUmMbiM npeduxmopom pemuccuu HC u
onaconpusimnoco  npoenoza  3aboneéanuss  [37].  Bonvwuncmeo — uccredosanuil
ecmecmeenHozo mevenuss MH Oviiu  nposedenvl 6 3NOXY, NPEOUIECMBOBABULYIO
nosenenuro npenapamos, onoxupyrowux PAAC. Jloneocpounvie 3ghghekmuvl 610KaA0bI
PAAC 6 neuenuu UMH oyenusanu 6 ocnosnom y nayuenmos c 11y 6onee 10 2/cym. Jluwo
8 oonom Hedonvbuiom PKH (n=27) y nayuewmoe c¢ HMH u IV 2,5-7 2/cym
(coomeemcmeyem cpeonemy pucky npoepeccuposanus HMH) 6vina noxazana

agppexmusnocme uneubumopa AIIP u anmazonucma peyenmopog aneuomensuna Il no

37



crudicenuto 11V (8 cpeonem na 2,5 o/cym wuepes 12 mecsayee Jieuenus), umo
accoyuuposanocy ¢ oOnaconpusmuvim mevenuem HMH [121]. Heboavwiot obvem
Ucciedo8anusi U omcymcmeue niayed0-KOHmpoas He NO360IAI0N CYUMams NoLyYeHHble
OAaHHbLE CUTBHLIM OOKA3AMENbCMEOM, HO 8 YENIOM YKA3AHHbIE 8blUle aAP2YMEHMbL MO2YM

cyocums 060CHO8AHUEM NPEOCMABNIEHHOU PeKOMEHOayUU.

o PexoMenayercsi poBejieHUE UMMYHOCYIIpeccuBHOU Tepanuu nanueHtam ¢ MMH u HC
OpU HAJTMYUM XOTS OBl OXHOro (pakTOpa pHUCKAa MPOrPECCHpPOBaHUS HePpomaTuu
(mpoteunypus > 4 r/cyT, HEOOBSICHUMOE OBICTPOE CHUXKEHHE (DYHKINU MOYEK, BHICOKUI
ypoBeHb AT k PLA2R, xwusneyrpoxatomue ocnoxHenuss HC u np.) g UHIYKIUH
pemuccun [37,42,47,114,115,118].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHaanuii B  (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — 2)

Kommenrapun: PKH no oyenxe 61usiHusi UMMYHOCYNPECCUBHOU MEPANUU HA NOYeUHble
ucxoovl y nayuenmos ¢ HMMH u HC 6e3 pakmopos pucka npoepeccuposanus
omcymcmeyrom. Oouaxo pesynomamoi PKU u kocopmmuwix ucciedosanuii ¢ yuacmuem
nayuenmos ¢ HWMH, y xomopwix umeemcsi xomsi 6Obl 00uH hakmop pucka,
oemoHcmpupyrom 6oaee O1a2ONPUsiMHble UCX00bL Y NAYUEHMO8 CO CHOHMAHHBIMU
pemuccusamu (CP) no cpasnenuio ¢ nayuenmamu ¢ nepcucmupyiowum HC [37], 6onee
Huskyto yacmomy pazeumus CP u 6onee 6vicmpvie memnsl npoepeccuposanus XbII y
nayuenmos ¢ UMH c evicokou I1YV (>8 no cpasnenuro ¢ >4 2/cym) [114-116], xyowue
UCX00bl NPU NOBGLIUEHHOM YPOBHE KPEeAMUHUHA HA MOMEHM YCMAHOBIeHUs OUACHO3A
HUMH [114,118], a makorce 6onee nuskyro eeposmuocms passumus CP y nayuenmos ¢
soicokumu  mumpamu AT k PLA2R [54]. Kpome moeco, ¢ PKU ooxaszano, umo
UHOVYUPOBAHHbIE JleHeHUeM PEeMUCCUU C8A3aHbl ¢ VayuuleHuem npocrosa [122,123].
Buvibop  mepanuu  3a8ucum  om  KIUHUYECKUX  XAPAKMEPUCMUK  NayueHma,
aghghexmusnocmu u 0OCmMynHOCMU JIeKAPCMBEHHBIX CPeOCm8, NPeOnoYmeHull nayueHma

u epava, npouis noO6OUHbIX Ihhexkmos KOHKPEemHO20 npenapama.

o Pexomennyercss  mpoBeneHHME ~ KOMOMHHMPOBAaHHOW — TepamuM  alKWIMPYIOIIMMHU
npenapatamu  (mukinopochamua**,  xjmopamOynun**) u  TIIOKOKOPTHKOUIAMHU
(npeaHu30I0H**, MeTHINpeIHNn3010H**) B TeueHue 6 MecsueB nauueHtam ¢ MMH
CpPEeIHEr0 pHCKa M TpPHU3HAKaMHU MporpeccupoBaHusi 3adoneBanus (cHwkeHune pCKO,
Hapactanue [1VY), a Takxe nanuenram ¢ UMH BbpICOKOro ¥ OY€Hb BBICOKOT'O pUCKA JJIsi

unaykiun pemuccun HC [121,124-129].
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YpoBeHb  yOeaMTEJNbHOCTHM  peKoMeHAauuid A  (YpoBeHb  JOCTOBEPHOCTH
0Ka3aTeJbCTB — 1)

Kommenrapun: B psade PKU no usyyenuro 3¢pghekmos ankunupyowux npenapamos
(yurnogocpamuo™*, xnopambyyur**) npu UMH 6bi10 nokazano, umo no CpasHeHuro ¢
niayebo uiu 2nHKOKOPMUKOUOAMU AIKUIUPYIOUUE NPenapamol He MOoabKo YEeauyusaon
yacmomy pemuccuu, HO U 6 3HAYUMENbHOU CMeNneHUu CHUNCAIOM PUCK NOYedHOl
nedocmamoynocmu [121,124-129]. PKHU STARMEN makoce npodemoncmpuposaio,
umo  KOMOUHUPOBAHHOE JleyeHue yuxkiopochamuoom™™ u  enroKoKopmukouoamu
UHOYYUPYem PeMUCCU0 Yy 3HAUumenvHo 00aveco uucia nayuenmos ¢ MMH, uem
maxpoaumyc** unu pumykcuma6** [130]. Arkunupyiowue npenapamei moxkcuuHvl u
Yacmo BvI3blBAION CePbe3Hble KPAMKOBPEeMeHHble U ONumenbHble nobouHble IhdeKmubl
[131], 6 ceés3u ¢ uem ux npumenenue yenecooOPAsHO OSPAHUYUMbL NAYUCHMAMU C
BbLICOKUM PUCKOM NPOSPECCUPOBAHUL UIU NAYUEHMAMU C YMEPEHHbLIM PUCKOM, Y
KOMOpbIX HAOII00aemcs yxyoulenue medeHus 3a0071e6anus Ha MOMEHM HaAYala mepanuu
(napacmanue 11V, cuuoscenue CK®). B smoii cumyayuu noivsa om npeoomepaujeHusl
npoepeccupyioujeli no4eyHol HeOOCMAMmoOYHOCMU U CHUMNCeHUs. pucka ocrnodchenuti HC
npesoCcxooum pucku, Ces3aHHvie ¢ NOOOUHBIMU Iphexmamu UMMYHOCYNPECCUSHOU
mepanueu.

Tax  kax  yukiogochamuo™*  skeusarenmen  no  IApgexmusHocmu
Xnopamoyyuny™*, Ho pesice 6vizviaem noOOuHble IPdexmbl, Mo 01 UHUYUATLHOU
mepanuu npeonoumumenvHee UCnOIb308ams  yukiogocamuo™* [127,132]. /oszw
yuxknogochamuoa*™* u xaopambyyuna**  moouguyupyiom 6 coomeemcmeuu ¢
sospacmom u pCK® nayuenma.

Panee npogedennvie PKU npooemoncmpuposanu 3¢ghexmusnocms nepopanvHoll
mepanuu arKuiupylowumu npenapamamu y nayuenmos ¢ UMH u chuoicennoti gpynkyuei
NOYeK, 8 MO JHce BPEMSL eHCEMECAUHASL 6HYMPUBEHHAS «NYIbCH-MePanus HUSKUMU 003aMu
yuxnogochamuoa™™ okazanrace Hedppexmusna Ons coxpaweHus QYHKyuu noyex y

maxux nayuenmosg [125,133]. Buympueennoe esedenue yuxiopocpamuoa™*

Modxcem
paccmampusamvcss v nayueHmos ¢ Hopmanviou pCK®, oonaxo PKU no oyewnxe
aghhexmuenocmu  BHymMpuUBEeHHO20 NpUMeHeHUss Yukiogpochamuoa™™* 6 omuowenuu

KOHEYHbIX «NOYEUYHblX)» MOUY€eK He npoeodwmcza.

Pexomennyercs NpOBE/ICHUE Tepanuu MOHOKJIOHAJIbHBIMHU aHTUTEJIaMHU
(#putykcumab**) B TedeHHe Kak MUHUMYM 6 MecsneB mauueHTam ¢ UMH cpennero

pucka u nanuentaM ¢ IMH BBICOKOTO puCKa, y KOTOPBIX UMEIOTCS IPOTUBOIIOKA3aHUS K
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MPUMEHEHUIO TJIFOKOKOPTHUKOHMIOB W/WIM AaJKWIMPYIOMINX IpenaparoB (JOCTHUKEHHE
npeaenpHON 0e30MacHON KyMyJIATUBHOW J03bI IUKIO(QochamMuna™, TSHKEIbI caxapHbIid
nuaber, ICUXUYECKUE PpacCTPOMCTBA, OCTEONOPO3, HapyLIEHUE penpoAyKTHUBHON
(GYHKIUU U JIp.) WIK KOTOpPbIE OTKa3bIBAIOTCS OT MX LUKIMYECKOrO MPUMEHEHHUS, JUIS
uuaykiun pemuccun HC [130,134,135].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauuii B (ypoBeHb  J10cTOBEpHOCTH

0KA3aTeJbCTB — 2)

o PexoMenayercsi mpoBeJeHUE TEPANUU UHTUOUTOPAMHU KaJblMHEHpUHA (#Takponumyc*™,
[UKJIOCIIOPHH**) B TeueHne Kak MUHUMYM 6-12 mecsieB nmanuentam ¢ UMH cpemnero
pucka u crabunbHoit CK® u nmanmentam ¢ UMH BbicOokoro pucka, y KOTOPBIX €CTb
MPOTUBONOKA3aHUsI K TMPUMEHEHUIO TIIOKOKOPTHKOHJIOB W/WIIM  QJIKHJIUPYIOIIUX
npenaparoB  (IOCTHXKEHWE  MpeleiabHOW  0e30macHOW  KyMyJSTHBHOW 03Bl
uukinopochamMuga, TOKENIBIA  caxapHbId  AMa0eT, TCUXUYECKHE pacCTpOMCTBa,
0CTEOTIOPO3, HAPYIICHUE PEIPOTYKTUBHON (PYHKIIVH ) HITH KOTOPBIC OTKA3BIBAIOTCS OT MX
UKJIMYECKOr0 PUMEHeHus, Uit MHaykuun pemuccun HC [129,134,136].

YpoBenb  y0equTeIbHOCTH  peKOMeHAanmuii A  (YpOBeHb  [IOCTOBEPHOCTH
0Ka3aTeJILCTB — 1)

KommenTapuu: Omcymcmeyiom npsmvie dokazamenbcmea mozo, umo #pumyxkcumado™™*
u uneubumopwl karvyunetipuna (MKH) npedomepawaiom noueunyo He0ocmamoyHoCms
y nayuenmos ¢ UMH. B mo oce PKH GEMRITUX, sexnouasuee nayuenmog ¢ UMH
[134], nokazano, umo uepes 6 mecsyes nocie npucoeOuHeHUs: K AHMUNPOMEUHYPULECKOU
mepanuu  #pumykcumaba™* y 50% nayuenmog Ovina  OOCMUSHYMA  NOJHAS
ummyHnonoeudeckas, a y 35,1% — vacmuunan unu noanas knunuveckasn pemuccus MMH.
Post hoc-ananusz ewiseun snauumenvhoe npeumywecmseo Hpumykcumaba**  npu
OumenbHoM Habawoenuu. k 17 mecayy kiunuyeckou pemuccuu oocmuenu 64,9%
nayuenmos, noayuaswux oanuwviti npenapam. PKU MENTOR nokazano, umo
npumenenue npu UMH monomepanuu #pumyxkcumabom™* ne menee s3ppgexmusHo u
oajice  HeCKONbKO — Npegocxooum  mepanuio  YUKIOCHOPUHOM™™ 6  OomHOuEeHUU
noooepacanuu  docmuenymou  pemuccuu [135]. B uccredosanusx MENTOR u
GEMRITUX [134,135] 6wi1 npodemoncmpuposan xopouiuii npoduib OGe30nacHocmu
#pumyxcumaba™*, conocmasumvlil CcO  CMAHOAPMHOU  AHMUNPOMEUHYPULECKOTU
mepanuetl, U NPesoCXo0AwWUll MAaxKoou ) YUKIOCNOPUHA™™, Ymo 6 COBOKYNHOCMU C
agppexmuenocmplo 6 OMHOWEHUU UHOVKYUU U YOEPIHCAHUA DPEeMUCCUU NO360JiAem

pekomenooeamv npumeneHue #pumyxcumadba** y nayuenmoe ¢ UMH u ymepenHbim
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PUCKOM NPOPECCUPOBAHUSL, HYHCOAIOUUXC 8 UMMYHOCYNPeccusHou mepanuu. Peocum
ooszuposanus Hpumyrkcumaba**: 375 me/m2 1 pas 6 neoenio, 4 sgedenus; unu 1000 me 1
pas 6 2 wnedenu, 2 esedenus [134,135]. I[loopobHnas ungopmayus npedcmasniena 8
UHCMPYKYUU NO NPUMEHEHUN JleKapcmeenHoz2o npenapama (cm. 1 ocyoapcmeenmwii
peecmp JieKapcmeennvix cpeocmaa, http://grls.rosminzdrav.ru).

Mema-ananuz 21 PKH (1187 nayuenmos) no usyuenuro npumeHneHus
yuknocnopunHa™** u #maxponumyca™* npu HMH npodemoncmpuposan nyuuyro no
CPABHEHUI0 C AIKUIUPYIOWUMU npenapamamu 6e30nacHocms u 3¢hgdexmusHocms npu
Kpamrocpounom nabmodenuu (6 meuenue 6 mecsayes) [136]. Oonaxo 6 omauuue om
anKunupylowux npenapamos, npu aevenuu MKH oocmueHymoeie pemuccuu MmeHee
cmotikue, a nocie ommenvt UKH uaw passusaromes peyuouevt HC (6 menvutell cmenenu
npu  npumenenuu #maxporumyca**) [129,136]. Cnocobnocms HKH coxpawamo
OIUMeENbHOCb nepcucCmuposanus svicoxou 11V, ux  agppexmusnocms,
NOOEMOHCMPUPOBAHHAA 6  KPAMKOCPOUHBIX — UCCLe008AHUAX, U  NPeBOCX00AUull

0** obwuii npoghune 6ezonacnocmu [136] noseonsiom pexomendoosamo

yuknopocghamu
npumenenue UKH (npeonoumumenvhee #maxponumyca™*) 6 xauecmee uHuyuaibHou
UMMYHOCynpeccuerol mepanuu y nayuenmos ¢ UMH cpednezo pucka u ¢ coxpaumHou
@yuxyuei nouex. Peowcum Oosuposanus #maxpoarumyca**: 0,05-0,1 me/ke/cym,
CYMOUHYI0 003y paszoeisilom Ha 2 npuema 6 pasuvlx 003ax (kaxcovie 12 uacos);
onumenvHocms mepanuu 6-12 mecayes. Iloopobnas ungopmayus npedcmaegnena 6
UHCMPYKYUU NO NPUMEHEHUI0 JlekapcmeenHoz2o npenapama (cm. locyoapcmeentviil
peecmp JleKapcmeennvix cpeocmaa, http://grls.rosminzdrav.ru).

s yoeporcanus docmuenymoti pemuccuu mepanuro UKH moorcno npoorums 00
12 mecayes, cnuzus 003y UKH ¢ unmepsaniom 6 4-8 Hedenv 00 yposHs oxonro 50% om
Hauanvrou [137]. Heobxooum pecynapuuiii konmpons yposus UKH 6 kposu 6 meueHue
HA4anbHO20 Nepuooa JedeHuss U 6 Cayyde HeOoObACHUMO20 NOBbIUEHUS VPOBHS
cvigopomoynozo kpeamununa > 20% 6 nepuoo mepanuu. Hegpomoxcuunocms UKH
MOdCEM YCUNUBAMbCA NPU UCXOOHOM HApYUleHUU yHKyuu noyex. B ceazu ¢ smum ons
neuenus nayuenmog ¢ UMH u cnuowcenuem CK® npedonoumumenvHul cxembl HA OCHOBE
yuxnogocpamuoa™*. Ilpu nanuuuu npomueonoKA3aHUL UIU HEeHCeNaHUu NnayueHma
NPHUMAMb AIKULUPYIOWUE Npenapamsl aibmepHamugol OaHHOMY JeYeHUIo MO2ym Obimb
HUKH (npu ycrosuu muamenbH020 KORMPOIs 34 NPOSGIEHUAMU HEDHPOMOKCULHOCTILL).

Hakannusaiomes  pesynomamuvl  uccie0o8anuil,  ceudemenbcmsylowue o

803MOJMCHOCIU ~ docmudicenuss Y nayuenmos ¢ HWMH u  8bicokuM  puckom
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npozpeccuposanusi Oonee NOAHOU U ONUMENbHOU peMUccuu nymem KOMOUHUPOBAHUS.

mepanuu UKH u #pumyxcumabom™* [138,139].

Aneopumm gvlbopa uHuyuarvbHou mepanuu y nayuenmos ¢ UMH npedcmaenen na

cxeme 3. Ilpenapamol, npumensemvie 0ns newenus UMH, npueedenvt 6 madbauye 9.

Taéauua 9. [Ipenapatel,! npuMensemble 18 HHUIKATBHOM Teparmuu UMH.

AJKATUPYIOIINNA

npernapar + IT'K

e Merunnpeanusonon** 1 r B/B 3 aus nmoapsna (1, 3, 5 mecsii)

o [Ipenuuzonon** 0,5 r/kr/cyr (1, 3, 5 mecs)

(LWMKTIIeCKHH e [luknopochamua** 2,5 mr/xr/cyrt (2, 4, 6 Mecsiir)
PEKIM)
AJIKUITAPY IO e Metmmpenuu3oaora** 1 r B/B 3 aHSA moapsi

nperapar + IT'K

o [IIpepnuzomon** 0,5 mr/kr/cyr 1-6 MecsleB C MOCTENEHHBIM

(TOCTOSIHHBIN CHHKCHUEM J103bI

pexum) o [uxnodpochamua™* 1,5 mr/kr/cyt 1-6 mMecsiies

MoHoKToHaTbHBIE e #Putykcuma6™* 1000 mr B/B KamnenbHO (MesIeHHO) Ha 1-if u 15-i

aHTHUTeNa JICHb

o #Purykcumab™* 375 wmr/m*> B/B kamenbHo (MemneHHo) 1-4
BBEJICHUS, MHTEPBAJl MEXKAY BBEICHUSAMU | HeJ

[Ipumeuanue: nepen Kaxaoh MHQy3Uel MPOBOAUTCA MpPEMEAUKALIUS:

100 mr mertwanpeaHu3onoHa** B/B + aHaJIbIeTHK/aHTUIIUPETUK +

AQHTUTUCTAMUHHBIN TIpenapar)

WMKH o #Takpomumyc** 0,05-0,1 MI/Kr/CyT, CyTOYHYIO H03y CiEIyeT
pa3ienuTh Ha 2 mpUeMa paBHBIMHU J03aMU (Kaxable 12 yacoB) +
npegHu30g0H** 10 Mr/cyT WM METHINpPeIHU30IoH** 8 Mr/cyT
(612 mecsineB)

e [leneBas koHIeHTpaus #Takponumyca™* B kpoBu: 5-10 Hr/mn

HUKH e Iuxmocnopua™* 3-5 Mr/Kr/cyT, CYTOYHYIO 103y CJIEIyeT

pa3fenuTh Ha 2 MpHeMa paBHBIMH J03aMH (Kaxasle 12 vacoB) +
npennu3oiaon®™* 10 mr/cyt MW mertunnpenHuzonon™* 8 mr/cyr
(6-12 mecsinieB)

e [IleneBas KOHLEHTpamus LUKIOcIOpuHa** B kpoBu: 125-225

HI/MI
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NKH

#putrykcumao** pas3enuTh Ha 2 TpHeMa pPaBHBIMH J03aMu (Kaxaple 12 gacoB) +

+ | o Hukmocmopua™** 3-5 wMr/kr/cyT, CyTOYHYIO 103y CIEIyeT

npeaHu30IoH** 10 Mr/cyT wim MeTunnpeHu30I0H** 8 mr/cyT (6
MecsieB) + #purykcumad** 1000 mr B/B KamnenbHO (MEIJICHHO) Ha
1-it m 15-ii nenr MJIN #putrykcumadb™** 375 mr/m? B/B KamneinbHO
(mennienHo) 1-4 BBeneHUs, HHTEPBAI MEX]Ty BBEICHUSIMH | He

e Uepes 6 MecAleB CHIKEHHE J103bI IUKIOCTIOpUHA™* Ha 50 mr/cyT
KaKJbIe 3 HEJeNU 10 MOJTHOW OTMeHHI + #purykcumado** 1000 mr
B/B Ha 1-it u 15-i1 menp WJIM #putykcumad** 375 mr/m* B/B
KarmenpHO  (MemieHHO) 1-4  BBeAeHMs, WHTEpPBAL  MEXKIY
BeeaeHusAMU 1 Hex (eciu umcno CDI19+ B-mumdonuroB >5
KJICTOK/MKJI)

[Ipumeuanue: mepen  Kaxaod  uHPy3medr  Hpurykcumadba™**

npoBoauTcs npemenukanus: 100 mMr merwinpenHusoiona** B/B +

AHAJIbIeTUK/aHTUITUPETUK + aHTUTUCTAMHHHBIN Mpernapar)

Mompobuas uupOpMAaIMs 0 KOHKPETHOM MpenapaTe NpeACTaBlIeHa B MHCTPYKIHH TIO

INPUMEHEHHIO JIEKapCTBEHHOro mpenapara (cM. ['ocyaapCTBEHHBIH peecTp JIeKapCTBEHHBIX

cpeactsa, http://grls.rosminzdrav.ru).

[Ipumeuanue: B/B — BHyTpuBeHHO; 'K — rmoxokoptuxouas;; MKH — uHruburops

KaJIbIIMHEWpUHA.

[Tartuentam ¢ MUMH BbICOKOTO H CpegHEro pucka g HHIYKIUU PEMHCCUU HE
peKOMeHIyeTcss MOHOTepanus #mukodeHonata Mmodetraom™** [140].

YpoBenb  yOeauresbHocTH  pexkomeHaauuid C  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrapun: Pexomenoayus ochosana na dannvix PKHU ¢ yuacmuem 36 nayuenmog ¢
HUMH, nokasaswiezo, umo monomepanus #muxogpenorama mogemunrom™* ¢ meuenue 12
Mecayes He yseauuusaem wacmomy pemuccui UMH no cpasnenuto ¢ noodepaicusarowyetl
mepanuet  [140]. [pumenenue MM®D 6 couemanuu ¢ 2HOKOKOPMUKOUOAMU
NPOOEeMOHCMpUpo8ano 60avwyr 3pgpexmusHocms. B yacmuocmu, pao PKU nokaszan,
Umo 8 KpamkocpouHvlx HaO0oenuax uacmoma pemuccuti UMH npu komMOuHupoeanHom
npumeneruu #muxogenorama mopemurom™* u 210KOKOPMUKOUOO8 CONOCMABUMA C
MAaKosol npu UCNOAb308aHuu  arkuaupyiowux npenapamos [141-144]. Oowuaxo y

nayuenmoe ¢ UMH, nonyyaswux #muxogenonama moghemun™*, 3nauumenvno uawe
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pazeusanuce peyuousst HC [145]. Kpome moco, cucmemamuueckuii 0630p, 6bi6ul
HU3KYIO 4acmomy OOCMUNICEHUS UMMYHOI02UYEeCKOU pemuccuu y nayuenmos ¢ MMH,
JewenHulx  Huuxogpenonama mogemurom™*  [146]. Bosmooicno, Oas  nooasienus
npooykyuu anmumen kK PLA2R u undyxyuu cmotixou pemuccuu UMH mpebyromces bonee
sblcoKUe 003bl #murxogenonama mogpemuna** (2-3 2lcym), uwem 0oswi, npumensemvie 6
8blULENEPEYUCTEHHBIX UCCTIe008AHUSX.

Taxum obpasom, npumenenue #muxopenorama mogemuna** 6 xrauecmee
MOHOmepanuu He3(pheKmuerHo, 6 CcouemaHuu ¢ 2AOKOKOPMUKOUOAMU XOMmb U
OeMOHCmpUpyem  CONOCMasuMyro ¢ arkuaupylowumu  npenapamamu u  HKH
appexmusnocms, HO  umerowascs — OokazamenivHas — 6aza  OAHHO2O  JledeHus
NPOMuUBOPE UBd, HEe8blCOKO20 Kaiecmed, npeoCcmasieHa 6 OCHOBHOM KPAMKOCPOYHbIMU
HabaoO0eHusmMu, a evlcokas yacmoma peyuoueos HMH na ¢one mepanuu
#muxogenonama mogpemunom™**  cywecmeennHo cHudxcaem O0XdCUOAHUSA YCcnexa Om

0aHH020 mepanesmuiecko2o nooxooa npu MMH.

3.2.2 Jleuenue penmausa HC npu UMH

e Pexomenayercss nanuentam ¢ MMH g xynupoBanus peumgua HC mnposoauts
JICUCHHE TIOBTOPHBIMU KypcaMH TeX K€ MpernaparoB, KOTOpPbIE paHEe BBI3BIBAIN
pemuccuio (HO He OoJiee 0JJHOrO TTOBTOPHOTO Kypca i nukiaodochamuaa**) [147-150].
YpoBenb  y0enuTeJbHOCTH pekoMeHagauuii B (ypoBeHb  [10CTOBEepHOCTH
10KA3aTeJILCTB — 3)

Kommentapun: B pade wuabniooamenvHvix UCCIe008aHUU, NOKA3AHO, YMO NpU
peyuousax HMH, xomopbvie 603HUKAIOM NPUOIUBUMENBHO Y Mpemu Nayuenmos,
NOAYYUBUIUX KYPC UHUYUATILHOU mepanuu (KaKk npasuio, nocie 00CMudCeHUs YaCmuyHou
pemuccuu), agppexmusno nosmopHoe 66edeHue ANKUTUPYIOUJUX
npenapamolentoxokopmuxoudos unu MKH, xoms nonuas pemuccusi Hacmynaem moibKo
npumeprno 6 nonosure cayuaes [147-149]. Taxas cmpameeuss noszsonsiem ymeHbUUNMD
NPOMeUHypuro U N000epHCams QyHKYuro nouex y boarvuuncmsea nayuenmos. Ilo oanuvim
OMOENbHLIX  HAOIIOOAMENbHBIX — UCCIe008anUll, HpumyKkcumad™* maxoice Mmodcem
agppexmueno npumenamscs 011 aedenus peyuousoe HC npu UMH, 6 uacmuocmu y
nayuenmos, panee noayuaswux MKH u Hydxcoarowuxcsa 6 CHUdMCEHUU O003bl IMUX
npenapamos [150].

Takum obpasom, eciu 8 Kawecmee UHUYUANLHOU Mepanuu NayueHm noayyal

#pumyxkcumab**, mo npu peyuouse HC onpaedano ezo noemoproe npumeHeHue.
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#Pumykcumab** makoice mooicem dOvimv 66eden nayuenmam, y komopwix peyuous HC
pazeuiicsa nocie unu Ha gore npumenenus UKH, 6 amom ciyyae 00nOIHUMENbHO MOdCem
paccmampusamovcsi NOGMOPHOe HasHauyeHue uiu yeeauvenue 003l UKH. Ecnu nepeutii
snuzo0 HC y nayuenwma c¢ HMH 6vin kynuposan 6 pe3yivmame NpuUMeHeHUs
AIKUTUPYIOWUX NPEenapamos 8 COYemaHuu ¢ eioKoKopmuxouoamu, mo npu peyuouee HC
B03MOJICHO NOBMOPUMb  KVYPC, HO He 0onee 00HO20 pasza (KYMYIAMUEHAS 003d
yuknoocgana** ne oOonxcna npesviwams 10 2, eciu HeOOXOOUMO COXPAHUMb
Gpepmurbnocms, u 25 2, umoObl 0SPAHUMUMbL PUCK PA36UMUSL 3]0KAYECTBEHHbIX

HOB000PA308aHUIL).

3.2.3 Jleuenue pe3ucreHTHbIX hopm UMH

o Pexomenayercs y mnanueHtoB ¢ VMMH, pe3sucTeHTHOM K MHHIMAIBHOW Tepanuu
ATKUIMPYIOIIMMHU  Npenaparamu/rimokokoptukongamu  unn MKH, wu  craGunbHOU
¢byHkuueit mouex ans kynupoBaHus HC wucnonb3oBaTh CXeMbl JIEYEHUS Ha OCHOBE
#putykcumabda** [134,135].

YpoBenb  y0enuTebHOCTH  pekoMeHgauuii B (ypoBeHb  10CTOBEpPHOCTH

10KA3aTeJILCTB — 3)

o Pexomennyercs y mnaumentoB ¢ MMH, pe3ncTeHTHON K HWHULMAIBHOM Tepanuu
#putykcumadbom™* nnmm MKH, n cHmxenHolt ¢ynkuueidt nmouek st kynupoBanuss HC
UCIIOJIb30BATh AJKUIIUPYIOIIHE TPenapaThl/TIoKkokopTukon sl [127,130].

YpoBenb  yOenuTenbHOCTH  pekoMeHgauumid B (ypoBeHb  [10CTOBEpHOCTH
10KA3aTeJILCTB — 3)

KommenTapuu: Onmumanvusiii n00Xo0 K 8e€0eHUl0 HAYUEHMO8 C Pe3UCMEeHMHOU
gopmoti UMH ne ycmanosnen. PKU, cpasnusarowue pasiuynvie 8apuarnmoel nedeHusi
maxux nayuexwmos, omcymcmeyom. Dpdhexmusnocmo ANbMEPHAMUBHBIX
mepaneemuieckux cmpamecuti npu pesucmenmuou K aevenuro MMH 6 nacmosuwee
8pemsi He Modcem Oblmb NPeOCKA3aHaA ¢ KAKOU-TUOO OnpeoeneHHol CmeneHbio
moynocmu. Omcymcmeue omeema HA OOUH BUO JIeYeHUs He NO0380jsiem 00CMOBEPHO
NPOSHO3UPOBAMb OMCYMCMEUEe Omeema Ha Opyeoll pexcum. B céa3u ¢ smum, K 6blo0py
mepanuu  peaucmenmuvix Gopm HMH credyem nooxooumsv — UHOUBUOVATLLHO.
Llenecoobpasno mazHauamsv anLMEPHAMUBHBIN DPEXCUM JedeHUus HA OCHO8e cXeM
unuyuanvrou mepanuu UMH (cm. pasden «unuyuanvuas mepanus UMH ¢ HC») c
yuemom  KIUHUYECKUX OAHHbIX U  Cepolocudeckoco cmamyca nayuema. Y

pesucmeHmublx K aedeHuro nayuenmos ¢ UMH modxxcem yxyowamuvca @yukyus nouex.
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Ilpu npoepeccupyrowem cruxcenuu CK®D npedonoumumenvree uUCnoib308amsv cxemy,
BKIIOUAIOWYIO  AIKUIUPYIOWUE Npenapamvl U 2I0KOKOPMUKOUObL, HOCKOAbKY MAaKas
mepanusi UHOYYUpyem pemuccuro y 3HayumenbHo 0oavuezo yucia nayuenmos ¢ MMH,
yem UKH unu #pumyrkcuma6** [130]. Oonako 6 smom ciyuae neobxooumo yuumsieams,
umo kymynamuenas 0oza I[PA wue Oondcna npesviiwams 10 2, eciu mpebyemcs
coxpanenue gepmunbHocmu nayuenma, u 25 2, u4mobbl 0SPAHUYUMb  PUCK
3710KayecmeeHHblx H08000pazosanull. K nacmoswemy epemenu npoeedeno moabko 0OHO
Hebonvuioe PKU no oyenke npumenerus yukiocnopuna™* y nayuenmos c gvicoxou 11V
(>10 2/cym) u cHuocennou CK®D (~ 55 mn/mumn), komopoe npoOeMOHCMPUposaio
MOPMOdICEHUE MEMNO8 NOMEPU PYHKYUU NOYEK Npu npumMeneHuu yukiocnopuna™* [151].
YV nayuenmos, ne omeemuswiux na npogooumyro 8 meuenue 6 mecayes UHOYKYUOHHYIO
mepanuto UKH, 603M02CHO anbmepHamusHoe JieueHue Ha 0CHose yukiopochamuoa™* 6
peodicume, NpumeHsemMom 0aa  uHOykyuu pemuccuu. QOOHAKO Yy nayuewmos ¢
VCMAHOBNIEHHOU UNU NPO2peccupyloujeli NOYeuHol HedOCMAamoyYHOCMbIO NPU IMOM Yauje
paszsusaiomcs nobounvie 3¢ppexmol. #Pumyrkcumad™* moocem 6vimv 3¢hghexmusen y
nayuenmoe ¢ HMH, panee wne omeemuswux wna nevenue HKH [150] wmu
AIKUTUPYIOWUMY — Npenapamami, O0COOEeHHO YV NAYUeHMO8 ¢ NepCUCMUPYIOUUMU
nosviuenuvimu mumpamu AT k PLA2R. [pu npumenenuu #pumyxcumaba™* 6 xauecmee
anrbmepHamusHo2o memooa Jjedenus ciedyem oyenums ounamuxy I1Y u AT k PLA2R
uepes 3 mecaya nocie 88edeHUss npenapama, 4modwvl onpeoeiums YeiecoodpasHOCmb
NPOOOCEeHUs. OAHHOU mepanuu Ulu HeoOX0OUMOCMb USMEHeHUs Mmepanesmuieckou
MAKmMuKu.

YV nayuenmos, romopvie He omeemunu Ha aedenue Hpumykcumadbom**,
yuknopocghamuoom™* u UKH, mocym paccmampueamscsi 3KCHEPUMEHMAIbHbIE MemoObl
mepanuu. Hanpumep, nayuenmol, pe3ucmenmuvie k Hpumykcumaoy*>, moeym
peazuposams Ha oounymyzymad — aumu-CD20-anmumeno |l muna, oxasviearowee bonee
MowHoe Oelicmsue Ha B-xkiemxu no cpasumenuro ¢ anmu-CD20-anmumenamu | muna
[152]. Kpome moeco, obcysxcoaiomes Opyeue coépemenHbvle HANpasieHust mapeemHou
aumu-B-kniemounoti mepanuu (6opmezomu6, oapamymyma6, awmu-CD38-anmumena,
oerumyma6) [152].

OpuenmuposouHvlli aneopumm 6vlbopa mepanuu pesucmemuvlx gopm HUMH
npeocmaeineH Ha cxeme J.

Pucynoxk 1. TakTrka nedeHust pe3ucteHTHsIX Gpopm UMH.
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NHuumnanbHan PesuncreHTHOCTDL Tepanus

Tepanua MH 2 AHUK
Het
oTBeTa
uepes
CK® crabunbHa 3 mecAua
WMKH + P1x LA
Prx
CK® cHuKaeTcn LibA
Her
oTBeTa
yepes o -
CK® ctabunbHa P1x 3mecaua 5« <
LoA o8 g
WUKH 3 =5
[TT] T <L
- X a &
g4 o
CK® cHuKaeTca oA =% :
Her a )

oTBeTa
S”EF’“ / BopTezommb,
mecaua
apatymymat
UOA papatymymat,
Prx aHTn-CD38-AT,

LA Benumymab u ap.

CK® crabunbHa

CK® cHukaeTca LdA

[Tpumeuanue: [IOA- muknopochamun, MKH- nHruOuTOpHI KaaslmHelipuHa, PTX- putykcumad

3.N UHoe JieueHue

Beeoenue 6 noOpazoen (N0 HCEMAHUIO) ..........c.uuueee it e eneeas

o Pexomenayercsi /He pekomenayercsa(uro?) ... (komy?) ... (3auem, B Kakux mensix?)[...].

4. MeauuMHCKAasi peaduaIuTANUSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeJULMHCKUE MOKA3AHUA U IPOTHUBONOKA3aHHUA K IPUMEHEHUI0 METO10B
MeIULIMHCKON peadIuTAIlUN, B TOM YK CJIe OCHOBAHHBIX HA MCNOJIb30BAHUU

NPUPOIHBIX Je4eOHbIX (PAKTOPOB

Cneumbnqecxaﬂ MCIUIIMHCKAas pea6I/IJ'II/ITaI_[I/I${ i1 maruenToB ¢ MH He pa3pa60TaHa.

e Pexomenayercsi y mamueHToB ¢ MH mnpoBOAWTH METUIIMHCKYIO PEAOMIHMTAIIMIO TI0
MOKa3aHUsIM U B 00BbeMe, TPETYCMOTPEHHOM JIJIsl TTAIIMEHTOB C XPOHUYECKOW OO0JIE3HBIO
IMO4YCK, C MLCJIbI0 YIYUIICHHUA COCTOAHUA 3J0pPOBbBA, (1)YHKHI/IOH3J'II)HOFO COCTOsSIHHS,
TPYAOCIIOCOOHOCTH U KauecTBa ku3Hu [64,92].

YpoBenb  yOenurTenbHocTH  pekoMeHgammii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)
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5. lIpoduiaakTuka U JMCNaHCePHOe HADJ/II0eHHe, MeIUIIMHCKHE TOKA3aHUs U

NMPOTHUBONOKA3AHMS K NIPUMEHEHUIO METOX0B NPOPUIAKTUKHA

[Mpodpunaktuka wuamonarndeckoi MH He paspaborana. OcHOBOH NpPOPHIAKTUKA
BTOpUUHBIX (hopM MH sBnsieTcst CBOEBpPEMEHHOE BBISIBIICHHE M JIeUeHHE 3a00JI€BaHMIA, KOTOPBIE
MOTYT CcTaTh mnpuunHON pa3Butus MH. Bropuunas mnpodumaktuka MH pomxHa OBITH
HalpaBliecHa Ha paHHEe BBIABICHUE U MPEAYNpeKIeHUEe OOOCTpEHUN U  OCIIOKHEHUU
3a0osieBaHusd, 3aMe/uleHHe TemnoB nporpeccupoBaHus XbBII u  cHukKeHue  pucka
IPEXIEBPEMEHHOW CMEpPTH, NPO(PUIAKTHKY CHIXKEHUS TPYIOCIOCOOHOCTH W OTpaHUYECHUI
KU3HEJEATENIbHOCTH, B TOM 4Hcle HHBanuauzauuu. Haumbonee »¢d@deKkTUBHBIM METOIOM
npoQUIaKTUKU SBJSIETCA JAMCIIaHCEpHU3alMs KakK CIOcO0 paHHEero BBISBJICHHS 3a00JIeBaHUM,
JUHAMHYECKOTr0 HaOJI0ICHUS U HAIIPaBJICHHOT'O JICUEHMUSI.

e PexoMenayercsi Bcex nanueHToB ¢ nojxo3penreM Ha MH (Hapacraromas n3oinupoBaHHas
ITV, cybuedporuueckas ITY waum HC) cBOeBpeMEHHO HAMpPaBIATh K Bpady-HE(DPOJIOTY
ISl TUArHOCTHUKH, OTPE/ICIICHHS TAKTUKY BEICHHS U yIydIlIeHHs poruo3a [64].
YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

e Pexomenayercss Bcem mnanueHtamMm ¢ MH 1npoBoauTh peryisipHO€ MEIULIMHCKOE
o0clieloBaHNE C y4acTHEM Bpada-He(poJiora, NEPUOJIUYHOCTh KOTOPOTO OIpeNeNsIeTcs
aKTUBHOCTBbIO  3a00JieBaHUS, C 1I€JIbI0 KOPPEKIUU IPOBOJAMMON Tepamuu U
CBOEBPEMEHHOTO BBISIBJICHUS IPU3HAKOB 000CTPEHMsI HEPpUTA W/UIIH TPOTPECCUPOBAHUS
XBII [64].

YpoBeHb  yOeqUTENIbHOCTH  peKOMeHJauMiik A (YpOBEHb  JOCTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

e Pexomenayercst Bcem naruentam ¢ MH u camkxennem CK® (XBIT C36-C5) perynsaproe
HaOmrozieHne Bpauya-Hedposora ¢ Ienblo cBoeBpeMeHHOM moarotoBku k  3IIT,
yIy4IIeHUs] OTAAJCHHBIX HCXOJIOB M JOCTIDKEHUS MEIUKO-d3KOHOMHYEcKoro 3¢ddexra
[64,153-155].

YpoBeHb  y0eaAMTENbHOCTHM  pekoMeHAauui A  (YpoBeHb J10CTOBEPHOCTH
0KA3aTEJbCTB — 2)

Kommenmapuu: B kauecmee npumepa nepuoouunocmu obcnedosanuti nayuenmos ¢ MH
MOJHCHO PACCMAmMpU8ams OpUeHmMuUpo8oUHyI0 uacmomy obcnedosanutl nayuenmos ¢ XbI1
(em. raunuueckue pexomenoayuu «Xpouuueckas 6onesnv nouexy, mabn. 26). Ilpu

npoeedenul UMMYHOCYNPECCUBHOU Mepanuu Modxcem nompebosamuvcsi Ooiee uacmoe
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Habarooenue, Hanpumep, npu nposedenuu «nyivcy-mepanuu I'K u [{PA uiu noobope

003bl UHUOUMOPA KATbYUHEUPUHA.

e PexoMeHayeTcsi paccMOTPETh BO3MOXHOCTh TPOBEIACHHUS BaKIHWHAIMK  TPOTHB
MHEBMOKOKKa y manueHToB ¢ MH 1 HC, KOTOpBIM IUIaHUPYETCss UMMYHOCYTIPECCHBHAS
TepaIuu, U CHIKEHHUS PUCKOB HHPEKIIMOHHBIX OClIoKHEeHHMM [42,156,157].

YpoBeHnb  yOenuteabHocTH  pekoMenaammii C  (ypoBeHb  10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

o PexoMeHayercsi pacCMOTPETh BO3MOXKHOCTh NMPOBENEHUST MPOGUIAKTHIECKON Tepamnui,
HaIlpaBJI€HHON Ha MpEeAyNpeXJAeHUE MHEBMOLMCTHON IMHEBMOHHUHU, B COOTBETCTBHM C
JNEUCTBYIOIMMH DPEKOMEHAAUMAMU Yy mnanueHToB ¢ MH, KOTopbIM mpoBOAUTCS
MMMYHOCYNPECCUBHAs TEPAIUs ¢ IPUMEHEHUEM IIIOKOKOPTUKOUIOB (B BBICOKUX J03aX),
ukiodochamuna** wim #purykcumaba**, [42,158,159].

Yposenb  yOenurtenbHocTH  pekoMengauuii C  (ypoBeHb  JIO0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

o Pexomenayercs y mnagueHtoB ¢ MH, jmnuTensHO  mosydaronux — JICYEHHE
TTIIOKOKOPTUKOMIAMH, TPOBEIEHUE MEpPONPUSATHH, HalpaBlIeHHBIX Ha NPO(QUIAKTHKY
OCJIOKHEHUH naHHOoM Tepanuu [160].

YpoBenb  yOeautenbHocTH  pekomengauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

6. Opranu3anusi 0Ka3aHusi MeJIUINHCKON MOMOIIH
IMoxa3zanust A1 NJIAHOBOM rOCNMTATU3AIUM B MeIMIMHCKYI0 OPraHU3anMIo:

1) Bmepsble BeisiBneHHas [1Y > 1 r/cyT, 0COOCHHO CTOMKAs W/WITM HapacTaIoIIas;

2) Buepsble BbisiBIeHHBIH HC;

3) BmepBeie BbIsiBIeHHOe cHmkenne pCKDd < 60 wn/mun/1,73 M2 wim
nporpeccupyroiiee yxyamenue GQyHKIUU T0YeK;

4) HeoOXOAMMOCTH MPOBEICHHS OUOTICUH TTOYKH;

5) HEo0X0AMMOCTH Hayasla MM NPOIODKEHHS IMMYHOCYTIPECCUBHOM TEparuu;

6) HeoOXOAMMOCTh KOPPEKIMHM MPOBOAUMON Tepanmuu (Ipu HEIPPEKTHBHOCTH MED,
MPEANPUHATHIX Ha aMOyIaTOPHOM JTare);

7) oueHka 3(pPEKTUBHOCTH POBOJAUMOMN TEPAIIHH.
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IToxa3anust Is1 IKCTPEHHOM IrOCIUTAIH3ALMY B MEIHIINHCKYIO OPraHU3ALHIO:
1) TspKenbIii HePOTHUECKUI CHHAPOM C Pa3BUTHEM YTPOXKAIOLINX KU3HU OCIOKHEHUH;
2) OIIII ¢ pa3BUTHEM YTPOKAIOLIUX KU3HU OCIIOKHEHUM;
3) yrposkaroIiue >xu3Hu TPOMO0IMOOTUIECKHUE COOBITHS;.

4) yrposkarolue Ku3HH JIEKapCTBEHHbIE OCIOKHEHUSI.

IMoka3aHusi K BHIMHCKE MAIHEHTA U3 MeTUIMHCKONH OPraHu3anuu:

1) npu BmepBsie BbIsBIeHHON cyOHedpoTuueckoit ITY wimm HC ycraHOBACH AMarHo3 u
dbopma (mepBuuHas/BTopuyHasi) MH, HayaTto JieueHHE B COOTBETCTBHU  C
PEKOMEHTAIUSIMH,

2) JOCTHTHYTa MOJIOKUTEIbHAS KIMHUYECKAs IMHAMHUKA: YMEHBIIMJIACh BBIPAKCHHOCTD
OTEKOB IPU HATMYUH OTEUHOTO CHUHJIPOMA, TIOCTUTHYTHI IleNieBble 3HaueHus A/Jl;

3) y mManMeHTOB C paHee YCTAaHOBJICHHBIM nuarHozoM MH mnpoBeneHa oreHka
3¢ (HEKTHBHOCTH M TIPH HEOOXOTUMOCTH BBIMIOJTHEHA KOPPEKIHS MIPOBOJUMON TEPaInu C
y4eToM akTuBHOCTH MH, mpoBeneHa IMArHOCTHKA W TPU HEOOXOIUMOCTH JICUCHHE

OCJIOKHEHUH.

7. lonoiauTebHAs HHpopManus (B TOM 4uciie (aKkTopbl, BJIAUSIIOIINE HA

HCXO0/1 3200/1eBAHUS UM COCTOSTHUSA)

[Ipornos UMH B nenom OnarompusitHeiii. Y HenmedeHHbIX nanuentoB ¢ UMH u HC
nporpeccupoBanue ¢ pazsutuem TIIH gepes 5 ner nabmonaercs B 14% ciyuaes, uepes 10 et —
B 30% cityuaeB u uepe3 15 et — B 40% ciyuaes [10].

®axropamu pucka nporpeccuposanus XbII y manuentos ¢ MH sBistoTCs moBbIlIEHHE
CBIBOPOTOYHOI KOHLIEHTpauuu kpeatnHuHa Oosee 1,5 mr/mn (133 mMxmons/n), canxenne pCK®
Ha 20% u Gozee 3a 12 MecsIeB Ha JTFOOOM dTare TeueHus 3a00I€BaHUsI, KOTOPOE HE MOXKET OBITh
0O0BSICHEHO JIpYTMMHU NpUYUHaAMH, nepcuctupoBanue I1Y Oonee 8 r/cyT B TeueHue 6 mecsles,
NPUCYTCTBUE B MOYE HHU3KOMOJEKYJsIpHbIX OenkoB (low-molecular-weight proteinuria) u,

BO3MOXKHO, Bbicokue TUTPhl AT k PLA2R [161].

Kpurepuu onenku kayecrsa MeJUIMHCKON IOMOIIH

Ouenka BbITIOJIHEHM S
Ne Kpurepun xauecrsa

(na/Her)
1. |[[lammenty ¢ momo3penneM Ha MH mpu  orcyrcTBHH Ha/uer

[POTUBOIIOKA3aHUI TpoOBeleHa OHONCUS TOYKH C IaToJOro-
AHATOMHYECKUM HMCCIIEJOBaHNEM OMOTICHITHOTO MaTepuaia

2. [[Mammenry ¢ MH u IIY >05 r/cytkm mnpu OTCYTCTBHH Ha/uer
MMPOTHUBONOKA3aHUI Ha3HAaYeHO JieueHHne nHruoutopom AIID wmmm
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QHTArOHUCTOM PELENTOPOB aHI'HOTeH3HHa ||

[laruenty ¢ MH u ITY > 200 mr/r kpeatuauna mouu, pCKD
> 30 mi/mun/1,73 M2, HE HYKIAIOIIEMYCsl B
MMMYHOCYTIPECCUBHOMN TEeparuu, npu OTCYTCTBUH|
POTHBOIIOKA3aHUI Ha3Ha4eHO JieueHne uHruoutopom SGLT2
#Hnamarmadoznaom ™ *

Jla/Het

[laniuenTy ¢  mOpeanosiaraéMbiM WKW TOJATBEPKICHHBIM
muarnozom  MH  mpoBenena  guarHoctuka, — BKIIOYas
CEPOJIOTUYECKHE U UMMYHOJOTUYECKHUE TECThI, 1JIs1 UCKITIOUEHHUS
BTOpr4HON hopmb MH

JNla/uer

Y nanMeHTa € OPEANOJIaraéMblM WM TOATBEPKIACHHBIM
nmuarnozom MH B Bo3pacTte > 55 neT, a Takxke IMalMeHTa B
Bo3pacTe < 55 JeT mpu HaIW4YMH y HEro (HaKTOPOB PHCKA
Pa3BUTHS  3JIOKAYECTBCHHBIX HOBOOOpA30BaHMM, HCKIIOYCH
MapaHeoIIaCTUYECKUI XapakTep HedpornaThuu

JNla/uer

[lamenty ¢ MH u HC ¢ runmoansOymunemueit < 28 r/m u
HU3KMM PUCKOM KpOBOTEYEHHUS Ha3zHaueHa NpoQHIaKTHYecKas
QHTUKOAryJISHTHas Tepamuss Ha CPOK Kak MHUHUMYM [0
ITOCTH)KEHUS YPOBHS aJibOYMHHA B KPOBHU > 28 1/11

Jla/uer

[Tamuenty ¢ MH wu HC ¢ nono3peHunem Ha pa3BUTHE
TPOMOOSMOOIMUECKUX OCJIOKHEHUH MpOBeAeHa HeoOXoaumast
mabopaTopHass M HWHCTPyMEHTaJbHAs JWarHOCTUKA JJs HX
MCKJIIOUCHUS

Jla/uer

[lanueHTy c MH u HC c YCTaHOBJICHHBIMY|
TPOMO0IMOOTMUECKUMU OCJIOKHEHUSIMHU Ha3HA4YCHA|
HeoO0XouMasi aHTUKOAryJITHTHAs! Tepanusi

Jla/aet

[Tatmenty ¢ UMH 1 HC npu Hanuuuu xotst 661 0HOTO (akTopal
pHCKa IIPOrpeccupoBaHrs HepponaTuu Ha3HAUYE€HA ONTUMAJIbHAS
VH/TyKIIMOHHAsi IYMMYHOCYIIPECCUBHAsI Tepanus (aIKWINPYIOLIe
Mpenaparsl B COYETaHUH c [IIIOKOKOPTUKOUIAMH,
HpuTyKCcuMao™** WIN MHTUOUTOPBI KaJbIIMHEHpHHA)
JUINTEJIBHOCTBIO HE MEHee 6 MecsILeB

JNa/uer

10.

[Tannenty ¢ UMH u penmaneom HC Ha3HaueH MOBTOPHBIN KypC
repanuu (¢ yuetoM 3¢ (HeKTUBHOCTH M 0€301acHOCTH), Ha (hOoHE
KOTOPOH paHHee Oblia IOCTUTHYTa PEMUCCHS

JNa/uer

11.

[Tatmentam ¢ UMH, pe3ucTeHTHONW K WMHHIMAIBHOM TEpamuu,
MpOBE/ICHA KOPPEKIHWs JIEYCHHUS C BBIOOPOM ONTUMAILHOU
CXEMBbl  TIPEOJOJICHUS  PE3UCTEHTHOCTH  (AJIKWIHMPYIOLIHUE
npenapaTsl B COYETaHUU c TITFOKOKOPTUKOHIAMH,
HpuTyKCUMa0™* MM MHTHOUTOPH! KaJbIIMHEHPUHA) B KaXKIOM

KOHKPETHOM CJIydac

JNla/uer
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IIpuiaoxkenune Al. CocraB paOodeil rpynmbsl mno paspadorke u

nepecMOTPY KJIMHHYECKHX PeKOMeHaaluii
batrommn Muxann MuxaitnoBud — 1.M.H., ipodeccop kadeapsl BHyTpeHHUX Oone3Hend No2,
3aBenytonmii HeponoruueckuM otnenenneM O@I'BOY BO PoctMI'Y Munznapasa Poccun, r.
PoctoB-na-Jlony. Unen IlpaBnenuss Acconmanuu Hedposoros, 4ieH mpasieHus HayuHoro

obmectBa Hepostoros Poccum.

bobkosa Mpuna Hukonaesna (mpencenarens paboyei rpymibl) — 1.M.H., ipodeccop kadempbl
BHYTPEHHUX, NPOPECCUOHATBHBIX OONe3Hed W peBMaroioruu WHCTUTyTa KIMHUYECKON
meauiael uM. H.B. Cximdocockoro ®I'AOY BO IlepBeiit MI'MY um. .M. Ceuenora
MunsapaBa Poccun (CeuenoBckuil yHuBepcuter), MockBa. UneH npasiieHus: Accouuanuu

Hedpotoros, pe3uneHT Hayunoro obmiectsa Hedpomoros Poccun

bobpoBa Jlapuca AjekcaHapoBHa — K.M.H., AacCCHUCTEHT Kadeapbl BHYTPEHHHX,
npoeccHoHaIbHBIX OOJIe3HeH W peBMaTOJOruu MHCTUTYyTa KIMHUYECKOM MEIUIIMHBI HM.
H.B. Cxmgocosckoro @I'AOY BO Ilepserit MIMY um. U.M. CeuyenoBa Mun3znpasa
Poccun (CeuenoBckuii yHuBepcureT), MockBa. UneH Acconuanuu He(posioros, dieH

Hayunoro o6mectBa Hedpoioros Poccuun

Barazun Amnapert BnagumupoBud — Ja.M.H., Tpod., PYKOBOIUTENH XHUPYPTHUECKOTO
OT/eNeHHUs] TPaHCIUIAHTAIlMM TOYKH, 3aB. Kadeapoil TpaHCIIAHTOJIOTHH, HE(POJOTHH U
UCKYCCTBEHHBIX ~ OpPraHoB,  MOCKOBCKMH  OOJAaCTHOM  Hay4YHO-HMCCIEI0BATENbCKUN
KJIIMHUYECKMN HMHCTUTYT uMM. M.®D. Bnamummupckoro, MockBa. [1aBHBIM BHEMITAaTHBIN
cneruanuct Hedponor Munsapasa PO no LDO. IlpesuaeHt Accorumanuu HEPPOIOTOB.

3acmysxeHHbIN Bpad PD. 3acimykeHHBIN nesTenb Hayku PO.

Jlo6ponpaBoB Bmagumup AunekcannpoBud — JI.M.H., TOpod., 3aM. IUPEKTOpa HAyYIHO-
UCCIIEIOBAaTENIbCKOTO MHCTUTYTa He(dpoiorud mo HaydyHoW pabote, mpodeccop Kadeapbl
NPOTEACBTUKN BHYTpeHHUX Oonesneil ¢ kiuuHukoi, Ilepswiit Cankr-IlerepOyprekuii
rOCYy/IapCTBEHHBIH MeAUUMHCKUNA yHUBepcuTeTa uM. akaa. W.I1. [TanoBa, Cankr-IlerepOypr.
Unen mpasienus Acconuauuu Hedposoros, uieH mpasieHuss Hayunoro oOmiectsa

HedposoroB Poccun

3axapoBa Enena BukropoBHa — K.M.H., 3aBeqyromias HepposornueckuM otaenenuem ['bY3
«I'’Kb um. C.II. Borkuna» JlemaprameHnTa 3apaBoOXpaHeHHs T. MOCKBBI, TOIEHT Kadeapbl
Heponorun  DIIJIO MOCKOBCKOTO TOCYAapCTBEHHOTO MEIMKOCTOMATOJIOTHYECKOTO

yauBepcureta uM. A.M. EBnokumoBa, poneHt kadenpbl Hedpororuu M TeMoIualin3a

68



10.

11.

Poccuiickoit MeAMIIMHCKON akaeMHH HENpPephIBHOIO MpodecCHOHAIbLHOI0 00pa3oBaHMs,

Mockga. [Ipeacenarens Poccuiickoro nuaan3zHoro oouecTsa

KampimoBa Enena CepreeBHa (cekperapb paboueil Ipynmbl) — K.M.H., JOLEHT Kadeapbl
BHYTPEHHUX, NPOPECCUOHATBHBIX Ooe3Hel u peBMarojoruu WHCTUTYyTa KIMHUYECKON
memuumael M. H.B. CkmudocoBckoro @T'AOY BO Ilepeiii MI'MY um. U.M. CeueHnoBa
Munznpasa Poccun (CeuenoBckuii yauBepcuret), Mocksa. Unen Accornmanuu Hepoiaoros,

OTBETCTBEHHBII cexperapb Hayunoro obmectBa Hedposoros Poccun.

Kosnosckas Haranbst JIbBoBHa — J.M.H., Mpo¢., PYKOBOAMUTENb LEHTpa IOMOLIU
OepeMeHHBIM C Taroyiorhedl mouek u ModueBbBomsmmx myted, ['BY3 «I'’Kb um. A.K.
EpamuinanneBa» JlemaprameHTa 3apaBoOXpaHeHUss I. MOCKBBI, mpodeccop Kaderpbl
BHYTPEHHUX OoJie3HEl ¢ KypcaMu KapAWOJOTUM M (PYHKIMOHAIBHOM JUArHOCTUKU HM.

akagemuka B.C. MouceeBa PY JIH, Mocksa. Uiien Acconuanuu HepoIoroB.

JIpicenko (KoznoBckas) Jluaus Biaagumuposna (conpeacenarens padoueit rpymnbl) — 1.M.H.,
npodeccop Kkadeapbl BHYTpEHHHX, MNPO(ecCHOHANBHBIX OOJie3HEH U PEeBMATOJIOTUU
Wncturyra xnuHndeckor meauuuubl uM. H.B. Cximdocosckoro ®I'AOY BO [lepsblit
MI'MY um. U.M. CeuenoBa MunznpaBa Poccuu (CeueHoBckuil yHHUBEpcuTeT), MoOCKBa.

Unen Accoumanuu He(posIoros, wieH npasiaeHus HayuHoro obmiectBa Hedposoros Poccun.

CmupHoB Aunekcedt BnaaumupoBud — A.M.H., TIpod., TUPEKTOp HAYYHO- KIMHHUYECKOTO
HCCIIEIOBATENIbCKOIO  LEHTPA, JUPEKTOP HAYYHO-  HMCCIIEOBATEIBCKOIO  MHCTUTYTa
Hedposoruu, 3aB. Kadeapoil MponeneBTUKHA BHYTpEHHHX Oome3Hell ¢ kimuHukoi, [lepsblit
Cankr-IlerepOyprckuii  rocy1apCTBEHHBIH METUIMHCKUN yHUBepcuTeT uM. akaa. W.IL
[TaBnoBa, Cankt- IlerepOypr. Unen mpaBneHust Accoruaiuu He(pOJIOroB, BUIE-TIPE3UICHT

Haydnoro o6mectsa Hedponoros Poccun

Yeborapea Haranps BuxropoBHa — 1.M.H., mnpodeccop Kadeapsl BHYTPEHHHX,
npoeccnoHAIbHBIX OOJIe3HeH W peBMaTONOTHU MHCTUTYyTa KIMHWYECKOW MEIUIIMHBI HM.
H.B. Cximugocosckoro ®I'AOY BO Ilepeiii MI'MY um. .M. CeuenoBa Mun3zapasa
Poccun (CeuenoBckuii yHuBepcureT), MockBa. Unen Acconuanuu He(poiaoros, dWieH

Hayunoro o6mectBa Hedposoros Poccuu.

Konaukr natepecoB: ABTOPHI 3aBIISIOT 00 OTCYTCTBUU KOH(IUKTa HHTEPECOB.
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Ipunoxenue A2. MeToa0s10rusi pa3padoTKu KIMHAYECKUX PEKOMeH Al i
[Ipu pa3paboTke JaHHBIX PEKOMEHJAUUWHA B KAyeCTBE OCHOBBI HCIIOJIb30BAIU
pekoMeHmanuu  «MemOpaHo3Has Hedpomatus» 2016 1., a TakkKe MEKIyHapOIHBIC
peKOMeHJauu 1Mo 3Toi mpobieme. Te3uchl-peKOMEHAAau OCHOBAaHBI Ha CHUCTEMAaTHUYECKOM
o030pe omyOnukoBaHHBIX M0 2021 r. craTeil, BHIMOJHEHHOM wWwieHaMH paboueil rpynmsl. s
OILICHKH KauyecTBa U CUJIbl PEKOMEHAAINN HCIOIb30BAIM YPOBHU JIOCTOBEPHOCTHU JI0KA3aTEIbCTB
1 yOeIuTeIbHOCTH peKoMenaaruii (tadm. 1-3).

IleaeBasi avIMTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

Bpau-nedporor.
Bpau-tepanesr.

Bpau-TepaneBT yuacTKOBBII.

A w p e

Bpau o0mieii mpakTuku (ceMerHBbIi Bpay).
Tadauua 1.11lkana omleHKH ypoBHEH TOCTOBEpHOCTH noKazaTenbcTB (Y 1) meTonoB

JUAarHOCTUKH (I[I/IaFHOCTI/I‘ICCKI/IX BMCI_HaTeJ'IBCTB)

YA Pacummdposka

1 Cucrtematndeckue 0030pbl MCCIEAOBAaHUN C KOHTpOJIEM pe(epeHCHBIM METOJO0M WU
CUCTEMAaTUYeCKUi 0030p paHAOMHU3ZUPOBAHHBIX KIMHUYECKUX HCCIEIOBaHUM ¢
PUMECHECHUEM MeTa-aHaan3a

2 OTnenpHBIE HUCCIENOBAHUS C KOHTPOJIEM pPEePEpPeHCHBIM METOJOM WM OTHAEIbHBIE
PaHIOMU3UPOBAHHBIE KIMHUYECKHUE HCCIEOBAaHUS M CHUCTEMaTH4eckue 0030pbI
MCCIIEIOBAaHMM JTI000T0 Ju3aiiHa, 32 UCKIIOYEHHEM PaHJIOMU3UPOBAHHBIX KIMHUYECKIX
MCCJIEeI0BaHMI, C IPUMEHEHHEM MeTa-aHalln3a

3 HccnenoBanust 0e3 MOCIENOBATENBHOTO KOHTPOJIS pPE(PEPEHCHBIM METOAOM WIIH
UCCIIEIOBaHMUSI C PEPEPEeHCHBIM METOJOM, HE SBISIOIIMMCA HE3aBUCUMBIM OT
HCCIIEyEMOI0 METOJla WJIM HEepaHIOMU3HPOBAaHHBIE CPAaBHUTEIbHBIE UCCIIECIOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEA0BAHUS

4 HCCpaBHI/ITCJ'IBHBIC HCCIICAO0BaHMsA, OITMCAHNEC KIIMHUYCCKOIO ClIydas

5 HNmeeTcs auiibs 000CHOBAHHE MEXaHU3Ma JIeNCTBUS WJIM MHEHHE OKCIICPTOB

Taéauuna 2.11Ikana orieHKH YPOBHEH TOCTOBEPHOCTH JTokazarenscTB (Y /1) st MeTtomoB
npoUIAKTUKY, JIEYEeHUS U peaduauTanuu (MpouaakTH4ecKux, Je4eOHbIX, peaduIuTallMOHHBIX

BMEIIATEIICTB)

YA Pacuiugposka

1 | Cucrematnueckuii 0630p PKU ¢ npumMeHeHneM MeTa-aHaiu3a

2 Otnenpabie PKU u cucrematmyeckne 0030pbl HMCCIIENOBAHUM JIO0OTO W3aiiHa, 3a
uckimouennem PKH, c npumeHeHreM MeTa-aHauu3a

w

HepaHI[OMI/ISI/IpOBaHHBIe CPaBHUTCIIbHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBLIC MCCIICIOBAHUSA

4 HeCpaBHI/ITCJIBHI:Ie HCCJIICAO0BaHUs, ONMMMCAHUC KIIMHUYCCKOr'o Ciiy4dast UJIh CCpUU CiIy4acs,
HUCCICOOBaHUS ((CJ'Iy‘I&fI-KOHTpOJ'IB»
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5 | Umeercs numbs 00OCHOBaHHWE MEXaHHM3Ma JICUCTBUS BMENIATENHLCTBA (JIOKIMHUYCCKHE
WCCJIETIOBAHMsI) UM MHEHHE DKCIIEPTOB

Tabmmpna 3.1Ikana oueHku ypoBHEH yOeautenpbHOoCcTH pekoMeHaauui(YVYP) nns
METOA0B MNPOQUIAKTUKH, AMArHOCTHKM, JIeUyeHHss M peadunurtaiuu (IpoQHIaKTUYECKUX,

JUAarHoOCTHYCCKHX, J'IC‘IC6HBIX, pea6I/IHI/ITaHI/IOHHHX BMeI_HaTeJ'IBCTB)

YYP Pacuiugposka

A CwibHas pekoMmeHaamus (Bce paccMaTpuBaeMble KpUTEpUH IP(HEKTUBHOCTH
(MCXOnbl) SIBISIOTCS BAXKHBIMH, BCE HCCIICOBAaHHS WMEIOT BBICOKOE HIIU
YIIOBJICTBOPUTEIBLHOE  METOJOJOTMYECKOE  KaueCcTBO, WX  BBIBOJABI IO
WHTEPECYIOIIMM UCX0JIaM SIBJISIFOTCS COTJIACOBAHHBIMHU )

B VYcnoBHas pekoMeHJanus (He BCe paccMaTpuBaeMble KpUTepuH d()PeKTUBHOCTH
(Mcxonbl) SIBJIAIOTCSI Ba)KHbIMU, HE BCE MCCIEIAOBAHUS HMMEIOT BBICOKOE WM
YAOBJIETBOPUTEIILHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIIMM UCX0/IaM HE SIBJIIIOTCSI COTJIACOBAHHBIMHU)

C Cnabast pekoMeHaanus (OTCYTCTBHUE JOKA3aTENbCTB HAJIEKAIIEro KayecTBa (Bce
paccMmarpuBaeMble KpUTEpUH dPPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMH,
BCE MCCJIEAOBaHUS UMEIOT HU3KOE METOJI0JIOTMYECKOe KaUYeCTBO U MX BBIBOJBI 10
MHTEPECYIOIIMM MCX0JaM HE SIBISFIOTCS COTJIACOBAHHBIMH )

IMopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHAAMH.

Mexanu3m  OOHOBIIEHHS  KJIMHUYECKUX  PEKOMEHJAIMKA  MpeaycMaTpuBaeT  UX
CHUCTEMAaTUYECKYIO0 aKTyaJIu3allli0 — HE PEKE YeM OJIMH Pa3 B TPU rojia,a TAKXKE MPH MOSBICHUN
HOBBIX JIaHHBIX C TMO3MIMH JO0KA3aTE€IbHON MEIUIMHBI IO BONPOCAM JUATHOCTUKHU, JICUEHUS,
NpOPMIAKTUKH W peabWIUTallud KOHKPETHBIX 3a00JIeBaHMM, HAJIMYMU OOOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeuaHuil K panee yrBepk1€HHbIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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Ipuioxkenue A3. CipaBo4HbIe MATEPHUAJIbI, BKJIKYAas COOTBETCTBHE
NMOKA3aHUH K NIPUMEHEHHUIO ¥ MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX NPENAapaTOB, MHCTPYKUMHU MO NPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

1. Kimmanueckue PEKOMEHJALUH. XpoHudeckas 00J1e3Hb IIOYeK.

https://rusnephrology.org/wp-content/uploads/2020/12/CKD final.pdf

2. Knuangeckne PEKOMECHOAIH. OCTpOG IMOBPEKICHHUC ITOYCK.

https://rusnephroloqy.org/wp-content/uploads/2020/12/AKI final.pdf

3. WHeTpykuMy 1O NPUMEHEHUIO  JIEKApCTBEHHBIX — IIPEnapaTtoB —  CM.
l'ocynapcTBeHHBIM peectp JIEKAPCTBEHHBIX [penaparoB

http://grls.rosminzdrav.ru/GRLS.aspx
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Ipunoxenue b. Anropurmsl 1eidcTBUII Bpadya

Cxema 1. AIropuT™ NpUHATHUS PELICHUS 0 HEOOXOUMOCTH MTPOBEACHUS OUOTICHH TOYKU

pu noxo3penuu Ha MH.

[ NauneHT ¢ nogo3peHnem Ha MH ]

[ Onpepenenue TuTpos AT kK PLA2R ]

Her AT k PLA2R Aa

nosblWeHbI?

*HexapaktepHaa ana MH knnHuueckas KapTMHa\ HopmanbHas
*bbicTpoe cHukeHne CKP YHKUMA nouek
*ToNOKUTENbHbIE Pe3y/bTaThl CePONOTUYECKUX

TeCToB, yKasblBaloWMe Ha BO3SMOKHbIN

BTOPUYUHbII XapaKTep Hedponatnu

*OT1cyTcTBME oTBeTa Ha UCT + cHuxkeHune CKP
*MepcuctuposaHune HC, HecmoTps Ha
ncyesHoseHme AT K PLA2R /

OT 61oncum NoYKM
MOXHO
BO34epKaTbCa

MokasaHa 6uoncua I

MNOYKK

[Mpumeuanus: AT k PLA2R — antutena y penenropy ¢ochommmazer A2; UCT —
UMMyHOCyTnipeccuBHas Tepanus; MH — memOpanosnas nedpomatus; HC — HedpoTHueckuit

curzipoM; CK® — ckopocTh Ki1yOOUKOBOW (PUIBTpALIUK.

Cxema 2. Anroput™ BbIOOpa aHTUKOATYJISTHTHOM Tepanuu y naiueHTos ¢ MH
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NauneHT c UMH 1 HC

AnbbyMUH B
KpoBM < 28
r/n?

Bbicokmii puck BT30

OueHKa pucka
KpoBOTEYEeHUI

Ectb
Apyrue

daKTopb!
pucka

BT307?1

Het

Het

OueHka dakTopos
pucka AT30

Bbicokmit
puck
AT30?

BbICOKMI1 pUCK
KpOBOTEYEHMI
?

Her

Moxet
obcyaaTbea

MpodunakTnieckas
aHTUKOAryNAHTHasA
Tepanua He
nokasaHa

HasHaueHune
npodunakTMyeckon
aHTUKOAryNAHTHOM

Tepanun (HMT,
BapdapuH**)

auetuncanuumn
0BOI1 KUCNOTbI2

i

! B xauecTBe 1OMOMHUTENBHBIX (PAKTOPOB PHCKA MOTYT 0OCYXKAAThCA: TIpoTenHypus > 10
r/cyr, UMT > 35 xr/m?, TeHeTHyeckas NpPEeIpacloI0okKeHHOCTh K TpoM003aM, cepedHas
HenocratouHocts Il wmu IV dyHkiponansHoro kinacca no kinaccupukanuun New York Heart
Association, HeTaBHO HEPEHEHHOE OPTONEANYECKOEe I OOIIEXUPYPTrHYECKOe BMEIIATEIBCTBO,
JUTATEIIbHAS MMMOOHIH3aNUs | T.11. [42]

2 O6cy)aaeTcs MHAMBHAYAIbHO B KAKJIOM KOHKPETHOM Ciydae (IOZPOGHOCTH CM. B
nyHkre 3.1.1)

[Tpumeuanus: AT k PLAZ2R — antutena y peuentopy ¢ochonunassl A2; ATOO —
apTepualibHble TpoMOOo3MOoauueckue ocnoxxkHeHus; BTOO — BeHO3HBIE TpoMOOIMOOIMUECKHE
ocnoxkHenus; UMH — ununonaruueckas memOpano3Has Hepponatus; UMT — unzaekc macchl

tena; HMI™ — auszkomonekynspublie renapunbl; HC — HedpoTuyeckuii cMHIApOM.

Cxema 3. Anroput™m BeiOOpa Tepanuu y nauueHtoB ¢ UMH B 3aBucHMOCTH OT cTeneHH

pHCKa IPOrpeCCUPOBAHMSL.
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NUMH

[ OLeHKa p1CcKa NPorpeccMpoBaHus ]

Puck Het

cpeaHnii
?

Puck
BbICOKMIA
?

*HedponpoTekTrsHas
Tepanus, HabtoaeHne

*HedponpotekTusHas

Tepanus, HabnoaeHne
“#PuTyKCUMaG™* PUCK 0YeHb BbICOKMIA
*UKH

*#PUTYyKCUMa6* *

sLdA + TK
*UKH + #puTykcumab*

LA + TK

[Mpumeuanue: 'K — rmroxkoxoptuxouas; UKH — naruburopsr kaneiuneiipuaa; UMH —

uaronarnieckas memOpanosnas Heponarus; DA — #ruknopochamuma™*.
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Ipunoxenue B. Uudopmanusa 11 naumeHra

Y Bac gumarHoctupoBaHa MemOpaHosHas Hedpomarus (MH). BaumarensHo
O3HAKOMBTECh C IpUBEIEHHONW HMWXKe HH(popMmanued 00 3ToM 3a00JIeBaHUM U IIpU
HE00XOIMMOCTH OOCYIMTE HEMOHATHBIE BOIIPOCHI € JeUaluM BpadyoM. TIiaTensHoe cie0BaHne
pPEKOMEHIaIMsIM Bpaya MO3BOJIUT yNy4yIIWTh Barie camMo4yBCTBHME M CHHM3HTH PHCK TSDKEJIBIX
OCJIOKHEHUH.

Kparkas undgopmanus o 3a00/1eBaHUHA

MemOpano3Hast HedponaTusi MpeacTaBiseT co0oi ayTOMMMYHHOE 3a00JIeBaHUE TMOYEK,
IpU KOTOPOM pAa3BUBAETCS HMMYHOJIOIMUYECKH OIOCPEAOBAHHOE IOBpEXJIEHUE Oa3albHON
MeMOpaHbl KiIyOOuKa — OCHOBHOM CTPYKTYpBbI, BBIINOJIHAOLIEH B o4ykax GyHKUMIO ¢puibtpa. B
pe3yibTaTe cojepKaliuecss B KpoBU OeNKHM MomnaaarT B Mouy (mporeuHypus). [Ipu morepe
0OJIBIIOTO KOJMYECTBA Oelika (POpPMHUPYETCSI COCTOSIHHE, ONpenessieMoe Kak «He(hpPOTHUYSCKUH
CHHIIPOM.

Bhiensitor nepBUYHYH (MAMONATHYECKYI0) U BTOPUYHYIO (OpMbI MeMOpaHO3HOH
Heppormatuu. Y OOJBIIMHCTBA NAIMEHTOB C IEpPBUYHOM MeMOpaHO3HOH Hedponaruein
o0Opa3yroTcsi aHTUTeNa K peuentopy Qochonunassl A2, KOTOpbIE MOBPEXKIAIOT «IIOYESUHBIN»
¢unbTp. BTopuunas MemOpaHo3Hass HedpomaTusi pa3BUBAeTCS  BCIEACTBHE  JPYIHX
3a00JIEBAaHMII/COCTOSIHUI, B TOM YHUCIIE:

® AayTOMMMYHHBIX O0JIe3HEH (TaKuX KaK CUCTEMHasl KpacHasi BOTYaHKa, );

® 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHUIA;

e uHpexnuii (Hanpumep, BbI3BaHHBIX BUpycamu renatuta B umu C);

e [apa3uTapHbIX MHBA3UH (HapuMep, pu MaJSpUH);

® TIPUMEHEHHS HEKOTOPHIX JIEKAPCTBEHHBIX CPEICTB.

Kiannuko-i1adopaTopHblie NposiBJICHUS

MemOpaHo3Hasi HeporaTusi, Kak MPaBHIO, Pa3BUBACTCS ITOCTETIEHHO, TP STOM Y YacTH
MAIMEeHTOB KIMHUYECKUE TMPOSBICHHUS 3a00JI€BaHHUS OTCYTCTBYIOT B TEUYCHHE JTHUTEIHHOTO
BpPEMEHHU, U NPU3HAKU TOPaKEHHs IMOYeK OOHApYKMBAIOT CIydailHO Hpu OOCIIEAOBAaHUM IIO
NOBOAY JApyroro 3a0ojieBaHMsA. XapaKTEepHble KIMHUYECKHE CHUMITOMBI MeMOpaHO3HOU
He(ponaTuu BKIOYAIOT:

® OTEKH pa3IMYHON CTETIEHW BHIPAXKEHHOCTH (OT HEOOJBIINX OTEKOB CTOMN M TOJICHEH

70 OTeKa MOJKOKHO-KMPOBOM KIETUATKU M CKOIUICHHS KMJIKOCTU B OpIOLIHON U
IUIEBPAJIbHBIX MOJIOCTSAX );

e 1pubaBKy Macchl TeNna;
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® YMEHBIIEHUE KOJMUYECTBA BBIIEIAEMON MOYM, MOSBICHHE NEHSMIEHCS MOUN («IIEeHa»
COXpaHsETCs B TEUCHHUE AJIUTEIBHOIO BPEMEHH);

®  YTOMJISIEMOCTb;

e YHOI/IAa IOBBIIIEHHE apTepuanbHOro aasieHus (AJ]) B couetaHuu c xanobamu Ha
rOJIOBHBIE 00JIN, TOJIOBOKPYKEHHUS, IIyM B yIIax.

IIpu naGopatopHOM 00CI€0BAaHUN MALUEHTOB ¢ MEMOpPaHO3HOM HedponaTheil BBIABISIOT
CJIEYIOIINE TUITNYHbBIE U3MEHEHMUS:

® POTEHHYPUIO (Hannuue Oenka B MOYe);

e CHIXEHHE ypOBHEl oOuiero 0enka 1 aab0yMruHa B OMOXMMHUYECKOM aHAJIU3€ KPOBHU;

® [IOBBIIIEHUE YpPOBHEH JMNMJIOB B KPOBU (OOIIEro XOJECTEpUHA, TPUIVIULIEPHIOB,
JIMMONPOTENHOB HU3KOH MJIOTHOCTH, JIUIONPOTENHOB OUYEHb HU3KOM IJIOTHOCTH).

JAuarnos

Jlnarno3 MeMOpaHO3HOHW HeponaTuu ycTaHAaBIMBAIOT HA OCHOBAHUU MOP(OIOTHIECKOTO
UCCJIE/JOBAaHMsI TKAaHH MOYKH, ITOJIyYEeHHON C TIOMOIBIO OMOIICHH, U/WIIH BBISBICHUS MOBBILIEHHBIX
TUTPOB aHTHUTEN K peuentopy (ocdonunassr A2 B kpoBu. IIpu OTCyTCTBHM BO3MOMKHOCTH
WCCIIeIOBaTh aHTHUTENa K peuentopy (ocdonumnassl A2 WM MPU MOJYYEHUH OTPUIIATEIHHOTO
pe3yipTaTta MpOBOAMUTCSA OOCIIEOBaHUE, HAIPABICHHOE HAa HCKIIOYEHHE BTOPUYHOIO XapakTepa
MeMOpaHO3HOW  HedpomaTuu, B TOM 4YHMCIE€ CHCTEMHBIX 3a0ojeBaHMM, HMHEKIHi,
3JI0Ka4E€CTBEHHBIX HOBOOOPA30BaHUIA.

Jleuenune

MembOpaHo3Has HedppomaThsi — XpOHUYECKOe 3a00JjieBaHUE, KOTOPOE IOJHOCTHIO HE
U3JIeYUBAETCs, a MPOTEKaeT C MepHoAaMu peMuccuil u odoctpenuil. Llenbio nedeHus sBisercs
JIOCTIDKEHUE CTOMKOW (B mpaeane MOXKH3HEHHOW) pemuccuu. OObeM Tepamuu onpeaessercs
dopmoil  (mepBHuyHas WM BTOpUYHAs) MEMOpaHO3HOW  HeppomaTUM U PUCKOM
IIPOrPECCUPOBAHUS TOUYEYHON HETOCTATOYHOCTH.

[Tanmentam ¢ mepBUYHON MeMOpaHO3HON HedponaTHe u yMepeHHOU morepel Oerka c
MOYOH (TIpOTenHYpHsi MeHee 4 TPaMMOB B CYTKH) B COYETAaHHH CO CTaOMIIbHON (DyHKIMEH MmoueK
MOJKET ObITh Ha3HAUEHA MOJIIEP/KUBAIOIIAS Tepanusl, KOTOPasi BKIIOYAET:

e JIMETYy C OTPaHUYEHHUEM COJIH;

e [MpenapaThl, OJIOKHPYIOIIME AaKTUBHOCTh PEHUH-AaHTMOTEH3HH-aJIbJ0CTEPOHOBOM
CHCTEMBl: HWHTUOMTOpPHI AHTMOTEH3WHIPEBpAllalomero ¢epMeHTa, OJ0KaTOpHI
peuenTopoB aHruoreHsuHa ||, xoropele cHuxkasg nporeuHypuro u AJl, TOpMO3AT
IIporpeccupoBaHus He(hpOCKIIEpO3a;

¢ JICKAPCTBCHHLIC CPCACTBA, CHUIKAIOIIUC YPOBCHL XOJICCTCPUHA B KPOBH: CTaTUHBI,
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® MOYEroHHBbIE (IIPH BHIPAXKEHHBIX OTEKAaX).
Ecnu B Teuenue nepuopa HaOMIOACHUS, MPOJIOJIKUTEIBHOCTh KOTOPOIO OMpeeiseTcs
BpauyoOM-HEe(PpOJIOroM, OTKIOHEHHS KIMHHUKO-JIA00OPATOPHBIX MOKa3aTeNel He pa3pelarTcs Win
HApacTalT, MOXET O0CYKIaTbCsi Hadalo MMMYHOCYNPECCHBHOHM Tepamuu. s monmaBieHus
UMMYHHOW CHUCTEMBI NMPUMEHSIOT TIIOKOKOPTUKOCTEPOUIBI M IIUTOCTATHUKU W/WJIM Tpernaparbl
MOHOKJIOHQJIbHBIX aHTUTeN. CXeMy JIeyeHHs MalleHTa OMpefelseT Bpau-Hedpoaor ¢ y4yeToM
COOTHOLLEHUS TOJIb3bl U PUCKA B Ka)KJIOM KOHKPETHOM CIIydae U B COOTBETCTBUM C NPUHATHIMU
KIIMHUYECKMMU PEKOMEHIALIUSMU.
[Ipu BTOpUYHON MeMOpaHO3HOM HepomaTuu Tepamnus OCHOBHOTO 3a00JI€BaHMs HHOT/IA
CIOCOOCTBYET HACTYIUICHUIO PEMHUCCHH [TOYE€YHOTO Mpoliecca.
Ecnmu Ha ¢QoHe mpoBOAMMOI Tepamuu yXyIMIMIOCH CAMOYYBCTBHE WIIH TOSBUJIHCH
NpU3HAKH TOOOYHBIX 3((HEKTOB, CleayeT OOpaTUTHCS K Bpady Ui YCTAHOBJICHUS MPHYUHBI
YXYALIEHUS U IPU HEOOXOAUMOCTH KOPPEKLIUU TEPAIUH.
Oci10:xHEeHNA
VY marueHToB ¢ MeMOpaHo3HOU Hedponarueld, 0cOOEHHO MPH HATUYUU HEPPOTHUECKOTO
CHUHJpPOMa, TIOBBIIIEH PHUCK TpomMO030B M TpoMOodMOonuii. Hambosee uvacTeiMu BapHaHTaMu
SABJISTFOTCSL:
e TpoM0OO3 ITyOOKHMX BEH HIKHHMX W/MJIM BEPXHUX KOHEYHOCTEH (IIPOSBIIAETCS OTEKOM
W/WITA MECTHOU O0JIE3HEHHOCTHIO MOPaKEHHOM KOHEUHOCTH );

e TpoMOOAMOOIMS  JIETOUHOM  apTepud  (HPOSIBICHUS  HECHEUU(PHUUHBI, MOTYT
HaOII0/IaThCsl BHE3AITHO BO3HUKILIAS OJBIIIKA/3aTPYJHEHHOE JIbIXaHue, 00Jb B TPy THOM
KJIETKE, 0OMOPOK/TPeI0OMOPOYHOE COCTOSIHUE, KPOBOXapKaHbe [KPOBb B MOKpOTE]);

e TpoM0O3 MOYEYHOW BEHBI (XapakTepusyercs Ooyibl0 B OOKOBOM MJIM MOSICHUYHOMN

00J1acTH, MHOT/Ia MOSIBICHUEM ITPUMECH KPOBH B MOYE).

[Ipu mosiBIEHNH MPOrPECCUPYIOLIETO 3aTPYAHEHUS AbIXaHUS B COYETaHHM C OOJIbIO B
TPyIHOM KJIETKE W/WJIM KPOBOXapKaHbeM, OOJM B MOSICHUYHOM 00JIaCTU WM OOKY B COYETAaHUH C
«KpacHOW» MO4YOH, OJHOCTOPOHHETO OTeKa M OOJIE3HEHHOCTH KOHEYHOCTH  CIEAYeT
He3aMeJTUTENbHO OOPAaTUTHCS K Bpady.

[Ipn memOpaHo3HON Hedpomatuu ¢ HeQPOTUYECKUM CHHAPOMOM y MAIMEHTOB TaKKe
MOBBILIEH PUCK MH(EKINOHHBIX OCIOXHEHMH, B CBS3M C YeM ClelyeT h30eraTb KOHTAKTOB C
NalMeHTaMM, CTPaJaONIMMU OCTPHIMHU PECHHPATOPHBIMH 3a00J€BaHUSMH, U CBOEBPEMEHHO
oOpatatecs K Bpady Mpu Mpu3HaKax J000ro HHOEKIIMOHHOTO 3a00ICBaHMSL.

IIpoduaakTuka u MPpoOrHo3

Mepsl 10 TpOHITAKTHKE TIEPBUYHOM MEMOpaHO3HOW HedpomaTHu OTCYTCTBYIOT.

78



[MpodunakTuka BTOPUYHOM MeMOpaHO3HON HedpomaTuu 3aKIFOYaeTCsi B CBOCBPEMEHHOM
BBISIBJICHHE U JICYEHUE 3a00JI€BaHMiIl, KOTOpbIE MOTYT CTaThb IPUYMHOW ee pa3Butus. llpu
YCTaHOBJICHHOM JIMarHO3¢ MeMOpaHO3HOW Hedpomatuu HeoOXOIUMO PETyJIIpHOE HAOIOICHUE
Bpava-Hedposiora ¢ KOHTPOJEM aHaIM30B KPOBH, MOYH, IPOBEIACHUEM IMPH HEOOXOIMMOCTH
BU3YAJM3UPYIOIINX HCCIACIOBAHUIA I OICHKH AKTHBHOCTH 3a0oiieBaHus, 3((GEKTHBHOCTH
IIPOBOJIMMOM TEPAMKU U CBOEBPEMEHHOI'O BBISIBICHUS OCJIOKHEHUM.

[IporHo3 memOpaHO3HOW HedpomaTuu WHIUBUAYAICH. Y OJHHUX NAIlMCHTOB MOXET
HACTYIIUTh CAMOINPOW3BOJbHAS DPEMHCCHUS, y IPYTHMX HaOII0JaeTCs yMEpPEHHash aKTHBHOCTb
3a00JIeBaHus1, HE TPEOYIONIask MPOBEICHUS HMMYHOCYITPECCUBHON TEpaNuu. Y YacTH MalUEeHTOB
MeMOpaHO3Hasi HeQpomaTusi MPOrpeccupyeT, MPUBOAS K Pa3BUTHIO TEPMHHAIBHON MOYEYHOU
HEAOCTAaTOYHOCTH,; B TAKUX ClIy4dasaX IMPOBOAHUTCA 3aMCCTUTCIIbHASA MOYCYHAsA TCpaIlrid (I[I/IEL]IPI?;

HJIN TpaHCILIaHTalus HO‘IKI/I) .
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Hpuaoxkenue I'1-I'N. llIkajbl oneHKH, BOMPOCHUKHU U IPyrUe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIAAIIUAX

Ha3Banme Ha pycckom s3bike: Illkana npuHATHS pelleHUsT O Ha3HAYEHHU
NpopUIAKTHYECKOH AHTUKOATYJISIHTHOM Tepanuu Yy NAalUEeHTOB ¢ MeMOpaHO3HOM
He(ponaruen
OpurunanpHoe HasBanue. Prophylactic Anticoagulation in Patients with Membranous
Nephropathy: A Decision Analysis
Hctounuk  (opunuanbHblii  caiiT  pa3pabOTUMKOB, MyOnMUKanus €  BaduAaluein):
http://www.med.unc.edu/gntools/index.html
Tun (moaYepKHyTh):

- IIKaJia OLIEHKH

- UHIEKC

- BOIIPOCHHUK

- npyroe (yTOYHHTB):
Hasnauenue: Onenka pucka kpoBoreueHuit nauuenTos ¢ UMH npu HazHauenuu BapgdapuHa
Copepxanue (111a0I0H):
Heobxonumo ykaszaTh cieayronue XapakTepUuCTUKY MallueHTa:
Bospacrt (B rogax): Ykaxure 4uciio JIeT MalueHTa B rojiax
[Tont my>kckoit min xKeHckuil: OTMETbTEe COOTBETCTBYIOIINUN TyHKT
Paca a¢poamepukanckas uinu HepapoamepukaHckas: OTMETbTE€ COOTBETCTBYIOIIUI MyHKT
KpeaTuHuHaM B CHIBOPOTKE KPOBHU (MI/[1): YKaKUTe 3HAUEHUE
A30T MOUYEBUHBI B KPOBU (MI/1): YKaXUTe 3HAUCHHE
AnbOyMUH B CBIBOPOTKE KPOBH (I/AJ1): YKaXUTE 3HAUCHHE
['emornoOuH (T/11): YKaXuTe 3HAUCHUE
Hannune nmoObix kpoBoTeueHuit B aHamHesze? Jla wim Her (OTMmeTbTe COOTBETCTBYIOIIUMN
MyHKT)
Hanuune aprepuansroil runeprenzun? a nnm Her (OTMeTbTe COOTBETCTBYIOMIMM TyHKT)
[Tomydaer nu nanmeHT auanusHyro Tepanuioo? Jla wim Her (OTMmersTe COOTBETCTBYIOLIUMI
MyHKT)
VYKaxkuTe nIpUeMIIEMOe COOTHOIIEHUE T0Jb3bl U pucKa (4yucio npeforspaiieHHbix BTOO nHa 1
pasBuBIIIeeCs 3HaUMMOe KpoBoTeuenue): 2:1, 5:1, 10:1 OTMeThTe COOTBETCTBYIOIIHH ITyHKT

Haxxmmute Ha KHOIIKY «Paccunrarts pHUCK KpOBOTe'-IeHI/Iﬁ 1 IIOJIB3Y aHTUKOAryJIsioumn»
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http://www.med.unc.edu/gntools/index.html

Prophylactic Anticoagulation in Patients with Membranous Nephropathy:

A Decision Analysis

Please enter below the corresponding characteristics of your patient
Age(inYears)[ ]

Sex O Male O Female

Race O African American C Non-African American
Serum Creatinine (inmg/dl):[ ]
SerumBUN (inmg/dl):[ |

Serum Albumin (ing/l):[ ]

Hemoglobin Level (ing/dl)?[ |

Any History of Hemorrhage? O Yes O No
Diagnosis of Hypertension? O Yes O No

Is your Patient on Dialysis? © Yes O No

What benefit to risk ratio do you consider acceptable

(number of VTE prevented for 1 major hemorrhage incurred)?
®2:1 0510101

| Calculate the Risk of Bleeding and Benefit of Anticoagulation |

Kntou (uaTepnperanus): B pesynbrare OyneT paccuuTaHa BEpOATHOCTH (B MPOIEHTAX) MOIb3bI
OT NPOPHUIAKTUYECKOTO Ha3zHaueHWs Bapdapuna, mpu 3ToM Ha 2/5/10* mpemoTBpameHHBIX
BT20 6yzaer npuxoautses 1 ciyyail 3HAUMMOro KpOBOTEUEHUSI.

* B 3aBUCMMOCTH OT BBIOPAHHOT'O NMPUEMIIEMOTO COOTHOLIEHMS 1TOJIb3bI U pucka: 2:1, 5:1, 10:1
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