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Cnmcok cokpameHui

BPA — 6mokaropsl penentopoB anruoteH3nHa-I1 (ATX knaccudukanus: « AHTarOHUCTBI
penenTopoB aHruoTeH3uHa I»)

JAN — noBepuTenbHbI HHTEPBAI

UATI® — uHrHOUTOPBI AaHTHOTEH3UH-TIpeBpamaroniero pepmenta (ATX kmaccupukanus:
«aruduropsr AITDy)

MA — mera-aHanus

MKB — Mexaynapoanas Kiaccupukaius 0oae3Hei

OIIIT — ocTpoe MoBpekACHHUE MTOUEK

OP — oTHOCUTENBHBIN PUCK

PKW — pangomMu3npoBaHHOE KIMHUYECKOE UCCIIEI0BAHNE

pCK® — pacuerHast CKOPOCTh KITyOOUKOBOW (DMIIBTpALIUU

CK® — cxopocTh Ki1y004KOBO# (punmbTparmu

TIIH — TepMuHanbHas noyeyHas He10CTATOYHOCTh

OCI'C — okanbHO-CErMEHTaPHBIN TTIOMEPYIOCKIEPO3

XBII — xpoHnnyeckas 601€3Hb IOYEK

OM — 371eKTpOHHasi MUKPOCKOIIHS

|g — uMMyHOTIIOOYTHH



TepMuHBI U onpeaeJeHUs
3aBUCUMOCTh OT MHIMOUTOPOB KAJIbLMHEBpPMHA — BO3HUKHOBEHHME pELUIUBA
HE(PPOTUYECKOI'O CHHAPOMA WM HapacTaHUE CYyTOYHOU npoTerHypuu >50% mocie CHUXKEHUs
JI03bI WJIX OTMEHBI HHTMOUTOPOB KaIblIUHEBPHHA IIPH YCIOBUY JICUCHUS B TeUCHUE 12 MecAIeB.
Hedpornuecknii CcHUHAPOM — CHMOTOMOKOMIUIEKC, OOYCIOBIICHHBIH HapylIeHHEM

rJIOMepyJsipHOro  Oapbepa ¢  pa3BUTUEM MAacCUBHOW (HEPPOTHYECKOH) MPOTEHHYPUH,

KPUTEPUSIMH KOTOPOTO SBISIOTCA: NPOTEMHYpHs >3,5 r/cyr/1,73 M2, THHmOanmbOyMuHEMHS
(anpOymuH B kpoBu <30 /7).
Heuwacto penunuBupyrommii  (QOKaIbHO-CETMEHTApHBIM  TioMepynockiepos — 1

o0ocTpeHne B TedeHUe 6 MecsAleB IOCie HACTyIUIEHUs peMuccuu uiau 1-3 obocTpeHus B
TeueHue 12 MecsIes.

[lonnas peMucCHs — CHIDKEHHE IPOTEMHYpUM 10 3HaueHmii <300 mr/cyt/1,73 wm?
HOpMaJTU3alisl yPOBHSA albOyMHHA B KPOBH, MPH OTCYTCTBHHM CHMIKCHHS PACUETHOH CKOPOCTH
kiyooukoBoi ¢punbTparuu (pCKD) >20% oT ucxoqHOiM.

Pe3ucTeHTHOCTE K MHTHOWTOpaM KaJbLMHEBPUHA — OTCYTCTBUE CHMIXKEHMSI CYTOUHOM
IPOTEUHYPUU WK CHWKeHue ee <50% mpu yClIOBHUM JUIMTEIBHOCTH TEpanuu >6 MECSLEB C
JIOCTHKEHHUEM LIEJIEBBIX YPOBHEH MTpenapaToB B KPOBHU.

PenymB — HapacTaHue NPOTEMHYPHH 10 3HaueHMH >3,5 r/cy1/1,73 M? y HalMeHTOB,
JOCTUTIINX IIOJHOW PEMHUCCHUM, WU YBEJIMYEHHE CYyTOYHOU NpoTenHypun Ha >50% c BO3BpaTOM
HE(PPOTUYECKOT'O CHHIPOMA y MAIUEHTOB M10CIIe YACTUYHONH PEMHUCCHH.

Crepon-3aBUCUMOCTh — BO3HMKHOBEHHE peLUAMBa HE(POTUYECKOTO CHHAPOMA WIIU
HapacTaHWE CyTO4YHOWM mporeuHypun >50% mocie CHWXXEHHS 1036l WJIM  OTMEHBI
TIIFOKOKOPTUKOHUIOB.

Crepon-pe3uCTeHTHOCTh — OTCYTCTBUE CHW)KEHMs CYTOYHOM NPOTEMHYpHH mocie 16
HeZleNb aJIeKBaTHOM Tepanuy NpeJHU30JI0HOM™ * uiu ee cHbkeHne <50%, He COOTBETCTBYIOIIEE
KpUTEPUSIM YaCTUYHOU PEMHCCHUHU.

YactuuHas pemuccusi — CHI)KEHHE CYTOYHOW mpoTenHypuu Ha >50% o1 mcxonHO# (c
perpeccoM HepOTUYECKOTO CHHAPOMA IPU MCXOJHOM CYTOYHOM mpoTenHypuu >3,5 r/cyt/1,73
M?), mpu otcyTcTBun cHIKeHHs pCK® >20% oT ucxomHOi.

Yacro penuauBUpyOMMA  (POKaTbHO-CErMEHTApHBIA  TJIOMEpYJOCKiIepo3 — =>2
00oCTpeHuil B TeueHue 6 MecsIeB MOoCie HACTYIUICHUs PeMUCCHH MU Oojee 4 o0ocTpeHuil B

TeueHue 12 MecsIeB.



1. KpaTrkas nndopmanus no 3a00/1eBAaHUI0 WJIH COCTOSTHUIO (TpyIme

3a00J1eBaHUIl UM COCTOSIHUI)

1.1 Omnpeneaenne 3a00eBaHUSI WJIH COCTOSHHUSA (rpynnbl 3a00J1€eBAaHUH  WJIH

COCTOSIHMA)

doxkanpHO-cerMenTapHblii TaoMepynockiepos (PCI'C) — sto dopma rmoMepynonaruu,

KOTOpasi KIWHUYECKU TIPOSIBIICTCS TPOTEUHYPHEH WIM HEPPOTHYECKHUM CHHAPOMOM, a
MOP(OJIIOTHUECKH XapaKTEPU3YEeTCsl POKATBHBIM (B OTACIBHBIX KITyOOUKaX) M CErMEHTapHBIM (B
OTJICBHBIX KAWIISIPHBIX METISIX) CKICPO30M IPU CBETOBOW MUKPOCKOIIMH U PACILIACTHIBAHUEM

HOYKEK TOIOIUTOB MPH 3IEKTPOHHOM Mukpockoruu (OM) [1-6].

1.2 DTHoJOrug M naroreHes 3a00JeBaHus MM COCTOSHHUSA (rpvnnbl 3200J1eBaHUMI

HJIN COCTOSTHW)

OCI'C pa3BuBaeTcst BCIAEACTBHE MOBPEKIACHUSI BUCLEPAIBHBIX AIUTEIUAIBHBIX KIETOK
KIyOouka ToYeKk (NMOJOLUMTOB) M OTHOCHTCA K  rpymme  «moxouuromartuity. Ilo
naroresernueckoMy Mexanusmy @CI'C MOXXHO pa3AenuTh Ha IepBUYHbIN, BTOPUUHBIN (Tabu. 1)
U TreHerudecku JerepmMuHupoBaHHbId. [Ipu mepBuunom @OCI'C  pacnpocTpaHeHHOE
HOBPEXJCHUE MOAOLMTOB CBA3BIBAIOT C LUPKYJUPYIOIIMMH B KpOBU  «akTOpamu
npoHunaemMoctu». IlpeanonaraioT, 4To 3TU (aKTOPHI BBI3BIBAIOT CTPYKTYPHO-(YHKIIMOHATIbHBIE
M3MEHEHUS MOI0LUTOB, CIIOCOOCTBYIOT PACILIIACTHIBAHUIO UX HOKKOBBIX OTPOCTKOB, allONTO3y U
OTCJIOEHHIO OT 0a3albHOW MeMOpaHbl C HapylIEHUEM IJIOMEPYJISIPHOTro Oapbepa M pa3BUTHEM
OpoTeuHypud. B kadecTBe BO3MOXHBIX (DAaKTOPOB HPOHMIIAEMOCTH  pacCMaTpUBAIOT
pacTBOPUMBIE PELENTOPbl aKTUBATOpa IUIA3MHUHOT€Ha YPOKHHA3HOTO THUIA, KapAUOTPOPHUH-
nono0HbIN (aktop-1, antutena k CD40 u apyrue [7,8], ogHako X 3HAaYCHHWE B HACTOSAIICE
BpEMs HE 10 KOHILIA HE OIIPEJIENICHO.

Bropuunbiii @CI'C 00bIYHO BO3HHMKAeT Kak aJanTHBHAs peaklHus C pPa3BUTHEM
BHYTPUKIyOOUKOBOW TUNEPTEH3MM M TUNepUiIbTpalud B OTBET Ha aOCOJIIOTHOE WIIHU
OTHOCHUTEIIbHOE YMEHBIIEHUE Macchl JIEHCTBYIOIMIMX HEPPOHOB, a TAK)Ke BCIEJICTBUE MPSMOTO
TOKCHUYECKOTO BJIMSHUS HA MOJOLMT JIEKAPCTBEHHBIX MPENapaToB, TOKCUHOB UM BUPYCOB, U KaK
CIIeZICTBUE TUNEPpOUIBTPALUU W TUIEPTEH3MM B OCTABIIMXCSA KIyOOUKax MpHU JAPYIHX
rioMepyJonatusx [6].

B ycnoBusix CHUKEHHMST Macchl JAEWCTBYIOIIUMX HE(POHOB BHYTPHUKIYOOUKOBas

TUIEPTEH3Us M COMYTCTBYIOIIAs TUIEPTPO(Hs OCTaBIIMXCA KIyOOUKOB CHOCOOCTBYIOT Ha



NEPBBIX JTaax KOMIIEHCATOPHOMY MOJAJEPKaHUI0 HEOOXOAUMON CKOPOCTH KITyOOUKOBOM
¢mipTpanun (CK®). Ognako B AajbHEWUNIEM «THIEPTOHHYECKOE» MOBPEKIACHUE MPUBOIUT K
MOCTENIEHHOMY  CKJIEPO3MPOBAHUIO  OCTaBIIUXCA  KIYOOUKOB. AOCOJIOTHOE CHHUXEHUE
KOJIMYECTBAa HE(POHOB OTMEUAETCS B Clyyae HaJIW4YWs €IUHCTBEHHOW IMOYKU MPHU POXKICHUU
(areHe3usi, TUMOILIA3Us MMOYKH U Ap. aHOMAJIMU) WIH B Pe3yJbTaTe XUPYPTUUYECKOTO yJaICHUS
OJTHOM TIOYKH (HE(PIKTOMHUS, PE3EKIUS TOYKH ), HEIOHOIIEHHOCTH, HU3KOM BECE IPU POXKICHHH,
pedokc-HepponaTuy, TUIEPTOHUYECKOM HEPpPOAHTHOCKIEpO3e, a TakkKe B  HCXOJE
XPOHUYECKHUX TJIOMEPYJIONaTuil (HarpuMep, CEerMEHTApHBIM TJIOMEpPYJIOCKIEpO3 B pe3yibTare
MMMYHHOTO TOBpeXAeHUs Mpu rinomepynonedppure) [9]. OrHOocUTenbHas OIUTOHEDPOHUS
dopmupyercss y JHIl ¢ MOpPOMIHBIM OXUPEHHEM, Ui KOTOPOTO XapaKTepHO YBEIUYECHUE
KITyOO4KOB B 00BbeMe (rimomepyrnoMeranus), nepuxmwisipabiii Bapuant @CI'C (cMm. paszmen 1.5)
TOJILKO B HEOOJNBIIONW YacTH M3MEHEHHBIX KIyOOUKOB M 0OYaroBO€ CrIa)KMBaHUE OTPOCTKOB
noJOIMTOB Mo JaHHeIM OM [10]. dpyrumu mpumepamMu BHYTPHUKIYOOUKOBOI THIIEPTEH3UH C
HOPMaJIbHBIM YHCJIOM HE()POHOB SBISIOTCSA anabeTndeckas Hedpomarus, u Oojiee penkue
3a00JI€BaHUs — CEPIIOBUIHO-KJIETOUYHASI aHEMUS, «CUHUE» ITOPOKU cep/ilia, 00JI€3HU HaKOIJICHMUS,
CBSI3aHHBIE C TepuIuTOM rimroko30-6 docdarassl (0oae3Hb ['upke, rivkorenos I Tumna).

K passutuio Bropuynoro ®CI'C (tabm. 1) MOXKET HNPUBOAUTH MPUEM JEKAPCTBEHHBIX
IpEenapaToB U TOKCHYECKUX BEHIECTB: MAMHUIPOHOBON KHCIOTHI, HHTEP(PEPOHOB, aHAOOITNYECKHE
npenaparhl JUIs CHCTEMHOI'O MPUMEHCHHS TMPOJODKUTEIBHOCTRIO OoT 8 mo 20 ser [11-14].
Onucansl ciaywyan OCI'C npu  UIMTENBHOM MpPUEME AHTPALMKIMHOB M POJACTBEHHBIX
COEMHEHUHN (JIoOKCOpyOMLMH** U 1p.), MpenapaTtoB JWUTUS, UHTUOUTOPOB KaJbI[MHEBPUHA,
cuponmumyca [15-18]. Cpemu BUpYCHBIX HWHQEKIIMHA TATOTCHETUYECKOE 3HAUCHUE IS
MOBPEXICHUSI TTOJIOIIMTOB UMEIOT BUpYC nMMyHoaeduiuta uyenoeka (BMUY), mapsosupyc B19,
UTOMETaNoBUpyC, Bupyc DnuTeiHa-bapp, Bupyc SV40 u Bupyc renaruta C.

@OCI'C Takke MOXeT ObITh BbI3BaH MYTAllsIMM B Ie€HaX, KOAUPYIOUIMX CTPYKTYpPHBIE
Oenky MOJOLMTOB W IIeNneBoill auadparmel. Y JneTeil crapiiero Bo3pacTa, MOJIPOCTKOB U
B3pocibiXx ¢ reHermdyeckumM @OCI'C wyame HaOmOJaeTcsl ayTOCOMHO-JOMMHAHTHBIM THIT
HacienoBaHus. MyTanuu reHa o3-, 4- u 5- koyutareHa [V tuna npusHaroTcs ogHON U3 Hanbolee
yacTbix reHerumdeckux npuanH PCI'C y B3pocnbix [19]. JlocTaToyHO YacTBIMH SIBISIOTCS
mytauuu reHoB gopmuHa (INF2) (12-17% Bcex ciydaeB aytocomHo-gomuHaHnTHOro OCI'C),
aktuauHa 04 (ACTN4), TRPC6, WT1 u LMXI1B [20,21].

Tabnuua 1. Bo3moxxHble mpuuuHbI 17151 pa3BuTHs BropuyHoro ®CI'C

JlekapcTBeHHBIE IpeNapaThl 1 TOKCHYECKHE BEILIECTBA:

Jlutus kapOoHat

HecrepouiHele TPOTUBOBOCHAJIHMTENBHBIE ¥ MPOTUBOPEBMATHYECKUE
npenapaTbl




TMamMuIpOHOBas KUCIOTA

HuTtepdeponst

AnabomuUecKue mpenapaThl ISl CHCTEMHOTO PHMEHCHHUS
Jokcopyourma™**

Bupycs! 1 BHyTpUKIIETOUHBIE OAKTEPHU!
Il'ematur Bu C

B1Y

ITapBoBupyc B19

IuromeranoBupyc

OnurreinHa-bapp

Mukomiazma

I'emonnHamMudeckre GpakTopbl CO CHUKEHUEM KOJIMYECTBA HE(POHOB!
EnuncTBeHHas mouka

TpaHcrIaHTHPOBaHHAs MOYKa

Hucnnazus nouek

AreHne3ust

I'unonnazus

OmnuronedpoHnus

[Ty3BIpHO-MOYETOYHHKOBEII pedIFOKC

I'emonnHaMuueckue GakTopbl C HOPMAJIbHBIM KOJIMYECTBA HE(POHOB:
CaxapHslii quader

Oxupenue

CepnoBHIHO-KIETOYHASI aHEMUS

BpoxeHHble «CHHHE» IOPOKU Ceplia

Hpyrue rnomepynonaTuu:

I'umepTonMYeckwii HePOAHTHOCKIEPO3

Nmemnueckas Hedpomarus

HeiicTBue paguannu

BropuuHble m3MeHeHHs P IpyTuX GopMax riomMepyioHedpura:
NmmyrOTIIOOYTMH-A HedponaTus

MemOpaHo3Has HedponaTus

CucTeMHBIE BACKYJIUTHI U JIP.

[Tarrepn @CI'C, He UMerOUMI OTHOLIEHUS K NEPBUYHOMY MJIM T€HETHUYECKOMY, MOXKET
OBITH  CINEACTBHEM JIIOOBIX  IMOCTBOCHAIHMTENIbHBIX/TTOCTHEKPOTUUECKUX/TIOCTUIIIEMUYECKUX
(oKaNbHBIX/CETMEHTAPHBIX MOBPEXKACHUM B Kamwulsgpax Kiybouka Ha (QoOHE IHOOBIX
TJIOMEpPYJIONaTHil U COCYAMCThIX Ooyie3Hel. BMecTe ¢ Tem, CylieCTBEHHOE YMEHBIICHHUE YUCIIa
KITyOOUYKOB M IJIOMIAAN KaNMIISPOB B pe3yJbTaTe JI0ObIX MOBPEXKICHUH, B JabHEHIIIEM, MOXKET
MPUBOANTh K BO3HUKHOBEHUIO BHYTPHUKIYOOUYKOBOW TUIEPTEH3UH U TUNEPOUIbTpAIUU U

MHAYLIUpPOBaTh MexaHu3mbl BropudHoro @CI'C.

1.3 DnuaeMuoJiorusi 3a00JeBaHUs WJINH COCTOSSHNA (rpynnbl 3a00JeBaHUM WU

COCTOSIHMA)

Cpenn mamueHToB C HeQPOTUYECKUM CHHIPOMOM pacnpocTpaHeHHocTh DCI'C

cocrasisieT ot 12 10 35% [3,22].
3aboneBaemocth @CI'C HempepwiBHO yBenuuuBaetcs: ecnd ¢ 1994 mo 2003 r. oHa
cocrasisna 1,4 va 100 000 genoseko-inet, To B nepuof ¢ 2004 o 2013 r. — ysenuumiace a0 3,2

Ha 100 000 yenoseko-ner (Ha 41%), Mpu ATOM COOTHOILIEHHE NMEPBUYHBIX U BTOPUYHBIX (HOpM



ocTtaetcs mpeXHUM — npubausutenbHo 1:3 [23]. Takum obpazom, ®CI'C npubmmkaercst mo
4acTOTe K MMMYHOTTIOOYnUH A-Hedpornatuu u auaderndyeckoit Hedpomnatuu. Pacter u yacrora
OCI'C kak npuunHbl TepMuUHaNbHOM nodeyHoi HenocrarouHoctu (TIIH). B 1980 r. ®CI'C
otmeuaics y 0,2% nanuentoB ¢ TIIH; torga kak k 2000 r. Ha Hero npuxoamioch yxe 2,3%
cinyyaeB TITH, To ects nmpousonuio yBenudenue B 11 pa3. 3a pyOekom mporopiius MaiyueHToB ¢
TIIH, pa3susiieiics Beneacrsue @CI'C, B HacTosiiee Bpems coctasisieT 2,3% [24], Ho B PO,
rie riaomepyionaruu — ocHoBHas npuuyuHa TIIH, Moxxer ObITh cymiecTBeHHO Bbimie. [lois

renetudeckoro ®CI'C cpenu B3pOCIbIX MAMEHTOB MOXKET COCTABISATH 10 11% [25].

1.4 Oco0eHHOCTH KOAMPOBAHMA 3200J1€BAHUA WJIM  COCTOSAHUA (Tpynnbl

3200 eBAHMI MM COCTOSIHMI) 1o MekAVHAPOAHOH CcTATHCTHYECKON Kjaaccupukanuu

00JIe3HeH M MPOo0JaeM, CBA3AHHBIX CO 3I0POBLEM

NOO.1 — Octperiit HeppuTHdeckuilt curIpoM. O4aroBbie U CETMEHTAPHBIE TNIOMEPYIISIPHBIE
MOBPEXKACHUS

NO1.1 - Beicrponporpeccupyromuii  Hehputudeckuid  cuHapoM. (OdaroBele W
CETMEHTapHBIE TIIOMEPYJISIPHBIC TIOBPEKICHUS

NO2.1 — PeuumauBupytomass u yctoduuBas reMmarypus. OdaroBble M CErMEHTapHBIC
TJIOMEPYJISIPHBIE TOBPEXKICHUS

NO03.1 — Xponudeckuii Hepputudeckuii cuHapoM. OUaroBele W CETMEHTApPHBIC

TJIOMEPYJIAPHBIC TOBPEKICHUS

NO04.1 — Hedporuueckuit cunapoM. OuvaroBble M CErMEHTapHbIE TIJIOMEPYJISPHBIE
HOBPEXICHUS
NO05.1 — Hedpurnueckuii CHHAPOM HEYTOYHEHHBIH. OdYaroBele M CerMeHTapHBIC

TJIOMEPYJISIPHBIE TIOBPEXKICHUS

NO06.1 — M3onaupoBaHHasi MPOTEUHYPUSI C YTOUHEHHBIM MOP(OIOrMYECKUM JAMArHO30M.
OuaroBble U CETMEHTapHbIE INIOMEPYIISIPHbIE TTOBPEKICHUS

NO7.1 — HacnencrBenHnass HedpomaTus, He KIACCH(PUITMPOBAHHAS B JPYTHX pyOpUKax.
OudaroBbie U CETMEHTapHBIE TIIOMEPYIISIPHBIC TIOBPEKICHHUS

@OCI'C sBsieTcst 4aCTHBIM BapHaHTOM XpoHHueckoi 6one3nu novek (XBII), moatomy BO
BCEX €ro CIy4Yasix JOJDKHA ObITh yka3aHa cranus XbII B cooTBeTcTBHU ¢ pekomMeHaanusmu [26].

it 0003HAYCHHS CTaUU CIIEAYeT HMCIob3oBaTh Koasl N18.1-N18.5 (tadm. 2) [26], a
pacuer CK® (pCK®D) neobOxomumo BbemonHATH 1o (opmyne CKD-EPI B cnenmambHbIx
KaJbKYJIATOpPAaX HA OCHOBAaHMM KOHLIEHTPAIMHM KPEaTHHHHA B CHIBOPOTKE KPOBH, I10JIa, BO3pacTa
u pacel nanuenTa («IIpunoxxenue I'») [27,28]. [Tomumo craguu XBII HE0OX0AMMO yKa3bIBaTh

rpajanuo ansoymunypun (tabdm. 3) [26].



Tabmuma 2. Knaccudukanus craguit XbII mo ypoBaro CK® u cooTBeTCTBHE KOJTUPOBKE

MKB-10
O6o3nauenue | Yposernb CKOD, Konx Haszsanue
craguit XBIT | mor/mun/1,73 M? | MKB-10*

Cl1 >90 N18.1 XpoHuveckas 00JIe3Hb TOYCK, cTanus 1
C2 60-89 N18.2 XpoHuueckasi 60JIe3Hb OYEK, cTaaus 2
C3a 45-59 N18.3 XpoHudeckas 00JIe3Hb TIOYCK, CTATUA 3
C30 30-44
C4 15-29 N18.4 XpoHuveckas 00JIe3Hb IOYEK, cTaaus 4
C5 <15 N18.5 XpoHuveckas 00JIe3Hb TOYCK, CTAIUS S

[Tpumeuanue: * — komgom N18.9 o6o3HauatotTcs ciaydan XbII ¢ HeyTouHEHHOI cTaanei.

Tabnuma 3. 'paganuu aneOymMuHypun (MI/CyTKH)

Al A2 A3 A4
OnrumanbHast Bricokas OueHb BbICOKas Hedporuueckas
WJIM TTOBBILICHHAS
<10-29 30-299 300-1999* >2000%*

[Ipumeuanue: * — cOOTBETCTBYET CyTOUHOM mporenHypuu >0,5 1; ** — cooTBeTCTBYET

CYyTOYHOH NpOTEeuHypuu >3,5 T.

1.5

Kinaccudukanusi 3a00/eBaHUsl WM _COCTOSIHUS (TPynnbl 3a00JeBaHUI MU

COCTOSIHMA)

Ha ocnoBanuu Beayieit npuuntsl @CI'C nmoapasaensioT cieayromum oopasom [29,30]:

1)

2)

3)

ITepuunbiiit ®CI'C — cneunpuyeckoe MNOBPEKICHHUE MOJOLUTOB, HE HMEOIee
OUYEBUIHBIX MPUYMH U BEPOSITHO CBSI3aHHOE C OOpa3oBaHUEM IUPKYJIUPYIOLINX
CBIBOPOTOUHBIX (PAKTOPOB; Yalle MPOTEKAET ¢ HePpOoTHUECKUM cUHIpoMoM. [Ipu OM
BBUIBISIOT AU dy3Hoe (=80%) pacriacTeiBaHHE HOXKEK IOJOLUTOB; YacTo
PELUINBUPYET B TPAHCILIAHTATE MOYKH (B 3TOM ciydae 3 dexTrBeH miazmadepes).
Bropuuneiii ®CI'C  — o00ycnoBiieH MOBPEXKIECHUEM MOJOIMTOB  BCIEACTBHE
BHYTPUKIIYOOUKOBOW TUNEpPUIbTPALIMU/TUIEPTEH3UH MM TPSMOTO BO3JEHCTBUS
TOKCUHOB WM BHUPYCOB; XapaKTEpU3YETCsl BBIPAKEHHOW MPOTEHMHYPHEH, 3a4acTyrO
6e3 QopmupoBaHUs HEYPOTHYECKOTO CHUHAPOMA, M, KaK IPaBHJIO, HapylICHHEM
¢byHkuu nodek. Y atoil kareropuu mnanueHToB ¢ @CI'C BBIABISIOT aJanTHBHBIE
W3MEHEHUs — runepTpoduo KiI1yOoukoB U runepduiabTpanuio, npu M — odaroBoe
(<80%) pacruiacThIBaHUE OTPOCTKOB MOJIOIUTOB.

I'enetnueckuit ®CI'C — cBsi3aH ¢ HanMYUMEM MyTalUMid B TeHaX, KOAMPYIOIIUX
CTPYKTypHble O€NKM TOJOLMTOB M IIeJIeBOW Auadparmbl; MOXKET BIEpBBIC

MPOABJIATHCA He(i)pOTI/I‘—IeCKI/IM CUHAPOMOM B paHHEM JAC€TCTBC, HO MOXKCT
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4)

Ilo

Ne0I0TUPOBATh C MEHEE BBIPAXKEHHOM MPOTENHYPHUH B IOAPOCTKOBOM BO3pACTE WU Y
B3POCIIbIX ITALIUEHTOB.

y yactu nanuenToB ¢ @CI'C npuunHy/3THONOTHYECKUN (PaKTOp BBISIBUTH HE YAAETCs,
HECMOTpsl Ha TIIATeJbHOE OOC/IEOBaHME, B TOM YHCJIE€ M ICHETUYECKUH aHau3.

Takux nanuenToB cienyeT kiaccuduupoBars kak @CI'C ¢ HEM3BECTHOM MPUIMHOM.

1)

2)

3)

4)

ocobenHocTsM Mopdonorndeckoi kaptruabl DCT'C nmoapaznenstor Ha [29]:
Knaccuueckuil BapuaHT — C CErMEHTApHBIMM YyYacTKaMM KoJulalca U CKIepo3a
ME3aHTUsl U KalWUBIPHBIX MeTesb (CerMEHTapHble U3MEHEHUs) B OTAENbHBIX, HO HE
BO BCeX KiIyOoukax (ouyaroBble u3MeHeHUs). [loBpexaeHuss mepBOHAYaIbHO
JIOKAJM3YIOTCS B FOKCTAMEIYJUIIPHBIX KIIyOOUKax, IIO3TOMY MOTYT OBITH MPOMYIICHbI
[P TOBEPXHOCTHOM OMOIICUU, COZAEpXallleldl TOJbKO KOPKOBBIH CJIOH. BBIABISIOT
TAaKXKE€ CErMEHTAapHble OTJIOKEHMs TIHMajJuMHa B KIyOoukax, mposindepaTUBHbIC
U3MEHEHMsI HexapakTepHbl. [Ipm UMMyHO(IYyOpEeCHEeHTHOM MCCIEOBAHUU HE
BBISIBISIIOT  OTJIOKEHUH WMMyHornoOynuHoB (Ig) W KoMIuieMeHTa, OIHAaKO B
HEKOTOPBIX cydasx oOHapyx)uBaroT aeno3utsl [gM u C3 (pakuun KoMIuieMeHTa o,
B0o3MOkHO, Cl B oyarax ckjepo3a M B ME3aHI'MM, ITaTOT€HETUYECKask POJib KOTOPBIX
Heu3BecTHa. OTBET Ha Tepanuio IIIOKOKOPTUKOMAAMH HMEIT Tosibko 30%
MAIMEHTOB C ’TUM BAPUAHTOM.

Bepxymeunsrii BapuasT (tip lesion) — xapakTepusyeTcs OBPEXICHUEM TTOIOIIUTOB U
HaKOIJICHUEM MEHHUCTHIX KJIETOK B 00JAaCTH «BEPXYIIKM» KIyOouka BOJIM3M BBIXOJA
IPOKCUMAJILHOTO KaHalblla, HpU HMMMYHOQIIyOPECLEHIIMHM MOXET BBISABISATHCS
Hecrienuduyeckoe ceeuenne IgM u C3 B ouarax ckieposa u B Me3aHTuu. CUHTAIOT,
yro npu BepxymeuyHoMm Bapuante @OCI'C nyume OTBET Ha  TEpanwuio
[IFOKOKOPTUKOMIAMHU 10 CPABHEHMIO C IPYTMMH BapUaHTaMH.

[lepuxunspHbIl BapMaHT — CKJIEPO3 M THAIMHO3 DPa3BUBAETCA B MNEPUXUIISPHON
o0nacTtu (BOKpPYT COCYAMCTOrO MydKa), 4acTo ¢ BoBieueHueM Oosiee 50% Ki1yOOUKOB.
Mosxer Takxke HaOmonarbes Hecneuunpuuyeckoe omnoxenue IgM u C3 B ouarax
ckiepo3a. Ota (opma yamie BbiiBigercs npu BropuyHoM OCI'C kak cienctue
NOBPEXJCHHs,  CBA3AHHOTO  C  BHYTPUKIYOOUKOBOM  THIEpPTEH3UEH U
runepduIbTpaluel ¢ MI0XUM OTBETOM Ha TE€paruio IIIIOKOKOPTUKOUIAMHU.
Krnerounslii BapuaHT — ompenessitoT MpU HaIUYUM B OWoNTare Mo KpaiHed mepe
OJHOTO KJIIyOOUKa C CErMEHTapHOM HHJOKANMWUIAPHOH TMIIEPKIETOYHOCTHIO,
3aMoNIHAIONIE BeCh MPOCBET OTAENbHBIX KanmwuigpoB. B npyrux kiryOoukax

BBISBJISIIOTCS IPU3HAKH, XapaKTepHble U1 Kiaccuueckoro Bapuanta @CI'C. IIpu OM
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HaOmonaroT aud@y3Hoe pacriacThiBAaHUE HOXKEK MOAONUTOB. JlJIs TOro, YTOOBI
quarHocTupoBaTh  kierouHblii  BapuaHT @OCI'C, HeoOX0auMO  HCKIIIOYUTH
BEPXYIIEUHBIH M KOJUIANICUPYIOWIMH BapuaHTbl. OTBET Ha TEpanuio OTMEYaeTcs
npuban3uTenbHo B 20% cirydaes.

5) Kosutancupyromuii BapuaHT — XapaKTepPH3yeTCs KOJIACOM M CKIEPO30M BCEro
COCYIUCTOTO Iy4Ka KIyOO4YKa, a HE CerMEHTapHBIM MOBpexaeHueM. llpuumHoit
TaKOTO TOBPEXACHUS YacTo siBisiercsi BUY-uH(exus, oaHako U Apyrue MpUuIuHbI —
unpekuuss napsoBupycom B19, nekapctBa, cucreMHas KpacHas BOJYaHKa,
remodarouutapubiii cuaapoM uian uHbekus COVID-19 Moryt ObITh HpHYMHOMN
Toi  (opmbl. Hekoropwie wHccienoBaTeNd paccMaTPUBAIOT ATOT BapHaHT Kak
OTIeNbHYI0 (opMy mopaxeHHs mmodek, He cBsazanHyio ¢ DOCI'C. IlposBisercs
TSOKENBIM HEPPOTHUECKUM CUHAPOMOM U OBICTPBIM CHIDKEHHEM (YHKIUU TOYEK,
PE3UCTEHTHOCTRIO K TJIIOKOPTUKOUJIAM W HWHTHOUTOpaM KalblMHEBpHUHAaaM. Jlis
BUY-acconmupoBanHoro  kosuiancupytomero Bapuanta @DCI'C  xapaktepHbI
KHCTO3HBIE PACIIMPEHUsI KAHAIBILIEB U HATWYHE TyOyJI0-pPETUKYIISIPHBIX BKIIOUEHUH B

ME3aHTHaIbHBIX U SHAOTEIHAIbHBIX KieTKax [31,32].

1.6 Kiinandeckass KapTHHA 3200J1eBaHUS MJIM cOCTOSIHMA (rpynnbl 3200JeBaHNHA

WJIHU COCTOSTHHI)

VY nanuentos ¢ nepsuuHbiM OCI'C B 70-100% cimydaeB Havano 3a00JieBaHUSI OCTPOE WUITH
HOJOCTPOE C Pa3BUTHEM HeppoTHyeckoro cuuapoma. CHmkeHue (QyHKIUM MOYeK B JelroTe
3a0o0eBaHMs TMarHoCTUpPYOT y 25-50% mnamnuentoB, remaryputo — y 50%, apTepuanbHy:o
runeprensuto — y 20% [33-37].

Jns  manmentoB ¢ BTopuyHbiIM  DOCI'C  xapakTepHO TOCTENIEHHOE HapacTaHUe
OPOTEUHYpUH (Kak MpaBuWiIo, O0e3 pa3BUTUS HEPPOTHYECKOIO CHHAPOMA) M HEYKIOHHOE
CHIDKEHME (QYHKUMHU ToYek. VckitoueHue cOCTaBiIsIoT mauueHThl co BTopuuHbiM DCI'C,
aCCOLIMMPOBAHHBIM C JIEKapcTBaMU (HampuMep, NaMHUAPOHOBAsl KHUCIIOTA), WU BHUpYyCcaMu
(manpumep, BUY-undexnus), y KOTOpbIX, KaK MPaBUIIO, Pa3BUBACTCS TSKETbIN HEQPOTHUESCKUIN
cunapom [38,39]. B winHMYecKoil KapTHHE MpeoOIagaloT OCOOCHHOCTH 3a00JeBaHUN WU
COCTOSIHUHM, KOTOpBIE MOTYT NMPHUBOAUTH K pa3BuTuio BropuuHoro ®CI'C (cm. paszzmen 1.2). B
YaCTHOCTH, MOpaXXEHHEe TOoYeK NpU MOPOMIHOM OXHMPEHHMH Ha HayalbHBIX JTamax
XapaKTepU3yeTcsl CyOKIMHHUYECKMM TEYEHHEM C HeOOJBIION NPOTEMHYpHUEH U 3aMETHBIM
yBenmuerneM CK® ¢ mocneayromum MeIIeHHBIM CHYDKEHHEM QyHKIK modek [40].

[Tanmentsl ¢ renernueckuM @PCI'C Moryr umeTh IMPOKHHA CHEKTP KIMHUYECKUX

IIPOSIBJIEHUI B 3aBUCHMOCTH OT KOHKPETHOH reHernueckoil Mmyrauuu. ['enernueckuit ®CI'C ¢
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NeOI0TOM Y B3pOCIBIX OOBIYHO HACIEAYETCs] KaK ayTOCOMHO-JOMHHAHTHOE 3a00JIeBaHHE C
NEPEMEHHON MEHETPAHTHOCTHIO, U OOBIYHO MPOSIBIIsIETCS HpoTenHypueil <5 r/cy1/1,73 M2 n
MEIJICHHO TPOrPEeCCHpPYIONUM cHMKeHueM ¢yHkinuu mouek [41,42]. Ilpornocrtuueckas
LEHHOCTh TAaKOro MpHU3HAKA, KAaK PE3UCTEHTHOCTh K TEpamnuH TJIFOKOKOPTUKOUAAMU ISt
reneruyeckoro @CI'C HeBBICOKA, TaK KAK 4acTh MaMEHTOB ¢ 3TUM BapuanToM PCI'C orBeuaet

Ha TepaIuIo TIFOKOKOPTHKOUIaMH, XOTS IIPU 3TOM JUIMTEIIbHBIC MTOJTHBIC peMUCCUH peaku [43].

2. I[l/laI‘HOCTI/IKa 3200/1eBaHUs MJIH COCTOSTHUS (prHHLI 3200J1eBaHU U
COCTOHHHi’i), MEANIUHCKHUE TIOKa3aHUA U MIPOTUBOIIOKA3aHUA K IPUMECHECHHUIO

METOI0B TUATHOCTUKH
Kpumepusamu ouacnoza @CI'C sasnaromesa: 1) oannvle Mopghonocuueckozo ucciedo8anus
MKAHU NOYKU — OOHapydiceHue POoKaIbHO20 (8 OMOENbHbIX KIYOOUKAX) U ceecMeHmapHozo (8
OMOEeNbHBIX KANWLIAPHBIX NEeMJISIX) 2loMepylocKiepo3a (cm. pazoen 1.5); 2) npomeunypus (<3,5
e/cym/1,73 m2) ¢ omcymemesuem uiu MUHUMATbHOU 2emamypuelt Uiy He@pomuyecKuti CUHOPOM
(npomeunypus >3,5 e/cym/1,73 m2, eunoanvdoymunemus (arvoymun 6 kposu <30 2/n)) na gone

U38ECMHO20 UNU U NPeOnoaaA2aemMo20 SMUoo2uiecko2o gpakmopa (cm. pazoen 1.2).

e VY nmanmentoB ¢ noao3penreM Ha PCI'C niam ycra”HoBiaeHHbIM auariozoM OCI'C
Mbl peKOMEHJyeM AaHaJu3 :Kaji0o0d, [JaHHbIX AaHaMHe3a M (U3UKAILHOIO
HCCJIEIOBAHNS VI OLEHKH JJIMTEJNbHOCTH, TAXKECTH U KIMHHYECKUX NMPOsiBJIEHHI
00J1e3HU, BBISIBJIEHHSI ACCOUMHUPOBAHHBLIX COCTOSIHUII W 3a00JieBaHUil, KOTOpbIE
MOrYT MMeTh 3HaYeHue JJisi Bbioopa neuenns [1,2,30,44,45].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Mbl pexkoMeHayeM BpayaM-He(dpoJOraM yCTAHABJIMBATH JIMATHO3 MEPBHYHOIO
®CI'C nociie MCKIIYEHHS] BCEX BEPOSITHBIX NPUYMH BTOPUYHBIX BAapPHAHTOB
00J1e3HH /IUIsl OLIEHKH MPOTrHO3a U MocJIeayouero Bpioopa repanuu [1,2,30,44,45].
YpoBenb  yoeautesqbHOCTH — pexomenaamuii C  (YpoBeHb  I0CTOBEPHOCTH
0KA3aTeJbCTB — D)

Kommenrtapum: /luacnocmuxa nepeuunoco @CI'C  Odonocna bazuposamvcsi  Ha

UCKTIIOYEHUU 8MOPUYHBIX NPUYUH 3a001e8aHus (cMm. pazoen 1.2).

2.1 7)Kaq100bI 1 aHaMHe3
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Hayuenm ¢ @CI'C moxcem obopamumvcsa ¢ Hcaiobamu HA NoseieHue U Hapacmarue
nepughepuyeckux omexos, 6nI0Mv 00 2eHepanuzo8annvix. OObLIYHO OmeKU pa3euearomcs 6
meyeHue HeCKONbKUX Hedellb, HO Ha4alo Modcem Oblmb U ocmpuim ¢ yeeauyenuem eeca Ha 5-10
ke. llayuenmovr ommeuarom noseénenue neumucmou mouyu. Yacmo wuabarooaromces crabocmo,
VMOMIAEMOCb U NOMeps annemumad.

Iayuenma moorcem becnokoums ymMeHbuleHue Koauuecmsaa 0moensieMol Moy, maHyuue
bonu 6 noAcHUYe, NOBbIUEHUE UIU CHUJCEHUE apMepUuarbHo20 0deieHus, cepoyebuerue
(6cneocmeue  pazeumus  2UNOBONIEMUL), pedxce — NOosGIeHue MOouU KPACHO20 yeemd
(maxpoeemamypus). Hapsaody ¢ ocHoBHbIMU npossieHUsMU HeDPOMUUecKo20 CUHOPOMA Ha
nepevlil NIaH 6 KIUHUYEeCKOU KApMmuHe MO2Ym 8bIXO0UMb €20 OCLONCHEHUs — UHMEKYUOHHbIE U
mpomoboaImboruueckue (vawe 6ceco 8eHO3Hble MPOMOO3bl 2TYOOKUX GEH 20NeHel, NOYEeUHbIX GEH,

Mpomb60IMO0IUA 1e20UHbIX apmepuil), ocmpoe nospedxicoerue nodex (OIII).

2.2 duzukajabHoe 00cae10BaAHHE

Ilpu obcnedosanuu nayuenmos c¢ DCI'C  viAIAIOM  KIUHUYECKVIO  KAPMUHY
He(pomu1uecko20 CUHOpPOMA, KOMOPbIL YACMO pA36U8Aemcsi Nocie HeOa8HO NepeHeCceHHOU
uHgexyuu 6epxHux OvixamenbHvlXx nymeitl. BvipasiceHHble omeKu Mo2ym npugooums K Nos61eHU0
mpewun Ha Kodce C UCMeyYeHUuemM Cepo3HOU MHCUOKOCMU U UHDUUUPOBAHUID PAHEBbIX
nogepxHocmeti, Ommeuaemcs. NOGvlUleHUe aApmepuarbHo20  0aeleHus, OUACMOIUYECKAs]
apmepuanvbHas 2unepmen3ust Modicem ovims msidicenot (=120 mm pm.cm.).

V nayuenmoe ¢ ocmpo 603HUKWUM HeppOMu4ecKkum CUHOPOMOM CYUiecmseyem pPucK
2UNOBONIEMUU U PA3BUMUSL HeDPOMUYECKO20 Kpu3a KAk Cle0Cmeuss unoaibOymMuHemus u
CHUDICEHUs. ~ OHKOmuyeckoe  OaeleHue  NaasMbl  C  U3OLIMOYHLIM  NepemeujeHuem
UHMPABACKYNAPHOU  dHcuokocmu 6  unmepcmuyuti. Cumnmomvl Heghpomuyeckoco Kpusa
BKIIOUAIOM  JUXOPAOKY, peomy, 0016 8 dcusome, Ouaperd, XoOJOOHble KOHeuHocmu (u3z-3a
MeONIeHH020 HANOJIHeHUs KAnuuisapos), oaucypuio, maxuxapouro. Mozym nosenamscsa
bonesnennvlie Mucpupylowjue spumemvl Ha Koxce bedep u xcusoma. Kiunuueckum npuznaxom
2UNOBONIEMUU  MOXCem OblMb  CHUJCEHUE apmepualvHo2o 0asieHusi (opmocmamudecKkas
eunomensus). lTunogonemus cozoaem ycnosus OJisl CHUNCEHUs nep@y3uu nodex u pazeumuio
npepenanvrozo OIIIl u mybynapHozo nekpo3sa.

B peoxux cayuasx DCI'C moocem npomekamev 0Oe3 pazeumusi Heppomuyecko2o

cunopoma.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIAeT0BAHUS

14



Mpbl pexkoMeHayeM BCeM MNALMEHTAM C MPeANoJaraeMbIM HJIH YCTAHOBJIEHHBIM
auarnozoM ®CI'C nposegeHue J1a0OpaTOPHOH AUATHOCTHMKH B 0a30BOM o0beMe,
npeaycMoTpeHHoM pexoMeHganussMu no XbBII ¢ nejibi0 OleHKH BbIPasKEHHOCTH
AUC(PYHKIUH MOYeK, IPOTrHO3a, BbISIBJCHHS (PAKTOPOB, KOTOPbIe MOI'YT NOBJIUATH
HA TAKTHKY JIeYeHusl, onpeaejienne oobemMa tepanuu [26].

YpoBenb  yoOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [IOCTOBEPHOCTH

J0KA3aTeJbCTB — 5)

MpbI pexoMeHIyeM Yy BceX MAIHEHTOB C MPeANoJaraeMbIM WJIH YCTAHOBJEHHBIM
auario3oMm ®CI'C n HeppoTHUYECKMM CHHIAPOMOM /ISl OLEHKH PHCKAa BEHO3HBIX
TPOoM0030B M IMOO0/HIA, onpe/ieieHUs 00beMa U KOPPEKIUH TePaNuu, BbINOJIHIATH
uccse10BaHusA NPOTPOMOMHOBOTO (TpOMOONJIACTHHOBOI0) BpeMEHH,
MEKTYHAPOTHOTO HOPMAJH30BAHHOTO OTHOIIEHHUSI, AKTUBHPOBAHHOTO YaCTHYHOIO
TPOMOOILIACTHHOBOTO BpeMeHH, YPOBeHb (UOPHUHOreHA H KOHIeHTpanun /[-qumepa
[46-48].

YpoBeHb  y0enuteabHOCTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapun: [lo pesyromamam mema-ananuza (MA) pacnpocmpanennocmo
MpoMOOIMOOIUYECKUX OCTIONCHEHUL NpU Hedpomuyeckom cunopome cocmasisem 8%
(95% oosepumenvuvii uumepsan ([AH) 4-15%), umo Ouxkmyem HeoOXOOUMOCHIb
npoeedenuss OUACHOCMUKU HAPYWEHUI CUCMEMbl 2eMOCmAa3d U COOMBEmCmayoue2o
Jewenus, ekmouas npoguraxmuueckoe. Cpeou nayueHmos ¢ YyCmaHoB8IeHHbIM OUACHO30M
@CI'C yacmoma mpomOOIMOOIUYECKUX OCNLONHCHEHUL cocmaensem, 6 cpeonem, 10%,
gospacmas 6  CIYYasX — peyuousa  Hehpomuueckozo  cuHopoma.  Yeenuuenue
KOHyenmpayuu J[-Oumepa 6 Kpoeu s61siemcs Hauboniee HAOEHCHIM NPEOUKMOPOM
mpomooamboruyeckux ocnoxchenuti y nayuenmos ¢ DCIC u Heghppomuueckum

CUHOPOMOM.

Mpb1 pexomenayem nanventaMm ¢ ®CI'C, nosayyarouum JjeyeHne HUKIOCIIOPUHOM ™ *
WIN #TAaKPOJIUMYCOM**, BBINOJHATH HMCCICA0BAHHE YPOBHSI JIEKAPCTBEHHBIX
NpenaparoB B KPOBH eKeHeAeJAbHO B NePBbIH Mecsl m1oa0opa 10361 Npenapara uim
IPU ee KOPPEeKUHH A oOecnedyeHUusi ONTUMAIbHON 3(Q(PeKTUBHOCTH JIeYHEHUS U
CHUIKEHHSI TOKCHYHOCTH MPOBOAUMOIi Tepanun [49-55].

YpoBenb  yOenuTeqlbHOCTH  pekoMeHaamuii A (ypoBeHb  [10CTOBEPHOCTH

0KA3aTEJbCTB — 2)
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Kommentapuu: O npumenenuu yKasauHwvlX Npenapamos U YeleblX YPOBHAX

KOHYeHmpayuu cm. pazoen 3.

2.4 NHCTpYMEHTAJIbHBbIE TUATHOCTHYECKHE MCCAEI0BAHUA

Y nanuenToB ¢ nogo3penuemM Ha @CI'C nim ¢ noarBepkaeHHbIM quaruozom ®CI'C
MblI peKOMeH/JyeM BbINOJIHEHHe HWHCTPYMEHTAJIbHOH [HMATHOCTHKH B 00beMme,
npexycMorpeHHoM pexoMengauusamMu 1o XbBII, aias oumeHkM BbIPaKeHHOCTH
CTPYKTYPHBIX M3MEHEHUIl MO4YeK, a TaK/Ke JPYIMX OPraHOB M CHUCTeM, MOpaKeHHe
KOTOPBIX aCCOIMMPOBAHO €O CHH)KeHHEeM (YHKIHMHU MOYeK M PHCKAMHU JPYrux
He0JIaronpusTHBIX coObITHI [26,56].

YpoBeHb  yOenuteabHOCTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

MpbI pexkoMenayeM y nanueHToB ¢ nogpospeHueM Ha OCI'C wim nmoaTBepKACHHBIM
AMATHO30M M TSKeJIbIM HeQpPOTHYECKHM CHHAPOMOM (aJ1bOYMHH CBHIBOPOTKH <25
r/J1) ¢ MoJ03peHneM Ha pa3BUTHE TPOMOOIMOOIHNYECKUX OCJIO0KHEHHI € LeJbI0 UX
AHATHOCTHKH BBIMOJHATH IYIJIEKCHOE CKAHNPOBAaHUE HHKHEH MOJIOH M MOYedHbIX
BeH, JYILUIEKCHOe CKAHUPOBAHHE BeH HHUKHMUX KOHEYHOCTel, NMpPH OTCYTCTBHH
NPOTHBONOKA3aHUH — KOMIBIOTEPHYI0 TOMOIrpaduio OPraHoB IpyAHON MOJIOCTH €
BHYTPUBEHHBIM  OOJIIOCHBIM  KOHTPACTHPOBAHMEM W/WJIM  KOMIBIOTEPHYIO
TOMOrpa)ui0 OPraHoB OpPIOIIHOH TMOJOCTH ¢ BHYTPHUBEHHBIM OO0JHCHBIM
KOHTPACTHPOBAHUEM H/WJIH APYTHUX HEOOXOAMMBIX uccaenoBanuii [57-60].

YpoBenb  yOeauteabHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapuu: Pucku u yacmoma pazeumusi mpomooIMO0IUYeCKUX 0CLOMCHEHUU ObLIU
OyeHeHbl 8 KPYNHOM pempocnekmuenom ucciedosanuu y 7032 nayuenmos c
Heghpomuueckum CuHOPOMOM, He3asucumo om e2o npuyunsl, exaouas PCI'C [57].
Heszasucumo om npuuunsl neppomuueckoco cuHOpoma puck mpomoOoIMOOIULECKUX
ocnodxcHenul nosvumancsi 6 2,24 pasza npu GopmuposaHuu  He@dpoOmMuiecKkoco
CUHOPOMA/CHUdICEHUU anbOyMuHa cvieopomku menee 3,0 2/0n (omHoCUmMENbHbBIL PUCK
(OP) 2,24, 95% /N 1,24-4,05) u noumu 6 3 pasa — npu cHUdcenuu anboymuna metee 2,5
2/on (OP 2,79, 95% JIN 1,45-5,37) [57].

B opyeom uccneoosanuu [58] npu obcnedosanuu 512 nayuenmos ¢ negppomuueckum
CUHOPOMOM NOKA3AHA BbICOKAS YACMOMA BbIAGNEHUS MPOMOO308 NpU KOMNbIOMEPHOU

momozpaghuu opeano 2pyoHol u OpPIOWHOU NONOCMU C GHYMPUSBEHHbIM OOJIOCHBIM
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KoHmpacmuposanuem (v 35% nayuenmog — GeHO3Hble MPOMOO3bl pPA3TUYHOU
nokanuzayuy, y 85% — mpomb6o3wl necounou apmepuu in Situ, uz Hux y 84% -

beccumnmomuule, y 44% — mpom603 noueunvix gen).

2.5 Uuble AHAarHocTHYecKye uccjae10BaHus

Y nanuenToB ¢ nogo3penueM Ha ®CI'C B oTCYyTCTBHM NPOTHBOINOKA3AHUI MbI
PeKoOMeHAyeM BBbINOJHEHHE OHONCHM TOYKH MOJA KOHTPOJIEM YJIbTPa3BYKOBOIO
HCCJIENOBAHUS € MOCJHEIYIOIMM MATOJOr0-aHATOMUYECKUM  HCCJIe0BAHHEM
OMoncuiiHOro MaTepuaa AJs NOATBEPKAeHUS] JUATHO32, OLIEHKH BbIPAKEHHOCTH
peHaIbHBIX NoBpexkaenni [24,36,61-69].

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

Kommenrapuu: @CI'C moocem 6Ovimb 3an0003peH HA OCHOBAHUU KIUHUYECKOU
KapmuHvl y NAyuesmos ¢ HedpOmuyecKumM CUHOPOMOM, OOHAKO OKOHYAMENbHbll
OUACHO3 YCMAHABIUBAEMCS MONLKO NPU BbINOJIHEHUU OUONCUU NOYKU C NOCAE0VIOUWUM
NAamono20-aHamoMuyeckum ucciedoganuem ouoncutinoco mamepuana. C yuemom
GoxanbHo2co muna 6o06neuenus K1yO0ouKo8, OCOOEHHO HA PAHHUX CMaousx 0oae3Hu,
8EPOSIMHOCMb  OOHAPYHCEHUSI CE2MEHMAPHO20 NOpadCeHus 6 peularoujeli cmeneHu
3asucum om KoIuYecmed oyeHusaemvix Kiyoouxkos 6 6uonmame. Kpome moeo, na
pannux cmaouax PCIC usmenenuss KiyOOUKO8 NpEUMyUjeCmeeHHO BO3HUKAIOM 8
roKCmamedyuiapHou 301e. Takum obpaszom, 011 vlasieHUsi YOKATbHBIX Ce2MEeHMAPHBIX
nopasjfcenuil HeobXoo0uM adexkgamuulll 0opasey mxanu. B udeane cnedyem oyenusams 12-
15 nocneoosamenvHulx cpe308, KaiCOblli U3 KOMOPBLIX COOEPHCUM MUHUMYM 8 KYOOUKO8
[65,66]. B npomusnom cnyyae ¢ ysepenHocmvlo uckarouums ouacnoz DPCIC nue
npeocmasiiemcsi  603MOJCHbIM, U  HeKomopvle  cayyau  0yoym  OuuOOYHO
K1accuguyuposanvl Kax O01e3Hb MUHUMATbHLIX usmeneHul [29,65,73].
Mopgonocuueckue  ocobennocmu  K1yOOYKO8  HNpU  CBeMOBOU  MUKPOCKONUU
namocHoMOHU4Hbl 014 pasiuynvlx munos OCI'C, Ho ceemosas MUKpOCKOnUs, makaice,
KaK u UMMYHOGIyopecyenmuas MUuKpOCKOnUs, He no380jsaem onpeoeums nepeutiHocmsy
unu emopuuHocms npoyecca. MmmyHnogayopecyenmnoe uccinedosanue 8 psoe ciyyaes
BLIABNIACN 68 30HAX CE2MEHMAapHo20 cKaeposa epauyasapuvie Oenozumsl 1gM u C3,
namozeHemuieckas poib KOmMopwlx 00 Kouya He scua. OOHako, Kakum Ovl HU Obll

nexcawjuii. 8 OCHO8e MONEKVIAPHbIL mexanusm, okpawusanue Ha 1QM u C3 saeno
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AGNAEMC  BMOPUYHLIM  SIGIeHUeM U He nomozaem Ouggepenyuposams  mexncoy
paznuunvimu popmamu @CIC.

B 0syx nocreoosamenvrvix MA onpedenenno nokazamo, ymo GvisgieHue cneyuduieckux
MUKDOCKONUYECKUX — USMEHEHUUl  21OMepYl  AGIAEmCs — HeOMbeMIeMOU  YaACMbHO
ouacHocmuxu 6Oonesnell Kuyoouxoe (exaouas ewviaeienue cayuaee DPCI'C u  ux
ouppepenyuanvnyio ouacHocmuxy ¢ opyeumu 6oaesnsmu kiybouxos) [63,69]. A makorce
ABNAIOMCA OCHOBOU ONPeOeNeHUs. 2UCION0SUYECKO20 8aPUAHMA DONe3HU, PaA3ePaAHUYeHUs
nepeuunozo, emopuunozo u eeHemuyeckoeo @DCIC. Kpome moeo, evibop u
ahpexmusnocms neyeruss, noueurvle UCX00bl U CMEPMHOCHb CYUJECMBEHHO 3AGUCN OM

K.]ZMHMKO'MOPd)O]ZOZM’iéCKOZO 0”02H03a, umo nodmeepofcdeHo 6 KJIUHUYeCKUxX

uccneoosanusx [24,36,64-68].

MpbI pekomenayem y nanueHToB ¢ Juariozom ®CI'C ¢ neabio augppepeHunanibHoM
AMATHOCTHKHM 00JIe3HH, pa3srpaHUYeHUs] NEePBUYHON W BTOPUYHOH ero (opmbl
BBINOJIHATH  JIEKTPOHHYI0 MHKPOCKONHIO MHKPOINpenapara TKaHU MOYKH
[23,38,65,70-72].

YpoBenb  y0eqMTeIbHOCTH  peKkOMeHAaumuii A  (YpoOBeHb  [IOCTOBEPHOCTH
A0KA3aTeJbCTB — 2)

KommenrTapuu: [7nasnoi  yrempacmpykmypHot Haxookou npu OM — aensemcs
PACniacmuléanue HOMCKOBbIX OMPOCMKO8 NO0OYumos Ha 0a3anivHol Mmemopaue,
c8A3aHHOe ¢ nospexcoeHueMm noooyumos. Ilowaos pacniacmel8aHus HONCKOBbIX
OMPOCMKO8 NOOOYUMO8 MONCEM UCNONb308AMbCA OISl PA3CPAHUYEHUST NEePBUYHOU U
emopuunou hopm @CIC.

B yumupyemwix uccredosanusix c Koumpoiem peghepenmHuiM MemoooM (KIUHUKO-
Mopghonozuueckol  OughgheperHyuanvHou OUACHOCMUKOU NEPEUUHO20 U  BMOPUYHO20
@CI'C) onpedenenno nokaszamo, umo OughgysHoe pacniacmeiéanue OmpoOCmMKO8
noooyumos (niowaovio >80%) npu 21eKMPOHHOU MUKPOCKONUU COOMBENCMEYem
nepsuunomy PCI'C, a ouazosoe (nnowade <80%) — emopuunomy uiu 2eHemuyecKomy.
Ucknovenusmu  moeym  ovimv  BUY-neghpponamus u  nexapcmeennviti  PCIC,
aAccoyuUUpOBaHMbIll ¢ NPUMEHEHUEM NAMUOPOHOBOU KUCIOMbL, NPU KOMOPLIX NI0WAOb
cenasicuganus Hoxcek docmuzaem >80% u passueaemcs msdicenviii Heghpomuyeckuil

cunopom [74].

Mb1 PEKOMECHAYEM NMpoOBOAMTH reHETHYECKOE HCCJIeJ0BaHHuE B ciayvae

noaTBep kAeHHOro rucrojorndecku ®CI'C B coderaHum ¢ OTCYTCTBHEM NPHYMH
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BTOPUYHOI0 BApHAHTA 00JIe3HM HJIM 1e0I0TOM 00JIe3HM B JeTCKOM BO3pacre WIH
ceMeiiHbIM aHAMHE30M 00JI€3HHM WJIH PEe3UCTEHTHOCTHI0 K NPETHH30JIOHY** H
HHTUOUTOpPAM KAJIbIMHEBPUHA /IJIsl BhISIBJIEHHS FeHeTHYECKUX NMPUYHH 00JIe3HH U
KoppeKuun jJeyenus [25,75-82].

YpoBenb  y0eauTEeNbHOCTH  peKkoMeHAauuii A  (YpoBeHb  JI0CTOBEPHOCTH
0KA3aTeJbCTB — 2)

KommenTapuu: B yumupyemvix ucciedo8anusx ¢ KOHmpoiem pegepenmHuuim Memooom
(ombopom  onucanmHvlx kamezoputi cayuaes DPCI'C 6 pesyromame  KIUHUKO-
MOpGonocuueckol OUACHOCMUKU U OYEHKOU omeema HAa JjedeHue) OnpeoeseHHO
NOKA3aHO, 4MO PACNPOCMPAHEHHOCb 2eHeMU4YeCKUx NpuduH )y 63pOCiblX NAYUEeHMO8
DCI'C moocem b6vimv cywecmeenna (0o 40% cnyuaes). I'enemuueckue ucciedosanusl
MO2ym  NO3601UMb  ONpedelums MONEKYIAPHYI0 NOJIOMKY 0OonesHu u uzbedcams
HEeHYICHOU UMMYHOCYNPECCUU U ee OCTIOHCHEHUL.

I'enemuyeckuti @CI'C moocem nposagumuvcs Kax 6 Oemcmee, Mak U 60 B83POCIOM
go3pacme, 8 3A8UCUMOCMU OM Muna mymayuu. B nexomopuvix ciyuasx eenemuueckou
npeopacnonodxcennocmu  (hanpumep, mymayua APOLI) kiunuueckue nposeieHus
B03HUKAIOM MOJILKO NOCAe 8030elCMEUs 8Mmopo2o (hakmopa, maxKo2o KaK XUMUYecKds
MOKCUYHOCMb, GOCnaneHue umu uHgpekyus. MonocenHvle NPUYUHbL 2EHEMUUECKO20
@CI'C moorcHo pazdenumsv HA NOYEYHO-OSPAHUYEHHblE U CUHOPOMATbHBIE, HpUYem
NOCaeOHUe ACCOYUUPYIOMCSL C BHENOYeYHbIMU NPOAGIEHUAMU, MAKUMU KAK NOMepsL Cllyxa
u Hapyuwienue 3peHus. Ienvl, accoyuuposanuvie ¢ Hecunopomanvuvim DPCIC u/unu
cmepouopesUcmenmubIM He@OPOMUUECKUM CUHOPOMOM, IKCNPECCUPYIOMCS 8 OCHOBHOM
noooyumax U y4acmeylom 6 Op2aHu3ayuu ujenesol ouagpazmsvl U aKMUHOBO20
yumockenema. Mymayuu 6 NPHSI, NPHS2, PLCel, CD2AP u MYOIE umerom
aymocomMHO-peyeccusHulil mun Hacrnedosanus, mozoa kak mymayuu 6 TRPC6, ACTN4 u
INF?2 gvi3vi6arom aymocomno-oomunanmuwiii @CIC.

Cunopomnulii xapakmep 0one3nu, mo ecmb e20 coyemanue ¢ IKCMPAPeHaIbHbIMU
nopasceHusmMu  (Hanpumep, 2IYXOMoOU, HOPAMNCEHUAMU  KOJCU, 2la3, cKelemd,
HEeBPONIO2UYeCKUMU — HAPYUIEHUAMU,  2enamochnieHoMe2anuell),  NpoCreicusaemulil
ceMelMblll  aHaMHe3 NopadiceHus nouyek (0CcoOeHHO AGHOU  NpOMeuHypuu Uil
Heghpomuuecko2o CUHOPOMA), a MAKHCe pPe3UCMEHMHOCMb K NPO8eOeHHOU mepanuu
UHSUOUMOPAMU KATIbYUHEBPUHA AGTAIOMCA OCHOBHLIMU NOKA3AHUAMU OJisl NOUCKA 2EHHBLX
mymayuti, kax npuyunel DPCIC. Cunopomuvii DCI'C 6osHuxkaem 6 pezyivmame

Mymayuii 8 2eHax, KOOupyrowux Oeiku, dKCHpeccupyrowuecs 6 mrKauax 3a npeoeiamu
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noooyumos, maxux kaxk WTI, LAMB2, ITGB4, CDI151, SCARB u LMXIb. B smux
CYYasx eHenoueunvle nPosAGLeHUs NOMO2AIOM KIUHUYUCIAM 8 NOCMAHO8Ke OUASHO3A.
IIpu cenemuueckom @CI'C omeem Ha ummyHocynpeccuio ecmpeuaemcs peoko, u aooou
maxoii omeem 00bIUHO AGNAemcs yacmuunvim. [losensemcs 6ce Oonvulee Koau4yecmeo
onucanui  eenemudeckux  eapuanmos  DOCI'C, pe3ucmenmuvix K  mepanuu
2NIIOKOKOPMUKOUOAMU U UHSUOUMOPAMU KATbYUHEBPUHA, NpU OMCYMCMEUU CeMelHOU
ucmopuu 6Oone3Hu nouexk y 63pocivix. Mymayuu cenos, Komopvle omeeuaom 3a
pazseumue pesucmenmuozo Kk mepanuu DPCI'C, nepeuucienvt 6 paszdene 1.2. K
ucknrouenusm omuocames ciyvau ¢ mymayusmu 6 eenax WT1, TRPC6, PLCE1,
MAGIC2, TNS2, DLC1, CKD20, ITSN/ u ITSN2, komopwsie moecym uacmuurno omseeuams
Ha uMMyHocynpeccusHylo mepanuio [43]. Mymayuu 6 ecene noooyuna — Haubonee
yacmas npuduna monocennoz2o PCI'C [81].

Taxkum obpazom, omeem Ha JleueHue nepeol JIUHUU 2NHOKOPIMUKOUOAMU MOdHCem
paccmampusamscs Kak noomeepoicoenue ouacnosa nepsuunozo @CI'C u uckiouaem
HeoOxX00UMocmy nposedeHus: eenemuyeckoeo anaiusa. Haubonee pacnpocmpanennvimu
8 Hacmoswee 8peMs MemooamMu 2eHemuyecKko2o mecmupoganus nayuermog ¢ @CI'C
aenaromesn npsamoe (no CaHeepy) cekeeHuposanue U yenegoe CeK8eHUpPO8aHUue HO8020
nokonenus. IlonHoe cexgenuposanue dK30Ma AeiAemcs 0Oonee UHDOPMAMUBHBIM
Memooom OJisl 6blAGNeHUs MYMAayuti 8 2eHAX-KaHouoamax U 6 HOBbIX 2eHax, 4mo
0CODEeHHO B8adHCHO 071 8vlasieHus 2eHemuyeckol npuyunvl @CI'C npu omcymcmeuu
cemeliHoco anamHueza. Tecmupoganue ciedyem npogooOUmMsv nymem YeleHanpasieHHO20
CEeKBEHUPOBANUSL NAHENU 2eHO08, CEA3AHHLIX C 2eHeMmUYEeCKUMU NOOOYUMOonamusamu, da
8b100p ONMUMANLHOU MEMOOUKU UCCAe008AHUSL ABNAEMC NPEOMEMOM 0OCYHCOEHUSL CO
Ccneyuanu3upoBaAHHbIMU OUASHOCMUYECKUMU 1a00PAMOPUIMU.

Onpeoenento ne ciredyem npeonazamv 2eHeMUYecKull aHaius NayueHmam ¢ XOpouio

U36ECMHBIMU COCMOAHUAMU, ACCOYUUPOBAHHBIMU CO 6MOPULHBIM DCIC.

3. JleueHue, BKJIIOYAs MeIUKAMEHTO3HYI0 U HeMeIMKAMEHTO3HYIO TepaNuu,
AMETOTEPANNI0, 00€300,1UBaAHNE, MEAUIUHCKUE IOKA3AHUS U

MNPOTHBOIIOKA3aHUA K IPUMCHCHHUIO METO/10B JICHCHUSA

Obwue nooxoodvr Kk 1edenuro nayuenmos c¢ @DOCIC npedcmasnenvt 6 paszoene

«IIpunoowcenue by, n. 1.
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3.1 HemummyHocynpeccusHasg Tepanusg ©CI'C

Y nanuenToB ¢ aumarHozoM P®CI'C BHe 3aBHCHMOCTH OT €ro JTHOJIOTHH MbI
peKoMeHyeM NPOBOAUTHL HEMMMYHOCYNIPECCMBHYI0 PEHONPOTEKTHBHYI0 Tepanuio
10 MOKA3aHWSIM M B 00beMe, NMpeaycMOTPeHHOM pekoMenaanusamMu no XbBII, aas
CHHMIKEHHSI MPOTEMHYPHH M TEMIIOB NMPOrpecCUPOBaHNsI 00J1e€3HH, MPeayNpeKIeHUst
U JIeYeHHUsl 0CJI0KHeHUi quchyHKIun nmovek [26].

YpoBeHnb  yOenuteabHocTH  pekoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

Mb1 pexomenayem y mnanueHToB ¢ ®OCI'C m nporeumHypueil He3aBHCHMO OT

NMPUYHMHBI Hu B OTCYTCTBHE leOTI/IBOHOKaSaHI/Iﬁ JICUCHHE npemnapaTramu,

NOAABJISIOIIMMHA PEHUH-AHTHOTEH3UHOBYIO CHCTEeMYy —  HHTHOMTOpaMu
AHIMOTEH3UH-TIPEeBPALAIONIEr0 ¢epmenTa (MHrUOUTOPBI AIlD) WIH
aHraronucramm penentopoB anruorensuHa-II (bPA) — ¢ meabw CHUKeHUs

NPOTEeHHYPUH, NPOrpeccCUPOBaAHUA JAUCPYHKIMU MOYEK, CepAeYHO-COCYAMCTHIX
COOBITHIA U CMepTH OT Beex npuunH [83-87].

YpoBeHb  y0equTeabHOCTH  pekoMeHaaumii A  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 1)

Kommenrapuu: uneudoumopor AII® wumu BPA seigiomcs O00HUM U3 OCHOBHBIX
KOMHOHEHMO8 PeHONpOMeKmMuUGHOU mepanuu, Ymo O0emaibHO OCEAUIeHO 8 KIUHUYECKUX
pexomenoayusx «Xponuueckas 6onesns nouexy 2021 e, pazoen 3.1 [26]. Hneubumopul
AII® u BPA cnedyem pexomen008amv makice nayueHmam ¢ 6MmopudHblMu Gopmamu u
noomeepacoenHvimu 2enemudeckumu gopmamu OCI'C. Bozdeticmgysi Ha HeUMMYHHblE
MexaHuzmvl npozpeccuposanusi 3abonesanus, uneuoumopvr AIl® u BPA moeym

0Ka3bl6aMb AHMUNPOMEUHYPULECKUU dPpeKkm U 6 OMHOUleHUU 2eHemudeckux @opm

@CI'C [87,88].

Jass  npoduiIakTHKH TPOMO0IMOOJIMYECKMX OCJIO0KHEHHMHl Yy CTallMOHAPHBIX
NAUMEeHTOB ¢ He)pOTHYECKUM CHMHAPOMOM U YPOBHeM aJibOyMHHa B KPpoBH <25 1/
Ha (oHe TMPeaNoIaraeMoro HWJIH YCTaHOBJeHHOro auarHoza @DOCI'C wmbl
PEeKOMeHAyeM HA3HAYATh #IHOKCAIlapMH HATPUA** WM #1anTenapuH HATpus (CM.
KOMMEHTapHH) /10 perpecca TsKeJ0i runoaiboymunemun [47,48,57,89-92].

YpoBenb  yOenuTeqabHOCTH  pekoMeHaaumumii C  (ypoBeHb  [10CTOBEPHOCTH

J0KA3aTeIbCTB — 4)
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Kommenrapuu: V nayuenmos ¢ neppomuueckum cuHOpomMom u arbOYMUHOM 8 Kposu
<25 2/n  3apecucmpuposano  mpexkpamHoe  yeeluueHue  pUcka  BeHO3HbIX
MPOMOOIMOOIUYECKUX OCTONCHEH UL NO CPABHEHUIO C nayueHmamu ez Heppomuyeckozo
cunopoma. Haubonee svicokutl puck mpomooIMOOIULECKUX OCTONCHEHUL ObLT OMMeUeH 8
meuenue nepsvix 6 mecsayes cyujecmaosanus Hegppomuuecko2o cunopoma [89].

B uccneoosanuu Rostoker G u coasm. [90] y nayuenmog ¢ neghpomuueckum cuHOpomMom,
6 mom wuucre DCIC, umerowux 6blCOKUU PUCK MPOMOOMUUECKUX OCTONHCHEHULL,
nposoounu mepanutro #anokcanapunom nampua** 4000 aumu-XA ME 6 meuenue om 3
00 12 mecayes 01 npo@PUIAKMUKU 8EHO3HBIX MPOMO0O308 NOO KOHMPOeM OYNIEeKCHO20
CKAHUPOBAHUS BeH NOYEK, 6eH HUNCHUX KOHeuHOCcmell U nep@hy3uoHHoU cyunmuepaguu
Jieekux, yposHs [[-oumepa u npodykmog dezpadayuu GuopuHa.

B pezynomame neuenus #oumoxconapumom Hampusa** oanuvix 3a mpomO0o3 He 0bL10
NOIYYEeHO HU Yy O00HO20 nayueHma. B Opyeom ucciedosanuu npoguiakmuyeckoe
npumenenue #Hsnoxkcanapuna uHampua™* unu #oanmenapuma Hampus oyewusanu y
nayuenmos ¢ Hegppomudeckum cunHopomom, ¢ mom uucie ¢ @PCI'C, npu smom He 6biIO
3ape2ucmpupoB8ano Hu 00H020 Cy4as 6eHo3H020 mpombosa [91].

Ipoghunaxmuueckumu oozamu sersiomcs. #Honoxcanapun nHampus™** 4000 anmu-XA
ME/0,4mn, 1 paz 6 cymxu nooxoacro, #oanmenapun nampus 5000-7500 anmu-Xa ME 1
paz 8 cymku, NOOKON#CHO. Dmo ieyeHue 6oiee NPUMEHUMO 8 YCI08UAX CIAYUOHAPA U €20
cedyem npooodcams 00 mex nop, noka He 6yoem 0OCMUSHyma 4acmudHas pemuccusl

3abonesanus [93] unu HazHaveHa arbmepHAMUBHAs mepanus (CM. c1edyrwull me3uc).

Jasi npopuIaKTHKM W JledyeHHs TPOMOOIMOOIMYECKHX OCJIO0KHEHHIl MBI
pexomenayem y nanueHToB ¢ XBII C1-4 u HeppoTHUeckMM CHHAPOMOM Ha ¢oHe
NPeanoJaraeMoro Wi ycranoBjaeHHOro auaraosa @CI'C BHe 3aBHCHMOCTH OT ero

3THOJIOTMH npu 3Havyenusix pCK®>15 mu/mun/1,73 wm?

NpUMeHeHHe TPSIAMBIX
uHruéuTopos gakropa Xa (#anukcadana**, #pusapoxkcadana**) [94-97].

YpoBenb  y0enuTeIbHOCTH  pekoMeHAaumii A  (ypoBeHb  [10CTOBEPHOCTH
0KA3aTeJILCTB — 1)

Kommenrapun: B cucmemamuueckom o6sope u MA 6 PKU u 19 nabriooamenvhvix
uccneo0o8anull N0 CpasHeHuro dghghekmusnocmu u 6€30NACHOCMU NPAMBIX UHSUOUMOPOB
gpaxmopa Xa u eapgapuna** y nayuenmos c¢ XBII Ovino nokazano, umo npsmoie
uneubumopwr gaxkmopa Xa (Hanuxcaban**, #Hpueapoxcaban**) oOwvinu cesazamnvl co

SHAYUMENbHBbIM CHUJMNCEHUEM DPUCKA mp0M603M60ﬂuquKux OCNOJCHEeHULl U UHcytoma

(chudicenue pucka Ha 22%) u 6onvuux Kpogomeuerutl (CHudxicenue pucka Ha 24%), yem
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sappapun** [95]. B oonoyenmposom pempocnexmusrom ucciredosanuu Keddal S u
coasm. y nayueHmos ¢ Heghpomuueckum CUHOPOMOM Npu yposHe arbOymuna menee 252/
NPUMEHSIU npsmble uHeUOUmopsvl axmopa Xa — #anuxcabana™* enympo 6 0oze Sme 2
pasa 6 cymku u #Hpusapoxcaban™* emympo 20 me 6 cymku 6 cpeonem 8 meueHue 7
mecayes  [94]. B 00HOM  pempOCHeKMUBHOM  KO2OPMHOM  UCCIeO08AHUU
npodemMoHcmpuposano  b6ezonacrHoe U - dQgekmusnoe  UCNONL308AHUE — NPAMbBIX
uneubumopog ¢axmopa Xa 6 cpasnenuu c eapgapunom™** o npoguraxmuxu
MpPOMOOIMOOIUYECKUX OCTONCHEHUL Hedpomuueckoeo cunopoma [96]. B uccredosanuu
Van Meerhaeghe T u coasm. ons npoghunaxmuxu mpomoosIMOOIUYECKUX OCLONCHEHULL Y
nayuenmos ¢ Hegppomuseckum cuHopomom, 6 mom uucie ¢ @CI'C c yposnem anvbymuna
Hudce 20 2/n, npumensiu #Hanuxcaban** 6 cmanoapmmuoil 0oze 5 me 2 pasa 6 cymiu,
CpeoHssi OnumenvHocmsy Jjievenus cocmasuna 153132 Ous (Onumenvnocms 6 cpeoHem
cocmasuna 5 mecayes). Ymenvuiennyio 003y #anuxcabauna™* (2,5 me 2 paza 6 cymxu)
ucnoavzoeanu y nayuenmos cmapue 80 nem, ¢ maccou mena <60 ke unu npu ygeiudeHuu
Kpeamununa colgopomku >133  mxmonv/n (1,5 wme/on) [97]. Hcnoavzosanue
#pusapoxcabana®* u #anuxcabana™** npu cuuocenuu pCK®@ menee 15 mn/mun e
NOKA3AHO COCNACHO UHCMPYKYUU K NPUMEHeHUul0 npenapama. B pandomuzuposannom
uccneoosanuu Zhang L u coasm. s¢pgpexmusnocmo u 6ezonacnocms #pusapokcabana**
30 me 6 cymxu 6 meyenue 3 Hedelb CPABHUBANU C IPDEKMUBHOCIBIO U OE30NACHOCMbIO
NPUMEHEHUs. IeKAPCMBEHHBIX NPEenapamos epynnvl enapuna O edeHus NayueHmos ¢
Hegppomuueckum cunopomom (6 mom uyucie DPCI'C) ¢ pazsusuumcs 6eHO3HHIM
mpombozom. #HPusapoxcaban™* npeeocxooun nexkapcmeeHHble npenapamvl 2pynnvl
eenapuna no d¢hghexmusHocmu u umen Xopouul npopuis 6e3onacHocmu 8 IMotl epynne

nayuenmos [96].

3.2 Jledenue nepsuunoro ®CI'C

Aneopumm nevenus nepeuurnozo PCI'C npeocmasnen 6 pazoene «llpunoxcenue by, n.2.

3.2.1 Jleyenue mnepBoro 3mmu3ona mnepBu4yHoro P®CI'C (MHMUMANLHAS Tepanus

nepsuyHoro DCIC)

Haoesxcnvim nokazamenem oyenku nociedyioujeco npoecHO3a NOYEUHOU BbIHCUBAEMOCTIU
npu @CI'C ocmaemcs omeem Ha neuenue. Y 50% nayuenmos, e omeemusuiux Ha JjeueHue,
TIIH paszsusaemcs meree yem 3a 10 nem, a npoeHo3 npu OOCMUNCEHUU YACMUYHOU UIU NOJHOU

pemuccuu cmanogumcsi oraconpusmuvim [98].
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Ileped pewenuem 6onpoca o0 HA3HAYEHUU 2TIOKOKOPMUKOUOO8 U  UHSUOUMOPO8
KanibyuHespuna Heobxooumo onpedeaums npunaorexcnocmo @DPCI'C k  nepsuunomy unu

emopuuHomy. B nocneonem ciyuae maxoe niedenue He onpagoao.

e Jluia MHAYKIUU peMuccuu Yy nmanueHToB ¢ nepBu4HbIM ®CI'C u HedpoTHUECKHUM
CHHIPOMOM MbI PEKOMEH/IyeM B KauecTBe NMepBOii JHHUH MOHOTEPANHIO BHICOKMMH
A03aMHM  TPETHU30JIOHA** WJIM Tepanuil HWHTHOMTOPaMHM KaJbUHHEBPHUHA B
KOMOMHAIMH ¢ HU3KHMHM J103aMH NpexHn3o0Ha** [68,98-102].

YpoBenb  y0enuTeIbHOCTH  pekoMeHaauuidi B (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — 3)

KommenTtapuu: Jleuenue nepsozo snuzooa nepsuunoco @CI'C npedcmasieno maxice 6
mabnuye 4.

I irokokopmukoudvl  A61AI0MCA  MPAOUYUOHHBIM — MENCOYHAPOOHLIM — NOOX000M K
nepsuunou mepanuu @CI'C, xoms ¢ omcymcmeue PKU dokazamenvhas 6aza ocmaemcs
cnaboi. OnpasdanHocmes maxko2o nooxo0a Onpeoensiemcst 86epPOSMHOCIbIO 00CMUNCEHUS]
omeema (NoaHas uiu yacmuynas pemuccusi) oxono 50% no 0anuwvim psaoa ucciedosanutl,
a makdce mem, umo OOKA3amenbHasi 0aza Onsl NPUMEHEeHUs Opyeux 6apuanmos
UMMYHOCYNPeCCUBHOU mepanuu  copmuposana Ha 60aze Cmepoud-pe3ucmeHmublx
cnyyaes (unu  opmMupoaHus 3a8UCUMOCMU OM  2TIOKOKOPMUKOUOO8 UTU  UACMO20
PeyuoUBUpPOBanUs, HeCMOMps. HA JleyeHue). AnbmepHamusol sAensemcs KOMOUHayus
YUKIOCNOpUHA™** U 2TIOKOKOPpMUKoOU008 (nocieonue 8 HU3KUX 003ax — npeoHu3onon™** 10-
15 me/cymxu), s¢ghexmusnocmo Komopou 6 oOmHOWEHUU peMUCCUU U MeMNo8
npocpeccuposanus 00ae3HU NPOOEMOHCMPUPOBAHA 8 HeDONLUUX PempOCHeKMUBHbIX
[99,102] u xpynnom xocopmmuom uccaedosanusix [100]. I[lo oannvim MA xombunayus
YUKIOCNOPUHA™* ™ U  2NI0KOKOpMUKOUdo8 modicem Ovimb Oonee 3¢hghekmusnou, uem
MOHOMEPAnus.  2IHKOKOPMUKOUOAMY, OOHAKO GblOOp MeHcOy SMuMu  8apuaHmamu
Jleyenus O0NdHCceH Oblmb OCHOBAH HA UHOUBUOYANLHLIX OYEHKAX HNONb3bl U DPUCKOB
ussecmHuIX ocnodcHeHul. Ucknouenuem moocem ovimv gepxyuieunsii eapuanm OCIC,
npu KOmopom npednoumerue ciedyem omodaeams MOHOMEPAnUU 2AH0KOKOPMUKOUOAMU
[100/. Jleuenue na ocnoge uneUOUMOPOS KANLYUHEBPUHA HE CAeOYem NPUMEHAMb Y
NAYUueHmos8 co 3HAYUMENbHLIMU COCYOUCTNIBIMU USMEHEHUAMU NOYKU UTU BbIPAINCEHHBIM
UHMEPCMUYUATLHBIM PUOPO30M NO pesyrvmamam sucmonozuu, unu cHudxcenuem pCK®
<30 ma/mun/1,73 M? uz-3a pucka 3¢p(hexmos HeghppoOMOKCUUHOCHIU SMUX NPENAPAIMOS.
Ilpeonusonon™* @ ycrogusx MoHomepanuu NPUMEHAIOM 6HYMPb, 8 003e 6 003e 1

me/xe/cym, Ho He Oonee 80 me/cym 6 meuenue 8 Hedenb, 3amem 003y NOCMENEHHO
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crudicarom Ha 5-10 me/cym kaoxcovie 1-2 Hedenu 00 noododepoicusarowjei 003wl 10-15
me/cym. AnvmepHamuguulil eapuanm exkuouaem 3 «nyavcay Hmemuinpeonusonona**
gHympusenno no 1 2 kaxcovie 24 uaca, 3amem npedHu3onon** nepopanvuo 0,5 me/xe/cym
6 meuenue 8 Heodelb, C NOCMENEHHbIM CHudiceHuem 003vl 0o 10-15 me/cym [69].
OnmumanvHas npoooAHCUMENbHOCHb NPUEMA B8bLCOKUX 003 NPEOHUZ0N0HA** ) 83pOCIbIX
nayuenmog c¢ nepsuunvim PCI'C mouyno mne ycmawnosneua. [lanuvie 0mMOenbHbIX
PEMPOCNEKMUBHBIX UCCLe008AHULL YKA3bIBAIOM HA OOCMUICEHUe Omeema 6 Cmepouo-
YYBCMBUMENbHBIX CLYUAAX Npu Meouane onumenvrocmu nedenus 4 mecaya [35,69].
Bmecme ¢ mem, nexomopwvie PKHU, noceswenHvle fiewenuro cmepoud-pe3ucmeHmHblx
cnyuaes @CI'C, onpedensinu ux nocie 4-8 nedenv neuenus [69,103].

Beposmuo, credyem onpedensimv OnumenbHOCMb JleyeHUss UHOUBUOYANbHO HA OCHOBE
OUHAMUYECKUX  OYEHOK: oghghexmuenocmu  neuenuss (MeHOeHYuu K  CHUINCEHUIO
npomeunypuu  npu  cmadunvHor CK®), pazeumus  uU36eCMHbIX  OCILONCHEHUL
anrokokopmuxouoos («llpunosxcenue A3», n.1). Illpu pecucmpayuu panneco omeema Ha
2NIIOKOKOPMUKOUObL 8 8UOe CHUMNCEHUs NPOMEUHYPUU ULU PEeMUCCUU UYeeco0Opa3HO
NPOOOIdNCEHUE ICYCHUSL 8 CHUICAIOWUXCS 003UPOBKAX 6 meyeHue 6 mecsyes u Ooiee.
Hanpomue, npu omcymcmeuu sgpexma, ocobenno, 6 couemanuu ¢ pazsumuem
OCNOJMCHEHULl  mepanuu,  NOCNeOHIol  Cledyem  CBOEBPEMEHHO  NpPeKpamumo,
K8ANUPUYUPOBAB CYUAl KAK CIEePOUO-DE3UCTEHMHbLU (CM. HUJICE).

B uccneoosanuu Chavez-Mendoza CA u coaem. [102] epynna nayuenmoe noiayuana
Jlevenue aub0 YUKIOCNOpuHOM™*, nubo #makporumycom™>, cmpemsaco K YpOGHAM 8
cvigopomke npenapamog om 100 oo 180 ne/mn u om 5 00 7 He/M1, COOMEEMCMEEHHO, C
npeonu30noHomM™* 6 0oze om 0,10 0o 0,15 me/ke 6 denwv. B epynnax cpasnenus HasHavaiu
npeoHusonon** ¢ 0oze om 0,8 0o 1,0 me/ke 6 meuenue 12 nedenv, 8 meyeHue KOMOpPvIx
OYEHUBAIU NPOMEUHYPUIO U, eClu HADI0aNoch ee cHudiceHue <25%, mo 6 mpemvell
epynne K mepanuu 00048 UHUOUMOPbL KATbYUHEBPUHA 68 YKA3AHHbIX 003aX. [lannas
cxema mepanuu npusena k omeemy y 72,7% npoaeyeHHblX NAyueHmos, npu 9mom noaiHas
pemuccua DPCI'C oOvina Ooocmuenyma y 36,4% uepes 2 (1-4) mecayes neuenus.
Jnumenvnocms  mepanuu  uneubumopamu Kauivyunespuna cocmasuia 12 mecayes.
Omeem na neyenue Ovl1 docmueHym 60 ecex epynnax 6 72,7%, 76,9%, u 87,5% c noanou
pemuccuei y 36,4%, 48,7% u 31,3%, coomsemcmeenno. He Ovino paznuuuii 6 wacmome

peyuousos nocie nedenus (44,4%, 48,4% u 46,7%) unu 6 S-nemueil NOYEUHOU

svlorcueaemocmu (81,8%, 87,2% u 87,5%) [101].
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Tabmuma 4. IlpakTuyeckue acreKkThl HHHUIMAIbHOTO JieueHus mnepBuuHoro DPCIC,

HaIpaBJICHHOI'O HAa JOCTUXXCHUC PCMUCCUU

IIpenapar

Jlo3a 1 JIUTEILHOCTD

I'mroko-
KOPTHUKOUIBI

CraproBas no3a
Ipenum3onon** 1 mr/xr/cyT (MakcumanbHO 80 MI/CyT), BHYTpPb, €KEAHEBHO HIIH 2 MT/KI/CYyT
(MakcuManpHO 120 MT) B alTbTEPHUPYIONIEM PEeKUME (depe3 JICHB).

JITATEeIbHOCTD

[IponomwKkuTe Tepamuio B CTApTOBOH 103€¢ B TeUeHHME 4 Hemenb B CIydae JOCTIKECHHUS
PEMHCCHH WIH MaKCUMaIbHO 16 Hexemb.

[IpoTenHypus y MaMEeHTOB, OTBEUAIOMIAX HA TEPAIHIO TIIOKOKOPTHKOHUIAMH, KaK MPaBUIIO,
CHIDKACTCS B CPOKH O 16 Henmesdb, MOATOMY IMPH OTCYTCTBUHM TCHACHIMM K CHI)KCHUIO
MPOTCUHYPHUH TEPAIUIO BHICOKUMH JI03aMH TIIFOKOKOPTUKOHUIOB MOXHO MpEKpaliaTh paHee,
1o 16 Henenb.

CHUXXeHUe U OTMEHa

B ciydae ObICTpOro CHIKEHUSI NPOTEHHYPHH CIIEAyeT IPOJOIDKATh IPHEM MOJIHOW O3B
CyMMapHo 4 Hejenu; NpU HCUYE3HOBEHMU MNPOTEHHYPUU — elle 2 HeAenu. 3aTeM 03y
MpeHU30JI0Ha** CcliexyeT CHIDKaTh Ha 5 MI Kaxasle 1-2 Henenu I0 TOCTHXEHHUsS OOIIero
CpOKa JieueHHs 6 MecsieB. Bo3MOXHOW TepaneBTHYeCKOH TAaKTHKOM MpU CHIDKCHHH 03Bl
ABJSIETCS TIEPEXOJ Ha albTEPHUPYIOUIMH MpHEM IPEIHN30JI0HA, depe3 JeHb (yIBOUTH
CYTOUHYIO 103y, HO He Oonee 80-120 Mr), 3aTeM yMEHBIIATh Ty CYTOYHYIO O3y MPHMEPHO
Ha OJIHY Ta0JeTKy KaKJble JBE-TPU HEIENH.

[Ipn pa3BUTHN YaCTHYHOW pEeMHUCCHH K 12 HeseNsM JICUeHHs JTydIlle COXPAaHUTD €XKETHEBHbIH
MpUEM TPEIHU30JIOHA** M MEUICHHO CHH)KaTh CYTOUYHYIO 103y Ha OJHY TaOJIETKY KaXKIbIe
JIBE-TPU HEJIeNH.

JIJ1g marnueHToB, y KOTOPBIX HaOMI0aeTcsa CHIU)KEHUE IPOTEUHYPUHU B TedeHue 12-16 Henens,
HO OHO HE COOTBETCTBYET KpPUTEPHUSIM UYACTHYHON PEMHCCHH, pEIIeHHE O MPOJOJIKEHUHU
npueMa BBICOKOI /03Bl MpeAHU3010Ha** minn MoauduKanuy Tepanuu CleayeT MPpUHUMATh
WHJIMBHIYAJIbHO C YYETOM IEPEHOCHMOCTH U MTOOOYHBIX 3((EKTOB IIIOKOKOPTUKOUIOB.

B ciryuyae crepona-pe3sucTeHTHOCTH HIIH TIPH Pa3BUTHH CEPHE3HBIX MOOOYHBIX 3PPEKTOB 103y
IpenHN30I0Ha** Heo0X0MMMO OBICTPO CHIXKaTh M PaccMaTpUBaTh AIbTCPHATUBHBIE CXEMBI
JICYCHUSL.

WHaruduropsr
KaJlbI[MHEBPUHA (B
KOMOUWHAIHA C
MPETHU30JI0HOM * *
B no3e ot 0,10 mo
0,15 Mr/kr B 1eHbB)

CrapToBas 103a

Huknocnopua™* B mo3e 3-5 Mr/Kr/cyT win

#rakpomumyc** 0,05-0,1 mMr/kr/cyT, pa3eneHHbIe Ha ABa preMa Kaxple 12 gacos.
LeneBbie KOHIIEHTPANUK B CBIBOPOTKE KpoBH: nukiocmopud 100-200 Hr/mu, #Takpoaumyc 5-
10 Hr/MJL.

JImATeNhbHOCTH

[Tpu nocTHKEHUM LEeNIeBOM KOHIEHTPALUK LUKIocioprHa** win #rakpoiaumyca** B KpoBH
HEOOXOIMMO MNPOJIOJKATh IPUEM Iperapara B 3TOW J03€ elle B TeUeHHe 6 MecsIeB, a B
cilyyae OTCYTCTBUsI ddeKTa onpeessitoT Pe3UCTEHTHOCTh MAIMeHTa K Teparuu.

CHIXEHHE U OTMEHA

VY nanueHToB, JOCTUTIINX MOJHON MM YaCTHYHON PEMHUCCHH, CIICAYET MPOIODKUTD JICUCHHE
MpernapaTtoM B TOH JKe J103€ JI0 JOCTHKEHHs 0011ero cpoka seueHus 12 mecses [61,69,104].
3arem mpenapaT MEJUIEHHO OTMEHsIETCsl B TeueHue 6-12 Mecsues.

3.2.2 Jleuenune crepoua-pe3ncreHTHOro nepsuauoro ®CI'C

. Il.]'[ﬂ AOCTHIKCHUA PEMUCCUMA Y NMANUCHTOB CO CTCPOUA-PE3UCTCHTHBIM NEPBUYHBIM

®CI'C MBI pekOMeHAyeM JieYeHHe HHUKJIOCIOPHMHOM** B coYeTaHUM WU 0e3
COYeTAHUSI ¢ HU3KUMHU J03aMH NpeAHU30J0HA** (MakcumMyM 15 mr/cyTkm), Kak
MHHUMYM, B TeueHue 6 mecsines [61,62,69,105,106].

YpoBenb  yOenuTeqlbHOCTH  pekOMeHaauuii A  (ypoBeHb  [10CTOBEPHOCTH

J10Ka3aTeJIbCTB — 1)
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KommenTapuu: /JJokazamenvhas 6aza mesuca ocHo8ana Ha Oannvix yemvipex MA PKU
no NpUMeHeHUuo Yukiocnopuna™* y nayuenmos co cmepouo-pesucmenmuvin @CI'C no
cpasHenuio ¢ niayebo uau Opyeou cxemou Jjedenus. ITepanus yuxiocnopunom™*
accoyuuposana ¢ ygeiuyeHuem 6epOosSmHOCMU PeMUCCUll U CONOCMABUMOLL YaACmMOmou
NOOOUHBIX HeJICelamenbHblX SGNeHUll N0 CPABHEeHUI0 ¢ OpYeUMU CXeMamu JjleyeHus

[62,69,105,106].

Y nanueHTOB €O CTepoUA-pe3ucTeHTHbIM mnepBHYHbIM PCI'C nasi 1ocTHKeHHS
peMHucCHMH KAaK AJbTEPHATHBY HMKJIOCHOPUHY** (NIPH NPOTHBONMOKA3ZAHMIAX WJIH
HENEePeHOCHMOCTH) Mbl PEeKOMEHIyeM JiedeHne #TaKpPOJIUMYCOM** B COYETAHUM C
npeaHu3ogoHom** [104,107,108].

YpoBenb  y0enuTeIbHOCTH  pekoMeHAaumii A  (ypoBeHb  [10OCTOBEPHOCTH
A0KA3aTEJbCTB — 2)

Kommenrapuu: B eduncmeennom PKH 0Onsa  uHOykyuu pemuccuu  cmepouo-
pesucmenmuoco OCI'C #maxponumyc™* npumensinu ¢ nauanvhou 0oze 0,1 me/ke/cym
6HYympb 6 2 npuema c OdalvHelulel Koppekyuel 003bl 00 OO0CHUNCEHUIO UYelegoll
KoHnyenmpayuu npenapama 6 cvigopomke kpoeu (5-10 ne/mn) 6 meuenue 6-12 mecsyes.
Kpome mozo, nayuenmeor nonyuanu npeonuzonon™* nepopanvro 6 0oze 0,5 me/ke, uepesz 8
Heoelb JleyeHUsi 003y NPeOHU30I0Ha** chudcanu Ha 5 me kaxcovie 2 nedenu 00 15 me/cym
u coxpamusiniu d9my 003y 6 meueHue 8 Heoelb, oaiee ¢ NOCMeNneHHoU ommeHou. Yacmoma
pemuccuti cocmasuna 67% uepesz 6 mecayes (70% u3 nux — noanvie) u 73% — uepes 12
mecayeg [107]. Dmu nabnrodenus, 8 mou uiu UHOU cmenenu, NOOMEEPHcOeHbl 8 OPY2UxX
YUmMupyemvix — UCC1e008aHUsX, 6 OOHOM U3 KOMOPbIX  NPOOEMOHCMPUPOBAHA
aghghexmuenocms Kongepcuu ¢ yukiocnopuna** na #maxkpoaumyc**,

Buvibop medxncoy yuknocnopunom™* u #maxponumycom™* moorcem Ovimv ocnosan Ha ux
JIOKQAIbHOL CMOUMOCIU, 803MOJICHOCMU ONpeoeieHUs YPO8Hs Npenapamos 8 Kposu U

UBBECMHBIMU HEAHCENAMENbHBIMU dhhexmamut, sKouas noueunyio mokcuunocms [108].

IManuenTam ¢ mepBUYHBIM cTepouaA-pe3ucTeHTHBIM ®CI'C, mosyyaommum JieueHue
HUKJOCMOPUHOM** MBI  peKOMeHJAyeM KOPPEeKTHPOBATb €ro  JA03HPOBKY
HHIMBHUAYAJIbHO, MO0 KOHIEHTPAIMH Npenapara B KPOBH € LeEJbI0 JOCTHKEHHS
peMHCCHH ¥ NpeayNnpexKIeHnst ocaoKkHennii Tepanuu [62,109-111].

YpoBenb  yOenuTebHOCTH  pekoMeHaauuidi A  (YpoBeHb  [10CTOBEPHOCTH

0KA3aTEJbCTB — 2)
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Kommentapuu: B PKHU npumensnu uumOyKyuoHHvle 003bl yukiocnopuna** 3,5-6
me/ke/cymku  [62,115]. [lpumenenue 6onee evicokux 003 [51] u 6oree evicokue
KOHYEHmMpayuu  CONPOBONCOAIOMCACL — VBelUdeHueM  pPUCKd  PeHOMOKCUYHOCU.
Tleuenounviti memabonusmM Yukiocnopuna™* eecoma unHouuOyaieH: blcoKull mpebdyem
yeenuueHusi 003, HU3KUL — CHUMCEHUsI NOO KOHMPOLeM YPOSHs npenapama 6 Kposu. B
yensax bezonacnocmu ciedyem HAYUHAMb JledeHue ¢ Oosiee HU3KOU 003bl U NOCMENeHHO
yeenuyueams ee 00 OOCMUICEHUS Yeneso20 YpoeHsa npenapama 6 Kposu. Kowmponw
PEHOMOKCUYHOCU Cledyem NPO8OOUNb N0 Pe2YISPHOU OYeHKe OUHAMUKU KPeamuHuHa
cvreopomxku kposu u pCK®D, ocobenno 6 nauanvrol ¢aze neuenus. B PKU y nayuenmos
co cmepoud-pezucmenmuvin OCI'C [62], yenesas xonyenmpayus yuxkiocnopuna** e
cvlgopomke Kposu yepes 12 yacoe om nocneouetl 0ozwvl (10) sapvuposana om 100 0o 250
ne/mn [109-111]. Knunuueckas npaxmuka noxaszvleéaem, umo OCMpas U XpOHUHeCKas
noueuHas MOKCUYHOCIb NPOSGIAEMCl, KAK NPAGUIO, NpU KOHYEHMpPAyusx npenapama 6
kposu 6onee 200 ne/mn. Mol cuumaem, 4mo npegvluterust 3mo2o YpoeHs HA00 uzbezams,
cmpemsich K YPOBHAM YUKIOCNOPpUHA™™ @ cvisopomke om 125 0o 200 ne/mn 6 nHauanvHou
paze neuenus. [lo mepe Oocmudicenusi omeema, 003bl U KOHYESHMpAyuu npenapama

Mmo2ym Obimb cHudicervl Ha 25-50% onsa MuHuMu3ayuu MoKCU4HOCMU.

e Mbl pexomeHayem mnamueHTam ¢ mnepBHYHbIM @D®CI'C, mogyyawmuMm JiedeHUe
#rakpoaumMycoM**, NOAAEPKUBATHL KOHIEHTPAIMIO TMpenapata B KpPOBH B
auanazoHe S5-10 Hr/MJl, COOTBETCTBEHHO, C WeEJbK [JOCTH:KEHHS PEMHCCHM M
npeaynpexaeHus ocjaokuenuii repanuu [53,102,107,108].

YpoBeHb  y0equTeNIbHOCTH  peKOMeHJauMii A  (YpoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommentapun: Crnedyem koppekmuposamv 00361 #maxpoaumyca™* no yenegoi
KOHYeHmpayuu npenapama 6 Kposu, KOmopas 8 Yumupyemvlx uccie0o8aHusx, eKuouas
oono PKU, cocmaensna om 5 0o 11 ne/mn. Ilosenenue kiunuyeckux npu3HaKo8 noyeyHou

MmMOKCU4YHocmu mpe6yem CHUJICEHUA Yelliee0c0 YPOBHA npenapanid 6 Kpoeu.

3.2.3 JleueHHe NAIUEHTOB C OOOCTPEHHEM., PEe3HCTEHTHOCTHLI0 K HHIHOUTOpPAM

KaJbIIMHEBPHUHA, CTEPOUI-3AaBUCHUMbIM I/I(PIJII/I) JaCcTO-peIMINBUPYIOIIIMM  IIE€PBUYHLIM

DCI'C

e MbI pexkoMeHayeM y NAIHEHTOB ¢ NnepBbIM o0ocTpeHneM nepsudHoro ®CI'C nocae

JICKAPCTBCHHO-UHAYUHMPOBAHHON PEMHCCMHM ¥ MNpeKpalleHusi Tepanuu, 1Js
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NMOBTOPHOI0 [OCTH:KEHHUSI PEeMHCCHH PACCMOTpPeTh NpPUMeHEHHe TOr0 BapHAHTA
NpeIIIecTBYIOIIEro JedeHnsl, KOTOPbIil 0611 3¢ dekTHBEH paHee [2].
YpoBenb  yoOenurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

Mbl pekoOMeHIyeM HANPaBJATHL NauueHToB ¢ mnepBuuyHbiM @OCI'C ¢
PE3UCTEHTHOCTBI) K  TIJIIOKOKOPTHKOMAAM M C  PEe3UCTEHTHOCTHIO  WJIM
HEMEePeHOCHMOCTBI0 HHIHOMTOPOB KAJIbIMHEBPHHA B CHENHAJH3UPOBAHHBIE
peruoHajibHble WIN (eepajibHble HEHTPHI ISl JONOJHUTEIbHON JMATHOCTHKH
onpe/eeHUsI ATbTEPHATHBHOIO JeyeHus [2].

YpoBeHb  yOenuteabHocTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Mb1 pexoMenayeM y mnanueHToB ¢ nepBUYHbIM ©OCI'C, pe3HCTEeHTHBIM K
[JIIKOKOPTHKONIAM U HHTUOUTOpaM KaJblUMHEBPUHA NnpuMeHeHue
#puTykcuMaoa** sl HHIYKIHMU PEMHCCHN W/WIH CHUKEHHS] YaCTOThHI pPelHJIMBOB
[113].

YpoBenb  yOenuTelbHOCTH  pekoMeHaaumid B (ypoBeHb  [10CTOBEpHOCTH
A0KA3aTeJbCTB — 2)

KommenTapuu: /1o dannvim MA 16 nabriooamenvhvix uccie008anuil 4acmoma noJHbIX
pemuccuil npu npumereHuu Hpumyxcumaba** y nayuenmos c¢ nepsuunviv DPCI'C
cocmasuna 42,9% (95% AU 10,8-82,3%), a wacmuynvix pemuccuu — 10,7% (95% /U
7,0-59,2%) npu cpeouneil npodonxcumenvHocmu Haoaooenus 18,7+9,0 mec. Yacmoma
peyuousos y nayueHmos, noaydasuiux Hpumyxcumao**, cocmaeuna 47,3% (95% U
25,4-70,2%). He Obl10 ommeueHo 3HAYUMOU pA3HUYLL 6 YACMOME PeMUCCUll U
obocmpenull npu  UCNONb308AHUU PAZIUYHBIX 003. cymmapro 1500 me/m2  versus
cymmapno >1500 me/m2. Pexcumvl 86edenus, onpeoensemvie UHOUBUOVATLHO, MO2YM
ovimob credyrowue: 375 me/m2 oonokpamuo; 375 me/m2 1 paz 6 nedenro, 2 6gedenus; 375
me/m2 1 paz 6 neoenio, 4 esedenus [113]. [lpasuna npucomosnenus, XxpaneHus, 66e0eHUs.
Houmykcumaba™** coomeemcmeyiom UHCMPYKYUU NO HPUMEHEHUIO JIeKAPCMBEEHHO20

npenapama («IlIpunosicenue A3», n.2).

Mpb1 pexomenayem y nanueHToB ¢ nepBu4HbiM @CI'C npu oTcyTcTBMH OTBETa Ha
NpHMeHeHHe BbICOKMX /103 INTIOKOKOPTHKOM/I0B MM HHTMONTOPOB KaJbIHHEBPUHA
WIM NPH HEBO3MOKHOCTH NPOJOJIKEHHS ITOH Tepanmuu pacCMOTpeTb Ha3HAYeHUe

nukiaopochamuaa** qas maaykuuu pemuccnn [107,114].
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YpoBeHb  yOeAMTEJNbHOCTHM  peKkoMeHAauuid A  (YpoBeHb JOCTOBEPHOCTH
0KA3aTeJbCTB — 2)

Kommenrapuu:  Ilpumenenue  yukiopocgpamuoa™*, — ne  omauuasweecsi  no
agppexmuenocmu  om  #Hmakporumyca** no Odanmvim  oonoco PKH, moowcem
PACCMaAmpusamovcsi KaK albMepHamueHoe jleyeHue y nayueHmos, He Omeemusuux Ha
CMAHOAPMHYI0 Mepanuio UlU 6 CAYYAAX BblCOKO20 PUCKA OCIOMCHEHUU NpUMEHeHUs:

uHeubumopos xanvyurespuna [114].

Y NanHeHTOB €O CTEPONI-3aBHCHMBIM HJIH CTEPOMI-PE3UCTEHTHHIM NEePBHYHBIM
@®CI'C MBI pekoOMeHIyeM PaccMOTPETh JieYeHHe #TAaKPOJUMYCOM** B HAYaJIbHOM
noze 0,1-0,15 mr/kr/cyT, pa3aesieHHo#l Ha 2 npueMa, B TeueHue 12-24 mecsineB 1Jis
nocTukeHus pemuccun [54,107].

YpoBeHb  y0eauTelbHOCTHM pekoMeHAanuid B  (ypoBeHb  10CTOBEPHOCTH
A0KA3aTEJbCTB — 2)

Kommentapuu: B panoomusupo8aHHom uccie0o8anuu y NaAyueHmosd co CHmepouo-
3agucumvim u cmepouo-pesucmenmuovim PCI'C #makponumyc™™* npumensiu 6 dosze 0,1
me/ke/cym 6 couemanuu ¢ npeoHu3onoHom™* 0,5 me/ke 6 cymxu. o3y #maxporumyca™*
KOPPEeKmuposaiu no KOHYeHmpayuy npenapama 6 cbl8Opomke Kposu (KOHYeHmpayus 6
C0 om 5 00 10 ne/mn). Ilocne 8 nedenu newenusi 003y nPeOHU30A0HA™* cHudcanu Ha 5 me
Kadcovie 2 nedeau 0o 15 me/cym. J{ns nayuenmos ¢ noaHoOU uiu YacCmuyHoU pemuccuetl
003a #maxpoaumyca™* uepes 6 mecsayes cnudicanraco no 1 me 6 cymxu kaxcovie 4 neoenu.
Obwas npooonscumenvhocmes mepanuu cocmasuia 12 mecsyes. Yacmoma peyuoueos
bviia conocmasuma 8 epynne #maxpoarumyca™* u yuxknogpocpamuoa™* (26,7 vs 27,8%)
[107].

B uccneoosanuu Segarra A u coaem. #maxponumyc** naznauanu 6 0ose 0,15 me/xe 6 0sa
npuema c¢ 12-yacosvimu ummepsanamu. B xolde nocneoyrwoujeco HabMoO0eHus 003y
Koppekxmuposanu ons oocmudicenus: 12-uacosozo ypoeus #Hmakponumyca™* 6 yenvHotl
kposu om 5 0o 10 ne/mn. Jleuenue npooonsxicanu ¢ meuenue 6 mecsayes. OOHOBPEMEHHO C
#makponrumycom™* nasnauanu npeonuzonon™* 6 0oze 1 me/ke/Oenv (MmaxcumanvHas
cymouynas 0o3a 60 me) nepopanvHo 6 mevenue 4 nedenwv, a 3amem 1 me/ke uepes deHv 00
8 neoenu. Ilocne 8 nedenu 003y npedHU3010HA™™* nocmenenno CHUNCAIU CO CKOPOCMbIO
0,05 me/xe/nedento 0o noanoti ommenvl Kk 24-1i nedene. Ilocne ommenvl #maxponumyca™*
vy 76% nayuenmog 6o3uux peyuous. #laxkporumyc** naznauaru noesmopno 6 meuenue 1

200a. Yepes 2 200a nabarooenus ycmouuugol pemuccuu docmueiu 48% nayuenmos.
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OcHosHbIM N0OOUHBIM d¢hhekmom Ovlia ocmpas oopamumas HepPOMOKCUYHOCb

(40%) [54].

MpbI pekoMeHAyeM Y MANMEHTOB €O CTEPOH/I-3aBHCUMbIM/YACTO-PelHIHBUPYIOIINM
nepBuYHbIM OCI'C J1eyeHHe MUKIJIOCIOPUHOM™** B 103€ 3-5 MI/Kr/cyT, pa3aeieHHOM
HAa 2 nmnpuema, B TeudeHue 12-24 wmecsineB JIsl [OCTHXKEHHUSI PEMHCCHU
He()POTHYECKOTO CHHIPOMA U CHUKEHHSI YacTOTHI penuauBos [2,115116].

YpoBenb  yOenuteabHocTH  pekoMenaaumii C  (YypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommeHnTapuu: B HepanOoMuzupo8anHom ucciedosanuu mepanuio Yukiocnopunom™**
HauuHanu ¢ 003bl 4 Me/ke 6 CYMKU NepopanrbHo ¢ uHmepsaiom 6 12 uacos 00
oocmudiceHusi yeneeo2o yposHsi 6 cvigopomke kpoeu 100-150 we/mn y nayuenmos c
peyuousamu Heppomuueckoeo cunopoma [116]. C yuemom npaxkmuueckozo onwvima,
yeHvl pabouell 2pynnvl NPeonoia2arm, Yymo K makum CIyuasm npuMeHuMsl NPUHYUNsl

003UpoBanUs U Yelledble KOHYeHmpayuu npenapama, npusedennsie 6 pazoene 3.2.2.

Mbl pekoMeHAyeM Yy MNAUHEHTOB CO CTepPOMA-3aBHCHMMbIM HM(MJIH) YAacCTo-
penuauBupyromuM nepBudHbiM  PCI'C  npumeHeHume #Hpurykcumada** s
AOCTHIKEHHUSI/TIOAAEPKAHUSA PEMUCCHH, CHUKEHHS 4acTOThI penuausos [113,117].
YpoBenb  y0enuTeIbHOCTH  pekoMeHAaumii A  (ypoBeHb  [0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommentapun: B MA nabarooamenshvlx ucciedosanuti npu xopouieti nepeHocumMocmu
neveHus Hpumykcumabom™*, yacmoma pemuccuti cocmasunra >50% cayyaes (noiHvie
pemuccuu — >40%), a peyuousvl boneznu Habodanucy 6 27% ciyyaes. Bece nayuenmor
noayuanu #pumyxcumab** ¢ cpeowneti 0oze 1500 me/m2 (om 375 0o 3375 me). Oouaxo
npomoKon mepanuu Hpumyxkcumabom** eapvupoean om uccie0o8anus K uccie008aHuI0
8 3asucumocmu om Koauvecmea B-xnemox, oyenusaemoco no yposuio CDI9-
noaodcumenvublx kiemok. Haubonee pacnpocmpaneHHbiMu cxemMamu, 6KIIOYAIOWUMU
#pumyrkcuma6** (6 6 PKH) senanuce unghyzuu npenapama 6 0o3e 375 me/m2
UemvlpexKpamHo ¢ UHMepP8aloM 6 Hedenio unu no I 2 08yKpamuo ¢ unmepsaiom 6 2-3
neoenu [117]. B nekomopwix ucciedoganusx 6viiu UCNOIb308AHBL CXeMbl C OOHOKPAMHOU

u 08ykpammoii ungysueti #pumykcumaba™* ¢ doze 375 me/m? [118-120].

MbI pexoMeHAyeM Y NALMEHTOB €O CTEPOMI-3aBHCHMMBIM HepBHYHbIM PCI'C

paccMoOTpeTh BO3MOKHOCTH NpHMeHeHHs uuKjIopochamuma**, 0,5-0,75 r/m?,
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e)KeMeCYHO, BHYTPUBEHHO, B TeUeHHe 6 MecsilieB /s KyNUPOBaHHUsI 000CTPEeHUl U
CHUKeHHs 4acToThl penuauBos [107,114].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauumidi B (ypoBeHb  [10cTOBEpHOCTH
A0KA3aTeJbCTB — 2)

Kommentapuu: B PKU Ren H u coaem. [107] npu npumenenuu yuxkiogocgamuoa™**
(0,5-0,75 2/M?)  eoxcemecauno 6 meuenue 6 MecAyee 6 KOMOUHAYUU ~— C
2NIIOKOKOPMUKOUOAMU Y 83DOCIAbIX  NAYUEHMO8 CO  CMepouUd-pe3ucmenmuuimM Uil
cmepouo-3asgucumvim PCI'C yvacmoma pemuccuu yepes 6 u 12 mecayes cocmasuna 56%

u 67%.

3.3 Jleuenue BropuyHoro ®CI'C u dCI'C ¢ Heu3BeCTHOM NPUYNHON

Mbl He peKOMeHAyeM Ha3HA4YaTh TJIIOKOKOPTHKOWABI M/MJIM HHTHOMTOPHI
KaJbllHHeBpHMHA Yy mnanueHToB ¢ BTOPUYHBIM ®OCI'C mim ¢ PCIC ¢
HeycTaHOBJIeHHOM npuynHoil uiu ¢ ®CI'C 6e3 HedpoTHUECKOT0 CHHAPOMA M3-32 UX
HedpPeKTUBHOCTH U I MpeAyHIpexIeHUus NM000YHBIX 3¢ pexTon
[2,30,3544,45,121].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommentapuu: Bmopuunviti @CI'C u D@CIC ¢ HeuzsecmHOU HNPUYUHOU UMEIOM
CXOOHble  KIUHUKO-T1AO0pamopHble NposAGNIeHUs — OMCYmcmeue He@dpomuyecKo2o
CUHOpOMA U MedJleHHO npozpeccupyioujee cHudicenue @yukyuu novex. Taxk kax 6 ochoge
paszsumus émopuunozco PCI'C nexcam namozeHemuyeckue MexaHusmol, He C8A3AHHbIE C
UMMYHHbLIMU npoyeccamu (cm. pazden 1.2), mepanus 2it0OKOKOPMUKOUOAMU U/UIU
uHUOUMOpAMU — KAIbYUHEeSpUHA 6 JdMOoM ciayyae He nokazauma. Ilo Oannvim
cpasnumenvHoz2o uccireoosanus Rydel JJ u coaem. nayuenmwvr ¢ PCIC 6e3
Heghpomuuecko2o cuHOpomMa He NOAYYANLU JleYeHUs 2TIOKOKOPMUKOUOamu u umenu ooee
Ora2oNpUSMHBLI NPOSHO3, YeM NAyueHmol ¢ Heghpomuueckum cunopomom [35].
Heobxooumo nposedenue negpponpomexmuenoii mepanuu 6 COOMBEMCMEUU C
pexomenoayuamu no aeuvenuio XbBII.  Hmmynomooyiupyrowee neuenue credyem
obcyxncoams MONbKO 8 Clyyae pesusul OudzHo3a 8 Noab3y NePeUYHO20 6aApUAHMA

boneznu (cm. pasoen 3.2).

Msb1 pexoMeHayeM Yy mnanueHToB ¢ BTOpHYHbIM ®CI'C BoO3geiicTBOBaTH Ha
OCHOBHYI0O NIPHYMHY €ro Pa3BUTHA € LeEJbI0 NPeAyNpPeKICHUs NMPOrpecCHpOBaHNUA

3a0oseBanms [2,30,35,44,45,121].
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YpoBenb  yOenutenbHOCTH  pekoMeHaanumii C  (ypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

4. MequIMHCKAs1 peaduaIuTaAlMs U CAHATOPHO-KYPOPTHOeE JieueHue,
MeINIUHCKNE MIOKA3aHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METO10B
MeIMUIMHCKOI peaduIuTAlMU, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUN

NPUPOAHBIX JeuyeOHbIX (PAKTOPOB

Cneyugpuueckas meouyunckas peaodunumayus 0as  nayuenmos ¢ @D@CIC He

paspabomana.

e Y nmanuenToB ¢ ®CI'C mblI pekoMeH1lyeM NPOBOAUTH MEIUIUHCKYH) Pea0uIuTALMNIO
0 MOKA3aHMAM U B o0beMe, NMpeAyCMOTPeHHOM pekoMeHaauusamu no XbBII, nias
yJIyqlIeHusI HCXO0/I0B 00J1e3HHu [26].

YpoBeHb  y0enuteabHocTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

5. lIpoduiaakTuka U JMCNaHCePHOe HADJII0eHHe, MeIUIIMHCKHE MOKA3aHUs U

NMPOTHBOINIOKa3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJ]aKTI/IKI/I

Memoowst u nooxodul k nepsuunoii npogunaxmuxe @CI'C ne pazpabomatno.

e YV nmnanuentoB ¢ @®CI'C MBI pexoMeHayeM MNPOBOAUTH NPOPHIAKTHYECKHE
MEepONpPHUATHS, HANPABJICHHBbIC HA NPOPHIAKTHKY OCJI0KHEHUH THCPYHKIUH NOYEK
u OIIIl, wm gucnancepHoe Hal/Ja0IAeHHe B o0beMe, NPeLYCMOTPEHHOM
pexomennamusivu no XBII, s yaydymenus ucxonon 6osie3nu [26].
YpoBenb  yOeautenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

10KA3aTeJILCTB — 5)

6. Opranu3anusi 0Ka3aHusi MeJIUINHCKON MOMOIIH
OcHOBHbIE TMOKA3aHUSI K KCTPEHHOI TOCIUTAIM3ANMA B CTAIMOHAP MAIMEHTOB C
OCI'C:
1) PazButne nnu nono3penne Ha pazutue OIIII (cHmkenue Temmnos auypesa <0,5
MJI/KT/4ac B T€UE€HHE >6 YacOB WJIM TOBBIIEHWE KpeaTHHUHA KpoBU >50% oT mcxomHoro 3a 7

JTHEH WK TIOBBIIIEHNE KpeaTHHUHA KPOBU Ha >26 MKMOJIb/J 3a 48 4acoB);
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2) owsicTponiporpeccupytoniee  cHmxkeHne CK® w/maym  TOBBIICHHE  YPOBHS
KpeaTuHHHA KpoBH (Ha >50% B TeueHue 3 MecAI1eB);

3) BOJIHO-3JIEKTPOJIUTHBIC HAPYLIEHUSI U all103 (IIOTeps KUAKOCTU U TUIIOBOJIEMUS,
TUIepKaueMus, TUMOKAJIMEMUs, TUIOHATPUEMHUS, MeTaboIYeCcKuit arua03,
JEKOMIICHCUPOBaHHBIN );

4) T000€ U3 CICAYIONINX OCIOXKHEHHM, TPpeOyIolee SKCTPECHHON Teparuu, BKIIYast
HAYaJo JWanu3a: HapylmieHne QYHKIUNA [EHTPaIbHOW HEPBHOW CHUCTEMBI; CEPO3HTEHI;
JNEKOMIICHCAllUsT ~ METa0OJMMYEeCKOro  anuao3a;  TUIEpKaJueMHs;  HEKOHTPOJIHpyeMas
runeprujapaTanus (aHacapka, OTe€K JIETKUX) U apTepuajbHas TUIEPTEH3Hs; Tsbkeias OelKoBO-
SHEpPreTUYecKas HeJ0CTaTOUHOCTD;

5) pe3ucTeHTHas K aMOyJIaTOpHOMY JIEYEHHUIO apTepualibHasl TUIIEPTEH3US (BKIIOUast
TUIEPTEH3UBHBIN KPU3);

6) BIIEpBHIE BhIABIeHHOE cHIDKeHne CK® <30 mm/mun/1,73 M2,

OcHOBHbIE NMOKA3aHMA K BbINHMCKE NMAIMEHTa W3 CTAllMOHApa Iocje 3KCTPEeHHOM
rocnutajuzauuu nauueHTos ¢ ®CI'C:

1) [TontBepxknen winm uckmoueH jauarHo3 OIIIl; npu noarBepkaeHHH —
ycranosieHa stuogorus OIIIT;

2) npoeaeHo jeuenue OIIII B momHOM 00BeMe, 3aBepIIMBIIEECsS UCXO0M (perpecc,
nporpeccupoBanue XbII, TIIH);

3) yCTaHOBJIEHa NpUYMHA ObIcTponporpeccupytomero cHwkenus CKO® w/umm
NOBBIILIEHUS] YPOBHS KpeaTWHuWHa KpoBU (Ha >50% B TedeHue 2-6 MecdAleB) M MPOBEJIEHO
JiedyeHue, 3aBeplIuBIIeecs UCX010M (perpecc, nmporpeccuposanue XbII, TITH);

4) IIPOBEJICHO JIEYEHUE KIMHUYECKU 3HAYUMBIX OCJIO)KHEHUN TUCHYHKIUH IOYEK:
BOJHO-3JIEKTPOJUTHBIX HAPYIIEHUM, HApyIIEHUH KHUCIOTHO-OCHOBHOTO COCTOSIHHUS KpOBHU:
KyIIUpPOBaHbl MM  KOMIICHCHPOBAaHbl THIIOBOJIEMHS, THUIEPKAIMEMHMs, T'HIIOKAJIUEMUs,
TUIIOHATPUEMHUsI, MeTabOoNIMUYecKUi amuao3, MeTadoJIMYecKUud ankano3 (KOHCEpBaTUBHBIMU
METOIaMH WJIM METOJaMU JHAJIH3a);

5) CHI)KEHO apTepUalIbHOE JAaBJICHHE, YCTPAaHEHbI )KM3HEYTPOXKAIOIINE MPOSIBICHUS
TUIIEPTEH3UH U ONITUMU3HMPOBAaHA aHTUTUIIEpTeH3uBHAas Tepanus y nanueHTos XbII C1-C5/1;

6) TIpU BIIEpBBIEC BBIABIeHHOM cHIKeHnn CK® <30 mu/mun/1,73 M? — npoBeneHs!
JTUArHOCTHKA U JIEYEHHE OCHOBHBIX OCIIOKHEHUHN TUC(YHKIINY MOYEK.

OcHoBHbBIC MOKa3aHNA K IVIAHOBOM rOCHUTAJIM3ANMHA B CTAIIMOHAP:

1) IlepBuunas auarnoctuka mnpu nojgo3penun Ha CI'C;

2) y ManueHToB ¢ u3BecTHbIM auarHozom OCI'C:
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a. HapacTaHUe MPOTEUHYPUH;

b. BHepBele BBISABICHHBIA  HE(PPOTUYECKUA CHHAPOM WM  COYCTAHHE
rUnoanb0yMUHEMUN U TIPOTEUHypUH >3,5 r/cyTkn/1,73 M?;

C.  HEOOXOAMMOCTh  JUArHOCTUKHW/MuddepeHnnanbHOl  TUAarHOCTUKH ¢
NPUMEHEHHEM OWOICUU MMOYEeK WIM APYTHX AUarHOCTUYECKUX HCCIENOBaHUM, TpeOyrommx
TOCHUTAJIM3AIMH, B TOM YHCIIE, B PETHOHAIBHBIA WK (eepaTbHbIi LEHTD;

3) bopMupoBaHHE JOCTYTA JUIS TUATH3A;

4) Ha oHe OEpeMEHHOCTH;

5) npoBemenne  uMMyHocyrnpeccuBHoro  JiedeHus ~DCI'C  w/minum  jieueHue
ACCOLMMPOBAHHBIX M1ATOJOTUYECKUX ITPOLIECCOB;

6) NOJArOTOBKA K IIPOBEICHUIO ONEPATUBHOIO JICUEHHUS IO PA3HBIM [TOKAa3aHUSM.

OcHoBHbIE TMOKA3aHHMS K BBINNCKEe MANMEHTa W3 CTAallMOHApa TMocje IJIAHOBOI
rOCHUTAINZANMNU:

1) [TontBepknen wnu onpoBeprHyT auarHo3 PCI'C, npoBeneHbl JiedeHHE U
NepBUYHAs JIMarHOCTUKA C INPUMEHEHUEM OMOIICMM IOYEK WIH JPYIHMX JIHAarHOCTHYECKHUX
HCCJIEIOBAaHUM B COOTBETCTBUU C PEKOMEHAIMSIMH;

2) MOJATBEPXKJIEH WU ONPOBEPTrHYT JMArHO3 pelUAnBa, MPOBEICHO JICYCHHE B
COOTBETCTBUU C PEKOMEHIALIUSMU;

3) c(OpMHUPOBaH JOCTYM JUIsl 1UAIN3a;

4) OCI'C Ha ¢oHe OepeMEHHOCTH — OIpEeJeNIeH IOYEYHBIH MPOTHO3, MPOBEICHBI
JIEYEHUE U TUarHOCTUKA B COOTBETCTBUU C PEKOMEHIALUAMY;

5) IPOBEJCHNE HMMMYHOCYIIPECCUBHOIO JIEYEHHsS — TPOBEAEH LHUKI  WIIH
rocrnuranbHas ¢aza UMMYHOCYHPECCUBHOM Tepanuu, BBINOJIHEHA JUAarHOCTHKA U JICUEHUE €€
OCJIOKHEHUH, OCYLIECTBICH KOHTPOJb (YHKUMOHAIBHOTO COCTOSHHUS IIOYEK, IPOBE/IEHBI
JIMarHOCTHKA U JIEYCHHE OCTIOXKHEHUH TUCHYHKINU OYEK (€CIIU TaKOBbIe ObUIN BBISBIICHBI);

6) MOJArOTOBKA K IPOBEJIEHUIO OMNEPAaTUBHOIO JICYEHHUS — OCYILECTBIEHA
HeoOXouMasi JMarHocTUKa U Koppekuus ocnoxHeHuilt XbBII, Biausiommx Ha pucku
OIIEpPaTUBHOTO BMEIIATENIbCTBA (KOHCEPBATUBHO MJIM METOJIaMH TUATTN3a).

IIpuHIMNBI Opranu3anuu aMOy/J1aTOPHOM MOMOLIM:

AmOymaropHoe Benenue manueHToB ¢ DOCI'C momkHO OBITH OpPraHW30BaHO B

COOTBETCTBUU C MPHUHIUIIAMH, U3JI0KEHHBIMU B pekoMeHaarusx mo XbII [26].
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7. lonojHuTeNbHAS HH(pOPMaNUs (B TOM uyncjie (paKTOPbI, BJAUSIONIHE HA

HUCX0/1 3200/1eBAHUSIUJIN COCTOSTHHUA)

Briensiior cnenyromme (hakTopbl, KOTOPHIE BIMSAIOT HAa MOYEYHYIO BBDKHBAEMOCTH Y
nanuentoB ¢ @CI'C:

BeanuuHa nporeuHypuu. Y MNalUEHTOB ¢ HEPPOTHUYECKUM CHHAPOMOM MSATUICTHSS
rmoyeunasi BEDKUBaeMocCTh cocrasirieT 60-90%, 10-nerHsas noyeyHas BeDKMBaeMoOCTh — 30-55%.
B ycnoBHAX pPE3UCTEHTHOCTH K TEpamud MAaccHBHAs NpoTemHypHs Gomee 10 r/cyt/1,73 M2
accolMMpoBaHa ¢ mporpeccupoBanrem 3aboneBanus a0 TIIH B teuenwe 5 ner. Hamboiee
BBICOKas MMOYeyHasi BbDKHUBaeMOCTh (Oonee 85% uepe3 10 ier) orMmeuaercss y HaiueHToOB 0e3
HE(PPOTHUYECKOTO CHHIPOMA C COXpaHHOH GyHKIueH mouek [5,9,74,122].

Knununuyeckue nannblie. bonee BoicokuMu puckamu pasutuss TIIH compoBoxmarorcs
crydan @CI'C ¢ ucxomHol BwIpakeHHON muchynkimeit modek [33,98,123], na ¢oue Ooiee
pacmipoCTpaHEHHBIX TIOMEPYJIOCKIepo3a U UHTEPCTUIHAIBLHOTO (uOpo3a, a TaKKe TKEIIbIM,
JUIUTETIbHO TEPCUCTUPYIOMUM He(pPOTUYECKUH CHHIPOMOM ©O€3 OTBeTa Ha Tepamui u
MPOTPECCUPYIOIIUM CHIDKEHHEM (GyHKIMH moudek. KpoMme Toro, manueHTbl ¢ HapyHICHHOU
(GyHKIMEHN MoYeK yaiie UMEIOT IIJI0OX0M OTBET Ha JICUEHHE.

Mopdonoruyeckne gaHHble. BbIpakeHHOCTh HHTEpCTULMANBHOTO (udpo3a
TyOymsipHoit  atpodun  [36,68,123], komnancupyroumwmii  Bapuant DOCI'C  sBusitorcs
HeOJIaronpUsITHBIMU TIpeIMKTOpaMu nporHosa passutust TIIH [67]. [TauueHTs ¢ BEpXyIICYHBIM
BaprantoM @OCI'C (tip lesion) uMeroT ay4ymuii OTBET Ha JIEUEHUE TIIOKOKOMJIAMHU, XOTS €ro
HaJM4Ke He rapaHTHPYET TOCTHKEeHHe peMuccu [36,124,125].

OtBer Ha Tepanuio. CaMbIM CHIIBHBIM NPOTHOCTUYECKHM IOKa3aTelleM MOYE€YHOU
BbpKUBaeMocTH npu OCI'C sBisieTcs nepBOHAYalbHBIM OTBET Ha TEpaIvio, HE3aBUCHMO OT
Mophooruueckoit kaptunsl [35,49,69,98]. [lanueHThI, y KOTOPBIX HAOIIOAACTCS YaCTUYHAS WITH
MOJIHASL PEMHCCHUS, UMEIOT Topa3o OOJbIIE IaHCOB Ha coXpaHeHue QYHKIUHU moyek yepes 10
aet (mpumepHo 80% npotus <50% y He OTBETHBIIMX WM HeleueHbix) [34,35,98,126,127].

IIporpeccupoBanne 3a6osieBanusi. HecMoTps Ha IOCTH)KEHHE YACTUYHOW PEMHCCHH,
MOKET HaOJII0JaThCsl MPOrPECCHPOBAHME 3a00JEBAaHUS C yXYALIEHUEM (QYHKIHMM IOYEK, YTO
BCEr/la CBUJICTEIILCTBYET O COXPAHSIOMIEHCS aKTUBHOCTH 3a0O0JEBaHUS WM BTOPUYHOM
FeMOJUHAMHYECKOM TMOBPEKICHUHM: TPHU TOBTOPHOM OWONCHH OTMEYaeTCs YBEIHMYeHUE
MPOLEHTa CKJIEPO3UPOBAHHBIX KiIyOoukoB. [IporpeccupoBaHnio MOTryT crnocoOCTBOBaTh

reHeTuyeckre (GakTopsbl.
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KpuTtepumn onieHKu kKayecTBa MeIMIMHCKON MOMOIIH

Kpurepuu xavecrpa

YpoBeHb
y0eauTeIbHOCTH
peKoMeHanuii

YpoBeHb
AOCTOBEPHOCTH
JA0KAa3aTeJbCTB

[Tarmenty ¢ monpo3penriem Ha OCI'C npu oTCyTCTBUM
[IPOTHUBOINOKA3aHUI BBHITIOJTHEHA OWOIICHS TOYKH IO
KOHTPOJEM  YJbTPa3BYKOBOI'O  HCCIEJOBaHHUS  C
[1OCIEAYIOIIUM MaTOJIOr0-aHATOMUYECKUM
pccieoBaHNeM OMOTICHIHOTO MaTepuaia

A

2

[lanuenty ¢ gumarHozoMm  ®OCI'C  BbINOJHEHA
RIIEKTPOHHAs MMKPOCKOIHUS MHKpoOIpernapara TKaHU
[TOYKU

[lanuenty ¢ @CI'C, nonywaronmieMmy  JIeUEHUE
LUKJIOCTIOPUHOM ** UITN #TaKpOIUMyCcOM™*, BBIIIOJIHEHO|
MICCIIEIOBAHNE YPOBHS JICKAPCTBEHHBIX IIPENapaToB B
KPOBU €)KEHE/IEIbHO B IEPBBIM MecAll 10J00pa 103kl
[TpenapaTa Uiy Ipu €€ KOPPEKLUU

JIJ11 TpOMITAKTHKY U JICYCHUS TPOMOOIMOOITHUECKUX|
ocinoxkHeHud mnanuenty ¢ PCI'C ¢ XBII Cl1-4 wu
HEe()POTUYSCKUM  CHHAPOMOM  HA3HAUCHBI  IMPSMBIC
MHrHOMTOPHI hakTopa Xa

[laruenty ¢ ®CI'C u npoTenHypHeil HE3aBHUCHUMO OT
[IPUYMHBI WM B  OTCYTCTBHE  IIPOTHMBOIOKA3aHUM
HazHaueHO JiedyeHwe uHTHOMTOpamMu  AllD  win
QHTArOHUCTAMU PELENTOPOB aHIHOTeH3HHa-| |

[Tatmenty c mnepsuunHbiM PCI'C u HedpoTHueckum
CUH/IPOMOM B KauecTBE IEpBOM JIMHUU Teparnuu
[TPOBEIEHO JIeYEeHNe BBICOKMMH J03amy|
[IpeHN3010Ha™* WM MHTMOUTOpaMU KalbIIMHEBPUHA B
KOMOMHAIMK ¢ HU3KUMHM JI03aMU IPEAHNU30I0Ha™ *

[lanieHTy CO  CTEpOMI-PE3UCTEHTHHIM IIEPBUYHBIM
@OCI'C mpoBeAeHO JieYEHHE LHKIOCIOPUHOM™** B
COYeTaHUM WIM 0e3 COUeTaHWs C HHU3KUMH J103aMU
MpenHu3onoHa*™* (Makcumym 15 Mr/cyTku) ¢ OLEHKOM

ero (¢ (HEeKTHBHOCTH U IEPEHOCUMOCTH
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Ipunoxenue A2. MeToa0s10rusi pa3padoTKu KIMHAYECKUX PEKOMeH Al i

B xauecTBe OCHOBBI Hjis pa3pabOTKW KIMHHYECKHX pekoMeHmanui nmo OCI'C Oputm
HCIIOJb30BaHbl peKoMeHAaluu «POoKalbHO-CETMEHTapHbIN  rioMepysockiaepo3» 2013 r.,
MEXIyHApOJHBIE PEKOMEHIAMKU 1Mo mpodieme. [Ipormecc MOArOTOBKU PEKOMEHAAINNA COCTOSIT
U3 CIEQYIOIIMX 3TaloB: BBHIOOP PYKOBOIUTEINS, YICHOB paboduell TPYyNIbl M CEKpeTapuarta;
ompeneseHue B XOJIe JUCKYCCHUW HauOoJiee BAXKHBIX I PEATbHOM KIMHWUYECKOW MPaKTHKH
obJyacTei, KOTOpbIe JOJHKHBI MOKPHIBATh PEKOMEH NN, ONPEIeIEHUE YaCTHBIX BOIPOCOB IS
uccienoBanusi 1 POPMYITUPOBKH PEKOMEHIANNN; Pa3pabOTKU MPUEMOB TIOMCKA JTOKA3aTeIbHON
0a3br; popMHUpOBAHNE OKOHYATEIHLHOTO MEPEUHST PEKOMEH AN U €r0 CTPYKTYPHI.

ITocne mepBuuHOM TmOmaun TpoekTa pexkomeHparuii B 2021 1., OH OBUT JBaXKIbI
nepepabortan nocie pernensuit IDKKMII (B aBrycre 2022 u B nexabpe 2023 r.). Ykazanws,
MIPE/ICTABJICHHBIC B HACTOSIIUX PEKOMEH/IAIMIX, OCHOBAHBI HA BBHIOJTHEHHOM YWICHAMH T'PYIIIIHI
aHaJIM3€ MUCCIeAOBaHUN B HE(POJIOTHH U CMEKHBIX 00JIACTSIX MEIUIIMHBI, X CUCTEMATUYECKUX
0030poB u MA, ony0nukoBaHHbIX 10 Mast 2024 r.

Unensl paboueil rpymmbl CTPEMUIMCh, YTOOBI KaXK[as peKoMeHanusi 0a3upoBaiach Ha
MaKCHUMaJIbHO BO3MOYHBIX YPOBHSX JIOCTOBEPHOCTH M YOCIUTEIbHOCTH peKoMeHanuii. Tem He
MeHee, pabouas TpyIa cowia HEOOXOJWMBIM OCTaBUThH Psi PEKOMEHIANuH, (opMaIbHO
MMEIOIINX HU3KUH YPOBEHb JOKa3aTEJIbHOCTU WJIM OCHOBAaHHBIX Ha ASKCIIEPTHON OIEHKE, C
y4€TOM MHOTOJIETHETO OMBITAa BEJICHUS MAIllMEHTOB COOTBETCTBYIOIIETO MPOMUIIS U TOTO, UTO 3TU
PEKOMEH/IalMK MOTYT UMETh CYIIIECTBEHHOE 3HAYCHHE I MPAKTUYECKON PabOTHI.

JIist OIlEeHKM KauyecTBa M CHJIbI PEKOMEHJAIMH HCIIOIh30BaIN YPOBHH JOCTOBEPHOCTH
JIOKa3aTeNIbCTB M yOeIUTEIBbHOCTH peKOMeHanui (Tabs. 1-3).

IleaeBasi ayIUTOPHUSA JAHHBIX KJIMHHYECKAX PEKOMEHIAIIMMA:

1. Bpau-aedpoior.

2. Bpau-Tepamnesr.

3. Bpau-TepaneBT y4acCTKOBBIH.

4. Bpau oOuieii npakTuku (ceMeitHbIil Bpay).

Ta6auna 1.11Ikana onieHkH ypoBHEH nocToBepHOCTH JoKa3arenabeT (Y /1)mis meTonoB

JUAarHoCTUKH (}II/IaFHOCTI/I'—IeCKI/IX BMeHIaTeJ'H)CTB)

YA Paciiugposka

1 CucreMarudeckue 0630pBI HCCJIeIOBAaHUM C KOHTPOJIEM pe(bepeHCHBIM METOJAOM HIIN
CHCTEMAaTHUYECKUI 0630p PaHAOMU3HUPOBAHHBIX  KIIMHUYCCKHUX HUCCIIeNOBaHUM C
MMPUMCHCHUCM MCTAa-dHAJIN3a

2 OtnenpHBIE HWCCIIENOBAHUS C KOHTPOJIEM pPePEepPeHCHBIM METOJOM WM OTAEIbHBIE

PaHAOMU3HUPOBAHHBLIC KIMHUYCCKUE HCCICAOBAHUA W CHCTCMATHYCCKUC O630pBI
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I/ICC.HGI[OBaHI/Iﬁ 11000r0 ;[1/13a171Ha, 3a UCKIIFOYCHUCM PAHJOMH3UPOBAHHLIX KIIMHUYCCKUX
I/ICCJIGI[OBaHI/If/'I, C IPUMCHCHUECM MCTa-aHaJIM3a

3 HccnenoBanus 0e3 MOCIEAOBATENBHOIO KOHTPONIS pePEepeHCHBIM METOJOM WU
UCCIICIOBAaHUSL C pPEPEPEeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCUMBIM OT
UCCIIElyeMOT0 METOJIa MM HEPaHIOMU3UPOBAHHBIE CPABHUTENIbHBIE UCCIIEIOBaHMs, B
TOM 4MCJI€ KOTOPTHBIE UCCIIEI0BaHUS

4 HCCpaBHI/ITeHBHHC HCCICA0BAHUS, OIIMCAHUE KIMHUYCCKOTO Cliydas

3) Nmeercs nunib 000CHOBaHUE MEXaHU3Ma JAEUCTBUSI UM MHEHHUE IKCIIEPTOB

Tabauma 2. Illkana OLEHKH YpOBHEH JOCTOBEPHOCTH jgokazareiabcTB (YIJI) st
METO/J0B MPOPHUIAKTUKH, JICYCHUS U peaduiauTtanuu (MpopUIaKTUYECKHX, JIeYeOHBIX,

peadMIINTAIIMOHHBIX BMEIIIATEILCTR)

YA Paciiugposka

1 | Cucremaruueckuii 0630p PKU ¢ mpumeHeHrneM MeTa-aHaamn3a

2 | Ornensupie PKM u cucrematnueckue 0030pbl HCClIEAOBAaHUM r000ro au3aiiHa, 3a
nckioyenneM PKH, ¢ npuMeHeHneM MeTa-aHanusa

w

HepaHI[OMI/ISI/IpOBaHHLIC CPaBHHUTCIIbHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCICAOBAHHA

4 | HecpaBHUTENbHBIE UCCIIEAOBAHMS, OMMCAHUE KIMHUYECKOTO CIIy4asi UM CEpUU CIIydacs,
WCCIIETIOBAHMS «CIY4Yaii-KOHTPOJIIbY

5 | Umeercs nuiup 0OOCHOBAaHHME MeEXaHM3Ma JIEUCTBUS BMELIATENbCTBA (JOKIMHUYECKHE
HCCJIEIOBaHMsI) WJIM MHEHUE 3KCIIEPTOB

Ta6auna 3.1llkana omeHku ypoBHeH yOenutenbHOocTH pekoMenpanuii (YVYP) ans
METOJ0B TPO(MIAKTUKHA, JUATHOCTUKH, JICUCHHUS U peadmmutanu (IpodHIaKTHYECKUX,

JUAarHOCTUYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacuiugposka

A CunbHasg pekoMeHIanus (Bce paccMaTpuBaeMble Kputepun 3(PQeKTHBHOCTU
(ucxonpl) SBISAIOTCA BAXKHBIMM, BCE HCCIIEOBaHUS MMEIOT BBICOKOE WJIU
YAOBIETBOPUTEIIBHOE  METOJNOJIOTMUECKOE  KauyecTBO, WX  BBIBOABI  II0
MHTEPECYIOIIMM UCXO0aM SIBIISIFOTCS COIJIACOBAHHBIMHU )

B VYcnoBHasg pekoMeHJaus (He BCe paccMaTpuBaeMble Kputepuu 3((HeKTUBHOCTH
(Mucxompl) SIBISIOTCS BaXXHBIMHM, HE BCE HCCIEJOBAaHHMS HMMEIOT BBICOKOE HIIU
YOBJIETBOPUTENILHOE METOJO0JOTMYECKOE KayeCTBO W/WIM HMX BBIBOJBI I10
MHTEPECYIOIIUM UCX0JIaM He SIBJISIFOTCS COTTIACOBAHHBIMU )

C Cnabast pekoMeH1anus (OTCYTCTBUE JI0KA3aTEIHCTB HAJJISKAIIET0 KauyecTBa (BCe
paccMaTpuBaemMbie Kputepuu d(PQPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMU,
BCE MCCIICOBAHUS UMEIOT HU3KOE METOOJIOTHICCKOE KAUYeCTBO U UX BBIBOJBI 11O
WHTEPECYIOIINM UCX0JIaM HE SIBJISIOTCSI COTJIACOBAHHBIMHU )

IHopsinok 00HOBIEHNS KIMHUYECKUX PEKOMEH/1aluil.
MexaHu3M  OOHOBJEHMS  KIMHUYECKMX  pPEKOMEHJALUMH  MpeaycMaTpuBaeT  HX
CHUCTEMAaTUYECKYIO aKTyaJIM3alHI0 — HE PEKE YEM OJUH pa3 B TPU I'0Ja, a TAK)KE [P IOSBICHUU

HOBBIX JaHHBIX C IIO3UIINH HOKaSaTeHBHOﬁ MCIUIHHBI 110 BOIpOCaM JHArHOCTHUKH, JICUCHUA,

52




NpoPUIAKTUKH W peabWIUTallMd KOHKPETHBIX 3a00JIeBaHMM, HAIMYWU OOOCHOBAHHBIX
JIOTIOJTHEHNI/3aMEYaHui K paHee YTBEPKACHHBIM KIMHUYECKUM PEKOMEHAlusIM, HO He vame |

pasa B 6 Mecs1IeB.
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Ipuioxkenue A3. CipaBo4HbIe MATEPHUAJIbI, BKJIKYAas COOTBETCTBHE
NMOKA3aHUH K NIPUMEHEHHUIO ¥ MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX MPENapaToB, HHCTPYKUMH M0 MPUMEHEHUI0

JIEKApPCTBEHHOI'0 Mpenapara

1. IMo6ouHoe NeiicTBHE ITIOKOKOPTHKONI0B

YacroTa pa3BUTHS U BBIPAKEHHOCTh MOOOYHBIX 3(P(HEKTOB 3aBUCUT OT AJTUTEIBHOCTH
MPUMEHEHHUS, BEIMYUHBI UCIOJIB3YEMOU J03bl, COONIOEHUS IHUPKATHOTO PUTMa Ha3HAYCHUS
npemnapara.

[Tpu npuMeHeHNH MPenapaToB MOT'YT OTMEYAThCSI CIEAYIONUE TOO0UHBIC Y (HEKTHI:

- CO CmMOpoOHbl IHOOKPUHHOU CUCmeMbl: CHIDKEHHE TOJIEPAHTHOCTH K TIIOKO3€,
CTEpOUIHBIN CaXapHBI AUa0eT Wiu MaHU(eCcTalus JIATEHTHOTO CaXapHOro nuadera, yrHeTeHue
GyHKIMM HAIMOYEUHUKOB, cuHIpoM Mnienko-Kymunra;

- CO CMOPOHbL NUWEeBApUMENbHOU CUucmeMbl: TOIIHOTA, pBOTa, CTEPOUIHAS SA3Ba JKEIyKa
U JIBEHAIUATUIEPCTHOW KUIIKU, PO3UBHBIA 330(aruT, >KeIyJOYHO-KUIIEYHbIE KPOBOTEUCHUS,
MOBBILICHUE U CHUXKEHUE aIlIeTUTa;

- CO CMOPOHbI KOJNCHLIX NOKPOBOG U CIAUUCMBIX 000710YeK: 3aMENJICHHOE 3a)KUBJICHUE
paH, METeXWH, TUMNEP- WM TUIOMUTMEHTAIUs KOXH, YIPH, CTPUHU, CKIOHHOCTh K Pa3BUTHUIO
MUOJIEPMUH U KaHTUI030B;

- CO CMOPOHBI ONOPHO-08ULAMENbHO20 ANNApama: OCTEONOpPO3, CTEPOUIHAST MUOTATHUS,
CHWIKEHHUE MBIIIIEYHON MaCCHI,

- 00ycnosnenuvie MUHEPATIOKOPMUKOUOHOU aKMUBHOCMbIO: 33a/1€pKKA KUAKOCTU HU
HaTpHs B OpraHU3Me, TUIIEPHATPUEMUS], TUIIOKATUEMUYECKUN CUHIPOM.

Ilonnwviit nepeuenv npeocmaegien ¢ UHCMPYKUUU NO NPUMEHEHUIO 1€KAPCMEEHHO20
npenapama (cm. T'ocyoapcmeennuiii peecmp J1eKapCcmeeHHbIX cpeocma,

http://grls.rosminzdrav.ru).

2. IIpaBujia NPUIOTOBJIEHHWS W XPaHEHHMs JIEKAPCTBEHHOr0 Mpemapara
#purykcumao**

Heo6xonnMoe Komu4ecTBO IpenapaTa HaOUParT B aCENTHYECKUX YCIOBUSAX U Pa3BOIAT
10 pacueTHOU koHueHTpauuu (1-4 mr/min) B uHpy3uoHHOM uiakone (makete) ¢ 0,9% pacTBopoM
HaTpus xjopuaa*™* mia undysuit wim 5% pacTBopoM AEKCTpO3bI** (pacTBOPHI JOJKHBI OBITH

CTEPWIbHBIMA WM aMMPOTCHHBIMK). JIJIsI mepeMemnBaHusi akKKypaTHO MEPEBOPAYMBAIOT (HIIaKOH
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(maker) Bo mM3OexkaHue meHOoOOpa3oBaHus. [lepen BBeeHHEM HEOOXOIUMO OCMOTPETh PacTBOP
Ha IPEeJIMET OTCYTCTBUS TOCTOPOHHUX MPUMECEH WU U3MEHEHHS OKPACKHU.

[TpuroToBneHHBINH HHOY3NOHHBIA PACTBOP PU3NUYECKU U XUMHUYECKU CTAOWMIICH B TEUCHUE
12 yacoB npu KOMHATHOM TeMmIlepaType Wik B TeueHue 24 yacoB mpu temmneparype ot 2 10 8oC.

[IpemapaT BBOIAT TOJBKO BHYTPUBEHHO KalleJIbHO, Yepe3 OTNeNbHbIN KaTeTep! BBoauth
npernapaTr BHYTPUBEHHO CTPYHHO WM OOJIFOCHO HElb3si!

Pexomennyemass HavasibHasi CKOpoCTh mnepBoil mHpy3uu 50 mr/gac; mocne mnepBbeix 30
MHH CKOPOCTh MOXHO yBenuuuBath Ha 50 Mr/gac kaxuapie 30 MHH, TOBOJIS O MaKCUMaJIbHON
ckopoctu 400 Mr/gac.

[Mocneayromue nHPY3UN MOKHO HAYMHATH cO ckopocTu 100 Mr/4ac U yBenmn4uBaTh € Ha

100 mr/gac kaxasie 30 MUH 10 MaKCUMaIbHOH ckopoctr 400 mr/gac.
Jemanvno ungopmayun npeocmaenena 6 UHCHPYKUUU HO  HPUMEHEHUIO

Jiekapcmeennozo npenapama (cm. I'ocyoapcmeenuwviit peecmp 1€KapCMEEHHbIX CpPeOCcma,

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

1. O6ume moaxoasnl K Jeyenurw @CI'C
dClrc

(Mo AaHHBLIM MOPONOTMYECKOro NCCRedoBaHMs)

[ ]

HedppoTnyeckum MpoteuHypus > 3,5 ricyT MpoTtenHypus < 3,5 rlcyt
CUHAPOM 6e3 HecbpoTU4eckoro 6e3 HedbpoTHyeckoro
OnddysHas noteps HoXeK cuHapomMa ChHOpOoMa
noaounToB

l T [ [
HedbponporekTuBHas Tepanus
WckntoueHue BTOPUYHO W

reHeTu4eckoi hopmbl PCIC
HabniopeHne

WmmyHocynpeccueHas
Tepanus
BeposteH nepBuyHblii PCIC
[pn oTcyTCTBUM OTBETA -
reHeTnYeckoe TeCTUpoBaHue ‘

4‘ $opMrpoBaHe HedPOTNYECKOrO CUHAPOMA

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

2. Aaroputm jJeyenus nepsudnoro ®CIrc

ﬁ Mepebiid anuson GCIC ﬁ

MpeagHusonoH** uurnocnopun** 3-5 mr/kr/cyt (koHuentpaups 100-175ur/mn)
exegHesHo 1 mr/kr (Makc. 80 mr) unu WM
B aNbTEPHUPYIOLWEM PEXXUME Yepes AeHb Hrakponumyc** 0,05-0,1 mr/kr/cyT (KonueHTpaupua 5-10ur/mn)
2 mr/Kr (Make. 120mr) 4- 16 Hepens +
|
¥ v Huzkme no3bi npegpuzonona**
Crepoug, Crepomng 0,15 mr/kr/fcyT 4-6 mecaues, 3aTem 0TMeHa Yepes 4-8 Heaenb
4YBCTBUTE/ILHOCTD Pe3UCTeHTHOCTL I
MonnanfuactuuHan HanpaeuTte B
pemvcon A —
/peroHantHbIiA
L|eHT]
OTmenayepes b mec. n 612 EHIY
*x ON0/MKATH 6-
#rakponumyc** 0,1-0,15 poAy HpUTYKCUMaG**
mr/urfeyr e > 375 mr/m? x 1-4 ao3bi
Peuuaus + Peasusus
MNpeaHWsonoH** duazroza/
[NoBTOpPKTL NeveHHe (12 mecaues) eroreera
12-24 mecaua
Uunknopocdammug **
Crepoun- #putykcumab* * LlcA**-3aBUCMMOCTD N 0.5-0.75 r/m2/mecauy,
3aBUCUMOCTb/uacTbIe > 375mr/m? x 1-4 no3bl 4acTbie peLynuBbl BHYTPHBEHHO X 6
PeLUIMABLI MecALEeB

[

[Mpumeuanue: [{cA** — nuknocnopun™*; [IO** — nuknodpochamug**.

56



Ipunoxenue B. Uudopmanus 11 naumeHra

®doxkanbHBIM cerMeHTapHbIl raomepynockiepo3 (PCI'C) sBnsercss oqHOM W3 MPUUYUH
HepoTuueckoro cuHapoma. [Ipuumna neppuanoro @CI'C nemsBectHa. DCI'C moxer OBITH
BTOPUYHBIM (HAIIpUMEP, MPU HEKOTOPBIX APYTUX 3a00JIEBAHUSX, IPUEME OTJCIbHBIX JIEKAPCTB U
np. (tabn. 1, pazgen 1.2)), a Takke — pa3BUBATHCS B PE3yJIbTaTe TEHETUUYECKOTO JedeKTa.

OCHOBHBIM CUMIITOMOM HEPPOTUIECKOTO CHHIPOMA, C KOTOPHIM MAIIMEHTHI 00paIaroTCs
3a MEIUIMHCKOM MOMOIIbIO, KaK MPaBWIO, SIBISAIOTCS OTeKd. [loBblieHHass morepsi Oenka ¢
MOYOM MOXKET IPUBOIUTH K TMOSBICHUIO «IIEHUCTOW» MOYHU. bOJIe3Hb CONMpOBOXKIAETCS
MOCTETIEHHBIM CHMKEHHEM (DYHKIIMH MTOYCK.

JlnarnHoctuka [OJDKHA BKJIIOYATh LENBIA psAll BMEIIATEIbCTB, HAMPABICHHBIX HA: a)
MOJATBEPKJIEHUE ArarHo3a 0oje3Hu; 0) yTOUHEHHEe CTENIEHH MOBPEXKACHUS TIOYEK; B) BBIIBICHUE
JIpyrux 3a00JeBaHUM, KOTOpPBIE CIIOCOOCTBYIOT pa3BUTHIO U MporpeccupoBanuio OCIC.

EnuncTtBeHHBIM cmocoOoM  monarBepxacHuss guarHo3za @OCI'C, oreHkH mporsosa
3a00eBaHus, BbIOOpPA ONTHMAJIBHOTO JICYCHHS SIBJISETCS BBINOJHCHHE OWOIICHMH TOYKH U
MIPOBE/ICHHUE CICIIUAIBHBIX MUKPOCKOITMYECKHUX UCCIICIOBAaHUI 00pa3iia moyekK.

[TanmenTs! ¢ HEOONBIIONW MOTEpel Oenaka ¢ MOYOM U COXpaHHOW (DyHKIMEH MoueK, Kak
IIPAaBUJIO, UMEIOT OoJiee 0IaronpusTHBIN POTHO3.

Jleuerne OCI'C momkHO OBITH MPOBEACHO 1OJ KOHTpoJeM Bpauda-Hedponora. Ilepen
HAYaJIOM JICUEHUS] Bpaya-HEPPOJOTY M MAIMEHTY CleyeT OOCYIUTh MPENIOKEHHOE JIeUeHue,
YTOOBI YETKO MOHUMATh OKUIAAEMYIO TI0JIb3Y OT HETO U 3HATh BEPOATHBIE TOOOUHBIEC I(D(PEKTHI.
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Ipunoxkenue I'. [lIkaabl OLleHKH, BOMPOCHUKH U IPYIrve OLEHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIAAIIUAX

Pacuer CK® no popmysie CKD-Epidemiology Collaboration 2009 [27,28]

CK® = 141*mun (KpeatnHuH B CBIBOPOTKE KpoBW / Kamma, 1)ambga*makc
(Kpeatunun B ceiBopoTke kpoBH / kamnma, 1)1.209*0.993Bo3pact*I1lon*Paca,

JUTS KCHIIUH UCTIOIB3YIOTCS CIEAYIOIINE 3HAYCHUS:
nont = 1.018; anbda = - 0.329; xkanma = 0.7,

JUTSL MY>KYWH HCIIONIB3YIOTCS CASAYIOIIHE 3HaYeHus: 1o = 1; anbda = - 0.411;
kamnma = 0.9;

JUTSL TIPEJICTaBUTENIeH HErpOUIHOM packl: KoaddumueHT «paca» = 1.159.

Kanbkynsarop CK®:
https://www.kidney.org/professionals/KDOQI/gfr_calculator
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