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HAIIMOHAJIBHBIN KJIMHUYECKHUU MTPOTOKOJI
JTIUATHOCTHUKHU U JIEYEHUSI

DOOKAJIBHO-CEI'MEHTAPHOI'O
I'VIOMEPYJIOCKJUIEPO3A



1. BBEJIEHUE

1.1.  MexnynapoaHnas kinaccupuxanus 6onesneit — MKDB -10 koa(si):

NO00.1 Octpsriit HeppuTHIeckuit cuHapoM. OUaroBbie U CErMEHTapHBIC
TJIOMEPYJISIPHBIC TIOBPEXKICHUS

NO1.1 breicTponporpeccupyronuii HeppuTndeckuii cuHapoM. OdaroBsie U
CEerMeHTapHbIE TJIOMEPYJISIPHBIEC TOBPEKACHUS

NO02.1 PeunpuBupyromas u ycroiunpas remarypus. O4aroBsle u
CErMEHTapHbIE TJIOMEPYJISIPHbIE TIOBPEXKICHUS

NO03.1 XpoHuyeckuit HeppuTudeckuii cuHapoM. O4aroBbie U CErMEHTaPHbBIE
TIIOMEpYJIIpHbIEC TOBPEKACHUS

NO04.1 Hedporuueckuii cunipoM. OuaroBbie ¥ CErMEHTapHbIE
TJIOMEPYJISIPHBIE TOBPEKACHUS

NO05.1 Hedputnueckuii cuHApOM HEyTOUHEHHBIH. O4aroBble U CETMEHTapHbIE
IJIOMEPYJISIpHBIE MIOBPEXKACHUS

NO06.1 W3omupoBaHHas MPOTEUHYPHSI C YTOUHEHHBIM MOP(OIOTHYECKIM
JTMarHO30M.
OuaroBbie U CerMEeHTapHBIC TIIOMEPYIISIPHBIE TTOBPEKICHHSI

NO7.1
HacnenctBennas Hedponarus, He KiIacCUPUIMPOBAHHAS B JAPYTUX

pyOpuKax.
OuaroBsle U ceTMEHTapHBIE ITIOMEPYJISPHBIE TOBPEKACHUS

1.2. JlaTa pa3zpadoTku u nepecMoTpa nporokoJia: Jlara pazpadorku 2025 r., ¢ 1aToi nepecMoTpa B
2028 r. 0 Mepe MOSIBICHUS HOBBIX KJIKOYEBBIX JOKa3aTelbCTB. Bce mompaBku K MpeCTaBICHHBIM
peKOMeH1alusAM OyIyT OMyOJUKOBaHbl B COOTBETCTBYIOIIMX JTOKYMEHTAX

1.3. OTBercTBEHHOE Yy4YpeKAeHHE M0 Ppa3padoTKe JAHHOIO KJIMHUYECKOr0 IMPOTOKO0JIA H
cranjaapra: PecnyOnuKaHCKUN clielMalu3upOBAaHHBIM HAyYHO-NPAKTUYECKUN MEAUIIMHCKUI LEHTP
Hedposioruu 1 TpancuianTauuu nouku (PCHIIMIIHuTIT).

1.4. Cnncok padoueii rpynnbl o HegpoJIOruv BHECH CBOi BKJIAJ B Pa3padoTKy KIMHHYECKOT0

NPOTOKOJIA:
Ne )50 Mecto paGoTbl JlomkHOCTB/3BaHKE
. 3aBenyommi 2-m
3akupos :xxypart K.M.H., Bpad BbICIIEH
1. OTJEJICHUEM I'eMOIHAIIN3a
DaTuxoBUY KaTErOpUH.
PCHIIMIIHuTII




Aoaynaaes Llep3on 3aB. HAy4YHOrO OT/eJa

2. JI.M.H., TOIIEHT
CaiigyiiaeBuy PCHIIMIIHuTII
Jramobepauena /[aHo
3. J.M.H, ipodeccop TamlIMA
AO0aucaMaToBHA
Mup3saeBa bapHo
4. K.M.H., JIOLIICHT TamlIMU
MupkamoJioBHA
Jdamunoa Kamousa
JI.M.H., TOIICHT Taml'ocCU
5. MaparoBHa
MyunasBapoB bypxan
K.M.H., JOLICHT Taml ocCU
6. AOayKaJINJIOBHY
1.5. CnuCOK OCHOBHBIX ABTOPOB:
Ne D.N.0. Mecto padoThbI 3BaHHE/T0KHOCTD
CabupoB Maxkcyn 3aMecTUTENb JUPEKTOPA 110 HAyKe, J.M.H.,
1. PCHIIMIIHuTII
AtabaeBu4 npodeccop
[MapanoB OnumMxoH 3aBeAyIOINNA HayYHbIM OTACICHUEM
2. PCHIIMIIHuTII
Hanupxanosuu «B3pocnas u nerckas HeGpOIOTHs»
; Cynranos Haaup PCHIIMIIHuTII 3aBeAyIOINNA HAyYHBIM OT/AECJICHUEM.
. Hasznposnuu K.M.H.
1.6 PenenseHnrsl:
Ne D.1.0. MecTo padoTsl Jo/zkHOCTH/3BaHMe
1. JloneHT MeaunuHCcKoi
I'aiinoB AGyxannap S
Nazarbayev University mkosel Nazarbayev
OpKUHOBHY ' '
University, K.M.H.
2. | Karraxamxaesa ['ynuexpa TamkeHTCKui
A61yHabHeBHa NeauaTpUIeCKU JlokTOp HayK, TOIEHT
MEIULUHCKUI UHCTUTYT

1.7. Texnudeckasi IKCHEPTHASA OLEHKA U PeJaKTHPOBAHHE:
. XammkxoB Asmmep IOcymoBuu — PecnyOnukaHcKoro crnennaan3upoBaHHOTO —HAy4dHO-
MIPAKTUYECKOr0 MEIUIIMHCKOTO LIEHTPa 3HI0KPHUHOJIOMHU M. akafgemuka Typakynosa 1.X.

2. TyprynoBa Jujopom IlymaroBHa — IllenTp pa3Butus mnpodeccHoHaTbHOW KBaTU(DHUKAIIUN
MEIUIMHCKUX KaJIPOB.

Hacrosimuii  HaIlfMOHANBHBIA ~ KJIMHUYECKUA TIPOTOKOJ HM  CTaHAApPT pa3paboTaHbl TOJ
PYKOBOJACTBOM 3aMECTUTENSl MHUHHUCTpa 3ApaBBoxpaHeHus bacutxaHosoi O.M, HavaibHUKa

yIpaBJeHUsT MeAUITMHCKOTro cTpaxoBanus Anmapronoa I11.K., HauanpHMKa oT/HEeNa pa3pabOTKH 1



BHEJIpEHUs] KIIMHUYECKUX IIPOTOKOJIOB U cTtanaaproB Hypumosoii III.P., a Takke ¢ OpraHM3alluOHHON

W TPAaKTUYECKOW TMOMOIIBI0 TIJaBHOro cnenuanucra otaena [xymaeBoit [I.'T. m Bemymero

crnenuanucra otaenaa Paxumosoit H.O.

[.8. JlaTta m HOMep BBINMCKN U3 MPOTOKOIA 00cyxaenus: Boimucka u3 nporokosa Ne 5 ot 20 maid

2025 roaa Yuénoro coBera PHIIMIIHuTII.

6) Coxpamenus, ucnoJb3zyemsbie B I[IpoTokoJie;

AUTB aKTUBUPOBAHHOE YAaCTHYHOE TPOMOOIUIACTHHOBOE BpEMS

EPA 6mokaropsl penentopoB anruoreHszuHa-1I (ATX xmaccudukanus: «AHTarOHUCTHI
penenTopoB aHruotTeH3uHa I»)

BUY — BUpYC UMMYyHOAeuITa yenoeka /I — noBepuTenbHbIil HHTEpBA

nAIlD WHTUOUTOPHI aHTHOTeH3WH-TIpeBpamaromero ¢epmenta (ATX kmaccuduxanms:
«aruduropsr AITDy)

NCT - MMMYHOCYIIPECCUBHAS TEPaIus

MA MeTa-aHajau3

MKb MexayHapoHas Kinaccuukaus 6one3Hen

MHO MEXIyHapOJHOE HOPMAJIM30BaHHOE OTHoUIeHHE: «OmpenereHne MeKIyHapOIHOTO
HopManu3oBaHHoro otHomeHus (MHO)»)

OIIIT OCTpOE MOBPEXKJIEHUE MTOYEK

PAC PEHUH-aHTMOTEH3UHOBAs CUCTEMA

PKHN PaHIOMU3UPOBAHHOE KIMHUYECKOE UCCIECIOBAHUE

pCK®D pacyeTHasi CKOPOCTh KIIyOOUKOBOH (puibTpanuu

CK®D CKOPOCTh KIIyOOUKOBOH QuiibTpanuu

TITH TEpMHUHAIbHAS [IOYE€YHASI HEJOCTATOYHOCTh

OCI'C (oKanbHO-CETrMEHTAPHBIH TIIOMEPYIOCKIEPO3

XBIT XpoHHUYecKasi 00JIe3Hb OYEK

oM 3JIEKTPOHHAsT MUKPOCKOIHS «JIEKTPOHHAsI MUKPOCKONMUS MHKpOIIperapaTa TKaHEeu
MTOYKH)

Ig HNmmyHOT100YyTHHBI

7) Ioab30BaTeJ I MPOTOKOJIA 1O JTAHHOM HO30JI0TUM ;

- Bpauu o6mieit npakTHky;

- Tepanestsr;
- Hedpomoru;

- PeBmaromnoru;




- Kapauonoru;

8) Kareropusi naumeHTOB B JAHHOH HO30JI0THH;

- B3PpOCJIbIC OOIBHEIE.

9) YpoBeHDb 10CTOBEPHOCTH € YKA3aHMEM CTelleHH YPOBHS 10CTOBEPHOCTH

MCNOJIb30BaHHBIX JoKa3aTeabcTB (Y 1J1).

YpoBennb
Pacmudgposka
AOCTOBEPHOCTH

1 Cuctemarnueckuit 0030p PKU ¢ npuMeHeHneM mera-aHaan3a

5 Otnenbabie PKU 1 cuctematnyeckue 00630pbl UCCIIEI0BaHMM JIF000T0 qu3aiiHa
(momumo PKW) ¢ mpumeHeHneM MeTa-aHaan3a

. Hepanpomu3upoBaHHbIE CPABHUTEIIBHBIC UCCIIETIOBAHMS, B T.4. KOTOPTHBIC
WCCIIEIOBAaHHS

4 He cpaBHUTEnBHBIC UCCIIEIOBAHMS, OMTMCAHUE KIIMHUYECKOTO CITydasi UJIU CepUn
CIIy4aeB, UCCIEIOBAHUS «CIy4Yail-KOHTPOIIb)

s Wwmeercs uimbp 000CHOBaHHE MEXaHU3Ma JICHCTBHS BMEIIATEILCTBA

(IIOKJII/IHI/I‘-IGCKI/IG I/ICCJICZIOBaHI/IFI) HJIM MHCHUC DKCIICPTOB

IIIkana ypoBHS 10Ka3aTEeJHLHOCTH B I0KA3aTeJIbHON MeINIIMHE.

Kareropus Hcrounnk
Onucanne
AOKA3aHHOCTH A0KAa3aTeJbCTB
A PannomusupoBannbie | OgHO3HAYHAS (cusibHasT) pEKOMEHJalust (Bce
KOHTPOJIHPYEMBIE paccMmarpuBaeMble Kputepuu 3GPeKTUBHOCTH (MCXO/IbI)
ABIIAIOTCA BaXHBIMU, BCE
WCCIIEJOBAHMUSI
U CCIJIETOBaHMS HUMEIOT BBICOKOE WIH
YAOBJIETBOPUTEIILHOE METOJOJIOTNYECKOE KAaYeCTBO, MX
BBIBO/IbI 1o HMHTEPECYIOLINM ucxoaam
ABJIIOTCS COTJIACOBAHHBIMM)
B PannomusupoBanneie | HeogHo3nauHas (yciaoBHas) pexoMmeHjanusi (He Bce
KOHTPOJIHPYEMBIE paccMmarpuBaeMble Kputepuu 3GPeKTUBHOCTH (MCXO/IbI)
SABIIAIOTCA BaXHBIMU, HE BCE
WCCIIEJOBAHMUSI
U CCIJIETOBaHMS HUMEIOT BBICOKOE WIH
YAOBIETBOPUTEIBHOE  METOJIOJIOTUYECKOE  KAayeCTBO
u/unu nux BBIBO/JIbI o HMHTEPECYIOLUIUM
UCXOJaM HE SIBIISIOTCS COTJIaCOBAHHBIMM)
C HepangomusupoBann | Huskas  (cmabass) pexoMmeHmanuss —  OTCYTCTBHE
ble KOHTpOIHpyembre | AOKA3ATEILCTB HaJJIeXKaIlero KauyecTBa (Bce
paccMaTpuBaeMble KpUTEpUN

HcciIeca0oBaHus

s dexTuBHOCTH (MCXOJBI) SBISIOTCS HEBAXHBIMH, BCE
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HcCjacgoBaHuss HMCIOT HHU3KOC MCTOJOJIOTHYCCKOC

Ka4y€CTBO u ux BBIBOBI 110
HHTCPCCYIOIUM uexogam HE SABJIAOTCA
COIJIaCOBAHHBIMM)

Muenuns OKCIICPTOB

Jloka3aTenbcTBa OCHOBAHBI HA KOHCEHCYCE,
JIOCTUTHYTOM T'PYIIIOH 9KCIIEPTOB 110 KOHKPETHOMY

BOIIPOCY.
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2. OCHOBHAS YACTD.
BBenenue

2.1 TepMuHBI U ONIPeIeJICHUS

dokalbHO-CETMEHTapHbIH  riIomMepyJockiaepos3 (PCI'C) - »s10  dopma
TJIOMEPYJIONATHH, KOTOpas KIMHUYECKH MPOSBISETCS NPOTCHHYPHEH WM HEPDPOTUISCKUM
CHHJIPOMOM, a MOP(OIOrHYecKH XapakTepusyercs (poKanbHBIM (B OTICNIBHBIX KIyOOYKax) W
CEerMEHTapHbBIM (B OTJEIBHBIX KAMWUISPHBIX METISAX) CKIEPO30M IIPU CBETOBOI MUKPOCKOIUU U
pacIuIacThIBAHHUEM HOXKEK MOJIOIMTOB IIPH JIEKTPOHHON MUKpockonuu (OM) [1-5].

2.2 DTMO0JOrusl M _1aroreHe3 3a00jeBaHusl WIM COCTOSIHUS (IPVIIbI 3a00JeBAHUNUIN
COCTOSAHMIA)

®CI'C pazBuBaeTcs BCIEACTBUE MMOBPEKICHHUS BUCIEPATIbHBIX MUTEINATIBHBIX KIETOK
KITyOOuKa mouek (MOJA0UTOB) K OTHOCHUTCS K TPYIIIe «oaonuronaTuii». [lonatorenernueckomy
MexanuzmMy OCI'C MOXHO pa3ienuTh Ha MEPBUYHBINA, BTOPHUHBIM (Tabn. 1)U reHeTuyecku
nerepmuHupoBansblil. [Ipu nepeuunom POCI'C  pacnpocTpaHeHHOE MOBPEXKICHUE MOAOLUTOB
CBSI3BIBAIOT C IUPKYJIUPYIONIMME B KpOBU «(akTopamu npoHumiaeMoctuy. [Ipeamonaraior, 4To
9TH (aKTOPHI BBI3BIBAIOT CTPYKTYPHO-(QYHKIIMOHATBLHBIE H3MEHEHHUSI TOJOIUTOB, CIIOCOOCTBYIOT
pacIIaCThIBAHUIO UX HOXKKOBBIX OTPOCTKOB, allONTO3Y M OTCIOCHHUIO OT 0a3aabHOM MEMOpPAaHEI C
HapylLIeHUEM TJIOMEpYJSIpHOro Oaphepa M pa3BUTHEM MPOTEHMHYpHH. B KauecTBe BO3MOXKHBIX
(akTOpoB  MPOHMIIAEMOCTH  pPAacCMATPUBAIOT  PACTBOPUMBIE  PELENTOPHl  AaKTUBATOPA
MJIa3MUHOTEHA YPOKWHA3HOTO THUIIA, KapauoTpouH- mogo0HkIH dakTop-1, anturena k CD40 u
apyrue [6,7], ogHaKO UX MPUPOJIa B HACTOSIIEE BPEMS HE O KOHIIA sICHA.

Bropuunbiii @CI'C- 00BIYHO BO3HHMKAeT KakK aJalTHBHAs pPEaKUUs C pa3BUTHEM
BHYTPUKIyOOUKOBOW THNEPTEH3UM W TruUnepOuiIbTpallid B OTBET Ha aOCOJIIOTHOE WU
OTHOCUTEIIbHOE YMEHBIIIEHHUE MacChl JEHCTBYIOMNUX HE(POHOB, a TAK)KE BCIEACTBHE MPSIMOTO
TOKCHUYECKOTO BJIMSIHUS Ha MOJOIUT JIEKAPCTBEHHBIX MPENapaToB, TOKCUHOB WM BUPYCOB [3].

B ycrnoBusix CHWXEHHST MacChl JEUCTBYIOIIMX HE(PPOHOB BHYTPHUKIYOOUYKOBas
TUINEPTEH3Us. U COMYTCTBYIOIIAs TUHEPTPO(Us OCTaBIIMXCSA KIyOOUKOB CIIOCOOCTBYIOT Ha
MEPBBIX OdTamax KOMIIEHCATOPHOMY TOJACPXKAHUIO HEOOXOAMMON CKOPOCTH KIyOOYKOBOM
¢unprparun (CK®). OnHako B JanbHEHIIEM «THIIEPTOHUYECKOE» MOBPEXKICHUE MPUBOANUT K
MOCTEIIEHHOMY  CKJIEPO3UPOBAHUIO  OCTaBHIMXCA KIyOOYKOB. AOCOJIOTHOE  CHUKEHHE
KOJM4YecTBa HE(HPOHOB OTMEUAETCS B CIydae HAIMYWSA €IWHCTBEHHOW MOYKU MPH POXKICHUHU
(areHe3us1, TUIOIUTA3MS TIOYKU U ApP. aHOMAJHMH) WIH B Pe3ylbTaTe XUPYPrUYECKOTO yAaleHUs
OJIHOM MoYKH (HEDPIKTOMUS, PE3EKIIHSI TOYKH ), HSJOHOIIIEHHOCTH, HU3KOM BECE IIPH POKIACHUH,
pedmokc-HedpomaTuy, TUIEPTOHUYECKOM He(DpOaHTHOCKIEepo3e, a TaKkKe B HCXOC
XPOHUYECKHUX TJIOMEpYyJIonaTHil (Hampumep, CerMeHTapHBbIA TIIOMEPYJIOCKIEpO3 B pe3yJbTaTe

UMMYHHOTO TOBpEXIEHUs Tpu riomepyioHedppure) [8]. OTHocuTenbHass OIMTroHEeHPOHUS
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dopmupyercss y ULl ¢ MOPOMIHBIM OXHPEHHEM, JUII KOTOPOrO XapaKTepPHO YBEIMYCHHE
KIIyOOUuKOB B 0oO0beme (riomepynomeranusi), nepuxwiapabiii Bapuant @CI'C (cm. pazzgen 1.5)
TOJIbKO B HEOOJIBIIION YacTH W3MEHEHHBIX KIYyOOYKOB M 04YaroBO€ CriakKMBaHHE OTPOCTKOB
MOJOLUUTOB MO JaHHbIM DM [9]. JIpyrumu npumepamMu BHYTPHKIYOOYKOBON THIEPTEH3UU C
HOPMaJIbHBIM YHUCIIOM HE(PPOHOB SBIISIIOTCS auabeTwueckas HedpomnaTus, ¥ 0Oojiee peaxue
3a00JIeBaHNs — CEPIIOBUAHO-KJICTOYHASI aHEMUSI, «CHHUE» TIOPOKHU cep/ilia, O0Ie3HH HAKOTUICHUS,
CBsI3aHHBIE C Ae(PUINTOM TII0K030-6 (hocdarassl (6one3ns ['upke, rimkoreHos I tuma).

K pazBururo Bropuunoro ®CI'C (tabn. 1) MOkeT NMPUBOAUTH MPHUEM JICKAPCTBEHHBIX
IpenapaToB M TOKCHYECKMX BEIIECTB: AMALCTHIMOpPGUHA, IMTaMUAPOHOBOW KHUCIIOTHI,
uHTEepPEepoHa U aHAOOIMYECKUX CTEPOMAOB MPOAOIDKUTENBHOCTRIO OoT 8 mo 20 mer [10-13].
Onucansl cayyan OCI'C npu JUIMTEIbHOM MPHEME aHTPALMKIMHOB (HOKCOpYOHIMH™** U 11p.),
JUTHS, UHTUOMTOPOB KalbLMHEHpuHa, cupoiumyca [14-17]. Cpenu BUpYyCHBIX WH(DEKIHIA
MATOT€HETHYECKOE 3HAYCHUE ISl MOBPEXKICHUS IMOJOIMTOB MMEIOT BUPYC MUMMYHOIS(PHUINTA
yenoeka (BUY), napsosupyc B19, nutomeranosupyc, Bupyc Onureitna-bapp, Bupyc sv40 u
Bupyc remnaruta C.

OCI'C Takxke MOXKeT ObITh BBI3BAaH MYTallMSAMU B IeHaX, KOAUPYIOUIUX CTPYKTYPHbBIE
OEJIKH MOIOLMUTOB | IIENIeBOH nuadparmel. Y JeTel cTapiero Bo3pacra, IoAPOCTKOB U B3POCIBIX
¢ reHetudeckuM OCI'C yame HaOmrOgaeTCs ayTOCOMHO-IOMHHAHTHBIM THI HACJIEIOBAHMS.
Myranuu rena o3-, 4- u 5- komnarena IV Tuna mpusHaroTcs OJHOW W3 Hambosee YacThIX
reHerudyeckux npuunH OCI'C y B3pocnbix [18]. KpoMe Toro, 10cTaTo4HO 4acThIMU SIBISIFOTCS
myTtauuu reHoB ¢opmuna (INF2) (12-17% Bcex ciydaeB ayrocomHo-aoMuHaHTHOro @CI'C),
aktuauHa a4 (ACTN4), TRPC6, WT1 u LMX1B [19,20].

Ta6auna 1. lIpuunnbl BToprunoro ®CI'C

JlexapCTBEHHBIE e Jlnaneruiamopdux

npernapaTarsbl 1

e Jlutuini

TOKCHIECKHC Amnanererndeckue npenapatsl:[laMuapoHoBas kucinora, AHaOOIHYECKHE
BCIIIECTBA: crepousibl JlokcopyOoumma™*

Bupycsl u e [emarut B u CBUY

BHYTPHUKJICTOYHBIC e [lapeoBupyc B19, [luromeranosupyc, nmreiniHa-bapp

OaKkTepuu: Mukomiazma

I'emogunamuyeckre e EnuncTBeHHAs mouka

(hakTopsI cO

CHHI)XCHHEM

e TpaHCIUTaHTUPOBAaHHAS MOYKa;/[ucIIa3zus moyex
e Arenesus, [ unomnnasus, Onuronedponus

[1y3BIpHO-MOYETOYHHKOBBIH peQIIIOKC
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KOJIMYCCTBA

3a00JIeBaHUsI,B TOM
yrcie 3a001eBanus

KpOBH

He(POHOB:

I'emonnHamMuueckue e CaxapHnblil 1uader

(baKTOpBI C ° O)I(I/IpeHI/Ie

HOPMaJIbHbIM CeprioBUIHO-KJIETOYHAsI aHeMUsI BpokIeHHbIE «CUHKE)» TTOPOKH ceplia
KOJHUYECTBA

He(pOHOB:

CucreMHEBIE e (CucremMHas KpacHas BOJIYaHKA

HEUH(EKIHOHHBIE e Bonesns Ctuiia

o Jlumdpomsr (XomxkrHa u
HEXO/DKCKUHCKUE) Tumoma

o [lomuuuremus, OCcCEeHIINAILHBIN
TPOMOOIIMTO3

e Octpeiii  Mueno- u  auMdoIeHKo3
XpoHUYEeCKUH TUMPOICHKO3

o [lepBuunsIii MuenOhUOPO3:

Hpyrue:

e ['uneproHn4eckuit HepOaHTHOCKIEPO3,
e Cunapom Anbropra

e  Capxoumos

Bropuyneie
W3MEHEHUS IIPU

apyrux ¢popmax

rJIOMepyJoHeppuUTa:

e [gA HedpponaTus

e MewmOpaHno3Has HeponaTus u Jp.

2.3 DnuaeMuoJorus 3a00JeBaHus WJIH COCTOSHHUS (rpvnnbl 3200JJeBAHUH HJIMCOCTOSIHUI)

Cpenn mamueHTOB C HEQPOTUYECKUM CHHIPOMOM paclpOCTPAaHEHHOCTh

®CI'Ccocrapmsier ot 12 10 35% [2,21].

3aboneBaemoctr OCI'C HempepblBHO yBenmuuBaercs: eciu ¢ 1994 mo 2003 r. ona

cocrasisna 1,4 Ha 100 000 yenoseko-neT, To B iepuox ¢ 2004 o 2013 r. — yBenuuunacs 110 3,2

Ha 100 000 uenoBeko-net (Ha 41%), Ipu STOM COOTHOIIIEHUE MEPBUYHBIX U BTOPUYHBIX (HOpM

ocTaeTcsl mpexXHUM — npubnusurensHo 1:3 [22]. Takum o6pazom, @CI'C npubnmkaercst mo

4acTOTe K UMMYHOTJIOOyTMH A-Hedpornatun u nuadetndeckor Hedpomatun. Pacrer u yactora

OCI'C kak npuunHbl TepMHHAIBHOW nodeyHoi HenocrarouHoctu (TIIH). B 1980 r. ®CTC

ormevaincs y 0,2% mnaumentoB ¢ TIIH; toraa xak k 2000 r. Ha Hero npuxonuiock yxe 2,3%
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ciygaeB TIIH, To ectp mpoumsomno yeenuuenue B 11 pas. Ilpomoprus nanuentos ¢ TIIH,
passuBieiics Beienctsue @CI'C, B nactosimee Bpemsi coctasisieT 2,3% no cpaBHenuto 0,4%
uist MemOpano3Hoit Hedpornatuu u 0,3% mia ummyHornoOyauH A-Hedpponatuu [23]. Ilpu sTom

nons reHerndeckoro @CI'C cpeau B3pOCIIbIX NAUEHTOB MOXKET COCTaBIATH A0 11% [24].

2.4 Oco0eHHOCTH KOIUPOBAHNS 32001€BAHNA WJIHM COCTOSIHHS (IPYyINbI 3200J1eBaAHUIT WX

cocTosinuif) no MekIyHApPOAHOH cTaTHCTHYECKOH Kaaccudukanum 6oJ1e3Hell U npodJaem,

CBAI3AHHBIX CO 310POBHEM

Bo Bcex cnydasx @CI'C gomxHa OBITh yKa3aHa CTaausl XPOHUUYECKOW OOJIE3HHM IMOYEK
(XBIT) B cOOTBETCTBUU ¢ peKOMEHAAIUAMU [25].

Jlst 0003HaueHUS CTaIUU CIIEAyeT UCcoib3oBaTh Koabsl N18.1-N18.5 (Tabun. 2), a pacuer
CK® (pCKD) Heobxoaumo BboaHATh 110 popmysie CKD-EPI B cienuanbHbIX KaJlbKyJIsSTOpax
Ha OCHOBAaHWHU KOHIICHTPAIIMH KPEaTHHHHA B CBIBOPOTKE KPOBH, T10J1a, BO3PACTa U PACHI MTALIUCHTA
(«IIpunoxenue I'») [26,27].

Tabnuna 2. Knaccuduxauus cranuit XbII no ypoBairo CK® u cooTBeTCTBHE KOAUPOBKE

MKB-10

O6o3HaueHue YpoBeHb Kox MKB- Haszsanue
craguii XbII CK®, 10%*
mi/mun/1,73
M2

Cl1 >90 N18.1 XpoHuyeckasi 601€3Hb MOYEK, cTafus 1
C2 60-89 N18.2 XpoHuyeckasi 601€3Hb MOYEK, CTATUS 2
C3a 45-59 N18.3 XpoHuueckasi 601€3Hb OYEK, CTAIUS 3
C30 30-44

C4 15-29 N18.4 XpoHuueckasi 601€3Hb OYeK, cTaaus 4
C5 <15 N18.5 XpoHuueckasi 00J1e3Hb OYEK, CTaTus 5

[Tpumeuanue: * — kogom N18.9 o603nauaroTcs cimydan XbII ¢ HeyTOUHEHHOM CTaueH.

2.5. Knaccupukanus 3a001eBaHN WIH COCTOSHUSA (TPYNIIbI 32001¢BAHUN MJIHCOCTOSHMIA)

Ha ocnoBanuu Benymieit npuunabsl @CI'C kinaccuduimpyercs cienyromumM oopazom[28,29]:

1) IlepBuunbiii ®CI'C — cnenmuduyueckoe MOBPEKACHUE TMOIOIMTOB, HE HWMEIOIIEE

OUYEBHIHBIX NMPUYHH U BEPOSITHO CBA3aHHOE C 00pa30BaHUEM IUPKYIHPYIOIMIHNX CHIBOPOTOUHBIX

¢dakTopoB; yarie nporekaer ¢ HedporuueckuM cunapomoM. [Tpu DM BeiBISIOT IUBDYy3HOE

(=80%) pacrutacTeIlBaHME HOXEK MOJOLMTOB; YAaCTO PELMAMBUPYET B TPAHCIUIAHTATE MOYKH, B
aToM citydae 3 dekTuBeH miazmadepes.

2) Bropuunblii ®@CI'C — o00ycioBiIeH MOBPEXKICHUEM IIOJOIMTOB BCIEACTBUE

BHYTPHKIIYOOUKOBOM TUnepGuiIbTpavu/TUIEPTEH3UN WIH IPSIMOTO BO3AEHCTBHS TOKCHUHOB MIIN
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BUPYCOB; XapaKTepU3yeTcs BBIPAKEHHOH NpOTEMHypHeH, 3adacTyio 0e3 (HOopMUpOBaHUA
HE(PPOTUYECKOTO CHHIPOMA, U, KaK MPABUIIO, HAPYIICHWEM (YHKIUU MOYEK. Y 3TOW KaTeropuu
naneHToB ¢ OCI'C BBIABIAIOT aJaNTUBHBIE HM3MEHEHUS — THUNEPTPO(UI0 KIyOOYKOB H
runepdunpTpanuto, npu M — ouarosoe (<80%) pacriacTbiBaHHE OTPOCKOB MOJIOIUTOB.

3) I'enernuecknii ®CI'C — cBs3aH ¢ HaIMYUMEM MYTAallUd B TE€HAX, KOJAUPYIOIIUX
CTPYKTYpHbIE O€NKHM TOAOLHUTOB M IIEJICBOM IuaparMbl; MOKET BIIEPBBIC MPOSBIATHCA
HEPPOTUYECKHM CHHIIPOMOM B PAHHEM JIETCTBE, HO MOKET JIeOI0TUPOBATH C MEHEE BHIPAKEHHOU
IPOTEUHYPHUH B ITOJIPOCTKOBOM BO3pacTe WM Y B3POCIIbIX NALIUEHTOB.

4) Kpome Toro, y yactu nauueHToB ¢ @CI'C KIMHUYECKHE CHMIITOMBI M PE3YJIbTaThl
MOP(OJIOTHUECKOTO UCCIIETOBAHMS, B YaCTHOCTH DM aHaJOrM4YHbl TAKOBBIM IPU BTOPHYHOM
OCI'C, HO NPUUYUHY/ITHOJIOTUYECKUN (DAKTOP BBIIBUTH HEBO3MOXKHO, HECMOTPSI Ha TILATEIILHOE
o0cJieZioBaHNE, B TOM YHCJIE U TEHETUYECKUI aHaIN3. TakuX MalueHTOB MOYKHO YCJIOBHO OTHECTH

k rpynne ®CI'C ¢ Heu3BeCTHOW MPUUUHOM.

®OCI'C no 1aHHBIM
CBETOBOM

/ I'eneTnueckmii \ \

/HepBﬂ‘lH])Iﬁ (I)CFC\

/ Bropu4HbIii

/ HeyTouyHeHHbI \

. Iuddysuoe DCI'C dCI'C ®CTC
pacIiacTelBaHUE * BupycHblii » CerMeHTapHOE
MajbIX  OTPOCTKOB » CeMelHbIN * JlekapCTBEHHBIN pacIulacTeIBaHUE
IIOJOLIMTOB, * B pamkax * Pegynprar MaJIbIX OTPOCTKOB
BHE3AITHOE DPAa3BUTHE HAaCJIEICTBEHHBIX aJJalITUBHOIO OTBETA MOJOLMTOB
HE(QPOTHUYECKOTO CHUHAPOMOB Ha pa3InYHbIe * [Iporennypus 0e3
CHHJIpOMa ("acTo » Cniopagnueckuii MOBPEXKACHUS HE(PPOTHIECKOTO
BHE3AIIHOE  HAavajo, (cermeHTapHOE CHUHApOMa
MIOANAOIIEECS pacIulacTbIBaHKE * Her npusHakoB

QC‘IGHI/IIO) /

A

/

K MaJlbIX OTPOCTKOB /

K BTOPUYHON NPUPOABI /

ITo ocobennocTsaim Mopostornueckoii kapruabl @CI'C noapaszaensitor Ha [28]:

1) Kiaccuyeckuii BapMaHT — XapaKTepU3yeTCs CErMEHTAapHbIMM Yy4YacTKaMM KoJuiarnca u

CKJICPO3a MC3aHI'Msd W HCKOTOPLIX KAIIWJUIAPHBIX TICTCIIb (CCFMCHTapHLIC I/I3MCHCHI/IH) B

OTJIETTLHBIX, HO HE BO BCEeX KIIyOOUKax (ouaroBbie m3MeHeHMs ). [loBpex1eHns mepBOHAYATBEHO

JIOKAJIN3YIOTCS B IOKCTaMENYJUISIPHBIX KIyOOuKax, MOATOMY MOTYT OBITh MPOIMYIIEHBI IIPH

MMOBEPXHOCTHOM OHWOTICHH, COJEpXKaIIe TOJbKO KOPKOBBIM CJIOW. BBISBISAIOT Takke

YMCPCHHYIO MC3aHTHAJIbHYIO THIICPKIICTOYHOCTD U CCIMCHTAPHBIC OTJIOXKCHUS T'MaJIMHA B

kiyboukax. I[Ipm UMMyHO(]IYyOpEeCHeHTHOM HCCIEIOBAHUM HE BBIABISIOT OTJIOXKEHUI

MMMYHOIJIOOYJIMHOB M KOMILJIEMEHTa, OJHAKO B HEKOTOPBIX CIIydasiX OOHapy>KMBaioOT

Hecrienuduieckoe cBsa3biBaHue uMMyHoOTI00yuHa (Ig) M u C3 dpakuuu KOMIJIEMEHTA |,

BO3MOXHO, C1 B ouarax ckiepo3a u B Me3aHruu. OTBET Ha TEPANHIO INIIOKOKOPTUKOUAAMU
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2)

3)

4)

5)

uMeroT ToJbK030% ManueHToB ¢ ’TUM BaApUAHTOM.

Bepxymeunslii BapuanT (tip lesion) — Xapakrepusyercs HOBPEKICHUEM IOJOIMTOB M
HaKOIUICHUEM IEHMCTBIX KJIETOK B OOJAaCTH «BEPXYLIKW» KiIyOouka BOIM3M BBIXOJA
IPOKCUMAJIBHOIO  KaHalblla, MpPd  HMMYHOQIYOPECUEHUUH  MOXXET  BBIABIATHCA
Hecnienuguueckoe ceeuenne IgM u C3 B ouarax ckieposa u B Me3aHTuu. CUUTAIOT, 4TO MPH
BepxymeuHoM BapuaHte PCI'C nyummii OTBET Ha TEpaIUI0 TIIIIOKOKOPTUKOWJIAMH II0
CPaBHEHHUIO C JPYTMMHU BapUAHTAMHU.

IlepuxuasApHBIA BapMaHT — CKJIEPO3 M TMAIMHO3 pa3BUBACTCA B NEPUXMWIAPHOM obsacTu
(BOKpYT COCYIHCTOTO TydKa), IPH 3TOM BOBIeKaeTcsi 6onee dem 50% ximyOoukoB. Moxker
Takxke HabroaaThes Hecneruduaeckoe omioxenne [gM u C3 B ouarax ckiieposa. Ita hpopma
yame BbiaBisgeTcss npu BropuduHoM DCI'C kak cieAacTBUE NOBPEXKIEHUS, CBA3AHHOIO C
BHYTPUKIyOOUYKOBOM  rumepreHsueil u runepuibTpauueif. OTBeT Ha  Tepanuio
[JIFOKOKOPTUKOM1aMU HU3KHHM.

KieTounblii BapuaHT — JUAarHOCTHPYETCS NMPH HATMYWU B OWoNTaTe MO KpailHeW mepe
OJTHOI'0 KJIy0OYKa ¢ CErMEHTApHOM 3HJOKAMMWUIPHON TMIIEPKIETOYHOCTHIO,3al0IHSOLEeH
BECh MIPOCBET KaMILIAPOB. B Apyrux kiyOoukax BBIABIAIOTCS NMPU3HAKU, XapaKTepHBIE JUIS
knaccndyeckoro Bapuanta OCI'C. Ilpu DM nabmonmaercs auddys3HOE pacIuiacThIBaHUE
HOXXEK ToJMouMTOB. [l TOro, 4ToOBl IMarHoCTUpoBaTh kierouHblii Bapuant OCI'C,
HE00XO0/IMMO MCKIIIOYUTh BEPXYIIEUHbIH U KOJUTANCUpYoLuil BapuaHThl. OTBET Ha Tepanuio
oTMeyaeTcs mpuoan3uTenbHo B 20% cityyaes.

Konnmancupyromuii BapuMaHT — XapakTepU3yeTcs KOJUIAIICOM M CKJIEPO30M  BCETO
COCYJUCTOTO MydYKa KiIyOOuKka, a HE CerMEHTapHbIM MOBpexieHHeM. [IpuunHONi Takoro
noBpexJeHHus yacto sBisgercs BUY-undexnus, onHako W Ipyrue NPUYMHBI — HHQEKIUs
napBoBupycoM B19, nekapctBa, cucteMHasi KpacHasi BOJTYaHKa, reMo(arouTapHblii CHHAPOM
nin uapexuss COVID-19 moryT ObiTh nipuuuHOii 3TOH hopmbl. HexoTopsle rccnenoBarenu
paccMaTpuBaroT 3TOT BapHUaHT KaK OTAEIbHYI0 (opMy nopaxkeHus nouek, He cBsazanHyio ¢ @CI'C.
[IposiBnsieTcst TsDKETBIM HE(YPOTUUECKHM CHHIAPOMOM M OBICTPBIM CHMKEHHEM (DYHKIIMU TOYEK,
pe3uCTeHTHOCThIO K uMMyHocynpeccuBHoi tepanmu (MCT). [dma BHY-acconumpoBaHHOTO

koJutancupytoriero Bapuanta @CI'C xapakTepHBI KHCTO3HBIE PACIIMPEHUS KAHAIBIIEB M HAINIUE

TyOyJO-pEeTHUKYIISPHBIX BKIIOUYEHUH B ME3aHTHAIBHBIX M SHAOTENNANBHBIX KieTkax [30,31].
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Onenka nanuenta ¢ npopuiaem noppexaenns PCI'C u oTcyrcTBHeM NPU3HAKOB APYroi
rjomMepyasipHoii natonorun npu ouoncuu nouku. ®CI'C, ¢pokajbHbIi cerMeHTapHbIH

IJI0MePYJI0CKIIEPO3

[Ipuznaku ®CI'C no

JaHHBIM ouorncun

4 N

Hamane HepoTrnaeckoro cuHIpOMa
[Ipotennypust >3,5 r/cyTku
u
ChiBOpoTOUHBIH anb0ymMuH <30 /1
¢ OTeKamHu Wi 0e3 HuX
OCo0eHHO eclTi UMeeTCst
pacIiacTbIBaHHE

MaJIbIX OTPOCTKOB IMMOJOIIUTOB

g

4 )

BepositHo nepsuunbiii ®CI'C
* Jleunth IMMYHOCYIIpECCAHTAMH
* [Ipu 0TCYTCTBHM OTBETA PACCMOTPETh
BO3MOXKHOCTb T€HETHIECKOTO
o0cneoBaHus

- J
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R

OtcyTcTBHe HepPOTHYECKOTO

CHHIpOMa

1. Tlporemnypus HEHPOTHIECKOTO

YpoBHS >3,5 T/CyTKH,

HO CBIBOPOTOYHBIH anb0yMuH <30 1/

C OTEeKaMH WM 0e3 HUX

nim

2. [lporennypust <3,5 r/cyTKH

C rUnoanb0yMUHeMHel nim 0e3 Hee

» OOciier0BaHNE HA BBISIBICHHC
MNPUYNH, UCKIIFOYHUTh BTOPUYHBIC
¢dopmbr DCI'C
* PaccMoTpeTh BO3MOXKHOCTD
TEHETHYECKOTO 00CieI0BaHus (SCIIn
OIIPAaBIAHO) YTOOBI HCKIIFOUUTh
rerernyeckue ¢popmsl (Pucynok 53)
* He HaunHaTh
HMMYHOCYIIPECCHUBHYIO TEPAITHIO
* [TopnepsxuBaromiasi Tepanus
* MoHHUTOPHUPOBaHNE TIPOTENHYPUHI
¥ CBIBOPOTOYHOTO AIbOYMHHA

!

HapaCTaHI/IC MNPOTCUHYPUH U CHUIKCHHUC
CBIBOPOTOYHOI'O aJ'IB6YMI/IHa




2.6 Knunnuyeckasi KapTHHA 3200JeBAHNS WJIN COCTOSHUSA (rpynnbl 3a00JeBaHUN

HJIM COCTOSTHMIH)

VY nanuentos ¢ nepBuuHbIM OCI'C B 70-100% cnyuaeB Hauano 3a001eBaHMs OCTPOE C
pa3ButueM Hedporuyeckoro cuHapoma. CHrkeHHE (QYHKIMU MOUYeK B AcOroTe 3aboieBaHHs
quarHoctupyior y 25-50% namuenTto, rematyputo — y 50%, apTepuanbHyI0 TUIIEPTEH3HUIO — Y
20% [32-36].

Hns nanuentoB ¢ BTOpUMYHBIM OCI'C  xapakTepHO TOCTENIEHHOE HapacTaHUE
NPOTEUHYPUH (Kak MpaBmiio, Oe3 pa3BUTUA HEYPOTUYECKOTO CHHAPOMA) U HEYKIOHHOE
CHIDKeHHE (YHKIMHM MMoYeK. VICKIoYeHne COCTaBIAIOT HamueHThl co BTopuuHbiM PCI'C,
aCCOLIMMPOBAHHBIM C JI€KapcTBaMM (HampuUMep, MaMUJPOHOBas KHUCIIOTa), WIM BUpYCaMu
(nanpumep, BUU-undexius), y KOTOpbIX, KaK MPaBUiIoO, pa3BUBACTCS TsHKEIbIA He(POTUYECKUIT
cuaapom [37,38]. B KIMHMYECKOW KapTHHE NPeoOIalaloT OCOOCHHOCTH 3a00JI€BaHUM H
COCTOSIHUH, KOTOpbIE MOTYT NPUBOJIUTH K pa3Butuio BropuyHoro ®CI'C (cm. pasgen 1.2). B
YaCTHOCTH, TOpPaXEHHWE I[I0YeK INpU MOPOMTHOM OXHUPEHHHM Ha HadallbHBIX JTanax
XapaKTepu3yeTcsl CyOKIIMHUYECKUM TEUEeHHUEM C HeOONbIION MPOTeMHYpUe M 3aMeTHBIM
yBenmueHueM CK® ¢ nocnenyrommum MeIJIeHHbIM CHKeHHEeM (pyHKuuu mouek [39].

[TarmenTsl ¢ renermyeckuM P®CI'C MoryT uMeTh WIMPOKUNA CHEKTP KIMHHUYECKHUX
IPOSIBJIEHUI B 3aBUCHUMOCTH OT KOHKpETHOM reHetnueckor myrtauuu. I'enernueckuit @CI'C ¢
Ne0I0TOM Y B3pOCHBIX OOBIYHO HacleAyeTcsl Kak ayTOCOMHO-JOMHHAHTHOE 3a00JieBaHUE C
TEPEMEHHOI TIEHETPAHTHOCTBIO, U OOBIYHO MPOSBIAETCS MpoTeMHypuel <5 r/cyt/1,73 M? u
MEIJIEHHO NPOrpeccCUpyIouMM cHukeHueM ¢yHkuun mnoudek [40,41]. Ilpornocruueckas
LEHHOCTh TAaKOro TMpPHU3HAKA, KaK PE3UCTEHTHOCTb K TEpamuu TIJIIOKOKOPTHUKOMJIAMHU JUIS
reHerudyeckoro @CI'C HeBbICOKA, TaK KaK 4acTh ManueHToB ¢ 3TuM BapuantoM O@CI'C oTBeuvaer
Ha TEPANUIO TJIFOKOKOPTUKOUAAMH, XOTS IIPU 3TOM JJTUTEIbHBIE MTOJTHBIE PEMUCCUU PEIKH [42].

7Kao00b1 m aHamMHe3

[Maruent ¢ ®CI'C Mmoxker oOpaTUTbCs € XKajloOaMy Ha TOSIBICHHWE M HapacTaHHe
nepupepuyeckux OTEKOB, BIUIOTh JO Te€HEpaIu30BaHHBIX. OOBIYHO OTEKM DPAa3BUBAIOTCS B
TEUYEeHUE HECKOJIBKUX HeJleNb, HO Ha4ajo MOXKET ObITh M OCTPBIM C yBEJIMYeHHEM Beca Ha 5-10 Kr.
[TanenTHl OTMEYalOT IOABJICHWE IeHUCTOM Moun. Yacto HaOmogaroTcs ClIadOCTh,
YTOMJISIEMOCTD U TIOTEPS aNIeTuTa.

[TanenTa MOXXeT OECHOKOMTHh YMEHBIICHHE KOJIMYECTBA OTIENSEMON MOYM, TSAHYIIHE
001K B TOSICHUIE, TOBBIIICHWE WM CHIDKEHHE apTEepUalIbHOTO JaBJCHUA, cepileOreHue
(BcmeAcTBHE pa3BUTHSA THUIIOBOJIEMHM), peXe — TMOSABJIEHME MOYM KpacHOro IBeTa
(makporemartypus). Hapsity ¢ OCHOBHBIMH MpOSBIEHUSMHU HE(POTUYECKOTO CHHIpPOMa Ha

HepBBIfI IJIaH MOT'YT BbBIXOJUTH B KIIMHUYECKOM KapTUHC CT0 OCJIOKHCHUSA — I/IH(beKI_II/IOHHLIe )48
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TpoMO0IMOOIMUECKHE (Yallle BCEro BEHO3HbIE TPOMOO3bI TITyOOKHX BEH I'OJICHEH, TOYEUHBIX BEH,

TPOMOOIMOOITHS JIETOYHBIX apTepHii), ocTpoe noBpexaeHue mouek (OI1IT).

2. JluarHocTuka 3a00/1eBaHMSl WM COCTOSIHMA (Tpynmnbl 3a00JieBaHUIl WM COCTOSTHMIA),

MEAUIUHCKUE NMOKA3aHUA U NIPOTUBOMOKA3aAHUA K IPUMEHCHUIO METOAOB TUATHOCTUKH

YpoBenb
y0eauTeJbHOCT
U
peKoOMeHIanuil

Y Ha3Banmue ucciaeanoBaHust

Y  naumentoB ¢ nogospenneM Ha DOCI'C  wm
ycranoBiieHHbIM quarHo3zoM OCI'C pexkoMeHiyeTcs aHaiu3
kKano0, TaHHBIX aHaMHe3a W (PU3UKATBLHOTO MCCIIeI0BAHUS
JUISL OLEHKU JJIMTENbHOCTH, TSKECTH U KIMHUYECKHX
IpOsIBIIEHUN OO0JIE3HH, BBISBICHHUS ACCOLMMPOBAHHBIX
COCTOSTHUH U 3200JIeBaHUI, KOTOPbIE MOTYT UMETh 3HAUCHHE

JUIsiBBIOOpa NeveHus [1,29,43,44].

Pexomenayercsi  Bpauam-HedposjoraM  yCTaHaBIMBATh
quaro3 nepsuuyHoro PCI'C nocne HUCKIIOYEHHS BCEX
C 5 BEPOATHBIX NPUYUH BTOPUYHBIX BapUaHTOB OOJIE3HU IS
OLIEHKM IIPOrHO3a U MOCIEAYIOIIEro BbIOOpa Tepanuu

[1,29,43,44].

Kommenrapumn: Juacnocmuka nepsuunozco @®CI'C  Oondxcna 6asuposamvcs Ha

UCKTIOYEeHUU 8MOPUYHBIX NPUYUH 3a00aesanus (maoban. 1).

3.2. dusukajanLHOE 00CIe0BaHUE

IIpu o6cnenoBanun mnanueHToB ¢  @OCI'C  BBIABIAIOT KIMHUYECKYI0 KapTHHY
HE(PPOTUYECKOTO CHUHAPOMA, KOTOPBI YacTO pa3BHBAETCS IMOCIE HEAABHO NEpEeHECEeHHOU
UHQEKIMY BEPXHUX JbIXaTeNbHbIX MyTel. BrIpakeHHbIE OTEKH MOTYT NPUBOJHUTH K MOSBICHUIO
TPEeIIMH Ha KOXE€ C HCTEYEHHWEM CEepO3HOM JKUIAKOCTHM W HWHQPUIMPOBAHUIO DPAHEBBIX
MOBEPXHOCTEH, OTMEYaeTcsl TOBBIIIEHHE AapTEpPUaTbHOTO  JaBJIEHUS, JAHACTOJIMYECKas
apTepuaibHas TUIIEPTEH3UsI MOXKET ObITh Tskenon (=120 MM. pT.cT.).

VY DanMeHToB € OCTPO BO3HUKIIUM HEPPOTHYECKHM CHHIPOMOM CYILECTBYET PHCK
TUIIOBOJIEMMHM M Pa3BUTUS HE(PPOTUUECKOTO KpH3a B CBS3U C TEM, YTO TI'MIIOAIBOYMUHEMHS
CHIIKAeT OHKOTHUYECKOE JABJICHHE IUIa3Mbl ¢ M30BITOUYHBIM NEpEMENICHNEM UHTPaBacKyJISIPHON
KHUJIKOCTH B UHTEPCTHLINH, YTO MOXKET PUBOIUTH K THIIOBOJIEMUH. CHMITOMBI HE(hPOTHIECKOTO

KpH3a BKJIIOYAIOT JIMXOPAJKY, PBOTY, OOJIb B JKUBOTE M JHAPEIO, XOJIOAHbIE KOHEYHOCTHU (M3-3a
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MEJUICHHOTO HAIlOJIHEHUS] KalWJUIAPOB), OJMITYPUI0 M TaXHKapAHIO, MOTYT MOSBISATHCA
00JIe3HEHHBIC MUTPHUPYIOIINE dPUTEMBbl Ha KOke Oexep u kuBoTa. CHIDKEHUE apTepUaTbHOTO
naBieHust (OpTocTaTHYecKass THUIOTEH3Us) SBJSETCS MO3JHUM IPU3HAKOM TUIIOBOJIEMUH.
['unoBosieMuys MOKET TaKKe MPUBOAUTD K CHIKEHUIO nepdy3uu rnouek u pazsututo OINIL.
Omnako y Hekoropeix mnamueHToB @OCI'C  Moker mnpoTtekaTh 03 pa3BHTHS

HEPPOTHYECKOTO CHHIIPOMA.

3. ﬂ360paTOQHble JUATHOCTUYECCKHNE NMCCJICIOBAHNSA

YpoBeHb
IO L JI0CTOBEPHOCTH HasBanmue uccie10Banus

JOKA3aHHOCTH
JA0Ka3aTe/JIbLCTB

Pexomenyercst BceM nalMeHTaM C IpeArnoyiaraéMbIM WU
ycTaHoBJIeHHbIM  juarHosoM  @CI'C  mpoBeneHue
7a00paTOpHOM  JMAarHOCTUKM B 0a30BOM  00BeMe,
npeaycMoTpeHHOM pekoMmenpanusamu 1o XbII ¢ nensro
OLIEHKM BBIPAKCHHOCTH IUCPYHKIHUU TOYEK, MPOTHO3A,
BBISABIICHHSI (DaKTOPOB, KOTOPBIE MOTYT TOBIHUATH Ha
TaKTUKY JIEUEHUS, OllpesieieHne oobeMa Tepanuu [25].

PexoMennyercs y Bcex NallMEHTOB C IPEAIOIaracMbIM WU
ycraHoBieHHbIM auarHozoM @PCI'C u HedpoTHyecKkum
CHUH/IPOMOM JJIsl OLEHKHA pPHUCKA BEHO3HBIX TPOMOO30B H
aMOO0JM, ompeneneHus oobeMa M KOPPEKIUU Teparuw,
OINpPENENIITh B KPOBH  CIEAYIOIIME  IMOKA3aTelH:
MPOTPOMOMHOBOE (TpoMOOIIIIaCTHHOBOE) BpeMs,
MeXIyHapoAHOe HopMmanu3oBaHHoe orHomieHue (MHO),
AKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIIACTUHOBOE BpeMs
(AUTB), ypoBeHb ¢uOpHHOreHa W KOHIEHTpauuo JI-
numepa [45-47].

KommenTapumn: /1o pezyromamam MA pacnpocmpanennocms
A 2 MPOMOOIMOONUYECKUX OCTONCHEHUL NpU  HeppPomuuecKom
cunopome cocmasasiem 8% (95% U 4-15%), ymo ouxmyem
HEe0OX00UMOCmMb  NPOBedeHUss  OUASHOCIMUKU — HAPYuleHull
cucmeMvl  2eMOCMA3d U COOMBEMCMEYIOWe20 JledeHus,
exniouas  npogunakmuveckoe. Cpedu  nayuewmos ¢
YCMAHOBAEHHbIM oUasHo30m QCIc yacmoma
MPOMOOIMOONUYECKUX OCTIONCHEHULI COCTNABTIAeN, 8 CPEOHeM,
10%, e603pacmasa 6 cayyasax peyuousa HePpPOMULECKO20
cunopoma. Yeenuuenue kKonyewmpayuu /[-Oumepa 8 Kposu
A6AAEMC  HAOEIHCHHIM NPEOUKINOPOM  MPOMOOIMOOIUYECKUX
ocnodxcuenuti v nayuenmos ¢ PCI'C u negppomuueckum

CUHOPOMOM.

Pexomenayercs mnamuentam ¢ OCI'C, nomyuaromum
A 2 JeyeHne HUUKIOCHOPHHOM™**  wmmm #rakpomumycom™*,
BBIMIOJIHATE ~ UCCIICIOBAaHHE  YPOBHS  JIEKAPCTBEHHBIX
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MpernapaToB B KPOBHU €KEHENEIbHO B MEPBBI MecsI
noxdopa J03bl Mpernapara WM IpU €€ KOPPEKIUH s
obecrieyeHrs: ONTUMAIBHOW 3(P(HEKTUBHOCTH JICUCHUS H
CHUXEHUSI TOKCUYHOCTH MPOBOAUMOI Tepanuu [48-55].

KommenTapuu: O  npumenHeHuu  yKA3aHHBIX
npenapamos u yenesvlix YPOGHAX KOHUEHMPAYUU CM.
pasoen 3.

3.1. UucTpyMeHTAJbHBIE IHATHOCTHYECKHE MCCIe0BAHMS

YpoBeHb

RO JIOCTOBEPHOCTH HasBanue ucciaerosanus

JOKA3aHHOCTH
JA0Ka3aTCJIbCTB

Y naumentoB ¢ mogo3peHueM Ha DOCI'C wm ¢
noaTrBepxkaeHHbM  auarHosom ®OCI'C  Pexomenayercs
BBITIOJIHEHUE WHCTPYMEHTAIBHOM TUArHOCTUKU B 00BEME,
MpelyCMOTPEHHOM pekoMeHnanussmMu o XbI 1, s ouenku
BBIPAKEHHOCTU CTPYKTYPHBIX MU3MEHEHUH MOYEK, a TAK¥Ke
C 5 JpPYTUX OpraHOB M CHUCTEM, [OPAKEHHE KOTOPBIX
ACCOILIMUPOBAHO CO CHIKEHUEM (DYHKIIUHU MTOYEK U PUCKAMU
Ipyrux HeOIaronpusTHHIX COOBITUH [25].

Kommenrapum: Pucku u  uacmoma  passumusi
mpomMOOIMOOIUYECKUX OCNOJHCHEHUU ObliU OYeHeHbl 6
KPYNHOM pempoCneKmueHom ucciedoganuu y 7032
NAYyueHmos ¢ Heghpomudeckum CUHOPOMOM, He3ABUCUMO
0m €20 NPUYUHDL.

Pexomennyercs y nanuentoB ¢ nopo3peHueM Ha OCI'C

WM TIOATBEPXKACHHBIM JTUAarHO30M U HE()POTUUECKUM
CHUH/IPOMOM C ILIETBI0 TUATHOCTHKU TPOMOOIMOOIUYECKUX
OCJIO)KHEHUH BBINOJIHATh AYIUIEKCHOE CKaHUPOBAHUE BEH
B 3 HW)KHUX KOHEYHOCTEH, MOYEYHBIX BEH, IPU OTCYTCTBUU
MPOTHBOMOKA3aHUM — KOMIBIOTEPHYIO ToMOTpaduro
OpPraHOB TPYAHOM TMOJOCTU C BHYTPUBEHHBIM OOJIFOCHBIM
KOHTPAaCTUPOBAaHUEM  W/WJIM  JIPYTUX  HEOOXOIMMBIX

HccliefoBanuii [56].

HpI/I HaJIUn4YUun COOTBCTCTByIOH.ICfI KJIMHUYECKON CHUMITOMATHUKH MOXKET HOTpC60BaTLCH

BBIITOJIHEHUE JOITOJTHUTEIIBHBIX THCTPYMCHTAJIBHBIX HCCHG}IOB&HHﬁ:
e VYpTpa3ByKOBOE HUCCJEAOBAHNE OPTAaHOB OPIOUIHON MOJIOCTU (KOMILJIEKCHOE);
e VYipTpa3ByKOBOE HcCIeA0OBaHME IMM(aTHUYECKUX y3JI0B (0JHa aHATOMHYECKas 30Ha);

e VipTpa3BykoBas jomnmuieporpadus cocyqoB ToueKk (apTrepuii W BEH) M HIKHHX

KOHEUYHOCTEH;
e KommbprorepHas Tomorpadusi OpraHOB IPyAHON MMOJOCTH;
e KomnbioTepHas Tomorpadusi opraHoB OPIOIIHOM MOJIOCTH U 3a0PIOIIMHHOTO TP OCTPAHCTBA;

e KomnbioTepHO-TOMOTpaduueckast anruorpadus IErouHbIX COCYI0B;
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e MaruuTHO-pe30HaHCHAas TOMOrpadus cepia ¢ KOHTPAaCTUPOBAHHUEM;

L4 MaFHI/ITHO-pe3OHaHCHaH TOMOFpa(bI/IH T'OJIOBHOT'O MO3ra,

3.2. Unple IHATHOCTHYECKHE MCCIEI0BAHUS

Kareropus
AOKA3aHHOCTH

YpoBeHb
AOCTOBEPHOCTH
JA0KAa3aTeJbCTB

Ha3zBaHnue uccjaenoBaHusa

V¥ nanuenroB ¢ nopo3penueM Ha ®CI'C B orcyTcTBUM
MIPOTHBOIOKa3aHU PeKoMeH TyeTcs BBINOJIHEHHE OMOTICHHI
IIOYKHU I10JI KOHTPOJIEM YJIBTPa3ByKOBOI'O HUCCIIENOBAHUS C
MOCJIEAYIOIUM

HCCIIEIOBAaHUEM
IIOATBEPKICHUS

IaToJI0ro-aHaTOMH4YCCKHUM
OMOIICHIHOTO Marcpuraia JUIA
OLCHKHA BBIPA’KCHHOCTH
PCHAJIbHBIX HOBpe)KI[eHI/Iﬁ H IIPpOrHo3a, a TAaKKC BBI60pa

tepanuu [57,58].

Auar"o3sa,

Kommenmapuu: Oghgpexmusnocms neuenus, noueuHvie
UCXO00bl U CMEPMHOCMb  CYWECMEEHHO 3A8UCIm  Om

IC/IMHMKO-MOPQI)O]ZO&JU@CKOZO ouaznosa.

Pekomennyercs y HAmUMEHTOB C  IPEANOIAraeMbIM
muarHozoM @OCI'C ¢ 1enpio 1OCTOBEPHOW IUArHOCTHKHU
3a0oJeBaHus, pa3rpaHUYCHUs IEPBUYHON U BTOPUYHOMN €ro
(GopMBI  BBIMOJHATH  JNEKTPOHHYIO  MHMKPOCKOIHIO
MUKpoOIpenapara TKaHu nouku [22,59,60].
DOCI'C  moocem Ovimb

KAUHUYECKOTL

Kommenmapuu: 3an00o3pern  Ha

OCHOBANUU Kapmuubl Yy  NAYUEHMO8  C
Heppomuueckum cuHOPOMOM,; OOHAKO OKOHUAMENbHBII OUACHO3
YCManasnueaemcs moabko npu GbINOAHEHUU OUONCUU NOYKU U
uccne0o8anus

nocxze()yromezo namoJioco-aHamomuiecKkoco

ouoncutinoco mamepuana. C yuemom ¢hokarbHo2o muna
NOpaccenutl, Ha PAHHUX Cmaousix OoaesHu 01 obecneyeHus
MAKCUMANbHOU — MOYHOCMU — OUACHOCMUYECKULl  MAmepuai
donicen cooepocamv  kax  munumym 10-15 xnybouxos. B
NPOMUBHOM CIyHAE C YBEPEHHOCbIO UCKaouums ouaznoz @CIC
He Npedcmagisiemcs 03MONCHbIM, U HEKOmopble cayyau 6yoym
OWUOOUHO  KNACCUDUYUPOBAHBL KAK  0O0Ne3Hb  MUHUMATLHBIX
usmenenutl [28,61,62].

Ilpu oughghysnom (nnowaoo >80%) pacniacmvieanuu
OMpPOCMKO8 NOOOYUMOE MOJNHCHO  KIACCUDUYUPOBamb
@CI'C kax nepsuunwlii, npu oyazoeom (niowaov <80%)
noooyumos  —

emopuynsli. Mcknrouenuamu uz npasuna aensiomces BUY-

PAcnIacmoul8anu  OMpPOCMKO8 Kax
negponamus u nexapcmeennviii @CI'C, accoyuuposannwiii
C npumeHeHueM NAMUOPOHOBOU KUCIOMbl, NPU KOMOPBIX
naoOWAdL Cenaxcusanus Hoxcek oocmueaem oonee 80% u

passusaemcs msiceavlii Hegppomuyeckuti cunopom [28].

PexomeHyeTcst MPOBOAUTE TEHETHYECKOE MCCIICIOBAaHNE B
cinyyae: (1) moarBepxkaeanoro ®CI'C u Hanuuus B ceMbe
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XPOHUYECKOIO 3aboJeBaHus MIOYEK (ocobenno
He(pPOTUYECKOTO CHHIpOMA), (2) TpH CHUHAPOMAIBHON
KapTuHe (BBISBICHUE TJIYXOThl, TMOPAXKEHUN KOXKH,
HEBpPOJIOTHYECKUX  HApyUIEHUH,  MOpaXKEHUs  IJias,
AHOMAJIMK CKeJleTa, renaToCIUICHOMETaINu U 1p.), (3) npu
oueBugHOM nepBuyHOM DPCI'C, pesucrentHom Kk HUCT, ¢
nenpt0  uckiodeHus reHermdyeckux npuuuH OCI'C u
omnpezeseHus JanpHeiero geyenus [24,29,40,63].

PekoMeHayeM IpOBOAUTH T'€HETUYECKOE HCCIEI0BAHUE
reHa IOJOIMHA NAalMeHTaM B CIy4yae IOATBEPKIECHHOTO
nepsuuHoro ®OCI'C, pesucrentHoro k HWCT, nns
YTOUHSIIOIIEH JUArHOCTUKHU M KOPPEKIMU JeueHus [64].

Mpbl HE peKOMEHJyEM B IENSAX JUATHOCTUKHU MpeaiaraTh
reHernueckoe TtectupoBaHue nanueHtram ¢ OCI'C npu
orBete Ha CT nepBoil TMHUM WM HAIUYUU XapaKTEPHOU
KIIMHUYECKOW U MOP(OJIOTHYECKON KapTUHBI BTOPUYHOTO
OCI'C ¢ 10cTOBEPHO YCTaHOBJIEHHBIMU NPUYMHAMU [29].

Kommenmapuu: llossnsemca 6ce 0Oonbulee KOIUUECMBO
onucanutl 2enemudeckux eapuanmos OCI'C, pesucmenmmuvix K
mepanuu 2TIOKOKOPMUKOUOAMU u uHeubuUmopamu
KanbYUHeupuHd, npu omcymcmeuu cemMeuHol ucmopuu 0oe3Hu
nouex y 63pocivix. Mymayuu 2enos, KOmopwvie omeeuarom 3d
passumue pesucmenmuozo k mepanuu @CI'C, nepeuucnenvt 6
pa3zdene 1.2. K ucknrouenusam omHoCames cyyau ¢ Mymayusamu
6 eenax WT1, TRPC6, PLCEI, MAGIC2, TNS2, DLC1, CKD20,
ITSNI u ITSN2, komopwie mocym omeeuams na UCT [42].
Haubonee pacnpocmpanennvimu 6  Hacmosiujee  8pems
Memoodamu eeHemuyecko2o mecmuposanus nayuenmog ¢ @CIC
saensiromes npsaimoe (no Coueepy) CeKBeHUPOBAHUE U Yelegoe
cekeeHUuposanue Ho8020 nokojenus. llonnoe cexeéeHuposamue
aK30Ma Aaeasiemcs bonee UHDOPMAMUBHBIM U OOPO2OCOAUUM
MEMOoOOM 0151 GbIAGNEHUSL MyMAYULl 8 2eHAX- KAHOUOAMAX U 8
HOBbIX 2€HAX, YMO OCOOEHHO 6AJICHO NpU OMCYMCMEUU
cemMeliH020 aHamHesa.

IMoxazanus K reHeTHYECKOMY 00C/IeI0BAHIIO Y B3POCIBIX
cPCIc

* CemeiiHbIl aHaMHE3 W/MIM KIMHUYECKHE NPU3HAKH,
XapaKTepHbIE JJI HACJIEICTBEHHBIX CHHIPOMOB

* [lomours B MOCTaHOBKE JHarHo3a, OCOOEHHO €cliu
KJIIMHUYECKHUE MPOSBIICHUS HE ABISAIOTCA CHEU(PUUHBIMU
JUTSI KOHKPETHOTO 3a00JIeBaHUs

* OrpaHuyeHue NPUMEHEHUS HMMYHOCYIIPECCUBHOU
Tepanuy, 0COOEHHO Yy MAaIMEeHTOB, KOTOpPbIE BEPOsITHEE
BCEr'0 HA HEE HE OTBETAT

* OrmpeneneHue pucka peluaAnBa 3a00JEBaHUS MOCTE
TpaHCIIJIAaHTALIUH [TOYKU
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*JI11 OLEHKM pHUCKa TpHU  TPAHCIUIAHTAMU  OT
POJICTBEHHOT'O I0HOPA WX NIPH BBICOKOM IIOJI0O3PEHUH Ha
Hanuuue myrtanuu reia APOL1

* [Tomomib B IpeHATAIIBHON TUArHOCTUKE

st pudgepeHNaAIBbHON THATHOCTHKHA HA0 IPOBEPATH:

e  Kommmument C3

e Kommument C4

e AHIIA Ttect (AnTHHEHTpOoQUILHBIE [{UTONNazmarnyeckne
AHTHTETIA)

e nAHIIA (mmrommazmaruaeckue - AHIIA, cANCA)

e nAHIA (nepunyxneapusie AHLIA, pANCA)

e Anti-dsDNA Ab B kpoBH

e Anti-La/SSB Ab B kpoBu

C 5 e Anti-Ro/SSA Ab B kpoBu

e Anti GBM-Ab

e Anrturena k pernenropy pocdomumnazer A2 (Anti-PLA2R),
IgG

e lIMMmyHOrpamma B KpOBH (KJIETOYHHMN)

e AHA (AnTHHYKJI€apHbIe aHTHUTENA)

e Amnrturena k kapauonununy (aCL), IgG u IgM,

e BosyaHounslit anTHKOAryssauT (BA),

e AmnTtHTena k 6era-2-rimukonpotenny-I (af2-GP-I),

e bakrepuasbHbIil IOCEB MOYH;

4. Jleuenmne, BRJIIOYast MCAUKAMCHTO3HYIO H HECMCIUMKAMCHTO3HVIO TEpalnuu,

AHECTOTECPAIlNIO, 066360J1HB3HI/IC, MCAMIMHCKHEC NMOKA3aHU{ M INPOTHBONOKA3ZAHUS K

IIPUMCECHCHHUIO METO/J10B JICUCHUSA
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Obwue nooxooder k 1euenuro nayuenmos c¢ @DCI'C npedcmagnienvl 6 pasoene

«IIpunooscenue by, n. 1.

IIpuioxenne b. Aaropurm aelictBuii Bpaya

1. Oomue moaxoasnl k Jeuenuwo ®CI'C

OCrC

(110 [iaHHbIM MOPEOTIOTUYECKOTO HoGnELoBaHHS)

| |

Hedpotueckui ; /I'IpOTetupun>3,5 rIcyT\ /I'Iporetupun<3,5 rlcyT\
CHHAPOM 663 HepoTH4eCKor 63 HedpoTh4eckoro
[IuchahyaHas noTeps Howex CHHpOMa CHHapoma
. fomwme )\ | ) L ‘ )
| ! ( )
[ T N HedbponporexTuBHa Tepanu
VCKrTiOMeHYe BTODUHOI I
Tepanus j
BeposTeH nepauytbi OCIC FHETIHectof Gophl OCTC
[owt oTCyTCTBUM OTBET - b Hebniogetit )
[EHETUYECKOR TECTUPOBaHNE
\ J «- *
%ﬁ (GopMipOBaHIE HePOTUECKOTO CHHAPOMA ‘

KDIGO clinical practice guideline on glomerular diseases public review 2020
KDIGO clinical practice guideline on glomerular diseases 2012
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Mepasii
31130

2. Aaroput™m aeyennss PCI'C

Crepona-
MpeAtHu3onoH — PR ) Ormera 4epes b mec.
= exeHesHo 1 wr/kr (makc. 80 ) nnw HYBCTBUTEALHOCTD
B anbTepHMpYIOUIEM PesAME Yepes AeHb 2 Mi/kr CTe00WL-
(maxc. 120mr] = POAA |:’| * VexArouiTs BTODUHHYI0 FpHPOAY
- PEIUCTEHTHOCTH (5 TOM wicE rereTdzCHyK dophy)
ﬂpO,[I'Oﬂ}I{HTb L10 NONHOM PEMUCCHA NEDELLTEN, Kak NOOLOMHMTS
(MHHMM&HbHO 4 HEZENM, HMNYHOCYMPECCHBHYIO TEPANKID,
MakCUMansHo 16 Henen)
] VHIMOUTOPbI KaAbLUMHEBDUHA
[NoAHaA/yacTyHaA 3.
pGEOS 1MeC. - Lluknocnopu: 3-5 mrfkr/cyr
pemmccua (ueneean koHuenTpauwa 100-175ur/wa)
Wil
Takponumyc: 0,05-0,1 mr/kr/cyr
(Lleneran koruerTpaums 5-10kr/ma)
Heromera? || —— e
LIcA-3aBucumocTs HUske 03 1
) ) 0,15 mrfkrfcyr 4-6 mecaues,
CUATMELI ¢ 33TeM OTMeHa depes 4-8
LIOA 2-2,5mrfke/cyr Heaenb
8 nepeny OnHokpaTHbIit kype
MM 500-1000mr 2 pasa & e I ImKTE 5 MO
(mukoderonaT Harpia S40-720mr)
4 cTepongs!
PuTyKcuma
AflomepHamueHble Cembino || ——= 375 wr/m?No2 ww 1r ogwokpaTHo

NOKO3AHUAM wn 1r Ne 1 paz e 2 vegenw
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4.1. HeummynocyvnpeccupHas tepanusg ®CI'C

Kareropus
AOKA3aHHOCTH

YpoBeHb
AOCTOBEPHOCTH
JA0KAa3aTeJbCTB

Ha3zBanue uccjienoBaHusa

YV naunuentoB ¢ auarHozom OCI'C Pexomennyercs
MPOBOJIUTh HEUMMYHOCYIIPECCUBHYIO PEHOIIPOTEKTUBHYIO
TEpamnuio Mo MOKa3aHWsIM M B 00beMe, IPETyCMOTPEHHOM
pexkoMeHnanusimu 1o XbI1, 11t CHIKeHUsI MPOTEHHYPUH U
TEMIIOB MPOTPECCUPOBAHUS OOJIE3HH, MPETYyIPEKICHUS H

JICYCHHS OCIIOKHEHUH TUCPYHKITMU TToYeK [25].

Pexomenpayercs y Bcex nanueHtoB ¢ nquaraozom @CI'C B
OTCYTCTBHE IPOTHUBOIIOKA3aHUM JIEUEHHE IpenapaTami,
MI0/IaBJISIOLIMMU PEHUH-aHTMOTEH3UHOBY10 cuctemy (PAC)
— MHTUOUTOpaMu aHTMOTEH3UH-TIPEBPAILAIOLIETO
(dhepmeHnTa

anruoreH3uHa-I1

(uAII®) wnm  OiokaropamMu  PEIENTOPOB
(bPA) - ¢ mensro
MPOTCHHYPUH, TPOTPECCHPOBAHUS TUCHYHKIMH TOYCK,
CEepACYHO-COCYTUCTBIX COOBITUI U CMEPTH OT BCEX MPUYUH
[65-67].

Kommenmapuu:

CHMXKCHUA

uAll®
HepoOnpomeKxmugHoll mepanuu, 4mo O0emanbHo OCEAUeHO 8

umu BPA saenaromcsa  ocHosou

KAUHUYECKUX PeKoMeHOayusx «Xponuueckasi 60ae3Hb NoueKy
2021 e, pazoen 3.1 [25].

PexomeHayercss y NalMEHTOB C MpeanojaraeMbIM MU
ycranoBieHHbIM auarHo3oM OCI'C u ypoBHeM anb0yMuHa
B KpoBu <25 r1/n c
TPOMOOIMOOTIMYECKUX OCIOKHEHUW Ha3HA4YaTh B TCUCHHUE

LEeNbI0  MPO(UIAKTUKU

nepBeIXx 6 MecsleB CyIIEeCTBOBAaHUS HE(YPOTUYECKOTO
CHUH/ApOMa »DJHOKCAllapuH HATpus™* wnM HaJIponapuH
KaJlblUs WU JaJTeNapuH HaTpus (CM. KOMMEHTAapHUH)
[46,47,56,68].

KomMmeHnTapum: V nayuenmos ¢ negppomuseckum CuHOpoMom
u  amOymuHom 8

Kposu <25 e/n  3ape2ucmpupogaro

mpexKpammnoe yeeauderue pucka BEHO3HbIX

mp0M603M60]lull€CK1/lx OCJIOJICHEHUTL no CpABHEHUIO C

nayuenmamu  6e3 Hegpomuueckoeo cunopoma. Haubonee

8bICOKULL  PUCK  MPOMOOIMOOIUYECKUX — OCLOJNCHEeHUUl  Oblll
ommeueH 6 meueHue nepevix 6 Mecayes CyuecmeoBanls
Hegppomuueckoeo cunopoma [68].

Ipogpunaxmuueckumu do3amu AGNAIOMCI:  IHOKCANAPUH
nampus** 4000 anmu-XA ME,1 pa3z 6 cymku nooKoxicHo,
naoponapun xkaroyua 2850 anmu-Xa ME, 1 paz e cymku,
nookoocro, oarmenapun nampus 2500 aumu-Xa ME 1 pas 6

CYmkKu, NOOKONCHO.

Jnst mpoMITaKTUKM M JICUCHUS] TPOMOOIMOOTHMIECKUX

OCJIOKHEHUH Pexomennyercs y HalEHTOB C
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MIpeIoIaraeMbIM UM yCTaHOBJICHHBIM quarnozom @CI'C
u cramusmu XbBIT 1-4 u pCK®>20 wmn/mun/1,73 M2
NpUMEHEHHE TMpsAMBIX  HMHrHOMTOpOB  (pakTopa Xa
(amukcaban®*, puBapokcaban**) wnmm  nmaburarpaHa
atekcuiara** [69,70].

4.2 Jleuenune nepsuagoro DCI'C

Jleyenye mepBoro smu3ona neppuyHoro ®CI'C (MHMIVAILHAS TePANUANIEPBUYHOIO
DCI'C)

CaMbIM Ha/IeXKHBIM I10Ka3aTeNIeM OLIEHKH ITPOrHO3a o4euHoi BekuBaeMocTH ipu @CI'C
ocTaercsi oTBeT Ha jieueHue. Y 50% mauueHToB, He OTBEeTUBIIMX Ha Jieduenue, TTIH pa3BuBaercs
MeHee 4yeM 3a 10 Jjier, Mo CpaBHEHHWIO C MALMEHTaMH, JOCTUTIIMMH YaCTUYHOW WIN IOJHOU
pemuccuu [71].

Ilepen Haznauenmem MWCT HeoOxonuMo yTouHUTH npuHamiIexHocTh PCI'C k
NEPBUYHOMY WM BTOPUYHOMY.

VY 6onbmmHcTBa nanueHToB ¢ nepBudyHbIM OCI'C nuarHocTupyroT HeppOTHUYECKHM
CHUHJIpOM, a 10 JaHHbIM OM — nud¢dy3Hoe pacmiacTblBaHUE HOXKEK IMOJOLUTOB, YTO TpeOyer
HazHauenust aktuBHoM WMCT. VYV mnamueHToB, KOTOPBHIM YK€ TMPOBOJUTCA JICUCHUE
[JIIOKOKOPTUKOUIAMHU, KIIMHUKO-JIA00paTOPHBIE MTOKA3aTeIN HEPPOTHUIECKOTO CHUHAPOMA MOTYT
yIIy4dIIaTeCcsi, a MOP(HOIOTHUYECKOe MOATBEPKICHUE TU(PPY3HOTO pacIiacCThIBAaHHUS OTPOCTKOB
MOJOLUTOB OTCYTCTBOBaTh Ha MOMEHT Ouoricuu. OJHaKo, IPU OTCYTCTBUUIIOIHONW PEMUCCHUH,
5TUM TmanueHtaMm cieayer npemnoxuTs MCT, ocoGenHo eciu OWOTCHs, BBITIOJHEHHAS MpU
NEpPBUYHOM OOpallleHnH, BbIsiBUIa TUIMYHbIEe npusHaku nepBuyHoro OCI'C. Pexe manueHTs
MOTYT UMeTh Mopdoiornueckue npusHaku nepsuyHoro ®CI'C ucxonno 6e3 HeppOTHUECKOTO
CHUHJApPOMA; TAKUM MalMEHTaM CJIeyeT Ha3HayaTh TEPANUIO TIIIOKOKOPTHUKOWJIAMHU TOJBKO IIPH
pa3BUTHUN HEPPOTHUECKOTO CUHAPOMA.

IIpu Bropuynom ®CI'C UCT He nmoka3zana.

Kpowme toro, kak npasuiio UCT He mpoBoAUTCS B ciiyyae OOIIMPHOTO INIOMEPYJIOCKIIepo3a U
MHTEPCTULHANBHOTO (UOpO3a, MOCKONBKY OHM YKa3bIBalOT Ha HeOoOpaTuMoe MOBpEXJIEHHE,
0COOEHHO, €ClTU MallMeHT UMEeT 3HAUUTEIbHO CHIkKeHHYI0 (pyHkuuto nouek. UCT Bpsa nu Oyzaer

s dexTrBHA B ITOU CUTYAITHH.

R T Yposennb
erop JIOCTOBEPHOCTH Ha3BaHue Hccj1e10BaHUA
JA0KA3aHHOCTH
J0KA3aTeJbCTB

Y nanuentoB ¢ mnepBuuHbiM DPCI'C B OTCYTCTBUM
MPOTUBOIOKA3aHU I Pexomennyercs JIeYEHUE

B 3 IFOKOKOPTUKOUJAAMU  (MpeaHu30J0H**,  BHYTph, 1
MI/KT/CyT, He OoJiee 80 MT/CyT) B KaueCTBE TepaIliy IEPBOM
JIVMHUH JUTS] THAYKIAA peMuccun 0ose3nu [71-74].
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Kommenmapuu: B omcymcmeuu — panOoMu3upOo8aHHbIX
Kaunuyeckux uccareoosanutl (PKH) pexomenoayus ochosana na
pe3yromamax HadbmooamenvHulx uccredosanuti  [71-  74].
Ipumenenue 2ntOKOKOPMUKOUOO8 U OOCMUIICEHUE PEMUCCUU )
nayuenmos ¢ nepsuunviv  @CIC  cHudicaem  KOIUYECME0
OCNONCHEHUTL, CEA3AHHBIX C HEPPOMUUECKUM CUHOPOMOM, 8 MOM
quycie pucK npocpeccupyrouje2o crudicenuss gyukyuu novex. llpu
SMOM HeJCeNamebHble S6/eHUs, CEA3AHHble C NPUMEHEHUeM
npeonuzonona** («llpunoscenue A3», n.l), umeiom menvuiee
3HAueHUe

VY mnamuentoB ¢ nepBuuHbiM OCI'C u HedpoTmueckum
CHUHJIPOMOM IIPH OTCYTCTBHUH IPOTUBOINOKA3aHUN C LEIBIO
JIOCTUKEHHSI PEMUCCUH PeKOMEHIYeTCACOXpAaHATh MPUEM
npeaHu3oaoHa** B ykazaHHOU no3e (1 Mr/kr/cyrt, BHYTpb,
He 6onee 80 mr/cyT) Ha cpok >4 u <16 nenensb [34,75-78].

Kommenmapuu: OCI'C sensemcs 3abonesanuem ¢ 00CmamosHo
BbICOKOU PE3UCMEHMHOCMBIO K 2IOKOKOPMUKOUOAM, O0OHAKO
omeem Ha JledeHue MOJICHO YIYYUUMb ¢ HOMOWblo 0Oojee
8bICOKOU HAYANLHOU 003bl U boNee OnumenbHo2o neverus [34,75-
78]. Onmumanvhasi nPoOONCUMENLHOCHb NPUEMA 8bICOKUX 003
npeonu3onoHa** y epocavix nayuenmos ¢ nepsuunvin @CIC
MOYHO He YCMAHOGIEHA, HO MAKCUMAILHO OHA OOJJICHA
cocmagaams <16 Hedenvb, max Kax y 60AbUUHCTNEA NAYUEHMOS,
00CMUSUIUX PEMUCCUL, OMMeUAemCsl YMeHbULeHUEe NPOMEeUHYpuY
00 16 Hedenu (enasuvim 0bpasom, Ha 4-8 Hedene neyenus) (maoa.
3, pazden «llpunoscenue by, n. 2) [34]. Eciu npomeunypus
npooondcaem NEPCUCMuUpo8ams O0bUie 3M020 CPOKd, U
PA38UBAIOMCSL  Cepbe3Hble  HedicelamenvHvle 3pghexmul, mo
mepanus 8bICOKUMU 003aMU NPeOHU30A0HA™** OdomicHa Ovimb

npekpawerHa u paccmompenvl albmepHamueHble CXxembvl 1e4eHUs.

Tab6anna 3. Jleyenne nepsoro 3nu3ona nepsuunoro PCI'cC

IIpenapar

Jlo3a 1 I TEILHOCTD

' 1I0KOKOPTHKOUABI

CraproBas g03a:
[Ipenuuzonon®* 1 mr/kr/cyt (MakcuManbHO 80 MI/cyT), BHYTpb,
€XKeIHEBHO M2 MI/Kr/cyT (MakcuMmanbHO 120 mr) B

IbTEPHUPYIOLIEM pEXHUME (UEpE3 AEHB).

JdurebHOCTD:

[IponoxkuTh TEpanmuio B CTApTOBOW [103€ B TeueHUe 4 HEHenb B
CITy4ae IOCTHKEHHUS PEMUCCUHU WU MaKCUMAaJIbHO 16 Heneb.
[IporenHnypus 'y TalUMEHTOB, OTBEYAIOIIMX HA  TEPAIHIO
[JIIOKOKOPTUKOMIAMHU, KaK TPABUJIO, CHUXKAETCS B CPOKM A0 16
HeJIeb, TO3TOMY IIPU OTCYTCTBUU TEHIAEHIIUU K

CHWKEHUIO TPOTEHHYPUU TEPAMHIO BBICOKMMH J03aMHU
TIIOKOKOPTUKOMIOB MOKHO MpEKpaniaTh pasee, 10 16 Henensp.
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CHuKeHHe H OTMeHa:

B ciiydae ObICTpOro CHMXXEHUS IPOTEHUHYPHH CIIEIYET MPOA0IIKATh
MpUEeM IMOJIHOM J03bl CyMMapHO 4 HeAenu; MpH HCYE3HOBEHHUH
MPOTEMHYpUU — emle 2 Hemenw. 3aTreM [03y NpeaHu30JI0Ha™**
ClleqyeT CHIKaTh Ha 5 Mr Kaxaple 1-2 Hemenu 10 JAOCTHKEHUS
o0mero cpoka jedeHus: 6 mecsieB. Bo3aMoXHON TepaneBTUYECKON
TAKTUKOW TIPU  CHIDKCHHMH JI03bl  SIBJSIETCS  IEPEeXo]  Ha
QIBTEPHUPYIOUIUM TPUEM MNPEAHU30JI0HA, 4epe3 JeHb (YyABOUTH
CYTOYHYIO 103y, HO He 6onee 80-120 mr), u 3aTeM yMEHbIIATh ATy
CYTOUYHYIO 03y HPUMEPHO Ha OJHY TaONETKy Ka)Xable IBE-TPU
HeJeNu.

[Tpu pa3BUTHM YaCTHYHOW PEMUCCHH K 12 HelensaM JeUeHHs TydIe
COXPAaHUTh €XKEIHEBHBII MpUEM MPEAHU30JIOHA™* U MeIJIeHHO
CHIDKATh CYTOYHYIO /103y Ha OJHY TaOJIETKy KaxKIble JBe-TpU
HEZeNu.

JU1sl MAalMeHTOB, Y KOTOPHIX HAOII0AAaeTCsl CHIKCHHE MTPOTECHHYPUHT
B TeueHue 12-16 Henenb, HO OHO HE COOTBETCTBYET KPUTEPHUIM
YaCTUYHOM PEMUCCUH, PEIICHHE O MPOJOIKEHUHN MpHUeMa BBICOKOM
J103bI IPETHU30IOHA** MM MOM(UKALIMY TEPATTUY TPUHUMAECTCS C
y4eTOM MEePEHOCUMOCTH TTIOKOKOPTUKOUIOB.

B cnyuae crepoui-pe3UCTEHTHOCTH WU MPU Pa3BUTUHU CEPHE3HBIX
mo00YHBIX 3(PPEKTOB M03y MpeaHH30J0HA** HE0OX0MUMO OBICTPO
CHIDKATh UPAaCCMAaTPHUBATh AIbTEPHATHBHBIE CXEMBI JICUCHHUSI.

Nuruéuropsl

KaJbIIUHCBPUHA

CraproBasn n103a:

#lluknocopun™* B no3e 3-5 Mr/kr/cyT unm

#rakponmumyc** 0,05-0,1 mr/kr/cyTt, pa3aelieHHbIE Ha JiBa MpUeMa
Kaxple 124acos.

[leneBast KOHIIEHTpAIHS B CRIBOPOTKE KpoBH: #riukiocrnopud 100-
175 ur/mn,#rakponumyc 5-10 Hr/miL.

JMTeIbHOCTD:

[Ipn nmocTHXEHUU 1EEBOM KOHIIEHTpAIMU #IIUKIOCTIOprHa™ *
WM TaKpoauMyca** B KpoBU HEOOXOAMMO MPOAOJDKATH MPHEM
IpenapaTa B 3TOM J103€ €Ille B TeueHHe 6 MecsALEB, MOCIE Yero
B clyyae OTCYTCTBUS 3(PPeKTaonmpenesitoT pe3uCTeHTHOCTh
MayeHTa K Tepanu.

CHHIxeHNe ¥ OTMEHA:

VY nmanueHToB, JOCTUTIIMX MOJHON WM YaCTUYHOW pEMHUCCHUH,
CIIeNyeTIPOAOKUTE JICUCHHE MPErapaToM B TOM JKe J03€ 10
JOCTHXKEHHS O0IIero cpoka JieueHus 12 mecsIes.

3areMm npemnapaTr MEIJIEHHO OTMEHSIETCsl B TeueHue 6-12 mecsiies.

Ilenvio mepanuu nepsuunozo @®CI'C agnaemca pemuccus, npeOnOYMUMENbHO HONHAA

[34,71,76].
YpoBeHb
LN J0CTOBEPHOCTH Ha3zBanue ucciie1opaHus
JA0KA3aHHOCTH
JA0Ka3aTeJbCTB
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V¥ nanuenTtoB ¢ nepsuuHbiM OCI'C B ciyyae mosydeHus
OTBETa Ha TEPaIUI0 ITIOKOKOPTUKOIaMH. Pexomenayercs
MPOJOJDKUTH JICYCHHUE C TOCTETIEHHBIM CHM)KEHUEM 03Bl
(tabn. 3; paznen «Ilpunoxenue by, 1. 2) Ha CPOK HE MeHEe
6 MecsIIeB ¢ 1eNto coxpaHeHnus pemuccuu [34,77].

Kommenmapuu: Heobxooumas OaumenvHocms — mepanuu
npeonuzononom**  nepsuunoco @CI'C He onpedenena. Bo
MHO2UX cayuasx mpebyemcs obwuil Kypc edeHusi He meHee 6
mecayes [76,78], a noamas pemuccus moodicem  Ovlmb
docmueHyma moavko uepes 12 mecsayes unu ooavwe [79]. V
nayuenmos, y komopwvix 6vin nonyuern omeem na UCT, cpeonss
npPOOOIACUMENLHOCb NeueHust cocmasuaa 5,7 mecaya. boaee
KopomKue Kypcol (2 mecaya uiu mMeHbule) npugoosim K eopazoo
Ooee HUBKUM NOKA3AMENSIM YACIOMbL OOCTHUNICEHUST PEMUCCUU
(om 20 0o 30 %) u mocym cnocobcmeosamv OWUOOUHOMY
3aKmoYenuio o Hespgexmusnocmu smou mepanuu [34,77].

Y nanuentoB ¢ mnepBuuHbiM PCI'C npu Hanuuuum
MIPOTHUBONIOKA3aHU T K TITFOKOKOPTUKOMIaM WA
OCIIO)KHEHUH OT MX MPUMEHEHUs. PekoMeHyeTcs Tepanus
WHTUOUTOpAaMHU KalbLWHEBpUHA (HIHUKIOCTIOpUH** 1N
#rakponumyc**) nnsg uHaykuuu pemuccuu [72,80-82].
Kommenmapuu: Omnocumenvhvle npomuBonoKa3anusi K
HA3HAYEHUIO  BbICOKUX 003 NPeOHU30I0HaA™**  umerom
NayueHmvl ¢ OJCUPEHUEM,  CAXAPHLIM  Ouabemom,
ocmeonopozom,  eo3pacmom  cmapwe 70 nem,
nCuxXuampuueckumu U - Opyeumu  3a001e6aHusMU N0
VCMOMPEnUIo jlevaue2o epaia il npu omxdase nayuenmad.
B nabniooamenvrnom uccneoosanuu 51 nayuenma @CI'C ¢
OdHCUPEHUEM, CAXAPHBIM OUAOEMOM U OCTNEONOPO30M ObLIO
HOKA3aHo, ymo Komounayus #yuxnocnopuna™* ¢ nuskumu
oozamu npedHuzonona** npueena Kk 0Oonee BblCOKOU
uacmome pemuccuti (>80%), uem npu monomepanuu
8bICOKUMU 003aMu npeonuzonona™** (62,5%) [72]. B smom
uccneoosanuu npumensau Hyukiocnopun®* 6 0oze 3
Mme/ke/cym 6e3 MOHUMOPUPOBAHUsL KOHYEHMPAYyUl, 1e4eHue
nposoounu 6 medenue 25 mecayes. B Opyeom
HabnooamenbHoOM uccneoosanuu Momomepanusl
#maxponumycom™** @ 0oze 4 me/cym c yenegvim yposHem 4-
7 He/Mn 6e3 000asieHUss 2IHOKOKOPMUKOUOO8 npugend K
pemuccuu CI'C yepes 6,5+5,9 mecayes nevenus [82].
Ilpomueonoxkazanuamu K  npuemy  UHSUOUMOPOS
KaNbYUHe8PUHA UMEeIom NAYyueHmvl O 3HAYUMENbHbIMU
COCYOUCMBIMU — USMEHEHUAMU — UIU  BbIPANCEHHBIM
UHMEPCMUYUATLHBIM PUOPO30M NO pe3yTbmamam OUONCUU
nouku, unu cHudxcenuem pCK® <30 mn/mun/1,73 m2 usz-3a
PUCKA HEPPOMOKCUUHOCIU IMUX NPENAPAMO8.
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3.1.1 Jleyenue crepowi-pe3ucTeHTHOrO nepBuyHoro ®CI'C

Kareropus
JA0KA3aHHOCTH

YpoBeHb
AOCTOBEPHOCT
U
JA0Ka3aTeJbCTB

Ha3zBanue ucciaeaoBanus

Y mnmanMeHToB €O CTEpOMA-pe3uCTeHTHBIM mnepBuuYHbIM OCI'C
Pexomenayercs nedeHune HMHIHMOMTOpaMHM — KaJblMHEBPHHA B
COYETaHUM C HU3KMMH JI03aMH NPEAHMU30JI0Ha™* Hin 6e3 Hero, Kak
MUHHMYM B T€YEHHE 6 MECALEB C LENbIO JOCTIKCHHUS PEMUCCHU
[57,58,82-85].

Kommenmapuu:  Pexomenoayuu  no  mepanuu  cmepouo-
pezucmenmnozo nepsuynozo DOCI'C ocnosanvl Ha pe3yrbmamax
neckonvkux  PKHU, uzyuwaswux npeumywecmea  npumeHenus
Hyuxnocnopuna®** no cpasnenuro ¢ niayebo u - Opyeumu
npenapamamu, a maxice HabAIOOAMENbHbIX U HEKOHMPOIUPYEeMbIX
uccneoosanuii. B oonom uz nux #yuxnocnopun** ¢ doze 5 me/xe/cym
HA3HAYaIU 6 Kayecmee MOHOMEPAnuu 63pociviM HayueHmam 8
meueHue 6 mecayes, a 3amem 003y cHudxcanu Ha 25% radicovie 08a
Mecaya 00  NOMHOU  OmMeHbl, 3¢gekm  cpasHusaiu ¢
noooepoicusarowell mepanuei  npeoruzonoHom**.  Ioanyro umu
YACMUYHYIO DEMUCCUIO 3HAYUMENbHO Yauje peucmpuposan npu
npumMeHeHuu #yurknocnopuna ** (59% npomus 16%).
Honoscumenvholii 3¢hghexm bvin ommeuen yoice uepez 2-8 Hedenw
nocie Hawana mepanuu, omcymcmeue s@gexma 6 meueHue 3
Mecayes, KAk NpAsUio, YKA3bl8ANO0 HA  PE3UCMEHMHOCMb K
Hyuxnocnopuny** [85]. B opyeom PKHU neuenue #yuxnocnopunom™*
(nauanvhasn 0o3a 3,5 me/ke, CKOPPpUSUPOBAHHAA HA NOOOEPIHCAHUE
yenesoco ypoems tyuxnocnopuna** e npedenax 125-225 mxe/n) 6
couemanuy ¢ HUKUMU oozamu npeonuzonrona** 0,15 me/xe/cym
cpasHusanu ¢ niayebo y NAayueHmos ¢ NepPeUYHbIM CHEPOUO-
pesucmenmuvin OCIC. Yepe3 26 nedenv yacmuuHnas uiu NoIHAS
pemuccus  3abonesanus Oviia 2opazdo boaee uacmou Hpu
npumeneruu Hyukiocnopuna** (70% npomus 4% npu npumenenuu
nnayedo). Yacmoma peyuousos nocie ommenvl Hyuxiocnopuna**
cocmasnsina 40 u 60% k 52-u u 78-u neoensim [48].Pexomenoayus
ocHosana Ha daunvix MA, exmouasweeo 7 PKHU no npumenenuro
Hyuxnocnopuna®* y nayuenmos co cmepoud-pezucmenmuvim @CIC
no cpasnwenuro ¢ niayeoo unu opyeou HUCT. Tepanus
Hyuxnocnopunom™* accoyuuposana ¢ 6OTLUUM YUCTOM YACUYHBIX
pemuccull 4 CONOCMAasUMOU 4acmomoi NOOOUHBIX HENHCeNAMeNbHbIX
sa61enull no cpasHenuio ¢ opyeumu cxemamu UCT [58].

Heckonvko HEKOHMPOIUPYEMbIX uccaedosanull
npodemoncmpuposanu  d¢hgexmusnocmo  Hmaxkporumyca**  npu
cmepouo-pezucmenmuvlx  opmax DCIC. Ilpu ucnonvzoeanuu
#maxkponumyca** 6  couemanuu ¢ = HUBKUMU ~ 003aMU
2TIOKOKOPMUKOUOO8 V NAYUEHIO8 CO CMepoud- Uil YukioCHOpUH-
pesucmenumuviv  @CI'C  noanyio uau 4acmuuHylo  pemMuccuro
peaucmpuposanu 6 48% ciyuaee 6 meuenue 6 mecayes. Ocmpoe
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obpamumoe cuudicenue pCK®D wnabmiooanu npumepno y 40%
nayuenmos  [53]. Ewe 6 o00HOM ucciedosamuu  OYeHuIu
aghpexmusrnocms npumenenus #Hmaxporumyca** 6 meuenue 48
Hedenb y HAYUEHMO8 CO CHMEPOUO-PE3UCTNIEHHBIM NePEUYHBIM
OCI'C, npu smom noanas pemuccus ovira docmuenyma y 38,6%,
yacmuunaa pemuccus — y 13,6%, ocmpas HedhpomokcuyHocms
ommeuenay 15,9% [49].

Hecmompss na mo, umo smu ucciredosanus 001a0anu HU3KOU
cmenenvto doxazamenvrocmu [80,85,86], Oaunas pexomenoayus
omuocumcsi Kk cunvHou.  Ilposenenus — HeghpomoxcuuHocmu
Hyuxnocnopuna™* u #maxponumyca™*, xax npasuno, oopamumol u
ABNAIOMCSL  MeHee ONACHbIMU, YeM pa3eumue MHONICECHEEHHbIX
HediCcelamenbHbIX aghpexmos ONUMenbHOU mepanuu
2NOKOKPMUKOUOAMU uw/unu bonee 8bICOKASL yacmoma
npocpeccupo8ansi CHUNCEHUs. (DYHKYUU NoveK y NAYyueHmos co
cmepouo-pe3ucmeHmHbiM DCIC, npu 2Mom puck
HeghpomoxcuuHocmu yMeHbuaemes npu MuyamerbHOM
uccaed08anuy yposHs IeKapCmeeHHbIX NPenapamos 6 Kposu.

Mbr  pexkomenayem naunumeHtam ¢ nepBuuHbiM - DCI'C,
IIOJIYYaIOIUM JICUCHHE LUKJIOCTIOpPUHOM ** WU
TaKpOJUMYCOM™**, TOCTUraTh LIEJIEBOT0 YPOBHAJIEKAPCTBEHHBIX
npenapatoB B kpoBu — 100-175 wr/ma u 5-10 Hr/mmn,
COOTBETCTBEHHO, C IIeJIbI0  00ecredYeHus ONTHUMAaIbHOM
3¢ PexTUBHOCTH TPOBOAUMON Teparnuu [48,49].

Kommenmapuu: /[o3v1 u OnumenpHocms JeueHuss UHSUOUmMopamu
KanvyuHespuna npeocmasietvl 6 maon. 3 (pazoen 3.2.1).

Hauanvnas 0oza #Hyuxnocnopuna**, xomopyio npumensiu 8
OONbUUHCIMBE KTUHUYECKUX UCCLe008AHUL, COCMABIANA 5 Me/Ke/cym
[50-52,85,87], npumenenue  Odosbi  bOomvue 6 me/xe/cym
CONPOBOIAHCOANOCH Y8eNudeHueM pucka Hegpomokcuynocmu [50].
Yuumeisas ~ 0oszozasucumyro  negpomoxcuunocmo,  ciedyem
HA4YUHaAmop 1eveHue ¢ boaee HU3KoU 003bl U HOCTNENEHHO YEeIUiUEAmMDb
ee 00 O00CMUdMICeHUsT Yene8020 YPOSHS Hpenapama 6 Kposu. 3a
UCKTIOYEeHUeM O00HO020 UCCTeO008AHUsL, KOMOpoe ObLIo HayeleHo Ha
oocmudicenue yposHua Hyuxnocnopuna**  250-600 wue/mn  [82]
OCMANbHBIE NPOOEMOHCIMPUPOBANU CROCOOHOCMb Hyukiocnopuna**
8b13b18AMb PeMUCCUIO NPU Yeledoll Konyenmpayuu 6 kposu 100-225
He/MI.

B oonom wuexommponupyemom ucciredoganuu Hmaxpoaumyc**
npumensau 6 cmapmogou oose 0,15 wme/xe/cym, npu smom
KOHYeHmpayus. npenapama 6 Kposu COCMAGIAILA 8 nepevie Hemvipe
neoeru 10,3-11,8 we/mn  [52]. B Opyeom  npocnekmunom
uccredosanuu  #Hmaxporumyc**  npumensiiu  u3z pacwema 0,1
me/ke/cym, npu  9mMoM  OOCMUSAAACH MUHUMATbHbIE —Yenesds
KoHyenmpayus #maxpoaumyca™* okono 7 ne/mn [49].

Buvibop mesicdy smumu npenapamamu OCHOBbI8AeMCA HA UX UeHe,
B03MOJICHOCIU ~ ONpedesienust VPOBHS npenapama 8 Kpoeu u
BO3MOJCHBIMU — HedceramenvuviMu  sppexmanu. Ilpu  npueme
Hyuxnocnopuna™*  puck eupcymusma u eunepmpoguu  OdeceH

33




ecmpeuaiomcsi  coomeemcmeenno ¢ wacmomou 70% u 30%,
Kocmemuieckue nobounvie 3¢ghekmol, Kax npaeuno, ObLiu MeHbULe
npu nevenuu #maxponumycom**, u smom npenapam moosscem 6vimo
npeonoumumenvHuiM 0si Monoovix scenwun [88]. Ho ¢ Opyeou
Ccmopouvl, npu npueme #Hmakpoaumyca** ommeuaemcs 6oaee
BbICOKUIL PUCK PA3BUMUSL CAXAPHO20 Ouabema.

Hasunauenuss uneubumopos ranvyuneupura ciedyem uszbecamv y
nayuenmos ¢ pCK®<30 ma/mun/1,73 m2. Ecau y nayuenma c
msicenvim Heppomuyeckum cunHopomom u crudxiceruem pCK®@ <30
ma/mun/l,73 M2 no OaHHbiM  OUONCUU  NOYKU  GbIAGIACMCA
HEe3HAUUMENbHBIL  UHMEPCMUYUAIbHBIU  Quodpo3 1 0OWUpHDLLL
UHMEPCTMUYUATbHBII OMeK, MO UHSUOUMOPbL KATbYUHEBPUHA MONCHO
NPUMEHSAMNb, HO C OCHOPOICHOCMBIO 8 NOJOGUHHOU CIAPMOBOU 003e,
Komopas —00blYHO  peKomeHOyemcs Ons  NAYUEeHMO8  C
HOpMANbHOU — (DYHKYUel  novek, nNpu 3MOM  OUHAMUK)
KpeamuHuHra cvigopomxu kKposu (u pCK®) cnedyem oyeHusamo
uepes 00HY HeOoello Nocjie Hauaia npuema npenapama.

VY nanueHToB co crepoua-pe3ucTeHTHbIM nepBUdHbIM OCI'C
PekoMeHnyercs  mponoDKaTh — TEpAlMI0  MHTHOUTOpaMu
KaJIbLIUHEBPUHA TMPU JOCTHKEHUH PEMHCCHM KAKMUHHUMYM B
TedeHue 12 MecsueB Uil NpenynpexacHus oO0OCTpeHUt
[57,82,89].
Kommenrapuu:Ommeuaemesn @vicokas — yacmoma — peyuousos
nocie ommenvt yukiocnopura**. B PKU [48,85] peyuouswi
@CI'C so3znuxaiom y 40-69% uepes 200 u y60% uepes 78 neodenv
nocie ommeHvl npenapama. B nabmodamenvuvix uccredosanusix
yacmoma peyuouso8 nocie ommenvl Hyuxnocnopuna** makoice
cocmasasiem om 60 0o 80%. Conocmagumas wacmoma peyuougos —
76% 3apecucmpuposana u npu nedenuu #maxpoaumycom** [58].

Pekomennyercs y mnamueHntoB ¢ mnepBuuHbiM OCIC ¢
PE3UCTEHTHOCTBIO K TJIIOKOKOPTHKOWZAM ¥ HWHTHOMTOpAM
KaJIBIMHEBPUHA WJIU  HAJIAYUEM  TPOTHBOIOKA3aHUHA K
Ha3HAUYEHUIO OTHX TIPENapaToB pPacCMOTPETh  TEPaIHUio
#mukopenonar MopeTuaIoM™* I MHAYKIUH PEMHUCCHU
[90,91].
Kommenmapuu: Pexomenoayus OCHOBAHA HA 08YX
PKU, romopobie NPOOEMOHCIPUPOBATU
aghghexmusnocms npumenenus Huuxoghenonam moghemuna**
[90,91].
B PKU (n=192) s¢gexmusnocmv 12-mecaunoco Kypca
Hyuxnocnopuna®* (8 0oze om 5 0o 6 me/ke/cym ¢ yenesvim
yposnem om 100 0o 250 me/mn) cpasHunu ¢ npumeneHuem
#uurxogenonam mogpemunra™* (8 0oze om 25 0o 36 me/ke/cym)
8 COYemaHuu ¢ BbICOKUMU 003aMU 2NIOKOKOPMUKOUOOE Y
nayuenmos co cmepouo-pe3ucmeHmHuLM @CI'C.
Tonooxcumenvhvie pezynomamoel Oviau OocmucHymol y 46%
nayuenmos, noaydasuiux Hyuxnocnopun™* uy 33%, komopwie
NOYYANU KOMOUHUPOBAHHYIO MEPANUIO 2IHOKOKOPMUKOUOAMU U
#uukogpenonam mogemurom™** k 52 mnedene HabarOeHus
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(pazniuuua HedocmosepHuvl). He 6vin0 makdwce ycmanoeieHo
pasnuuull 8 Koiudecmee obocmpenuil 8 meuenue 26 Hedeiwb
nocne npexkpawjenus aevenus. Cpeou mex, Kmo Oomeemun Ha
mepanuio, pemMuccus COXpanAnacy Ha npomsxceHuu 78 Heoenw
HaOI0OeHUsl, NPU SMOM YACOMA PEeMUCCULl He OMAUYANACD
mexncdy epynnamu [90]. B omxpuimom paHoomMu3uposaHHom
nunromHom ucciedosanuu, sxaoyasuiem 32 nayuenma ¢ PCI'C,
cpasnueanu  d¢pexmusnocmo  mepanuu  #muxogenoram
Mmopemunom™* 6 0oze 2 o/cym 6 kombOuHayuu ¢ nPeoOHU30J10HOM
0,5 me/xe/cym 6 meuenue 2-3 mecayed ¢ NOCMENEHHbIM
CHUDICEHUEM U Mepanuro npeoHUu30I0HoM™** & evicokoll dose |
me/ke/cym. Yepes 6 mecayes pexcum na ocHoge #mukogpenonam
Mopemuna®* okazancs cmoiv e PHekmueHbiM, KAk U
MOHOmMeEpanusi  8bICOKUMU — 003aMU  NPeOHU3010Ha ™™,  Ho
pemuccus Hacmynana oOvicmpee, U KYMYJISAMUSHAS 003d
npeoHusonona™* oOvina menvuwe 6 epynne #Hmuxogheronam
mopemuna®* [91].

OcHogvlgascy Ha SMux OAHHBIX, peKoMeHOyemdas 003d
#uukoghenonam mogpemuna™** (750-1000 me 06a paza 6 Oennb 6
meueHue 6 Mmecayes) 6 KoMOUHAyUU C HUSKUMU O003AMU
2NIIOKOKOPMUKOUOO8 8 Kauecmee albMepHAMUBHOU Mepanuu.
(1) y nayuenmog co cmepouo-pe3ucmeHmHblM NepeutHbIM
OCIC; (2) y nayuenmos, docmueuiux YacmudHol pemuccuu 8
pesyibmame npuema UHSUOUMOpPOs8 KaibyuHespuHna, (3) 6
cyuae pazeumus He@hpPoOmoKCUYHOCMU 2THOKOKOPMUKOUOO8 U
UHSUOUMOPO8 KATIbYUHEBPUHA.

B HEeKOMOpbLX HAbI00aAmeNbHbIX UCCNe008aHUsX
NnpoOeMOHCMPUposan 3¢pgexm monomepanuu #muxogenoram
Mopemuna®* 6ez 0obasnenus enrokokopmuxkouoos [92,93].

Pexomennyercs y mnauuentoB ¢ nepBuuHbiM PCI'C npu
YaCTUYHOM  OTBET€ HAa  INPUMEHEHHME  BBICOKMX 703
TTIIOKOKOPTUKOUJIOB WJIM HMHTHOMTOPOB KaJbLIUHEBPUHA MPU
HEBO3MOXXHOCTH MPOJODKEHUS 3TOM Teparuyd paccMOTPETh
Ha3HaveHue IukiIodochaMuaa™* s UHIYKIHAA peMUCCHH [94-
96].

Kommenmapuu: Ilpumenenue yuxnopochamuoa™* moowcem
paccmampusamvCsl 6 albmMepHAMUBHbIX CXeMax y NayueHmos ¢
YACMUYHBIM OMBEMOM HA JledeHue 2NI0KOKOPMUKOUOAMU ULU Y
nayueHmo8 ¢  6bICOKUM  DUCKOM  HeppOmMOKCUYHOCMU
npUMeHeHUs. UHSUOUMOPOB KAbYUHEeBPUHA

Pexomennyerca y manmeHtoB ¢ nepBuuHbiM - DCI'C,
PE3UCTEHTHBIM K TJIOKOKOPTUKOWJAM M  MHTUOUTOpam
KaJIbLIMHEBPUHA, PACCMOTPETh BO3MOXKHOCTH IMPUMEHEHHS
#putykcumaba** 1y MHIYKIUA PEMUCCHUM W/WIA CHYKCHUS
4acTOTHI peluaAnBOB [97].

Kommenmapuu: I[lo oannveim MA 16 nabrooamenvbHvix
UCCIe006aHULl  4ACMOMA  NOJHbLIX — PeMUCCUl  Nnpu
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npumenenuu #pumykcumaba** y nayuenmos cnepeuuHviM
@CI'C cocmasuna 42,9% (95% JHU 10,8-82,3%), a
yacmuynvix pemuccu — 10,7% (95% U 7,0-59,2%) npu
cpeonetl npodonxcumenvbHocmu Haoaodenus 18,7+9,0 mec.
Yacmoma  peyuoueos y  NAYUEHMOS8,  NOJYYAGUIUX
#pumyrkcumab**, cocmasuna 47,3% (95% /U 25,4-70,2%).

He oOviio ommeueno 3umauumoii pasHuysl 6 uyacmome
pemuccuti u 0bocmpeHuil npu UCNOIb308AHUU PA3TUYHBIX
003 cymmapno 1500 me/m? versus cymmapro

>1500 me/m?. Pesicumbl 66edenuss mo2ym bbimb credyioujue:
375 me/m? oomoxpamuo; 375me/m? 1 pasz 6 medemo, 2
esedenus; 375 me/m’ 1 paz e medemo, 4 esedenus.
Ipasuna NPUSOMOoGIeHUS, XpaueHus, 66e0eHUsL
#pumykcumaba™*  coomeemcmeyrom — UHCMPYKYUU  NO
npuMeneHuio jexapcmeenno2o npenapama («llpunoscenue
A3», n.2).

B 00nom u3 nepewix ucciedosanuii ucCnancKoll epynnsl asmopos
cpedu 8 nevennvix Hpumyrkcumabom™*  nayuenmos y 3
OMMEUeHO CHUJCEeHUe NPOMeuHypuu u yayuuienue GyuKyuu
NnoYeK MOAbKO NPU YCIo8UU 86e0eHUs Doee GblCOKOU 003bl
npenapama, mo ecmos OONOIHUMENbHO 0m 2 00 4 cmanoapmHvLx
unghysuil npenapama (cymmapro 6-8 eseoenuit) [98].

JleyeHye NalMEHTOB €O CTEPOWI-3aBUCHUMBIM M _uacTo-penmiuBupyvioimum OCI'cC

Jleuenue cmepouo-3agucumozo u/unu yacmo-peyuousupyrowezo nepsuirnozo ®CI'C ne

umeem ybeOumenvbHoU O00KA3amenbHol 0a3bl U OCHOBLIBAEMCS, 2lNABHbIM 00pA30M, HA

pesyibmamax jiedeHusl 63pociblx C 60N1e3HbI0 MUHUMANbHBIX UsMenenul. Oonaxo yuumbsleas

CX00CMB0 3MUxX deyx bonesnell u l’lpeanOﬂODfCl/lmeﬂbHO 061/141/[6 namocenHemudyecKkue mMmexaHu3smasl,

Mbl nojiazcaem 603MOMNCHOCNIb UCNOJIb3O6AHUA 061/1/;1/06 cxem mepanuu.

TG mi‘;zizgfmcm Hassanue uccienoBanusi
Jlolcasannocti J0KA3aTeJIbCTB

Pexomenayercs y manueHTOB CO CTEPOM]I-3aBUCHMBIM H
yacTo-penuauBupytomuM nepsuuHbiM PCI'C  nedenue

A ) #uukiaocnopuHoM™** 3-5 MI/Kr/cyT wnu #Takponumycom™*
0,05-0,1 mr/kr/cyT, pa3neneHHbIe HA 2 MpUeMa, B TEUCHUE
Kak MUHUMYM 12-24 MecsneB sl CHUKEHUS YacCTOThI
penuauBoB [96].
Pexomenayercs y malieHTOB CO CTEPOU]I-3aBUCUMBIM
U yacTo-peuuguBupyrommuMm nepBuuHbiM - @CI'C

B 2 paccMOTpEThH BO3MOKHOCTh MpUMEHEHUS

nuknodpochamuga**, 0,5- 0,75 r/M2, exeMecsdHo,
BHYTPUBEHHO, B  TeueHHE 6  MecsleB WM
#mukodenonat moderuna** 1000 mr 2 paza B 1eHb B
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TEUCHHE ToJaa JUIsl KyHUpOBaHUS OOOCTpeHUH U
CHUKEHUS 4acCTOThl peruanBoB [96,99,100].
Kommenmapuu: B PKU Ren u coaem. [96] npu npumenenuu
yuknogocpamuoa™* (0,5- 0,75 e/m2) escemecsauno 6 meuenue 6
Mecayed 8 KOMOUHAyUU ¢ 2TOKOKOPMUKOUOAMU Y B3POCTIbIX
NAYueHmos Cco  CMepoud-pe3uCmenmubiM Ul  Cmepouo-
sasucumvim OCI'C yacmoma pemuccuu uepe3 6 u 12 mecayes
cocmasuna 56% u 67%. B uccneoosanuu, exmovasuiem 29
NAYUEeHmos ¢  Yacmo-peyuousupyiowum  Heppomuieckum
cunopomom, ¢ mom uucne nepsuunom PCI'C, HauarbHbie 003bl
#uuxoghenonam mogpemuna™*

cocmassinu 2000 me/cym 6 couemanuu ¢ NPUEMOM YMepPEHHbIX
(00 30 me/cym) unu manvix 003 npednuszonona** (10 wau 5
me/cym). Pemuccusa Hehpomuuecko2o cuHOpomMa OOCMUSHYmMa 8
27/29 cayuasx (93,1%). V Oeeamu nayuenmos ¢ peyuougom
Heppomuueckozo  cuHOpoma — NOCe  CHUJCEHUs  003bl
#uurxopernoram mopemuna** Ovin 60300H06ICH Mom  Jice
PedACUM, YIMO BHOBb NPUBeno K pemuccuu y ecex oessimu [100].

PexomMeHnyercs y HaliueHTOB CO CTEPOUI-3aBUCUMBIM U
4aCTO-PELUAUBUAPYOLIUM IIEPBUYHBIM OCI'C
paccMoOTpeTh BO3MO>KHOCTh IPUMEHEHUs
#puTykcumaba®™™* s CHH)KEHHUS 4acTOThI PELIUIMBOB
[97,101].

3.2 Jleuenune BropnuHoro ®CI'C u ®CI'C ¢ Hen3BeCTHOI NIPUYNHOI

Kareropus
AOKAa3aHHOCTH

YpoBennb
JA0CTOBEPHOCTH
J0KAa3aTeJbCTB

HaszBanue uccjie10BaHus

He pexomennyercs Haznauate MCT y nanueHTOB coO
BropuyHbIM @CI'C mim OCI'C ¢ Hen3BeCTHOM MPUUNHOM
u3-3a ee HEedIPQPEKTUBHOCTH U UId TNPEeAyHpeKICHUS
no6ouHbIX 3¢ dexTos [1].

Kommenmapuu: Bmopuunvii @CIC u DCIC c
Heu38ecmHuoll NPUYUHOU UMEIOM CXOOHble KIUHUKO-
nabopamopHvie  NposAGNEeHUs ~ —  OMCYMCMmeue
Heghpomuuecko2o cunopoma u MeOIeHHO
npozpeccupyloujee chudxcenue Qynkyuu novex. Tax kax

6 ocnose pazsumusi emopuunoco PDCI'C nexcam
namozeHemudeckue MexXaHusmvl, He CBA3AHHblEe C
UMMYHHLIMU npoyeccamu (cm. pazoen 1.2), UCT ¢
amom caydae He nokazauna. Heobxooumo nposedenue
HeghponpomexmueHol mepanuu 6 COOMEEeMcmeuu ¢
OCHOBHBIMU npuHyunamu Jle4eHus XbBII.
Ilpucoedunenue UMMYHOCYNPECCUBHBIX NPENApamos
credyem 00Cyscoams MOAbKO 8 Clyyde pa3eumuisl
Heghpomuuecko2o cUHOpoma, leyeHue 8 dMom ciyiae
npoBOOUMC NO NPUHYUNAM MePanuu NepeuyHo20
OCIC.
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Pexomenoyemes 'y nayuenmos c¢ emopuunvim @CIC
C 5 8030€elicmB808amsb HA OCHOBHYIO NPUUUHY €20 PA3GUMUs C
Yenvblo NpedynpedcoeHUs. nPocpeccupo8anus 3a001e6aHuUs

[1].

5. MeauuuHcKas peadMIUTALMS U CAHATOPHO-KYPOPTHOE JieYeHue, MeIMIINHCKHE
NMOKA3aHUS M MPOTHBONOKA3aHUA K IPUMEHEHUI0 MEeTO/I0B MeIMIIMHCKOM
peadwInTaIUM, B TOM YHCJIe OCHOBAHHBIX HA MCN0JIb30BAHUNIIPUPOIHBIX

Je4eOHbIX (PaKTOPOB

Cneyughuueckas meouyunckas peadburumayus 0 nayuenmose ¢ DPCIC He

paspabomanua.
YpoBeHb
KGO D JIOCTOBEPHOCTH HasBanmue ucciieoBaHus
AOKA3aHHOCTH
JA0Ka3aTeJbCTB
VY nanuentoB ¢ @CI'C PexomeHnayercst NpoBOIUTH
C 5 MEIULUHCKYI0 PEeadWINTAMIO IO TOKa3aHUsIM U B
o0beMe, perycMOTpeHHOM pekomeHaarusimMu mo XbI1,
JUISL yITy4IIeHUsI UCXO0A0B Ooe3Hu [25].

6. llpopunakTnka wu JUCHAHCEPHOEe HAOJACHUE, MEIUIMHCKHE NOKA3aHUA U
NMPOTUBONOKA3aAHUS K NPUMEHEHUI0 METOI0B MPO(PUIAKTHKH

Memoowvt u nooxoowt k nepsuunoti npogurakmuxe @CI'C ne paspabomatnswi.

R n(?;[;zﬁzgzocTu Haszpanue ucciie0Banus
AOKAzAMHOCTH JA0KAa3aTeJbCTB
VY nanuentoB ¢ @CI'C PexomeHnnyeTcst NpoBOIUTH
npodurakTHYecKue MEpONpUsITHs, HAlpaBICHHbIE Ha
C 5 NpoUIAKTUKY OCJIOKHEHUH NUCHYHKUIUU IOYEeK U
OINll, m pnucnancepHoe HaOdOAeHHE B 00OBEME,
MpeIyCMOTPEHHOM pekoMeHaauusamu no XbII, md
yIIy4IIeHus] KICX0J10B Oose3nu [25].

7. Opranmu3zauus OKa3aHUSA MeAMUMNHCKON MOMOIIH

OcHOBHbBIE MOKA3aHUSA K IKCTPEHHOH TIOCHUTAIM3ANUM B CTAMOHAP MAIMEHTOB C
OCI'C:

1) Pa3Butue nnm nono3penue Ha passutue OIIIl (cHmxkenune TemnoB nuypesa <0,5 mi/kr/gac
B TEUEHHUE >6 YaCOB WJIM MOBBILICHUE KpeaTHHUHA KpoBU >50% OT rcxoaHorosa 7 AHEW Win
MOBBIIIEHUE KpeaTMHUHA KPOBH Ha >26 MKMOJIb/J 3a 48 4acos;

2) osicTponporpeccupytoniee cHikeHne CK® n/umm moBeillieHuEe YPOBHS KpeaTHHUHA KPOBH

(1a >50% B TeueHue 3 mecsIeB);
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3) BOAHO-AJIEKTPOJUTHBIE HApyILIEHUs H anuao3 (moTeps >KUJAKOCTH W THUIIOBOJIEMHS,
TUTNIEPKATUEMUs, TUTIOKAJTUEMUS, TUIIOHATPUEMUS, MeTaboTHYeCKUn anuao3,

JIEKOMIIEHCUPOBAHHbIN );

4) moboe U3 CIeIyIONNX OCIOKHEHUH, TpeOyrolIee SKCTPSHHON Tepanuy, BKII0Yas HAYaJlo
IUanv3a: HapylieHue (QyHKIHUNA [EHTPaIbHOW HEPBHOW CHCTEMBI; CEPO3UTHI, JEKOMIICHCAIIHS
MeTaboIMUeCKOro alu03a; TUIepKaTueMus; HeKOHTPOIMpyeMasl TUIlepruaparanus (aHacapka,
OT€K JIETKMX) U  apTepuaibHas TUIEPTEH3Us; Tskenas  OEIKOBO-DHEpreTHyecKas
HEJIOCTAaTOYHOCTb;

5) pesucteHTHas K amOylaTOpHOMY JICYEHHMIO apTepUalibHas TUIEPTeH3Us (BKIIOYas
TUIEPTEH3UBHBIN KPH3);

6) BrepsbIe BhIABIEHHOE cHIDKeHne CK® <30 mn/mun/1,73 M2,

OcHOBHbIE NOKa3aHUSI K BbINHCKe MANMEHTa M3 CTANMOHApPa I0Cje 3KCTPEeHHOM
rocnutajuzanuu nauueHTos ¢ PCI'C:
1) TlonrBepxaeHn wiu wuckiarodeH auarHo3 OIIIl; mpu moaTBEepKACHHUM — YCTaHOBJICHA
stuonorus OIIII;
2) [IlIposemeno neuenne OIIIl B momHoM oOBeMe, 3aBepIIMBIIEECS MCXOJIOM (perpecc,
nporpeccupoBanue XbII, TIIH);
3) VYcranoBneHa npuunHa ObicTpornporpeccupyromiero cHmwkenuss CK® u/wnm moBbIIEHUS
YPOBHsI KpeaTMHHMHA KpoBu (Ha >50% B TeueHue 2-6 MecsleB) U MNPOBEAEHO JICUEHHE,
3aBepIuBIIeecs HcXoJoM (perpecc, nporpeccupoBanue XbII, TITH);
4) TlpoBeneHO JiedeHHE KIMHUYECKU 3HAYUMBIX OCIOKHEHUH TUCHYHKIMHM MOYEK: BOIHO-
ANEKTPOJINTHBIX HAPYIIEHUH, HAPYIIEHUHN KUCIIOTHO-OCHOBHOI'O COCTOSIHUS KPOBH: KYIIHPOBAHbI
WIM KOMIIEHCUPOBaHbl TMIIOBOJIEMMSI, THIEPKAIUEMHS, TUINOKAINEMUs, TUIIOHATpUEMHUS,
MeTaboIMUeCKUi anu03, METa0OMMYecKHil ankano3 (KOHCEepBAaTUBHBIMH METOAAMH WIIU
METOJaMH JIHAIIN3a);
5) CHWXeHO apTepHallbHOE JaBJIICHWE, YCTPAHEHbl JKU3HEYTPOXKAIOUIME  IPOSBICHUS
TUIEPTEH3UN U ONITUMU3MPOBaHa aHTUTUIIEpTEH3UBHAs Tepanus y nauueHToB XbII C1- C5/1;
6) llpu BrepBele BbIsBIeHHOM cHIKeHMH CK® <30 wn/mun/1,73 m? — mpoBeseHHI
JMArHOCTHKA U JIEUEHUE OCHOBHBIX OCIOKHEHUH TUCHYHKIUH TTOYEK.

OcHoBHbBIC NOKA3aHNSA K IIJIAHOBOM IOCNIMTATH3AIUM B CTALIHOHAP:

1) Ilepuunas nuarsoctuka npu nopozpenuu Ha PCI'C;

2) y ManueHToB ¢ u3BecTHbIM auarnozoM OCI'C:

a. HapacTaHUe MPOTCHHYPUH;

b. BHepBbIe BbIABICHHBIN HEYPOTUUECKUH CUHIPOM WIM COYETAHNE TMII0aTb0yMUHEMUN U

npotennypuu >3,5 r/cytku/1,73 M?; 39



C. HEOOXOAMMOCTbH JAUATHOCTUKU/TU(PEpeHIINaTbHON JHArHOCTUKH C TPUMEHEHHUEM

OMOIICHH MOYEK HIIU APYTIUuX TUAarHoCTU4YCCKHUX PICCJIC,HOBaHI/Iﬁ, Tpe6y10H_II/IX TroCruTaJaIn3aluu,

3) dbopmupoBaHue T0CTyIA IS THATTN3A,
4) Ha poHe OEpeMEHHOCTH;

5) mpoBeaenne MCT OCI'C n/unu nedeHrne acCOIMUPOBAHHBIX MATOIOTMYECKUXIIPOIIECCOB;

6) IMOATOTOBKA K INPOBCACHUIO OINICPATUBHOIO JICUCHUA 110 PA3HBIM ITOKAa3aHHUAM.

OcHOBHBIE IOKA3aHMS K BBINUCKE NMALMEHTA U3 CTALMOHAPA IOCJIe IJIAHOBOM
rOCHHUTAIM3ANMH:
1) [MoatBepxnen winu omnpoeprHyT auarHo3 DCI'C, mpoBedeHbl JeUeHHE W TMEpBUYHAS
JMArHOCTHKA ¢ IPUMEHEHHUEM OMOIICHH MOYEK WJIM JPYTHX AUarHOCTUYECKUX MCCIIEOBAHUM B
COOTBETCTBUU C PEKOMEHIALMSIMU;
2) IlonTBepikJieH WM ONPOBEPTHYT JUArHO3 PELUINBA, IPOBEJIEHO JICUEHUE B COOTBETCTBHUHU C
PEKOMEHIALIUAMY;

3) CdopmupoBaH IOCTYI AJIs AUATTN3A;

4) ®CI'C Ha (QoHe OepeMEeHHOCTH — OIpe/esieH MOYEYHbIM MPOrHO3, MPOBEJCHBI JICUEHUE U
JUarHOCTHKA B COOTBETCTBUU C PEKOMEHALMSIMY;

5) Iposenenune UCT — npoBeaeH UK WK TOCIUTANIbHASA (pa3a MMMYHOCYIIPECCHUBHONTEPAIINH,
BBITIOJIHEHA JWarHoctuka U JiedeHue ocnoxHenud WCT, ocymiecTBieH KOHTPOJb
(YHKIIMOHATIBHOTO COCTOSIHUS IIOYEK, IPOBEJIEHBbl JMArHOCTHKAa M JICUEHHE OCIIOKHEHUMN
IUCYHKIUY MTOYeK (ecau TaKOBbIE ObLIIN BBISBICHBI);

6) [lonroroBka K TMpPOBENEHUIO OMNEPAaTUBHOIO JIEUEHHUS — OCYIIECTBIEHa HeoOXxonumas
JUAarHoCTHKa W Koppekuus ocnokHeHnd XbII, BIuAOmMMX Ha PUCKU OIEPAaTUBHOIO
BMEIIATeNIbCTBA (KOHCEPBATUBHO MJIM METO/IaMU JTHAIIN3A).

IIpuHUMNBI Opranu3anuu aMm0yJIaTOPHOM OMOIIH:

AwmOymnaropHoe BeaeHue nanueHToB ¢ @CI'C gomxHO ObITh OPraHW30BaHO B COOTBETCTBHH
C IPUHIUIIAMH, U3JI0’KEHHBIMH B pekomeHaauusax mo XbII [25].
8. lonomuutenbHas wuHbopMaius (B TOM 4YHclie (aKTOpbl, BIUSIONIME HA HCXOJ
3a00JICBaHUSHIIA COCTOSTHUS ):
Brimensior cnemyrommue ¢GakTopbl, KOTOPbIE BIWAIOT Ha TOYEYHYHO BBDKHMBAEMOCTh Y
maruenToB ¢ ®CI'C:

BeanunHa nporeMHypuH. Y TAIMEHTOB C HEPPOTUYECKUM CHUHAPOMOM TMSATUIICTHSIS
IOYeYHAas BEDKUBAEMOCTE cocTaBiigeT 60-90%, 10-1eTHS moyeyHas BEDKUBAeMOCTh — 30-55%.
B ycnoBusiX pe3MCTEHTHOCTH K Tepamuud MaccuBHas mporteuHypus Oomee 10 r/cyt/1,73 m2
accoIMupoBaHa ¢ nporpeccupoBanrem 3aboneBanus a0 TIIH B teuenue msatu net. HamGomee

BBICOKAs MTOYEYHasl BBDKUBAaEMOCTh (Oonee 85% qepfg 10 ;et) oTMedaeTcs y MAIMEeHTOB Oe3



HE(POTUIECKOTO CHUHIpOMA C COXpaHHOU (yHKIMeH nouek [4,6,8,28].

Hapymenne pyHKIMH nmoyek. Xyamend MOYEeYHOW BBIKMBAEMOCTBIO COIIPOBOKIAETCS
HapymieHue ¢GyHkouu modek [32,71,102], 4to damie Bcero SBISIETCS CIEACTBUEM Ooliee
pacIpoCTpaHEHHBIX IPOLIECCOB INIOMEPYJIOCKIIEP03a U MHTEPCTHIMAIbHOTO (prdpo3a npu dosee
TSDKEJIOM TEYCHUU 3a00JIieBaHMsI WM OOJIBIICH MPOMOIKUTEIHPHOCTH OOJE3HHU; Yalle BCETro
NAIMEHTHI C HapyIIEHHOW (QYHKIMEH MOYeK UMEIOT Xy IIIUIA OTBET Ha JICYCHHUE.

Mopdgoaornyeckne gannble. Hamuune unTepcTunmanbHoro Gpudposa npenckasbiBaet
XYJUIyI0 TIOYEYHYIO BBDKMBAEMOCTb, XOTS B HEKOTOPBIX CIIydasX OH MOXET SIBIISITbCS
cnenctueM BTopuuHoro @CI'C ¢ Gosee OmarompusitHeIM mporaozoM [35,102,103]. Cpenu
Mopdonoruueckux BapuaHToB @OCI'C Hanbosee HEOIaronpusATHBIM B IUIAHE IOYEUHOM
BBDKMBAEMOCTH CUMTAIOT KOJUIAIICUPYIOILYIO He(hponaTHio, KOTOpas KIMHUYECKH MPOSBISAETCS
TSDKETIBIM HE(PPOTUYECKMM CHHIPOMOM M OBICTPHIM CHIDKEHHEM ¢QyHKIuA modek [104].
[TarmenTs! ¢ BepxymeunsiM BapuantoM OCI'C (tip lesion) nMeroT my4mmii OTBET Ha JICUCHHE
IFOKOKOPTUKOUIAMU, XOTS €ro Hallmuue He rapantupyer 3to [35,105,106].

OtBer Ha Tepanmuio. CaMblM CHJIBHBIM IIPOTHOCTHMYECKHMM IIOKA3aTeleM IOYECYHOU
BbpKUBaeMocTH npu @CI'C sBnsieTcs nepBoHAYajabHBIM OTBET HA TEpalvio, HE3aBUCUMO OT
Mopdoorunueckoit kaptunsl [34,48,71,76]. [TanueHThI, Y KOTOPBIX HAOJIFO1AETCS YaCTHYHAS FITH
MOJIHAsl PEMUCCHS], UMEIOT ropa3fo OoJIbllIe IIaHCOB Ha coXpaHeHue (GyHKIuu mouyek yepes 10
net (mpumepHo 80% mpotuB <50% y HEOTBETUBIIMX WM HeneueHHbIX) [33,34,71,73,78].

IIporpeccupoBanne 3adosneBanns. HecMoTps Ha IOCTH)KEHHE YACTUYHON PEMUCCHH,
MOJKET HaOJII0/1aThCsl MPOrpeccUpoBaHME 3a00J€BaHUS C yXyALIEHHEM (PYHKIMU MOYEK, 4TO
BCErJja CBUJETENBCTBYET O COXPAHSIOIIEHCS aKTUBHOCTU 3a00JieBaHUS WIM BTOPHUYHOM
reMOJIMHAMHYECKOM MOBPEXJIEHUH: IPH IOBTOPHOM OHOINCHMM OTMEYaeTcss yBEIUYEHHE
IPOLEHTa CKJIEPO3UPOBAaHHBIX KiIyOoukoB. IIporpeccupoBaHuio MOryT CHOCOOCTBOBATH
TeHEeTHYEeCKUEe (DaKTOPHI.

5.4 Xupypruueckoe BMelIaTeIbCTBO:— HE SIBISIETCS OCHOBHBIM:
e OHOICHS IIOYKHU;

e KaTeTepu3alus HEHTPATbHON BEHBI.

6.0. JdanbHeiimee Begenwe: Ha monukiIMHUYECKOM JTane IMOCIE BBINUCKM W3 CTallMOHApa:
coOnofieHre pexxuMma (yCTpaHeHHE MEepeoXJIaXJAeHUM, CTpeccoB, (PU3MUECKUX IEPErpy30K), TUETHI,
3aBeplUIeHHe JieueHUs (caHalMsi 04aroB MH(EKUUHU, aHTUTHUIEPTEH3UBHAs Tepanus) JUCIaHCEPHOE
HalJto/IeHne B TeueHue S JIeT (B MepBbIi To — exXeKBapTaibHO u3Mepenue AJl, aHanus KpoBH, MOYH,
OIpeJieNIeHUe COJIepKAHUs KpeaTHHUHA CBIBOPOTKU KpoBH U pacueT CK® mo kpearnnuny — Gopmyna
CKD-epi, cM. kankynsaTopsl Ha caiite http://mdrd.com., mnu Kokpodra-I'onta). Y31 noyek 1 pa3 B roz,
ompeneneHue O6enka B Mmoue (KonmmdecTBeHHas poba) 1 pa3 B 6 mecsnes, DKI'-no nmokazanusam. [Ipu
COXPaHEHMHU SKCTPAPEHAIBHBIX MPU3HAKOB OoJsiee 4yeM 2 Mecsa (apTepualibHasi TMIIEPTEH3Us, OTEKH),

BBIPAKCHHOT'O MOYCBOI'0O CUHAPOMA WJIN YTAXKCICHUU UX EFO6XOZ{HMO MMPOBCACHUC ouorcun IIOYKH, TaK



KaKk  BEpOATHBI  HeONmarompusTHble  Mopdosiornyeckue
MMMYHOCYIPECCUBHOM Teparuu.

OcMmoTp HedpoJ10ra 3aBUCHT OT CTAAUM 3200J/1€eBAHMS:

MpY aKTUBHOM cTaauu — 1 pa3 B MecHll;

IIpY HEAaKTUBHOM — 1 pa3 B rof.
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HALIMOHAJIbHBIA KJIMHUYECKUN MPOTOKO.JI
MEJUNIMHCKOI'O BMEIIATEJIBCTBA 11O HO30JI0I'MA
“@OKAJIBHO-CEI'MEHTAPHOI'O I'V'IOMEPYJIOCKJIEPO3A”
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2. OCHOBHAS YACTD.
BBenenue

2.1 TepMuHBI U ONIPeIeJICHUS

dokalbHO-CETMEHTapHbIH  riIomMepyJockiaepos3 (PCI'C) - »s10  dopma
TJIOMEPYJIONATHH, KOTOpas KIMHUYECKH MPOSBISETCS NPOTCHHYPHEH WM HEPDPOTUISCKUM
CHHJIPOMOM, a MOP(OIOrHYecKH XapakTepusyercs (poKanbHBIM (B OTICNIBHBIX KIyOOYKax) W
CEerMEHTapHbBIM (B OTJEIBHBIX KAMWUISPHBIX METISAX) CKIEPO30M IIPU CBETOBOI MUKPOCKOIUU U
pacIuIacThIBAHHUEM HOXKEK MOJIOIMTOB IIPH JIEKTPOHHON MUKpockonuu (OM) [1-5].

2.3 Druojorus U naroreHe3 3a00JeBaHMS WM COCTOSIHUS (IPVIIbI 3a00JeBAHUNUIN
COCTOSAHMIA)

®CI'C pazBuBaeTcs BCIEACTBUE MMOBPEKICHHUS BUCIEPATIbHBIX MUTEINATIBHBIX KIETOK
KITyOOuKa mouek (MOJA0UTOB) K OTHOCHUTCS K TPYIIIe «oaonuronaTuii». [lonatorenernueckomy
MexanuzmMy OCI'C MOXHO pa3ieiauTh Ha NMEPBUYHBINA, BTOPUYHBIA (Taln. 1)U reHeTHYecKH
nerepmuHupoBansblil. [Ipu nepeuunom POCI'C  pacnpocTpaHeHHOE MOBPEXKICHUE MOAOLUTOB
CBSI3BIBAIOT C IUPKYJIUPYIONIMME B KpOBU «(akTopamu npoHumiaeMoctuy. [Ipeamonaraior, 4To
9TH (aKTOPHI BBI3BIBAIOT CTPYKTYPHO-(QYHKIIMOHATBLHBIE H3MEHEHHUSI TOJOIUTOB, CIIOCOOCTBYIOT
pacIIaCThIBAHUIO UX HOXKKOBBIX OTPOCTKOB, allONTO3Y U OTCIOCHHUIO OT 0a3aabHOM MEMOpPAaHEI C
HapylLIeHUEM TJIOMEpYJSIpHOro Oaphepa M pa3BUTHEM MPOTEHMHYpHH. B KauecTBe BO3MOXKHBIX
(GakTOpoB  MPOHMIIAEMOCTH  PAacCMATPUBAIOT  PACTBOPUMBIE  PELENTOPHl  AaKTUBATOPA
MJIa3MUHOTEHA YPOKWHA3HOTO THUIIA, KapauoTpouH- mogo0HkIH dakTop-1, anturena k CD40 u
napyrue [6,7], ogHaKO X MPUPOJIa B HACTOSIIEE BPEMSIHE JJO KOHIIA SICHA.

Bropuunbiii @CI'C- 00BIYHO BO3HHMKAeT KakK aJalTHBHAs pPEaKUUs C pa3BUTHEM
BHYTPUKIyOOUKOBOW THNEPTEH3UM W TruUnepOuiIbTpallid B OTBET Ha aOCOJIIOTHOE WU
OTHOCUTEIIbHOE YMEHBIIIEHHUE MacChl JEHCTBYIOMNUX HE(POHOB, a TAK)KE BCIEACTBHE MPSIMOTO
TOKCHUYECKOTO BJIMSIHUS Ha MOJOIUT JIEKAPCTBEHHBIX MPENapaToB, TOKCUHOB WM BUPYCOB [3].

B ycrnoBusix CHWXKEHHST MacChl JEUCTBYIOIIMX HE(PPOHOB BHYTPHUKIYOOUYKOBas
TUINEPTEH3Us. U COMYTCTBYIOIIAs TUHEPTPO(Us OCTaBIIMXCSA KIyOOUKOB CIIOCOOCTBYIOT Ha
MEPBBIX OdTamax KOMIIEHCATOPHOMY TOJACPXKAHUIO HEOOXOAMMON CKOPOCTH KIyOOYKOBOM
¢unprparun (CK®). OnHako B JanbHEHIIEM «THIIEPTOHUYECKOE» MOBPEXKICHUE MPUBOANUT K
MOCTEIIEHHOMY  CKJIEPO3UPOBAHUIO  OCTaBHIMXCA KIyOOYKOB. AOCOJIOTHOE  CHUKEHHE
KOJM4YecTBa HE(HPOHOB OTMEUAETCS B CIydae HAIMYWSA €IWHCTBEHHOW MOYKU MPH POXKICHUHU
(areHe3usi, TUMOIUTA3MS TIOYKU U Jp. aHOMAJMH) UM B Pe3yJIbTaTe XUPYPruuecKOro yaaneHus
OJIHOM MoYKH (HEDPIKTOMUS, PE3CKIIHSI TOYKH ), HEIOHOIICHHOCTH, HU3KOM BECE MPHU POKICHUH,
pedmokc-HedpomaTuy, TUIEPTOHUYECKOM He(DpOaHTHOCKIEepo3e, a TaKkKe B HCXOC
XPOHUYECKHUX TJIOMEpYyJIonaTHil (Hampumep, CerMeHTapHbIA TIIOMEPYJIOCKIEpPO3 B pe3yJbTaTe

UMMYHHOTO TIOBpPEeXACHUs Tpu riomepyioneppure)[8]. OtHocuTenbHas OIUroHeHPOHUs
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dbopMupyercss y JHIl ¢ MOPOUIHBIM OXHUPEHHEM, IJiI KOTOPOTO XapaKTEPHO YBEIUYCHUE
KITyOO4KOB B 00beMe (riomepyriomeranus), nepuxuispubiii Bapuant @CI'C (cm. pazgen 1.5)
TOJIbKO B HEOOJIBIIION YacTH W3MEHEHHBIX KIYyOOYKOB M 04YaroBO€ CriakKMBaHHE OTPOCTKOB
MOJOLUUTOB MO JaHHbIM DM [9]. JIpyrumu nmpumepamMu BHYTPHKIYOOUYKOBON THIEPTEH3UHU C
HOPMaJIbHBIM YHUCIIOM HE(PPOHOB SBIISIIOTCS auabeTwueckas HedpomnaTus, ¥ 0Oojiee peaxue
3a00JIeBaHNs — CEPIIOBUAHO-KJICTOYHASI aHEMUSI, CHHUE» TIOPOKHU cep/ilia, O0IEe3HN HAKOTUICHUS,
CBsI3aHHBIE C JEPUITUTOM TITF0K030-6 pocdarassl (6onesns ['mpke, rmukorenos I tuma).

K pazBururo Bropuunoro ®CI'C (tabn. 1) MOkeT NMPUBOAUTH MPHUEM JICKAPCTBEHHBIX
MpernapaToB W TOKCHYECKUX BEIISCTB: JAHALCTAIMOPGUHA, TaMUJIPOHOBOW KHUCIOTHI,
uHTEephEepoHa U aHAOOIMYECKUX CTEPOMAOB MPOAOIDKUTENBHOCTRIO OoT 8 mo 20 mer [10-13].
Onucansl cayyan OCI'C npu JUIMTEIbHOM MPHEME aHTPALMKIMHOB (HOKCOpYOHIMH™** U 11p.),
JUTHS, UHTUOUTOPOB KallbLIMHEBpUHA, Takpoiaumyca [14-17]. Cpemu BHUpPYCHBIX HH(DEKIIHIA
MAaTOTCHETHYECKOE 3HAYCHUE IS MOBPEKICHHS MOJOIUTOB MMEIOT BHUPYC UMMYHOAe(HIHMTA
yenoeka (BUY), napsosupyc B19, nutomeranosupyc, Bupyc Onumreitna-bapp, Bupyc sv40 u
Bupyc remnaruta C.

OCI'C Takxe MOXKeT ObITh BBI3BAH MYTallMsIMU B IeHaX, KOAUPYIOMIUX CTPYKTypHBIE
OEJIKH MOIOLMUTOB | IIENIeBOH nuadparmel. Y JeTel cTapiero Bo3pacra, IoAPOCTKOB U B3POCIBIX
¢ reHetudeckuM OCI'C yame HaOmrOgaeTCs ayTOCOMHO-IOMHHAHTHBIM THI HACJIEIOBAHMS.
Myranuu rena o3-, 4- u 5- komnarena IV Tuna mpusHaioTcs OJHOW W3 Hambosee YacThIX
reHerndyeckux npuunH OCI'C y B3pocnbix [18]. KpoMe Toro, 10cTaTo4HO 4acThIMH SIBISFOTCS
myTtauuu reHoB ¢opmuna (INF2) (12-17% Bcex ciydaeB ayrocomHo-aoMuHaHTHOro @CI'C),
aktuauHa a4 (ACTN4), TRPC6, WT1 u LMX1B [19,20].

Memoowl, n00x00wl, npoyeOypvl OUAZHOCHMUKU U J1€YeHUA

1) OCIU JICUCHHUA BKIIOYAIOT B cebs JJIUTCIIBHYIO BBIZKUBACMOCTD IMTAHUCHT OB, ITPCAOTBPAIICHUC

OpTaHHBIX HOBpe)K)IeHI/Iﬁ N OIITUMU3ALUIO CBA3aHHOT'O CO 3JOPOBBEM KAa4YCCTBA KU3HU,

2) NpOTUBOMOKA3aHUM K MPOLESype UIN BMEIIATENbCTBY HET;

3) IMOoKa3aHus K MpoucaAype Ui BMCIIATCIbCTBY;

ITarieHTHI C BEICOKUM PUCKOM IMOPAKCHHS ITOUCK (My)KCKOI\/'I I10JI1, FOBCHUJIbHBIHN I[C6IOT, BBICOKasd

CEpOJIOTUYECKAasi aKTUBHOCTD) MOJIEkKAT TUIATEIIbHOMY MOHUTOPUPOBAHUIO JIJISl PAHHETO BBISBIICHUS
MIPU3HAKOB MopakeHus noyek (He pexe 1 paza B 3 mecsua) [9-11]. Ilpu ycraHOBiIeHUHM AUarHosa,

MOATBECPIKACHHOTO ouoncuei IIOYKH, JICYCHUC ®CI'C Bximoyaer B cebs HHUIHWAJIBHYTO

MHAYKIHOHHYIO (pa3y, 32 KOTOPOH ciellyeT JuInTenbHas Moj/iep:KkuBatoas gasa.

4) TpeOoBaHM K CIELHUATIUCTY, IPOBOASILIEMY IPOLEAYPY WIM BMEIIATENbCTBO —
1. Bpauu-nedpomnoru
2. Bpaun-peBmaronoru

3. Bpauu-tepaneBTsl
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5) mepeyeHb OCHOBHBIX M JONOJHUTEIBHBIX JUArHOCTUYECKUX MEPOIPHUITHHA B MOATOTOBKE K
Mpolenype WM BMEIIATeNbCTBY (OTAEIBHO TMEPEYHCIUTh: OCHOBHBIC (0Os3aTeNbHBIC) W
JIOTIOJTHUTENbHBIE 00CIeIOBaHus, HHTEPIIPETAIUs PE3YIbTaTOB 00CIEeI0BAaHUN);

Bpau nomkeH BBISICHUTh HCTOPUIO 3a001€BaHus, TPOBECTH OCMOTP U Ha3HAYUThH 00CIe0BaHUS:
OcHoBHBbIE:

e AHanu3 MOYH, YTOOBI ONPEAETUTh HATMUUE OClIKa W SPUTPOLMTOB, ONPEICIUTH CYTOUYHYIO
MPOTEUHYPHIO;

e Amnanussl kpoBu, BCK;

o Kununuueckuii aHainW3 KPOBH, YTOOBI OIpPENEIUTh yPOBEHb Te€MOTJIOOMHA M KOJIUYECTBO
PUTPOIUTOB, JIEHKOLIUTOB U TPOMOOIIUTOB B KPOBU

e buoxuMuyeckuil aHaiaM3 KpOBH, UTOOBI ONpEACIUTh YPOBEHb O€nKa, KpeaTWHWHA,
xonecrepuna, moueuHa, AJIT, ACT, obmmii OwrypyOuH, ModeBast kuciora, [ucramun C,
NGAL, anGymuH, riroko3a Kpasbl, [[-a1umep U Ipyrux BEIIECTB;

e Kommaiument  C3, Komniument — C4, AHIJA  tect  (AHTUHEUTpOQUIbHBIC
Huromnasmaruueckue Antutena), HAHLA (uuromnasmatuueckue - AHIIA, cANCA),
nAHIIA (mepunyxneapusie AHILIA, pANCA), Anti-dsDNA Ab B kpoBu, Anti-La/SSB Ab B
kpoBH, Anti-Ro/SSA Ab B kpoBu, Anti GBM-Ab, AxTurena k peuentopy docdonumnassl A2
(Anti-PLA2R), IgG, WmmyHorpamma B kpoBu (kinerounuit), AHA (AHTuUHYyKIIeapHbIE
antutena), Aututena k kapauonununy (aCL), IgG u IgM,, BonyaHouyHBI aHTUKOAryJIsSHT
(BA),, Aatutena k 6era-2-rnukonporeuny-I (ap2-GP-I);

e Koarynorpamma;

e Pacuer ckopoctu kiy6oukoBoil ¢unbTpanuu (pCK®D), yToObl onpenenuTs, HapylleHa JIU
OCHOBHAas (YHKIIUS MOYEK — CIOCOOHOCTh (PUIBTPOBATh KPOBb U BBIBOJUTH BOJY U MPOIYKTHI
oOMeHa BeIlecTB

e AHanu3bl Ha aHTHSIEPHBIE AHTUTENA U JIpyTHe CHelalbHble UMMYHOJIOTHYECKUE TOKa3aTen

e buoncus mouku, 4yToOBI MCCIIEOBATH MOJ MHKPOCKOIOM KPOIIEYHBIH KyCOYEK MOYEeYHON
TKaHH, ONPEIETUTh TAXKECTh MOBPEKICHHS U 110100paTh HEOOXOAUMOE JICUEHUE;

JlomMoJIHUTEJIbHbIE:

e Pentrenorpadus kuctu

e VYIbTpa3ByKOBOE HCCIIEIOBAaHHE OPraHOB OPIOIIHOM MOJIOCTH (KOMIUIEKCHOE)

e VIbTpa3ByKOBOE HCCIEI0BAaHUE IMM(ATHUECKUX Y3JI0B (0JHA aHATOMHYECKast 30Ha)

e VibpTpa3ByKoBas Aomniuieporpadus cocyaoB (apTepuil 1 BeH) HIDKHUX KOHEYHOCTEH

e KommbproTepHas Tomorpadusi OpraHOB IPyAHON IMOJTOCTH

e KomMmmproTepHast Tomorpadusi OpraHOB OPIOIIHON MOJOCTH U 3a0pIOIIMHHOTO MTPOCTPAHCTBA
e KowmmnbsiorepHo-ToMorpaduueckast anruorpadust J1ErouHbIX COCy10B

e MarHuTHO-pe30HaHCHas ToMOrpadus cepia ¢ KOHTPaCTUPOBAHUEM
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e MarHuTHO-pe30HaHCHAsA TOMOTpadus roJOBHOTO MO3Ta

6) Tpe0OBaHUS K NMPOBEJIEHUIO NPOLEAYPhI HJIH BMelIaTeJbCTBA: JICUEHUE TKENbIX (HOopM
@OCI'C, npeAcTaBIAIOMUX YIPO3y A COCTOSHUS OTAEIBHBIX OPTaHOB U CUCTEM (B IEPBYIO OYepeib
— MOYEK), WJIM JIJIS )KU3HU MAlMeHTa, BKIIIOYaeT B ce0s MHUIMAIBHBIA Nepruo BBICOKOMHTEHCUBHOM
ummyHocynpeccuBHoi Tepanuu (MCT) 11t KOHTposiss aKTUBHOCTHM 3a00JI€BaHUS, U JJIUTENbHBIN
HepHo IOoCIeAYIOUIel MeHee UHTEHCUBHOM Tepanuy sl KOHCOJUAALUU JTOCTUTHYTOTO OTBETA, U
MPEeIOTBPALLICHUS PEIMINBOB;

7) TpedoBaHMS K MOATOTOBKE NAaLMEHTAa — aMOyJIaTOPHOE WIIM CTAIMOHAPHOE YCIIOBHE;

8) mHANKATOPBI I(PPEeKTHUBHOCTH NPOLEIYPbl WJIH BMELIATEJIbCTBO - IOJHAs PEMUCCUS
@OCI'C - oTcyTCTBUE KIMHUYECKON akTUBHOCTH Oe3 ucnonb3oBanus I'K u nmmyHnocynpeccantos (MC)
JOCTUTAETCS PENKO.

Kpurtepun orBera Ha Tepanuto/pemuccuu ®CI'C:

e [lonuelii oTBeT/peMuccus: npoTeuHypust <500 Mr/CyTKH U KpeaTMHHUH ChIBOPOTKHU B IIpesienax
HOpMbl Ui He Oonee 10% ot wucxomHoro. [l JOCTUXKEHHUS MOJIHOTO OTBETA MOMKET
noTpedoBaThes oT 12 10 24 mecsien

e  YacTtuuHslil oTBeT/pemuccusi: >50% cHUKEHHE NPOTEUHYPHUH, IPU
IPOTEUHYPHUH HE(PPOTUUECKOrO YPOBHS 00 yJIyUIICHUH CBUJIETEIbCTBYET
CHIDKEHHE MPOTEHMHYPHUH HUXKE He(POTHUECKOIO YPOBHS; CHHU)KEHUE KPEaTUHHHA 10 YPOBHS
He 6osiee 10% oT ucxoaHOTO K 6-12 MecsIty JIeueHusl.

e Vxynmenue - Her omnpeneneHus yxyamenus npu DPCI'C, kotopoe OBl MO3BOJIUIO
KOHCTaTHPOBATh OTCYTCTBHE OTBETa Ha TEepanuio W ObUIO OBl OIIEHEHO B MPOCHEKTHBHBIX
MCCIIEJIOBAHMSX B KAUeCTBE MOKAa3aHMU K M3MEHEHHUIO CXEMbI MHUIMAIbHOU Tepanuu. [lupoko
UCIIOJIb3YeTCs coxpansmonieecs 25%-e MoBbIllIeHue KpeaTUHUHA, HO 3TOT MOKa3aTelb He ObLI

BaJIMAUPOBAH.
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HALIMOHAJIBHBIA KJIMHUYECKUHA MPOTOKOJI IO MEJULIMHCKOH
MMPOPUNIITAKTUKHA UJIN PEABNJIMTALIUA
“@OKAJIBHO-CEI'MEHTAPHOI'O I'V”IOMEPYJIOCKJIEPO3A”
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2. OCHOBHAS YACTD.
BBenenue

2.1 TepMuHBI U ONIPeIeJICHUS

dokalbHO-CETMEHTapHbIH  riIomMepyJockiaepos3 (PCI'C) - »s10  dopma
TJIOMEPYJIONATHH, KOTOpas KIMHUYECKH MPOSBISETCS NPOTCHHYPHEH WM HEPDPOTUISCKUM
CHHJIPOMOM, a MOP(OIOrHYecKH XapakTepusyercs (poKanbHBIM (B OTICNIBHBIX KIyOOYKax) W
CEerMEHTapHbBIM (B OTJEIBHBIX KAMWUISPHBIX METISAX) CKIEPO30M IIPU CBETOBOI MUKPOCKOIUU U
pacIiacThIBAHMEM HOKEK TI0JIOIUTOB TIPH JIEKTPOHHOM MUKpockomuu (OM) [1-5].

2.4 DJruojorus U naToreHe3 3a00jeBaHMs WM COCTOSIHUS (IPYINbI 3200JeBaAHUIUIHN
COCTOSAHMIA)

®CI'C pazBuBaeTcs BCIEACTBUE MMOBPEKICHHUS BUCIEPATIbHBIX MUTEINATIBHBIX KIETOK
KITyOOuKa mouek (MOJA0UTOB) K OTHOCHUTCS K TPYIIIe «oaonuronaTuii». [lonatorenernueckomy
MexanuzmMy OCI'C MOXHO pa3ienuTh Ha MEPBUYHBINA, BTOPHUHBIA (Tabn. 1)U reHeTHyecku
nerepmuHupoBansblil. [Ipu nepeuunom POCI'C  pacnpocTpaHeHHOE MOBPEXKICHUE MOAOLUTOB
CBSI3BIBAIOT C IUPKYJIUPYIONIMME B KpOBU «(akTopamu npoHumiaeMoctuy. [Ipeamonaraior, 4To
9TH (aKTOPHI BBI3BIBAIOT CTPYKTYPHO-(QYHKIIMOHATLHBIE H3MEHEHHUSI TOAOLUTOB, CIIOCOOCTBYIOT
pacIIaCThIBAHUIO UX HOXKKOBBIX OTPOCTKOB, allONTO3Y M OTCIOCHHUIO OT 0a3aabHOM MEMOpPAaHEI C
HapylLIeHUEM TJIOMEpYJSIpHOro Oaphepa M pa3BUTHEM MPOTEHMHYpHH. B KauecTBe BO3MOXKHBIX
(GakTOpoB  MPOHMIIAEMOCTH  PAacCMATPUBAIOT  PACTBOPUMBIE  PELENTOPHl  AaKTUBATOPA
MJIa3MUHOTEHA YPOKWHA3HOTO THUIIA, KapauoTpouH- mogo0HkIH dakTop-1, anturena k CD40 u
napyrue [6,7], ogHaKO X MPUPOJIa B HACTOSIIEE BPEMSIHE JJO KOHIIA SICHA.

Bropuunbiii @CI'C- 00BIYHO BO3HHMKAeT KakK aJalTHBHAs pPEaKUUs C pa3BUTHEM
BHYTPUKIyOOUKOBOW THNEPTEH3UM W TruUnepOuiIbTpallid B OTBET Ha aOCOJIIOTHOE WU
OTHOCUTEIIbHOE YMEHBIIIEHHUE MacChl JEHCTBYIOMNUX HE(POHOB, a TAK)KE BCIEACTBHE MPSIMOTO
TOKCHUYECKOTO BJIMSIHUS Ha MOJOIUT JIEKAPCTBEHHBIX MPENapaToB, TOKCUHOB WM BUPYCOB [3].

B ycrnoBusix CHWXEHHST MacChl JEUCTBYIOIIMX HE(PPOHOB BHYTPHUKIYOOUYKOBas
TUINEPTEH3Us. U COMYTCTBYIOIIAs TUHEPTPO(Us OCTaBIIMXCSA KIyOOUKOB CIIOCOOCTBYIOT Ha
MEPBBIX OdTamax KOMIIEHCATOPHOMY TOJACPXKAHUIO HEOOXOAMMON CKOPOCTH KIyOOYKOBOM
¢unprparun (CK®). OnHako B JanbHEHIIEM «THIIEPTOHUYECKOE» MOBPEXKICHUE MPUBOANUT K
MOCTEIIEHHOMY  CKJIEPO3UPOBAHUIO  OCTaBHIMXCA KIyOOYKOB. AOCOJIOTHOE  CHUKEHHE
KOJM4YecTBa HE(HPOHOB OTMEUAETCS B CIydae HAIMYWSA €IWHCTBEHHOW MOYKU MPH POXKICHUHU
(areHe3us1, TUIOIUTA3MS TIOYKU U ApP. aHOMAJHMH) WIH B Pe3ylbTaTe XUPYPrUYECKOTO yAaleHUs
OJIHOM MoYKH (HEDPIKTOMUS, PE3EKIIHSI TOYKH ), HSJOHOIIIEHHOCTH, HU3KOM BECE IIPH POKIACHUH,
pedmokc-HedpomaTuy, TUIEPTOHUYECKOM He(DpOaHTHOCKIEepo3e, a TaKkKe B HCXOC
XPOHUYECKHUX TJIOMEpYyJIonaTHil (Hampumep, CerMeHTapHBbIA TIIOMEPYJIOCKIEpO3 B pe3yJbTaTe

UMMYHHOTO TOBpEXIEHUs Tpu riomepyioHedppure) [8]. OTHocuTenbHass OIMTroHEeHPOHUS
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dbopMupyercss y JHIl ¢ MOPOUIHBIM OXHUPEHHEM, IJiI KOTOPOTO XapaKTEPHO YBEIUYCHUE
KITyOO4KOB B 00beMe (riomepyriomeranus), nepuxuispubiii Bapuant @CI'C (cm. pazgen 1.5)
TOJIbKO B HEOOJIBIIION YacTH W3MEHEHHBIX KIYyOOYKOB M 04YaroBO€ CriakKMBaHHE OTPOCTKOB
MOJOLUUTOB MO JaHHbIM DM [9]. JIpyrumu npumepamMu BHYTPHKIYOOYKOBON THIEPTEH3UU C
HOPMaJbHBIM YHCIOM HE(PPOHOB SIBISIFOTCS auabernyeckas HedpomnaTusi, U Oojiee peaKue
3200JIeBaHUS — CEPIIOBUIHO-KICTOYHAS aHEMUSI, KCHHUE)» TIOPOKH CeP/IIia, O0JIEC3HN HAKOTLICHUS,
CBsI3aHHBIE C JEPUITUTOM TITF0K030-6 pocdarassl (6onesns ['mpke, rmukorenos I tuma).

K pazBururo Bropuunoro ®CI'C (tabn. 1) MOkeT NMPUBOAUTH MPHUEM JICKAPCTBEHHBIX
MpernapaToB W TOKCHYECKUX BEIISCTB: JAHALCTAIMOPGUHA, TaMUJIPOHOBOW KHUCIOTHI,
uHTEepPEepOHa U aHAOOIMYECKUX CTEPOMAOB MPOAOIDKUTENBHOCTRIO OoT 8 1o 20 mer [10-13].
Onucansl cayyan OCI'C npu JUIMTEIbHOM MPHEME aHTPALMKIMHOB (HOKCOpYOHIMH™** U 11p.),
JUTHS, UHTUOUTOPOB KallbLIMHEBpUHA, Takpoiaumyca [14-17]. Cpemu BHUpPYCHBIX HH(DEKIHIA
MATOTCHETHYECKOE 3HAYCHHE JUIS MMOBPEKICHUS IMOJONUTOB MMCIOT BUPYC MMMYyHOaedHIMTA
yenoeka (BUY), napsosupyc B19, nutomeranosupyc, Bupyc Onumreitna-bapp, Bupyc sv40 u
Bupyc remnaruta C.

OCI'C Takxke MOXKeT ObITh BBI3BAaH MYTallMSAMU B IeHaX, KOAUPYIOMIMX CTPYKTYPHBIE
OEJIKHY MOIOKUTOB M IIEJIeBOH nuadparmel. Y JeTel crapiiero Bo3pacra, IoAPOCTKOB U B3POCIBIX
¢ reHetudeckuM OCI'C wyame HabmrOgaeTCs ayTOCOMHO-IOMHHAHTHBIM THI HACJIECIOBAaHMS.
Myranuu rena o3-, 4- u 5- komnarena IV Tuna mpusHaroTcs OJHOW W3 Hambosee YacThIX
reHerudyeckux npuunH OCI'C y B3pocnbix [18]. KpoMe Toro, 10cTaTo4HO 4acThIMU SIBISIFOTCS
myTtauuu reHoB ¢opmuna (INF2) (12-17% Bcex ciydaeB ayrocomHO-aoMuHaHTHOro @CI'C),
aktuauHa a4 (ACTN4), TRPC6, WT1 u LMX1B [19,20].

ABTOpBI MOJHOCTHIO MOJAEPKUBAET MHEHHUE MEXKIYHAPOIAHBIX KCIEPTOB M CUUTAIOT, YTO
clenyeT MOAYEePKHYTh, KIMHHUYECKHE PEKOMEHIAIMU TMPEeCTaBIsioNnMe co0oil Hambolee TOYHYIO
HHpOpPMAIHIO, TOCTYIHYIO SKCTIEpTaM Ha MOMEHT nyonukanuu. OHH CMOTYT 3aMEHUTh KIIMHUYECKUN
OTIBIT TIPU OTMPEACIICHUN TAKTHKU JICUYCHUS TMAalMeHTa, a, CKopee, TOMOTYT CJIeJIaTh BHIOOP ¢ yYETOM
0COOEHHOCTEH U MpeANOoYTEeHU MalMeHTa.

2) Peaduauranus Ha jaTbiHe rehabilitatio — o3HauaeT BoccTaHOBICHHE, B MEIUITMHE OHO
COCTOMT U3 KOMIIJIEKCA METUITUTHCKUX, TIeTATOTUYECKUX U COIMATTLHBIX MEPOTPUATHI, HalPaBJICHHBIX
Ha BOCCTaHOBJICHHE HAPYIICHHON (YHKIIUU OpTraHU3Ma U TPYAOCTIOCOOHOCTH OOJILHBIX U MHBAJIUJIOB.
MenunuHckas peaObunuTaIMs HaNpaBlieHa HAa YAaCTUYHOE WIIM TOJHOE BOCCTAaHOBJICHHE (YHKIIUU
opraHa, yTpaTUBIIET0 CBOK (YHKIHMIO BCIEACTBHME 3a00JeBaHUs, WIM MaKCUMalIbHOE
MpeaoTBpaIieHne 000CTpeHus mpolecca B 60apHON 00macTu. [1]

[IpodunakTuka Ha TpeYECKOM TPOPOLAOKTIKOC — BKIIOYAIONIANA, MPEIYNPEkKTAIOMMANA -
3aIUTHBIE, MPOPUIAKTUICCKUE, IKOHOMHUYECKHE, COIMAbHBbIC, TUTUCHUYECKHEe U MEIUIIMHCKUE

MepBbl, HallpaBJICHHbIE Ha IPOJICHUE KU3HHU JII0IeH, COXpaHEHUE UX TPYAOCIOCOOHOCTH, YIIyqllIeHHE
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¢u3nyecKoro pa3BUTHS HACEJICHUS, MPEAYNpPEekJCHUE BO3HUKHOBEHHUS M PaCIpOCTPAHEHUs
3a00J1eBaHUH, OXpaHy 3J0POBBS - COCTOUT U3 KOMILIEKC MEpONpUsATHH. [1]

3) MeaunuuHcKkasi npoQUIAKTHKA JAeJUTCS HA EPBUYHYI0, BTOPHYHYIO H TPETHYHYIO.
[lepBuuyHas npodunakTuka — COIHAIbHbIC, MEIUIHWHCKHE, TMTHEHUYECKHE M IMPOCBETUTEIIbCKUE
MEpPONpPHUITHS, HANpaBJICHHbIC HA MPUYMHBI M pa3BUTHE 3a00JICBaHMIA, MOAJCpKAHHE 3J0POBOTO
COCTOSIHMSI OpraHu3Ma, MNpeaynpexieHue (aKTOpOB, OKa3bIBAIOIIMX HA HEro MaTOJIOTHYECKOe
BO3JICHCTBHE;

Bropuunas mnpocdunaktuka — paHHee BbIsBIeHHE 3a00jeBaHUM, MeEpbl, HaIpaBJICHHbIE Ha
MpeAyNpexKACHUE PA3BUTHUS ATOJIOTMUECKOTO MPOLIecca, ero OCIOKHEHUN U PELIUIUBOB.

Tperuunas npodunakTuka — JiedeHUE UMEIOIIMUXCcs 3a00JIeBaHU, peadunuTanus NaueHTa ¢ Helbo
YIIYUIIEHHUS UICXOJ0B U YIYUIIEHHUS KaueCTBa KU3HU, CHUKEHUS HHBAJIIMTHOCTH U CMEPTHOCTH.

3.1. MeToabl NpOPUIAKTHKH:

1) Henps npodunaktuku (ykazaHbl IpOPHIAKTHIECKUE TEITH ):

2) 1-npopuaakruka — IlepBuunas npodmiaktuka OCI'C 3akmovaercs B HpenyNpekICHUU
(akTOpOB, BIUSIONINX HA pa3BUTHE 3a001eBanus. [lepBUUHYIO TPOPIIAKTUKY IPOBOIUT YIACTKOBBIN
Bpad. bobHBIM pPa3bsACHAIOTCS MEPbl TPOPUIAKTUKY TPUYUH 3a00JIeBaHUS.

3) Cxpununr — BOII u mectHbIil Hedponor yuactBytoT B ckpununre @CI'C. Ilpu oTcyrcTBUH
peunanBa 3a00J€BaHUS CUMTAIOT HEOOX0AUMBIM mpoBeaeHue OAM, ocmotpa o Heunnopenko 1 pas
B 4 mec. [Ipu oOHapyX eHUM HW3MEHEHUI JieueHUE cleyeT MPOBOAMTH MOJ HaOIIOJEHUEM Bpada
He(poJora 1Mo MecTy )KUTEIbCTBA.

4) 2-npopuaakTuka — Bo BTOpu4HOH MpodUIaKTUKE OCTPOro HEPPUTHUECKOTO CUHAPOMA BaKHA
posnb BOII u Bpaua Hedposora mo MecTy >KUTEIbCTBA. BOJBHBIM € JaHHBIM HO30JIOTHYECKUM
3aboneBanueM HeoOxoaumbl aHanu3dbl OAM, uccnepoBanue mMouun no HeuunopeHko, MOUYEBUHBI
MJ1a3Mbl KPOBU, aHAJIW3 HA KpeaTHHUHA | pa3 Kakablid Mecsl NpU JUTUTEIBHOCTH 6 Mec.

5) 3-npopuaakruka — TpernyHas npoUIaKTHKA OCTPOT0 HEHPUTHUECKOTO CUHIPOMA OIICHUBAETCS
MpaBUJIBHBIM JIEUEHHEM 3a00JieBaHMs, YCTpaHEHHWEM IpUYUH 3a0ojeBaHUs, U3MEHEHUEeM o0pasa
YKU3HU OOJIBHOTO, BIUSIONIETO Ha pa3BUTHE 3a00JICBAHUsI, M XOPOIIIeH peadunuramnueit 3a001eBaHmsl.
3.2. MeToabl peaduauTalui U NpoueaypbI:

- IIpodunakTika BOCIATUTENBHBIX MPOIECCOB BEPXHUX JbIXaTeIbHBIX yTel u JIOP-opranax;

- YMeHbllIeHHE KOHTAKTa C COJISIMU TSKEJbIX METAIIOB U Pa3IMYHBIMU XUMUYECKUMHU BEIlIECTBAMHU;
- CBoeBpeMeHHOE JiedeHUE OO0JIbHBIX BUPYCHBIM I'€aTUTOM;

4.1. Kpurepnu omnpeneneHuss BHAOB NPOPHIAKTHKH (B COOTBETCTBHHM € MEKAYHAPOJHBIMH
CTAHJAPTaMH, HA OCHOBE 10Ka3aTeJIbHOI MeIMIMHBI);

5.2. Kpurepuu ompejaejieHusi 3Tana 1 odbeMa peadMJIMTAUMOHHBIX Npoueayp (orpaHmveHue
KM3HeIEeSATeJIJbHOCTH M 3/10POBbSI JOJI’KHO COOTBETCTBOBATH MEMAYHAPOJAHBIM IIKAJIaM Ha

ocHOBe MesKIyHaApOaHOH Kaaccu(puKauu BUAOB 1eITeILHOCTH).
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Kongaukrt untepecos:

Hu y koro u3 usieHoB padoueil rpymnisl Mpy pa3padoTKe HACTOSIINUX KIMHUYECKUX PEKOMEHIallui
HE BO3HHMKJIO KOH(IJIMKTa UHTEPECOB, a UMEHHO MEPCOHAIBHON 3aMHTEPECOBAHHOCTH B MOJYyYEHUU
JUYHO 100 Yepe3 MpeCTaBUTelNsl KOMIIAHUYA MaTepHalIbHOM 35 BBITOJbI UJIM UHOTO MIPEUMYIIECTBA,
KOTOpOE MOBJIMSIIO OBbI WJIM MOTJIO TMOBIUSTH HA HA/JIEXKAIEE UCIIOJIHEHNE UMH TTPO(hecCHOHATBHBIX
00s13aHHOCTEH.
OpraHu3anMoOHHbIE ACNIEKTHI IPOTOKOJIA:
1) Bece unensr paboueit rpymnmbl cOOOIMIA 00 OTCYTCTBUU KOH(MIUKTA HHTEPECOB;
2) Oxcnepmui:

laiinoB A6ay:kanmnap DpKuHOBHY - K.M.H. JloneHT Memumnunackoii mkoisl Nazarbayev
University,

ATtaxomkaeBa ['y1uexpa AGayHadéueBHa — J.M.H., TOIIeHT Kadenpsl BHyTpenHnue 60ne3nu,
Hedpostorus U reMmoauanu3 TalKeHTCKOTO MeIUaTPHIECKOr0 MEIUIIMHCKOTO HHCTUTYTA
3) Ilocne pa3pabOTKM M YTBEPKIACHUSI MPOTOKOJA ITOT MPOTOKOJ MOXKET OBITh NMEPECMOTPEH M
JOTIONTHEH B clly4ae pa3pabOTKU HOBBIX METOJOB JIEYEHUS U JIMarHOCTHKU C YPOBHEM

JOKa3aTCJIbHOCTH.
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