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Cnmcok cokpameHui

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

JAN — noBepuTenbHbI HHTEPBAI

UATI® — uHrHOUTOPBI AaHTHOTEH3UH-TIpeBpamatoniero pepmenta (ATX kimaccupukanus:
«aruduropsr AITDy)

MA — mera-ananus

MKB — MexaynapoaHas Kiaccupukanus 0oae3He

OIIIT — ocTpoe noBpexkACHHUE MTOUYEK

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 — xpoHnyeckas 601€3Hb OYEK

OM — 371eKTpOHHasi MUKPOCKOIIHS

|g — uMmmyHOTII00YIMH



TepMuHBI U onpeaeJeHUs
3aBUCUMOCTh OT MHIMOUTOPOB  KaJIbLIMHEBpPMHA — BO3HUKHOBEHME pELUANBA
HE(PPOTUYECKOI'O CHHAPOMA WM HapacTaHUE CYyTOYHOU npoTerHypuu >50% mocie CHUXKEHUs
JI03bI WJIX OTMEHBI HHTHOMTOPOB KalblIUHEBPHHA IIPH YCIOBUY JIEUCHUS B TeUCHHE 12 MecAIeB.
Hedpornuecknit cuUHAPOM — CHMOTOMOKOMIUIEKC, OOYCIIOBIEHHBI HapylICHHEM

[JIOMEpPYJSIpHOTO  Oaphepa € pa3BUTUEM MacCUBHOW (HEPPOTHUECKOW) MPOTEHHYPHH,

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

o0ocTpeHue B TeueHHUe 6 MecsleB IMOCie HACTyIUIeHHs pemuccud uinu 1-3 obocTpeHus B
TeueHue 12 MecsIes.

[lonnas peMucCHs — CHIDKEHHE IPOTEMHYpUH 10 3HaueHmii <300 mr/cyt/1,73 w2
HOpMaJTU3alisl yPOBHSA albOyMHHA B KPOBH, MPH OTCYTCTBHHM CHMIKCHHS PACUETHOH CKOPOCTH
kiyooukoBoi ¢punbTparuu (pCKD) >20% oT ucxoqHOiM.

Pe3ucTeHTHOCTh K MHTHOUTOpaM KalbIIUHEBPHHA — OTCYTCTBHE CHUKCHHS CYTOYHOM
IPOTEUHYpUU WK cHWkeHue ee <50% mpu yclOBUU JUIMTEIBHOCTU TEpANUU >6 MECSLEB C
JOCTH>KEHUEM LIEJIEBBIX YPOBHEH MpernapaToB B KPOBH.

PenymB — HapacTaHWe NPOTEMHYPHH 0 3HaueHmi >3,5 r/cy1/1,73 M? y HalHeHTOB,
JOCTUTLIMX TOJHOM peMHCCHH, UM YBEJIHMUEHHE CyTOYHOM npoTenHypun Ha >50% c Bo3BpaToM
HE(PPOTUYECKOT'O CUHPOMA y MAIUEHTOB M0CIIe YACTUYHONH PEMHUCCHH.

Creponn-3aBUCIMOCTh — BOBHUKHOBEHHE PELUANBA OOJIE3HU TIOCIIEe CHUYKEHUS JI03bI TN
OTMEHBI TITFOKOKOPTHKOUJIOB.

Crepoun-pe3uCTeHTHOCTh — OTCYTCTBUE PEMUCCHM TOCIE, KaKk MUHMMYM, 4 HeIelb
Tepanuy rIIOKOKOPTUKOUIaMHU.

YactuyHasi peMUCCHSI — CHU)KEHHME CyTOYHOW NpoTeuHypuu Ha >50% OT mcxomHou (c
perpeccoM HePOTHIECKOTO CHHAPOMA), pr OTCYTCcTBHH CHIDKeHHS pCK® >20% 0T MCXOaHOM.

Yacto penuauMBUPYIOIIMKA  (OKAJIBHO-CETMEHTAPHBIM  TJIOMEpYJNOoCKiIepo3 — =2

060CTpCHPII>i B TCUCHHE 6 MCCAIICB ITOCJIC HACTYIUICHUA PEMUCCHU B TCUCHHUC 12 MCECAILICB.



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 raomepynockiepos (PCI'C) — sto dopma riomepynonaruu,

KOTOpasi KIWHUYECKU TIPOSIBIICTCS TPOTEUHYPHEH WIM HEPPOTHYECKHUM CHHAPOMOM, a
MOp(hOIOrHUecKH XapakTepusyercs: (PoKambHBIM (B OTAEIbHBIX KIyOOUKax) U CErMEHTAPHBIM (B
OTJICIBHBIX KAMJIISIPHBIX METIISIX) CKICPO30M IPU CBETOBOH MUKPOCKOIIUU U PACIIIIACTHIBAHUEM

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

1.2 DTHoJOrug M naroreHes 3a00JJeBaHUs WJIN COCTOSHUSA (rpvnnbl 3200JeBaHUHA

HJIN COCTOSTHW)

OCI'C pa3BuBaeTcsl BCIAEACTBHE MOBPEKICHUSI BUCLIEPAIBHBIX AMUTEINATIbHBIX KIETOK
KIyOouka ToYeKk (NMOJOLUMTOB) M OTHOCHTCA K  rpymme  «moxouuromartuity. Ilo
naroresernueckoMy Mexanusmy @CI'C MOXXHO pa3AenuTh Ha IepBUYHbIN, BTOPUUHBIN (Tabu. 1)
U TreHeTudecku JerepmuHupoBaHHbii. IIpu mnepsuunom @OCI'C  pacnpocTtpaHeHHOE
HNOBPEXJCHUE TMOAOLMTOB CBA3BIBAIOT C LUPKYJIUPYIOIIUMH B  KpPOBH  «(paKTOpaMu
npoHunaemoctu». IlpeanonaraioT, 4To 3TU (aKTOPHI BBI3BIBAIOT CTPYKTYPHO-(YHKIIMOHATIbHBIE
M3MEHEHUS MOI0LUTOB, CIIOCOOCTBYIOT PACILIIACTHIBAHUIO UX HOKKOBBIX OTPOCTKOB, allONTO3y U
OTCJIOCHHMIO OT 0a3aJbHOW MeMOpaHbl C HapylIEHHUEM IJIOMEPYJISIpHOro Oapbepa U pa3BUTHEM
OpoTeuHypud. B kadecTBe BO3MOXHBIX (DAaKTOPOB HPOHMIIAEMOCTH  pacCMaTpUBAIOT
pacTBOPUMBIE PELENTOPbl aKTUBATOpa IUIA3MHUHOT€HA YPOKHHA3HOTO THUIIA, KapAUOTPOPHUH-
noao0HbIN (aktop-1, antutena k CD40 u apyrue [7,8], ogHako MX 3HAaYeHHWE B HACTOSIICE
BpEMs HE 10 KOHILIA HE OIIPEIENIECHO.

Bropuunbiii @CI'C 00bIYHO BO3HHMKAeT Kak aJanTHBHAs peaklHus C pPa3BUTHEM
BHYTPUKIyOOUKOBOW THNEPTEH3MH M TUnepuiIbTpalud B OTBET Ha aOCONIIOTHOE WIIU
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 U COMYTCTBYIOIIAs TUHEPTPOPHs OCTaBIIUXCA KIyOOUKOB CHOCOOCTBYIOT Ha



IEPBBIX ATaNax KOMIIEHCATOPHOMY IOJJIEPKAaHUIO HEOOXOIUMON CKOPOCTH KIIyOOUKOBOM
¢mipTpanun (CK®). Ognako B AajbHEWUNIEM «THIEPTOHHYECKOE» MOBPEKIACHUE MPUBOIUT K
IOCTETICHHOMY  CKJICPO3UPOBAHHMIO  OCTABIIMXCS  KIyOO4YKOB. AOCONIOTHOE  CHUKEHHUE
KOJINYECTBA HE(PPOHOB OTMEYAETCS B CIy4ae HAIWYMs €IMHCTBEHHOW INOYKM IPH POKICHUU
(areHe3us, TUIOIUIA3KA MMOYKU U Jp. AaHOMAIMU) WIN B pe3yJbTaTe XUPYPrudecKoro yJIajeHus
OJTHOM TOYKH (HE(PIKTOMHUS, PE3CKIMS TOYKH ), HETOHOIIEHHOCTH, HU3KOM BECE IIPU POXKICHHH,
pedokc-HepponaTuy, TUIEPTOHUYECKOM HEPpPOAHTHOCKIEpO3e, a TakkKe B  HCXOJE
XPOHMYECKHX IJIOMEpYJIOoNaThil (HarpuMep, CErMEHTapHbI INIOMEPYJIOCKIEpO3 B pe3yJsbTaTe
UMMYHHOI'O TIOBpeXIeHUs npu rinomepyiloHedpure) [9]. OrHocuTesbHas ONUTOHEPPOHUS
dopMupyercss y JMLl ¢ MOPOUIHBIM OXHPEHUEM, [ KOTOPOTO XapaKTEpPHO YBEIMYEHHUE
KITyOO4KOB B 00BbeMe (rimomepyrnoMeranus), nepuxmwisipabiii Bapuant @CI'C (cMm. paszmen 1.5)
TOJILKO B HEOOJNBIIONW YacTH M3MEHEHHBIX KIyOOUKOB M OYaroBO€ CIJaXHBaHUE OTPOCTKOB
nofoIMUTOB Mo JaHHeiM OM [10]. dpyrumu nmpuMmepamMu 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 nepuIuTOoM rimroko30-6 docdarassl (0oae3Hb ['upke, riukorenos I Tumna).

K pazBututo BropuuHoro @CI'C (tabn. 1) MOXeT NPUBOAUTH MPHUEM JIEKAPCTBEHHBIX
[PENnapaToB U TOKCUYECKUX BEIIECTB: MaMUPOHOBON KUCIOTHI, UHTEP(EPOHOB, aHAOOINYECKHE
npenapartsl JUIs CHCTEMHOTO MPUMEHEHHS TMPOIODKUTEIBHOCTRI0O oT 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 BUpPYCHBIX HWHQEKIMHA TATOTCHETUYECKOEC 3HAUCHUE IS
MOBPEXACHUS MOJIOLMTOB UMEIOT BUpyC UMMyHoedunuTa yenoseka (BUY), mapsosupyc B19,
IUTOMETaNoBUpYC, BUpyc Dnuuteiina-bapp, Bupyc SV40 u Bupyc renaruta C.

@OCI'C Takke MOXeT ObITh BbI3BaH MYTAllsIMM B Ie€HaX, KOAUPYIOUIMX CTPYKTYpPHBIE
OenKky MOJOLMTOB W IIeNneBoil auadparmel. Y JeTel crapiiero BO3pacTa, MOAPOCTKOB U
B3pocibix ¢ TeHetmdeckuM OCI'C wyame HaOmMOgaeTCs ayTOCOMHO-IAOMHHAHTHBIA —THIT
HacnenoBaHus. MyTtaruu reHa o3-, 4- u 5- koyutarena [V tuna npusHaroTcs oJiHON U3 Hanbosee
yacTbix reHerumueckux npuanH PCI'C y B3pocnbix [19]. JlocTaroyHO YacThIMH SIBISIOTCS
mytauuu reHoB gopmuHa (INF2) (12-17% Bcex ciyuaeB aytocomHo-gomuHaHnTHOro OCI'C),
aktuanHa 04 (ACTN4), TRPC6, WT1 u LMXI1B [20,21].

Tabnuua 1. Bo3moxxHble mpuuuHbI 17151 pa3BuThs BropuyHoro ®CI'C

JlekapcTBeHHBIE IpeNIapaThl 1 TOKCHYECKHE BEIIECTBA:

Jlutus kapOoHat

HecrepouiHele TPOTUBOBOCHAJIHMTENBHBIE UM MPOTUBOPEBMATHYECKUE
npenapaTbl




[TamuaponoBast kucinoTa

Hurepdheponst

AHaboruecKkre npenaparsl JJisi CACTEMHOTO PUMCHEHUS
Jokcopyourma™**

Bupycs! 1 BHyTpUKIIETOUHBIE OAKTEPHU!
Il'ematur Bu C

B1Y

ITapBoBupyc B19

IluromeranoBupyc

OnurreinHa-bapp

Mukomiazma

I'emogmramMuyeckue (pakTOpHI CO CHIKEHHEM KOIHYecTBa HE(hPOHOB:
EnuncTBeHHas mouka

TpancmanTupoBaHHas MOYKa

Jlucnnasus novex

AreHne3ust

I'unonnazus

OmnuronedpoHnus

[Ty3BIpHO-MOYETOYHHKOBEII pedIFOKC

I'emogmHaMudeckuie hakTOpbl ¢ HOPMATBHBIM KOJHYECTBA HE(PPOHOB:
CaxapHslii quader

Oxupenue

CeproBUIHO-KJIETOYHAS] AHEMUS

BposkieHHBIE «CHUHHE» TTOPOKHU CepIlia

Hpyrue rnomepynonaTuu:

I'umepTonMYeckwii HePOAHTHOCKIEPO3

Nmemnueckas Hedpomarus

HeiicTBue paguannu

Bropuunble m3MeHeHHs TP IpyTuX GopMax riomepyinoHedpura:
NmmyrOTNmoOynmuH-A HedponaTust

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 Kamwuisgpax Kiybouka Ha QoHe IH0OBIX
TJIOMEPYJIONaTHil U COCYAMCThIX Ooyie3Hel. BMecTe ¢ Tem, CyliecCTBEHHOE YMEHBIICHHUE YUCIa
KITyOOUYKOB M IJIOMIAAN KaMMIISPOB B pE3yJbTaTe JTI0ObIX MOBPEXKICHUH, B JalTbHEHIIIEM, MOXKET
MPUBOANTH K BO3HUKHOBEHHUIO BHYTPHKIYOOUYKOBOW THUIEPTEH3UH M TUNEPOUIbTPAIIUU U

WHIYIMPOBAaTh MeXaHu3Mbl BTopuuHoro @CI'C.

1.3 DnuaeMuoJorus 3a00JeBaHUs WJIH COCTOSAHNA (rpyvonbl 3a00JJeBaHUN WU

COCTOSIHMA)

Cpenn mamueHToB C HeQPOTUYECKUM CHHIPOMOM pacnpocTpaHeHHocTh DCI'C

coctasisiet oT 12 1o 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. — ysenuumnace a0 3,2

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



octaercsi mpexxHUM — npudbausutenbHo 1:3 [23]. Takum obpazom, ®CI'C mpubmmkaercst 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
ormeuvancsa y 0,2% nanuentoB ¢ TIIH; Torga kak x 2000 r. Ha Hero nmpuxoauinock yxe 2,3%
cinyuaeB TITH, To ects nmpousonuio yBenudenue B 11 pa3. 3a pyOekom mporopius MaiueHToB ¢
TIIH, pa3susiieiics Beneacrsue @CI'C, B HacTosiiee Bpems coctasisieT 2,3% [24], Ho B PO,
rie riaomepyionaruu — ocHoBHas npuuuHa TIIH, Moxker ObITh cymiecTBeHHO Bbimie. Jloiis

renetrdeckoro ®CI'C cpenu B3pOCIbIX MAMEHTOB MOXKET COCTABISTH 10 11% [25].

1.4 Oco0eHHOCTH KOAMPOBAHMA 3200JI€BAHUH WM  COCTOSAHUA (rpynnbl

3200JeBAHUIT WJIH COCTOSAHHKA) 1m0 MeXIVHAPOIHOH CTATHCTHYECKOH KJaaccHubUKALMHU

00J1e3HeH M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

NOO.1 — Octperiit HeppuTHdeckuii cuHIpoM. O4aroBbie U CETMEHTAPHBIE TIIOMEPYIISIPHBIE
MOBPEXKACHUS

NO1.1 - Beictponporpeccupyromuii  Hepputudeckud  cuaapoM. (OdaroBele
CETMEHTapHBIE TIIOMEPYJISIPHBIC TIOBPEKICHUS

NO2.1 — PeumauBupyromias u yctoduuBas reMarypus. OdaroBble M CErMEHTapHBIC
TJIOMEPYJISIPHBIE TOBPEXKICHUS

NO03.1 — Xpouwyeckuii HepputHdeckuii cuHIpoM. OUaroBele W CETMEHTApPHBIC

TJIOMEPYJIAPHBIE TOBPEKICHUS

NO04.1 — Hedporuueckuii cunapoM. OdvaroBble M CErMEHTapHbIE TIJIOMEPYJISIPHBIE
HOBPEXICHUS
NO05.1 — Hedpurnuecknid CHHIAPOM HEYTOYHEHHBIH. (OdYaroBble M CerMEHTapHBIC

[JIOMEPYJISIPHBIE TOBPEXKICHUS

NO06.1 — M3oaupoBaHHasi MPOTEHHYPUSI ¢ YTOUHEHHBIM MOP(OIOrHYECKHM JUArHO30M.
OuaroBble U CETMEHTapHbIE INIOMEPYIISIPHbIE TTOBPEKICHUS

NO7.1 — HacneacrBernasi HeporaTus, He KIAaCCH(PHUITMPOBAHHAS B JPYTHX PyOpHKax.
OuaroBsie U CETMEHTapHbIE TIIOMEPYIISIPHBIE TOBPEXKICHUS

@OCI'C sBsieTcst YaCTHBIM BapHaHTOM XpoHHueckoi 6one3nu novek (XbII), mostomy BO
BCEX €ro CIyJasix JOJDKHA ObITh yka3aHa cranus XbII B cooTBeTcTBHU ¢ pekomMeHaanusmu [26].

it 0003HAYCHHS CTaUU CIIEAYeT HMCIOIb30BaTh Koasl N18.1-N18.5 (tabmn. 2) [26], a
pacuer CK® (pCK®D) neobOxomumo BbemonHATH 1O (opmyne CKD-EPI B cnenmanbHbIX
KaJbKYJIATOpPAaX HA OCHOBAaHMM KOHLIEHTPAIMHM KPEaTHHHHA B CHIBOPOTKE KPOBH, I10JIa, BO3pacTa
u pacel nanuenta («IIpunoxenne I'1-I'Ny», n.1) [27,28]. TTomumo craguu XBI1 HEoOX0omumMo

yKa3bIBaTh Tpajialiiio ans0ymMuHypuu (tadm. 3) [26].
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Tabmuma 2. Knaccudukanus craguit XbII mo ypoBaro CK® u cooTBeTCTBHE KOJTUPOBKE

MKB-10
O6o3nauenue | Yposernb CKOD, Kon Hazsanue
cragmit XBIT | mor/mun/1,73 M? | MKB-10*

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

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

Tabnuna 3. I'pananuu ans0ymMunypun (Mr/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

COCTOSIHM )

Ha ocnoBanuu Beayieit npuuntsl @CI'C moapaszaensioT cieayrommum oopasom [29,30]:

1)

2)

3)

ITepuunbiiit ®CI'C — cneunpuyeckoe MNOBPEKICHUE 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
PeLUINBHPYET B TPAHCIUIAHTATE MOYKH (B 3TOM ciydae 3 dexTrBeH miazmadepes).
Bropuuneiii ®CI'C  — o00ycnoBiieH MOBPEXKIECHUEM MOJOIMTOB  BCIEACTBHE
BHYTPUKITYOOUKOBOW TUNEPPUIbTPALIMU/TUIIEPTEH3UH MM TPSMOTO BO3ICHCTBUS
TOKCUHOB WM BHUPYCOB; XapaKTEPU3YETCsl BBIPAXXEHHOW NPOTEHHYPUEH, 3a4acTylO
6e3 QopmupoBaHUs HEYPOTUUECKOTO CHUHAPOMA, M, KaK IPaBUJIO, HapylICHHEM
¢byHkuu nodek. Y atoil kareropuu mnanueHToB ¢ @CI'C BBIABISIOT aJanTHBHBIE
W3MEHEHUs — runepTpoduo KI1yOoukoB U runepduiabTpanuio, npu M — odaroBoe
(<80%) pacruiacTeIBaHUE 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 BBIPAKEHHOHN MPOTENHYPHUH B MOAPOCTKOBOM 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 kiaccuduiupoBars kak @CI'C ¢ HEM3BECTHON TPUYHHOM.

1)

2)

3)

4)

ocobenHocTsM Mopdonorndeckoit kaptruabl DCT'C nmoapaznenstor Ha [29]:
Knaccuueckuili BapuaHT — C CErMEHTapHBIMM YyYacTKaMM KoJulalca U CKJIepo3a
ME3aHTUsl U KalWUBIPHBIX MeTesb (CerMEHTapHble U3MEHEHUs) B OTAENbHBIX, HO HE
BO BCeX KiIyOoukax (ouyaroBble u3MeHeHMs). [loBpexeHHs nepBOHAYAIBHO
JIOKAJM3YIOTCS B IOKCTAMEIYJUIIPHBIX KIIyOOUKax, IIOATOMY MOTYT OBITH MPOITYIIEHBI
[P TOBEPXHOCTHOM OMOIICUU, COZAEpXallleldl TOJbKO KOPKOBBIH CJIOH. BBIABISIOT
TAaKXK€ CErMEHTapHble OTJIOKEHHUs THajJMHa B KiIyOoukax, mposrdepaTuBHbIe
U3MEHEHMsI HexapakTepHbl. [Ipm UMMyHO(IYyOpEeCLHEeHTHOM MCCIEIOBAHUU He
BBISIBISIIOT  OTJIOKEHUH WMMyHornoOynuHoB (Ig) W KoMIuieMeHTa, OIHAaKO B
HEKOTOPBIX cydasx oOHapyx)uBaroT aeno3utsl [gM u C3 (pakuun KoMIuieMeHTa o,
BO3MOXHO, Cl B ouarax ckiiepo3a U B ME3aHI'MM, IaTOI€HETUYECKAsT POJIb KOTOPBIX
HeusBecTHa. OTBET Ha TepanMio TIIOKOKOPTUKOMJAMM MMEIT Tosbko 30%
MAIMEHTOB C ’TUM BAPUAHTOM.

Bepxymeunslit BapuanT (tip lesion) — xapaktepusyercsi OBPEKACHUEM MOAOLUTOB U
HaKOIJICHUEM MEHHUCTHIX KJIETOK B 00JAaCTH «BEPXYIIKM» KIyOouka BOJIM3M BBIXOJA
NPOKCUMAJILHOTO KaHajblla, MIpU HMMMYHOQIIYOPECLUEHIIMM MOXET BBISABIATHCS
Hecrienuduyeckoe ceeuenne IgM u C3 B ouarax ckieposa u B Me3aHTuu. CUHTAIOT,
yro npu BepxymeuyHoMm Bapuante @OCI'C nyume OTBET Ha  TEpanwuio
IIFOKOKOPTUKOMIAMHU 10 CPABHEHMIO C IPYTMMH BapUaHTaMH.

[lepuxunspHbIl BapHaHT — CKJIEPO3 M THAIMHO3 DPa3BUBAETCA B MMEPUXUIISIPHON
o0nacTu (BOKpPYT COCYAMCTOrO MydKa), 4acTo ¢ BoBiieueHuEeM Oosiee 50% Ki1yOOUKOB.
Moxer Takxke HaOmonarbes Hecreuunpuueckoe ominoxenue IgM u C3 B ouarax
ckiepo3a. Ota (opma yamie BbisBisgercss npu BropuyHoM OCI'C kak crnenctsue
NOBPEXJCHHUs,  CBA3AHHOTO  C  BHYTPUKIYOOUKOBOM  THNEpPTEH3UEH U
runepduiIbTpaluen ¢ MI0XUM OTBETOM Ha TE€paruio TIIOKOKOPTUKOUIAMHU.
Krnerounslif BapuaHT — ompenessitoT MpU HAIUYUM B OuWoNTare Mo KpailHed mepe
OHOTO KIIyOOUKa C CErMEHTAapHOM HHJIOKANMWUIAPHOM THMIIEPKIETOYHOCTHIO,
3aMoNIHAIONIE BeCh MNPOCBET OTIENbHBIX KanmwuiipoB. B npyrux kiryOoukax

BBISBJISIIOTCS IPU3HAKH, XapaKTepHble 1 Kiaccuueckoro Bapuanta @CI'C. IIpu OM
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HaOmonaroT aud@y3Hoe pacriacThiBAaHUE HOXKEK MOAONUTOB. JlJIs TOro, YTOOBI
auarHocTupoBath  kierouHslii  Bapuant @DCI'C, HeoO0X0AMMO  UCKIIOYHUTH
BEPXYIIEUHBIH M KOJUIANICUPYIOWIMH BapuaHTbl. OTBET Ha TEpanuio OTMEYaeTcs
npubau3uTenbHo B 20% cirydaes.

5) Kosutancupyromuii BapuaHT — XapaKTePHU3yeTCs KOJUIACOM M CKIEPO30M BCEro
COCYIUCTOTO IydYKa KIyOO4YKa, a HE CErMEHTAapHBIM MOBpexaeHueM. llpuunnoii
TaKOTO TOBPEXACHUS YacTo siBisiercss BUY-uH(exus, oaHako U Apyrue MpUuIuHbI —
unpekuuss napsoBupycom B19, nekapctBa, cucreMHas KpacHas BOJYaHKa,
remodarouutapubiii cuaapoM uiau uHpekus COVID-19 Moryt ObITh IPUYMHON
sToi  (opmbl. Hekoropwie wHccienoBaTeNnd pacCMAaTPUBAIOT ATOT BapHaHT Kak
OTIeNbHYI0 (opMy mopaxeHHs mmodek, He cBsazanHyio ¢ DOCI'C. IlposBisercs
TSOKENBIM HEPPOTHUECKUM CUHAPOMOM U OBICTPBIM CHIDKEHHEM (YHKIUU TOYEK,
PE3UCTEHTHOCTRIO K TJIIOKOPTUKOWJIAM U HWHTUOUTOpaM KalblMHEBpHHAaaM. Jlis
BUY-acconmupoBanHoro  kosuiancupyiomero Bapuanta @OCI'C  xapaktepHbI
KHCTO3HBIE PACIIMPEHUs KAHAIBILIEB U HAIWYHE TyOyJI0-pETUKYIISIPHBIX BKIIOUEHUH B

ME3aHTHAIbHBIX U SHAOTEIHAIbHBIX KieTKax [31,32].

1.6 Kiinandeckass KapTHHA 3200J1eBaHUS MJIM cOCTOSIHMA (rpynnbl 3200JeBaHNHA

HJIM COCTOSTHMIH)

VY nanuentoB ¢ nepsuuHbiM @CI'C B 70-100% cimydaeB Havamo 3a00yieBaHUsI OCTPOE UITU
HOJOCTPOE C Pa3BUTHEM HeppoTHyeckoro cuuapoma. CHmkeHue (QyHKIUM MOYeK B JelroTe
3a0o0JeBaHMs JTMarHOCTUPYIOT y 25-50% mnamnuentoB, remaryputo — y 50%, apTepuaibHyIo
runeprensuto — y 20% [33-37].

Jns  manmentoB ¢ BTopuyHbIM  DCI'C  xapakTepHO TIOCTENIEHHOE HapacTaHUe
OPOTEUHYpUH (Kak MpaBuWiIo, O0e3 pa3BUTUS HEPPOTHYECKOIO CHHAPOMA) M HEYKIOHHOE
CHIDKEHME (QYHKUMHU ToYek. VckitoueHue cOCTaBiIsIoT mauueHThl co BTopuuHbiM DCI'C,
aCCOLIMHMPOBAHHBIM C JIEKapcTBaMU (HampuMep, NaMHUAPOHOBas KHUCIIOTa), WIM BUpPycaMHu
(manpumep, BUY-undekus), y KOTOpbIX, Kak MPaBUiio, pa3BUBAETCS TKEIbIH HeQpOoTUUECKU
cuapom [38,39]. B kinMHWUYECKOW KapTHHE MpPeo0IaaloT OCOOCHHOCTH 3a00JieBaHHWNA U
COCTOSIHUHM, KOTOpBIE MOTYT NMPHUBOAUTH K pa3BuTuio BropuuHoro @CI'C (cm. pasnmen 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].

[TanmenTtsl ¢ renetndeckuM PCI'C mMoryr umerh IUPOKMHA CHEKTP KIMHUYECKUX

IIPOSIBJIEHUI B 3aBUCHMOCTH OT KOHKPETHOH reHernueckoil Mmyrauuu. ['enernueckuit ®CI'C ¢
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NeOI0TOM Y B3pOCIBIX OOBIYHO HACIEAYETCs KaK ayTOCOMHO-TOMHHAHTHOE 3a00JIeBaHHE C
NEPEMEHHOI NMEHETPAHTHOCTHIO, U OOBIUHO MPOSABISETCS MpoTenHypHuen <S5 r/cyt/1,73 M2 u
MEIJICHHO TPOrPECCHPYIONUM CHUKeHneM ¢(yHkimun mouek [41,42]. IIpornocrtuyeckas
LEHHOCTh TAaKOro MpHU3HAKA, KAaK PE3UCTEHTHOCTh K TEpamnuH TJIFOKOKOPTUKOUAAMU ISt
reHerudeckoro @CI'C HeBBICOKA, TaK KAaK 4acTh MaUEHTOB ¢ 3TUM BapuanToM @CI'C orBeuaer

Ha TePaIuIo TIFOKOKOPTHUKOUIaMH, XOTS TIPU 3TOM JUIMTEIIbHBIC MOJTHBIC peMUCCUH peaku [43].

2. I[l/laI‘HOCTI/IKa 3200/1eBaHUs MJIH COCTOSTHUS (prﬂﬂbl 3200J1eBaHUM UJIN
COCTOHHHi’i), MEANIUHCKHUE TIOKa3aHUA U MIPOTUBOIIOKA3aHUA K IPUMECHECHHUIO

METOJ0B ITNATHOCTUKHU
Kpumepusmu ouaenoza @CIC sensromes: 1) oanuvie mopgonocuueckozo ucciedo8ans
MKAHU NOuYKU — OOHapydicenue POoKAIbHO20 (8 OMOENbHbIX KIYOOUKAX) U CeeMeHmAapHo2o (8
OMOEeNbHBIX KANWLIAPHBIX NEeMJISIX) 2loMepylocKiepo3a (cm. pazoen 1.5); 2) npomeunypus (<3,5
o/eym/1,73 M%) ¢ omcymcmeuem unu MUHUMATLHOU 2emamypueli uny Hegpomuyeckuti cuHopom
(npomeunypus >3,5 2/cym/1,73 Mm%, eunoanvbymunemus (arvbymun é xposu <30 2/n)) na gone

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

e Y nmanmentoB ¢ noao3penneM Ha OCI'C niam ycra”HoBiaeHHbIM auarHosom ®CI'C
Mbl peKOMEHJyeM AaHaJu3 :Kajod, [JTaHHbIX aHaMHe3a M (U3UKAIBLHOIO
HCCJIeIOBAHMS VI OLEHKH JJIMTEJNbHOCTH, TAKECTH W KJIAMHHYECKUX MPOsiBJIeHHM
00J1e3HU, BBISIBJIEHHSI ACCOUMHUPOBAHHBLIX COCTOSIHUII W 3a00JieBaHUil, KOTOpbIE
MOIYT MMeTh 3HaYeHue JJisi Bbioopa neuenus [1,2,30,44,45].

YpoBenb  yOenuteabHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Mbpbl pekoMeHayeM BpauaM-He(poJioraM YCTaHABIMBATH JIHATHO3 TEPBHYHOIO
®CI'C mocie WCKIIOYEHHS] BCeX BEPOSTHHIX NMPHYUH BTOPHYHBIX BAPHAHTOB
00J1e3HM /15l OLEHKH NMPOTHO3a U NMOCJIeAyoero Bpioopa tepanuu [1,2,30,44,45].
YpoBenb  yOenutenbHocTH — pekoMengaumii  C  (ypoBeHb  [10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapun: Juacnocmuxa nepeuunoco @CI'C  Oonxcna basuposamvcsi 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 ocmpbim ¢ yeeauyenuem eeca Ha 5-10
ke. llayuenmovr ommeuarom nosenenue newmucmou moyu. Yacmo wuabarooaromes crabocmo,
VMOMIAEMOCb U NOMeps annemumad.

Iayuenma moorcem becnokoums ymMeHbuleHue Koauuecmsaa 0moensieMol Moy, maHyuue
bonu 6 noAcHUYe, NOBbIUEHUE UIU CHUJCEHUE apMepUuarbHo20 0deieHus, cepoyebuerue
(6cneocmeue  pazeumus  2UNOBOJIEMUL), pexce — NOosGIeHUue MOoYU KPACHO20 yeemd
(maxpoeemamypus). Hapsaody ¢ ocHoBHbIMU npossieHUsMU HeDPOMUUecKo20 CUHOPOMA Ha
nepevlil NIaH 6 KIUHUYEeCKOU KAPpMUHe MO2Ym 8bIX00UMb €20 OCLONCHEHUs — UHPEKYUOHHbIE U
mpomoosmbonurecKue (yauje 6ceco 8eHO3Hble MPOMOO3bl 2TYOOKUX 8eH 20JIeHell, NOYEYHbIX GEH,

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

2.2 duzukajabHoe 00cae10BaAHHE

Ilpu obcnedosanuu nayuenmos c¢ DCI'C  viAIAIOM  KIUHUYECKVIO  KAPMUHY
He(pomu1uecko20 CUHOpOMA, KOMOPbIL YACMO PA36UBAEmCsl NOCNe HeOABHO NepeHeCceHHOU
uHgexyuu 6epxHux OvixamenbHvlXx nymeitl. BvipasiceHHble omeKu Mo2ym npugooums K Nos61eHU0
mpewun Ha Kodce C UCMeyYeHUuemM Cepo3HOU MHCUOKOCMU U UHDUUUPOBAHUID PAHEBbIX
nosepxHocmeti, ommeuaemcs. NOGvlUleHUe AaAPMEPUAIbHO20  0aGleHUs, OUACMOIUYECKAs]
apmepuaibHasn 2unepmen3us Moxcem ovimo msdcenrou (=120 mm pm.cm.).

V nayuenmoe ¢ ocmpo 603HUKWUM HeppOMu4ecKkum CUHOPOMOM CYUiecmseyem pPucK
2UNOBONIEMUU U PA3BUMUSL HeDPOMUYECKO20 Kpu3a Kaxk Cle0Cmeuss unoaibOymMuHemus u
CHUDICEHUsl ~ OHKOmuyeckoe  OasleHue  NiasmMbl  C  U30bIMOYHLIM — nepemeujeHuem
UHMPABACKYNAPHOU  dHcuokocmu 6  unmepcmuyuti. Cumnmomvl Heghpomuyeckoco Kpusa
BKIIOUAIOM  JUXOPAOKY, peomy, 0016 8 dcusome, Ouaperd, XoJOOHble KOHeuHocmu (u3-3a
MeONIeHH020 HANOJIHeHUs KAnuuisapos), oaucypuio, maxuxapouro. Mozym nosenamscsa
bonesneHnnvle Mucpupyloujue spumemvl Ha Koxce dedep u xcusoma. Knunuveckum npusnaxom
2UNOBONIEMUU  MOXMCem OblMb  CHUJCEHUE apmepualvbHo2o 0asileHus (opmocmamuyecKkas
eunomensus). I'unosonemus cozoaem ycio8us O CHUJMCEHUs nepgy3uu novex u pazeumuro
npepenanvrozo OIIIl u mybynsapno2o Hekposa.

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

cunopoma.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIAeT0BAHUS
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Mpbl pexkoMeHayeM BCeM MNALMEHTAM C MPeANoJaraeMbIM HJIH YCTAHOBJIEHHBIM
auarnozoM ®CI'C nposegeHue J1a0OpaTOPHOH AUATHOCTHMKH B 0a30BOM o0beMe,
npeaycMoTpeHHoM pexoMenganussMu no XbBII ¢ nejibi0 OleHKH BbIPasKEHHOCTH
AUC(PYHKIUH MOYeK, IPOTrHO3a, BbISIBJCHHS (PAKTOPOB, KOTOPbIe MOI'YT NOBJIUATH
HA TAKTHKY JIeYeHHsl, onpeaejienne oobemMa tepanuu [26].

YpoBenb  yoOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

Juisi oleHKM pHCKa BEHO3HbIX TPOMOO030B M 3MO00/Mi, omnpenejeHuss o0beMa M
KOPPEeKIHHN TEPANUH Y BCeX MANIMEHTOB C MPeANoJaraeMbiM HJIU YCTAHOBJEHHBIM
auarno3oM @CI'C u HedpoTHUECKHM CHHAPOMOM MbI PEKOMEHIAyeM OIpenaeieHne
KOHUeHTpauuu /JI-nmMepa B KpPOBH, NPOTPOMOMHOBOIO (TPOMOOILIACTHHOBOIO)
BpeMeHH B KPOBH HJIM MJIa3Me, MeKTYHAPOTHOT0 HOPMAJIN30BAHHOTO OTHOIIEHUST 1
AKTHBHPOBAHHOTO YACTHYHOT0 TPOMOOILUIACTHHOBOTO BpeMeHH, a TaKiKe
ucciie0Banne ypoBHs (puépunorena B kposu [46-48].

YpoBenb  yoOenurTeabHOCcTH  pekomeHaaumii C  (ypoBeHb  I0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapun: [lo pesyromamam mema-ananuza (MA) pacnpocmpanennocmo
MpOMOOIMOONUYECKUX OCONHCHEHUL NpU He@dpomuueckom cunopome cocmasnsem 8%
(95% oosepumenvuvii uumepsan ([H) 4-15%), umo Ouxmyem He0OXOOUMOCHIb
npoeedenuss OUACHOCMUKU HAPYWEHUIl CUCIEeMbl 2eMOCma3d U COOMEEemCmayoueco
Jewenus, ekmouas npoguraxmuueckoe. Cpeou nayueHmos ¢ YyCmaHoB8IeHHbIM OUACHO30M
@CI'C yacmoma mpomOOIMOOIUYECKUX OCNLONHCHEHUL cocmaensem, 6 cpeonem, 10%,
gospacmas 6  CIYYasX — peyuousa  Hehpomuueckozo  cuHopoma.  Yeenuuenue
KOHYyenmpayuu J[-Oumepa 6 Kpoeu s61siemcs Hauboniee HAOEHCHbIM NPEOUKMOPOM
mpomooamboruyeckux ocnoxchenuti y nayuenmos ¢ DCIC u Heghppomuueckum

CUHOPOMOM.

M1 pexomenayem nanueHTam ¢ ®CI'C, noaydyaommum JieyeHue MUKJIOCHOPUHOM**
WK #TaKpoJIMMYCOM**, BBINOJHATH MCCACJ0BAHUE YPOBHSI JEKAPCTBEHHBIX
NpenapaToB B KPOBH exKeHeleJbHO B MePBbIH Mecsll 10A00pa 103bI Npenapara uiu
IPU ee KOPPEeKUHH A oOecnedyeHUusi ONTUMAIbHON 3(Q(PeKTUBHOCTH JIeYHEHUS U
CHUIKEHHSI TOKCHYHOCTH MPOBOAUMOIi Tepanun [49-55].

YpoBenb  y0enuTeqIbHOCTH  pekOMeHAanmuii A  (YpOBeHb  [10CTOBEPHOCTH

0KA3aTEJbCTB — 2)
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KommenTapuu: O npumeneHuu YKA3aHHLIX NPenapamos U YenedblX VYPOBHIX
KOHyeHmpayuu cm. pazoen 3. Yacmoma uccredosanuii nocie 1 mecaya sagucum om

CMabuIbHOCMU KOHYEHMPAayutl U Onpeoeisiemcs UHOUBUOYAIbHO.

2.4 HNHCTpYMEHTAJIbHbIE JHATHOCTHYECKHE HMCCJIeI10BAHUA

Y nanuenToB ¢ nogo3pennemM Ha @CI'C nim ¢ noarsepkaeHHbIM quaruo3zom ®CI'C
Mbl pPeKOMEH/JyeM BbINOJHEHHE HHCTPYMEHTAJIbHOH [MATHOCTMKM B 00beMe,
npexycMoTrpeHHoM pexoMengauusamMu 1o XbBII, aias oumeHkM BbIPaKeHHOCTH
CTPYKTYPHBIX H3MEHEHHI MoYeK, a TaK:Ke JPYrUX OPraHoB U CHCTEM, MOpPaKeHue
KOTOPbIX ACCOLMHUPOBAHO CO CHMKeHHMeM (YHKIMU NMOYeK U PHUCKAMH JPYrux
Heb0JIaronpusTHBIX codbITHi [26,56].

YpoBenb  yOenutenbHocTH  pekoMeHganmii C  (YypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

MpbI pexkoMenayeM y nanueHToB ¢ nogpospeHueM Ha OCI'C wim nmoaTBepKACHHBIM
JAUATHO30M M TSKeJbIM HepPOTHYECKHM CHHAPOMOM (AJILOYMHH CHIBOPOTKH <25
r/J1) ¢ MOJ03peHueM Ha pPa3BUTHE TPOMOOIMOOINYECKHX OCIOKHEHUIH ¢ HeJIbI UX
JAUATHOCTHKH BBINOJHATH AYIUIEKCHOEe CKAHNPOBAHHE HIKHEH MOJIOH U MOYedHbIX
BeH, JYIUIEKCHOEe CKAHWPOBAHHE BeH HWKHUX KOHEYHOCTEi, NMPH OTCYTCTBHH
NPOTHBOMOKA3aHUH — KOMNBLIOTEPHYI0 TOMOTrpadguio OPraHoB rpyaHON MOJIOCTH ¢
BHYTPHBEHHBIM  OOJIIOCHBIM  KOHTPACTHPOBAHHEM HW/MJIM  KOMIbIOTEPHYIO
TOMOrpadui0 OpPraHoB OPIOIIHON TOJOCTH ¢ BHYTPUBEHHBIM OOJIOCHBIM
KOHTPACTHPOBAHUEM H/WJIH APYTHX HEOOXOAMMBIX uccaenoBanuii [57-60,128].
YpoBeHb  y0enutenbHocTH  pekoMenaanumii C  (YypoBeHb  I0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapun: Pucku u uacmoma pazeumusi mpomooIMO0IUYECKUX OCLONCHEHUT ObLIu
OYeHeHbl 8 KPYNHOM pempOCneKmueHom uccieooganuu y 7032 nayuenmos c
He@dpomuuecKkumM CUHOPOMOM, He3a8UCUMO om e20 npudunvl, exarodas OCIC [57].
Hezasucumo om npuuunvl Heghpomuueckoco CcuUHOpoOMa PUCK MpoOMOOIMOOIUYECKUX
ocnodxcHeHull  nosviwancsa 6 2,24 pasa npu @opmupoganHuu  Heppomuyeckozo
CUHOPOMA/CHUdICEHUU anbOyMuHa cvieopomku menee 3,0 2/0n (omHoCUmMENbHbIL PUCK
(OP) 2,24, 95% JIH 1,24-4,05) u noumu 6 3 pasa — npu cHudxcenuu anboymuna meree 2,5
2/on (OP 2,79, 95% JIN 1,45-5,37) [57].

B opyeom uccneoosanuu [58] npu obcnedosanuu 512 nayuenmos ¢ Heghpomuyeckum

CMH@pOMOM NnoKaszaHa eslCoKas dacmoma 6blA6TEHUA mpOM60306 npu KOManOmepHOIZ

16



momozpaguu 0peanos 2cpyOHOU U OPIOWHOU NOLOCMU C BHYMPUBEHHBIM OOIIOCHbIM
kowmpacmupoeanuem (v 35% nayuenmog — 6eHO3Hble MPOMOO3bI  PA3IUYHOU
nokanmuzayuy, y 85% — mpomb6o3wl necounoi apmepuu in Situ, uz Hux y 84% -—

beccumnmomuvle, y 44% — mpomb03 noueyHvlx gen).

2.5 Uuble AHArHocTHYEeCKHE MCCIe10BAHUS

Y nauueHToB ¢ nogo3penueM Ha ®CI'C B OTCYTCTBHH NPOTHBONOKA3AHHII MBI
PeKoMeHJAyeM BBINOJHEHHE OHONCHM TOYKH MOJ KOHTPOJIEM YJIbTPa3BYKOBOIO
HCCJIEAOBAHUS € MOCJHeIYIOIIMM IAaTOJIOr0-aHATOMUYECKUM  HCCJIeJ0BAHMEM
OMoncuiiHOro MaTepuaia JJsi MOATBEP:KAeHHUs] THATHO32, OLEHKH BBIPAKEHHOCTH
peHAJILHBIX MoBpexaeHnii [24,36,61-69].

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

Kommenrapuu: @CI'C moocem Ovimb 3an0003peH HA OCHOBAHUU KIUHUYECKOU
KapmuHvl y Nayuenmos ¢ HedpOMuUYecKkuUM CUHOPOMOM, OOHAKO OKOHYAMENbHbll
OUACHO3 YCMAHABIUBAETCS MOAbKO NPU GbINOIHEHUU OUONCUU NOYKU C NOCIe0YIOUUM
namono20-aHamoMuyeckum ucciedoeanuem ouoncutinoeo mamepuana. C yuemom
goxanbHo2co muna 6o0e6neuenus KiyOouKo8, 0COOEHHO HA PAHHUX CMaousx 0oae3Hu,
8EPOSIMHOCMb  OOHAPYHCEHUSI CE2MEHMAPHO20 NOpaXCeHUus 6 peuwlaroujeli cmeneHu
3aeucum om KOIUYeCmea oyeHugaemvlx Kiybouxoe 6 ouonmame. Kpome moeo, Ha
pannux cmaouax PCIC usmeHeHus KIYOOUKO8 NpeUMyUjeCmeeHHO BO3HUKAIOM 8
roKCmameoyiapHou 301e. Takum obpaszom, 011 vlasieHUsi POKATbHBIX Ce2MEeHMAPHBIX
nopasicenuil HeoObx00uM adekeamuulli oopaszey mranu. B udeane credyem oyenusamo 12-
15 nocneoosamenvHulx cpe308, KaiCOvlli U3 KOMOPBLIX COOEPHCUM MUHUMYM 8 KYOOUKO8
[65,66]. B npomusnom cnyuae c yeepennocmouio uckaouums ouacnoz DPCIC wue
npeocmasiiemcsi  603MOJCHbIM, U  HeKomopvle  cayyau  0yoym  OuuUOOYHO
Kaaccu@uyuposanvl Kax 601e3Hb MUHUMANbHBIX usmeHenull [29,65,73].
Mopgonocuueckue  ocobennocmu  Ki1yOOYKO8  HpU  CBeMOBOU  MUKPOCKONUU
namocHoMoHu4HbL 0A pasauunslx munog PCI'C, no ceemosas MUKPOCKONUS, MAaKice,
KaK u UMMYHOGIyopecyenmuas MUuKpOCKONUs, He no380saem onpeoeums nepeutiHocmy
uny emopuyHocms npoyecca. Mmmynognyopecyenmuoe ucciedoganue 8 psaoe ciyuaes
BbIABNIACN 6 30HAX CE2MEHMAapHo2o cKaeposa epauyasapuvie Oenozumsl 1gM u C3,
namoeenemu4eckas poib KOMopwulx 00 KOoHya He scHa. OOHaxo, Kakum Ol Hu Obll

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

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

K]ZMHHKO'MOPQI)O]ZOZMU@CKOZO 0”612]—!0361, umo no@meepofcdeﬁo 6 KJIUHUYeCKUx

uccneoosanusx [24,36,64-68].

Mpb1 pekomenayem y nanueHToB ¢ Auario3oM ®CI'C ¢ ueasto nudpepennuaibHoit
AMATHOCTHKHM 00JIe3HH, pa3srpaHUYeHUs] NEePBUYHON W BTOPUYHOH ero (opmbl
BBINOJHSATH JJE€KTPOHHYI0O MHKPOCKONMHIO MHKpONpenapara TKaHel MOYKHU
[23,38,65,70-72].

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

KommenrTapuu: [7nasnoi  yiempacmpykmypHot Haxookou npu OM  aensemcs
PACniacmuléanue HOMCKOBbIX OMPOCMKO8 NOO0OYUumo8 Ha 0a3anvHol memopaue,
Cc8A3aHHOe ¢ nospedxcoeHueMm noooyumos. IlLowads pacniacmel8aHus HONCKOBbIX
OMPOCMKO8 NOOOYUMOS8 UIU UX CYMMAPHAS WUPUHA MONCEM UCNONb308AMbCA OJs
paszepanuuenus nepeudnou u eémopuyrou opm OCIC.

B yumupyemvix uccredosanusix c Koumpoiem peghepenmHuiM MemoOooM (KIUHUKO-
Mopghonozuueckol  OughgheperHyuanvHou OUACHOCMUKOU NEPEUUHO20 U  BMOPUYHO20
@CI'C) onpedenenHno nOKA3aHo, 4mo >mu nNoKazamenu, HPUMEPHO, MPOEKPAMHO
npesviualom maxkosvlie 8 HOpMe U CYUWEeCmBeHHO OOnbule, YeM Npu Opyux 6apuaHmax
boneznu. /lugpgysnoe pacniacmvisanue ompocmkos noooyumos (niowaovio >80%) uiu
ux cymmapnas wupuna 6onee 1500-1600 Hum npu 31eKMPOHHOU MUKPOCKONUU
coomeemcmayem nepsuunomy PCI'C (6e3 mepanuu). Hckiroyenusmu mozym Obimb
BUY-nepponamus u nexapcmeennwviii. @CI'C, accoyuuposanuvlii ¢ npumMeHeHuem
NAMUOPOHOBOLL KUCTIOMbI, NPU KOMOPHIX NAOWAO0b CAAHCUBAHUS HOMCEK Oocmueaem
>80% u pazsusaemcs msicenviil Heghpomuueckuii cunopom [74].

3nauenue OM npu ©OCIC He oepanuyugaemcss aHaiu3omM noooyumos. Jlpyeue

VAbMPACMPYKMYPHble UCCIe008AHUS (UMMYHHbIE 0ENO3Umbl, USMEHEHUs 210MePYIAPHOU
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0azanvHOU MemOpanvl U np.) MO2Yym UMemdb CyujeCmeeHHoe 3HAYeHUsl 6 MOYHOU

oughghepenyuanvroil ouacHocmuxe 601e3HU.

Mbl  pekoMeHJyeM MNPOBOAUTH TIeHETHYECKOe HCCJIe0BaHHe B  Ciy4dae
noATBep:kAeHHOro rucrojorndyecku ®CI'C B coyeTaHMH € OTCYTCTBHEM NPUYHH
BTOPUYHOI0 BApHAHTA 00JIe3HM HJIM JAe0HTOM 00JIe3HM B JETCKOM BO3pacre WIH
ceMeiiHbIM aHAMHE30M 00JIe3HH WJIH Pe3UCTEHTHOCTHI) K MPEeTHU30J0HY** u/miau
HHTUOUTOPAM KAJIbIMHEBPUHA /IJIsl BhISIBJIEHHS FeHeTHYECKUX NMPUYHH 00JIe3HH U
KoppeKkuun jJeyenus [25,75-82].

YpoBeHb  y0equTelbHOCTH  pekoMeHaaumii A  (YpoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 2)

KommenTapuu: B yumupyemvix ucciedo8anuax ¢ KOHmMpoiem peghepenmubim Memooom
(ombopom  onucannvix kamezopuil cayuaes DOCI'C 6 pesyrbmame  KIUHUKO-
Mopghonocuueckol OUACHOCMUKU U OYEHKOU omeema Ha Jedenue) OonpeoesenHo
NOKA3aHO, 4MO PACHPOCMPAHEHHOCb 2eHEeMUYeCKUX NPUdYUH y 63POCIblX NAYUEHMO8
DCI'C mooxcem b6vimv cywecmeenna (0o 40% cnyuaes). I’ enemuueckue uccie0osanus
MO2ym NO0360JUMb ONpeoeiums MONEKVIAPHYI0 NONOMKY Kak NpuduHy 001e3Hu U
u30eHcamov HeHyHCHOU UMMYHOCYNPECCUU U ee OCTIONCHEHULL.

I'enemuyeckuri @CI'C moocem nposgumvcs Kax 6 Oemcmee, MaK U 60 63POCIOM
go3pacme, 8 3A6UCUMOCMU OM Muna mymayuu. B nexomopuix ciyuasx eenemuueckou
npeopacnonodxcennocmu  (Hanpumep, mymayus APOLI) kiunuueckue nposeieHus
B03HUKAIOM MOJILKO NOCAe B030elCMEUs 8mopo2o (hakxmopa, maxKo2o KaK XUMU4ecKds
MOKCUYHOCMb, BOCHaNeHue unu uHgexkyus. Monozennuvie NpUdYUHbL 2eHEeMUYECKO20
@CI'C moorcno pazdenumsv HA NOYEYHO-OSPAHUYEHHblE U CUHOPOMATbHbIE, HpUyem
NOCieOHUe ACCOYUUPYIOMCSL C BHENOYeYHbIMU NPOAGIEHUAMU, MAKUMU KAK NOMepsL Cllyxa
u Hapyuwienue 3peHus. Ienvl, accoyuuposannvie ¢ Hecunopomanvivivm DPCI'C u/unu
cmepouopesUcmeHmubIM He@hPOMUYecKUM CUHOPOMOM, IKCNPECCUPYIOMCS 8 OCHOBHOM 8
noooyumax U y4acmeylom 6 Op2aHu3ayuu ujenesol ouagpazmsl U aKMUHOBO20
yumockenema. Mymayuu 6 NPHSI, NPHS2, PLCel, CD2AP u MYOIE umerom
aymocoMHO-peyeccusHbvlll mun Haciedosanus, moeoa kax mymayuu ¢ TRPC6, ACTN4 u
INF?2 gvi3v16arom aymocomno-oomunanmuwiii @CIC.

Cunopomuulll xapakmep 00ne3HU, MO ecmb €20 CoYemauue ¢ IKCMPApeHarbHbIMU
nopadsfceHusmMu  (Hanpumep, 2IYXOMOU, NOPANCEHUAMU  KOJICU, 2Nd3, CcKelemd,
HEeBPONOSUYECKUMY — HAPYWEHUAMY,  2eNAMOCHIEeHOMe2anuell),  NPOoCieHCUBaembii

ceMelHbll  aHAMHe3 NOopaxdcenus nodexk (0COOeHHO SAGHOU  NPOMEUHypuu  Ulu
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Heghpomuuecko2o CcUHOpPOMA), a MaKdxHce pPe3UCMEHMHOCMb K NPOBeOeHHOU mepanuu
UHUOUMOPAMU KATbYUHEBPUHA ABNAIOMCA OCHOBHBIMU NOKA3AHUAMU OJisl NOUCKA 2EHHbIX
mymayuti, kax npuuyunbl DPCI'C. Cunopomnvii D@CI'C 6o3nuxaem 6 pe3yibmame
Mymayuti 8 2eHax, KOOUpyruwjux Oeiku, 3Kcnpeccupylowuecs 8 mKaHax 3a npeoeiamu
noooyumos, makux kaxk WTI, LAMB2, ITGB4, CDI151, SCARB u LMXIb. B smux
CYYasax eHenoueunble NPosAGLeHUs NOMO2AIOM KIUHUYUCIAM 8 NOCMAHO8Ke OUASHO3A.
IIpu cenemuueckom @CI'C omeem Ha ummyHocynpeccuio ecmpeuaemcs peoko, u aooou
maxoii omeem 00bIUHO AGNAemcs yacmuunvim. llosensemcs 6ce Oonvulee Koau4yecmeo
onucanui  eenemudeckux  eapuanmos  DOCI'C, pe3ucmenmuvix K  mepanuu
2NIIOKOKOPMUKOUOAMU U UHSUOUMOPAMU KATbYUHEBPUHA, NpU OMCYMCMEUU CeMelHOU
ucmopuu 6Oone3nu nouexk y 63pocivix. Mymayuu cenos, Komopvie omeeuaom 3a
passumue pezucmenmuozco k mepanuu DPCI'C, nepeuucnenvt 6 pazodere 1.2. K
uckmouenusm omuocamesa caydau ¢ mymayuamu 6 cexax WT1, TRPC6, PLCEL,
MAGIC2, TNS2, DLC1, CKD20, ITSN/ u ITSN2, komopwsie moeym uacmuurno omseeuams
Ha uMMyHocynpeccusHylo mepanuio [43]. Mymayuu 6 ecene noooyuna — Haubonee
yacmas npuduna mornocennoz2o PCI'C [81].

Taxkum ob6pazom, omeem Ha JleueHue Nnepeol JIUHUU 2NHOKOPMUKOUOAMU MOdHCem
paccmampusamscsi Kak noomeepoicoenue ouacnosa nepeuuno2o @CI'C u ucknrouaem
HeobXoo0uMocms npogedenus ceHemuyecko2o ananusa. Haubonee pacnpocmpanennvimu
8 Hacmoswee 8peMs MemooamMu 2eHemuyecKkoeo mecmupoganus nayuernmog ¢ @CIC
aenaromesn npamoe (no CiHeepy) cexkeHuposamue U yenegoe CeK8eHUpPOBaHUe HOB020
nokonenusi. Ilonnoe cexkeenuposanue 3K30Ma A6nsemcs 6onee  UHDOPMAMUSHBIM
MemoOoom OJisl 8blAGNeHUs MYMAyuti 6 2eHAX-KaHouoamax u 6 HOBbIX 2eHax, 4mo
0CODEeHHO B8adHCHO 071 BvlasieHus 2eHemuyeckol npuyunvl @CI'C npu omcymcmeuu
cemetinozco anamuesa. Tecmupoeanue ciedyem npoeooumsv nymem yeieHanpasieHHo20
CEeKBEHUPOBANUSL NAHENU 2eHO08, CEA3AHHLIX C 2eHeMUYEeCKUMU NOOOYUMOnamusamu, da
8b100p ONMUMANLHOU MEMOOUKU UCCAE008AHUSL ABNAEMC NPEOMEMOM 0OCYHCOEHUS CO
CReyuanu3UpOBAHHbLIMU OUASHOCTUYECKUMU 1AO0PAMOPUIMU.

Onpedenenno He cnedyem HNpeonazamv 2eHemudecKull aHaiu3 NaAyueHmam ¢ XOpOouio

U36ECMHBIMU COCMOAHUAMU, ACCOYUUPOBAHHBIMU CO 6MOPULHBIM DCIC.
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3. JleyeHue, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0 Tepanum,
AMETOTEPANuIo, 00e300,1uBaHNEe, MEIMIUHCKHE IOKA3AHUS H

NMPOTHUBOINOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUSA

Obwue nooxoowt Kk 1aeuenuio nayuenmos c¢ @DOCIC npedcmasnenvt 6 paszoene
«IIpunoowcenue by, n. 1.

3.1 HemmmynocynpeccusHasg Tepanusa ©CI'C

e V mnanuentoB ¢ aumariHozom ®CI'C BHe 3aBHCHMOCTH OT €ro JTHOJOTHH MbI
peKoMeHyeM NPOBOAMTHL HEMMMYHOCYNPECCHBHYI0 PEHONPOTEKTHUBHYIO Tepanuio
N0 MOKA3aHUAM U B 00beMe, MpeaycMOTPeHHOM pekoMeHgauusaMu no XBII, nas
CHMKEHUS] MPOTEeHHYPUU U TEMIIOB MporpeccupoBaHusi 00Jie3HH, MpeIynpe:RIeHns
U JIeYeHHs 0CJI0KHEeHHi TuchyHKIun novex [26].
YpoBeHb  y0enuteabHOcTH  pekoMenaanmii C  (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

e Mbub1 pexomenayem y mnapueHToB ¢ ®CI'C M nporemHypueil He3aBHCHMO OT

NPUYMHBI M B OTCYTCTBHe NPOTHBONOKA3AHWN JiedeHHe TMpenapaTaMmu,

NOAABJIAIOIMMHU PEHMH-aHTMOTEH3UHOBYIO CHCTEMY - HHTHOMTOpaAMHU
AHTHOTEH3MH-TPEBPALIAKIIET0 ¢epmenTa (MHTHOUTOPBI AIlD) W
aHraronucramm penentopos anruorensuHa-II (bPA) — ¢ wmeab0 CHUKeHUd

NPOTeHHYPUH, NPOIrPecCUPOBAHMA JAUCPYHKIMHU MOYEK, CepAedHO-COCYAMCThIX
coObITHIl M cMepTH 0T Beex mpuyuH [83-87].

YpoBenb  y0enuTeIbHOCTH  peKoMeHAauWii A  (YpoBeHb  J10CTOBEPHOCTH
0Ka3aTeJIbCTB — 1)

Kommenrapumn: uneudoumopvr AP unu BPA sasensaiomca oOHUM U3  OCHOBHBIX
KOMNOHEHMO8 PEHONPOMEKMUBHOU MePanuu, Ymo O0emaibHO OC8AUEHO 8 KIUHUYECKUX
pekomenoayusx «Xponuweckas bonesnv nouexy 2021 2, pazoen 3.1 [26]. Hneubumopoi
AIlD u BPA crhedyem pexomeHOo8amb maxice NAYUeHmMam ¢ 8MOpudHbiMU hopmamu u
noomeepaicoennvimu cenemudeckumu gopmamu PCI'C. Bosoelicmeys Ha HeUMMYHHble
MexaHusmbl npozpeccuposanus 3aboneeanus, uneubumopvr AII® u BPA mozym
0Ka3bl8AMb aAHMUNPOMeUunypudeckull d¢hgpexm u 6 OMHOUIeHUU 2eHemU4ecKux @opm

dCIC [87,88].
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Jass  npodpuaakTMKH TPOMOOIMOOJIUYECKHUX OCJI0KHEHHMH Yy CTAMOHAPHBIX
NAUMEeHTOB ¢ HePOTHYECKUM CHHIPOMOM U YPOBHEM aJLOYMHUHA B KPOBH <25 1/
Ha (oHe TpeamosaraeMoro WM YycTaHOBJeHHOro auar€osa @OCI'C wmbl
pPeKOMeHlyeM Ha3HA4YaTh #IHOKCANIAPUH HATPUA™* WIK #1ajrTenapuH HATPUS (CM.
KOMMEHTAPUM) [0 perpecca TSKeJ0H THUNOAJILOYMUHEMHH WM Ha3HAYEeHUS
aJbTepHAaTHBHOW Tepanmuu [47,48,57,89-92].

YpoBeHnb  yOenuteabHocTH  pekoMenaammii C  (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapuu: ¥V nayuenmos ¢ negppomuueckum cuHOpomMom u arbOYMUHOM 8 Kposu
<25 2/n  3apecucmpupo8aHo  mpexKpamHoe  yeeludeHue — pUcKa — BeHO3HbIX
MPOMOOIMOOIUYECKUX OCTONCHEHULL NO CPABHEHUIO € nayueHmamu ez Heppomuyeckozo
cunopoma. Haubonee svicokutl puck mpomoosIMOOIULECKUX OCTONCHEHUL ObLT OMMeUeH 8
meuenue nepsvix 6 mecsyes cywecmeosanus heppomuuecko2o cunopoma [89].

B uccneoosanuu Rostoker G u coasm. [90] y nayuenmog ¢ neghpomuyeckum cuHOpomMom,
6 mom uucre DCIC, umerowux 6blCOKUU PUCK MPOMOOMUUECKUX OCIONHCHEHULL,
nposoounu mepanuto #anokcanapunom wampus** 4000 aumu-XA ME ¢ meuenue om 3
00 12 mecayes 011 npoGuiaxmuxu 6eHO3HbIX MPOMO0O308 NOO KOHMPOeM OYNIeKCHO20
CKAHUPOBAHUSL BeH NOYEK, 6eH HUNCHUX KOHeuHOCcmell U nep@hy3uoHHoU cyunmuepaguu
JIe2KUX, yposHs /[-oumepa u npodykmos decpadayuu pubpuHa.

B pezynomame neuenus #oumoxconapumom Hampus** oanuvix 3a mpomO03 He 0bL10
NOIYYEeHO HU Yy O00HO020 nayueHma. B Opyeom ucciedosanuu npoguiakmuyeckoe
npumenenue #Hsnoxcanapuna uampua™* unu #oanmenapuma Hampus oyewueanu y
nayueHmos ¢ Hegppomudeckum cuHopomom, 6 mom uucie ¢ @CI'C, npu smom He OvLIO
3ape2ucmpupoB8ano Hu 00H020 Cy4as 6eHo3H020 mpombosa [91].

Ipogpunaxmuueckue 0oswvi #Honoxcanapuna nampua™* eapoupyiom om 4000 anmu-XA
ME/0,4mn [90,91,93] oo 8000 anmu-XA ME/0,8mn [91] (s6edenue 1 paz 6 cymku
nookodicHo), #oanmenapuna nampus — om <5000 (2500-5000) aumu-Xa ME [91] 0o
>5000 6 uccreoosanuu Welander F u coasm. [92], oocmueas >7500 anmu-Xa ME &
uccneoosanuu Kelddal S u coasm. [91] (I paz 6 cymku, nooxodcho). Bwvibop 003vl
00/10iCeH  ObiMb ~ NepCoOHUPUYUPOBAH ¢ Y4emoM  PUCKO8  MPOMOOIMOOIULECKUX
OCIOJHCHEHUU U KPOBOMEUEeHUU.

Vkazannoe neuenue 6onee NpUMEHUMO 6 YCIOBUAX CMAYUOHAPA U €20 Ccaedyem
npooondcams 00 mex Nnop, HOKA He 0yoem OOCMUSHYMA YaCMUYHAsS DPeMUCCUs

3abonesanus [93] unu HazHavena anbmepHAMUEHAs Mmepanus (cm. CiedyIowull mesuc).
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Jdass  npopmiaakTHKM ¥ JIeYeHHS] TPOMOOIMOOJIUYECKUX OCJIO0KHEHUN  MbI
pexomenayem y nanueHToB ¢ XBII C1-4 u HedpoTMyecKMM CHHIPOMOM Ha (poHe
NpeanoJjaraeMoro Wi ycranoBjeHHoro auardosa @CI'C BHe 3aBHCMMOCTH OT ero

yruosioruu npu 3Hadenusix pCK®>15 ma/mun/1,73 m?

NpUMeHeHHe MPSAMBbIX
uHruouTopoB gakropa Xa (#anukcadana**, #pusapokcadana**) [94-97].

YpoBeHb  yOenuTeIbHOCTH  peKoMeHAauMii A  (YpoBeHb [IOCTOBEPHOCTH
0KA3aTeJbCTB — 2)

KommenTapuu: B cucmemamuueckom o63ope u MA 6 PKU u 19 nabarooamenvHoulx
uccnedo8anull N0 CpasHeHuro dghghekmusnocmu u 6€30NACHOCMU NPAMBIX UHSUOUMOPOB
Gaxmopa Xa u eapgapuna** y nayuenmos ¢ XBII 6v110 noxazano, wmo npsmvie
uneubumopor gaxkmopa Xa (Hanuxcabaun**, #pueapoxcaban**) owinu cesazamnvl co
3HAYUMETbHBIM CHUMICEHUEM DPUCKA MPOMOOIMOOIUUECKUX OCIONCHEHUU U UHCYIbMA
(chudicernue pucka Ha 22%) u 6orvuux KposomeyeHutl (CHudxceumue pucka Ha 24%) VS
sappapun** [95]. B oonoyenmposom pempocnexmusnom uccireoosanuu Keddal S u
coasm. y nayueHmos ¢ Heghpomudeckum cCUuHOPOMOM Npu ypoeHe arbOymuna menee 252/
NpUMeEHAIU npsamble uHeubumopsl paxmopa Xa — #Hanuxcabaun** enympo 6 0ose 5 me 2
paza 6 cymku u #Hpusapokcaban** enympo 20 me 6 cymku 8 cpednem 6 meueHue 7
mecayes  [94]. B 00HOM  pempOCHMeKMUBHOM  KO2OPMHOM  UCCILe008AHUU
npooemMoHcmpuposano  bezonacHoe U dgekmusnoe  UCNONL308AHUE — NPAMbBIX
uneubumopog ¢axmopa Xa 6 cpasHenuu c eapghapunom™** ona  npoguraxmuxu
MpoMOOIMOOIUYECKUX OCNOJHCHEHUI Hedhpomuueckoeo cunopoma [96]. B uccredosanuu
Van Meerhaeghe T u coasm. ons npoghunaxmuxu mpomooIMOOIUYECKUX OCLONCHEHULL Y
nayuenmos ¢ Hegppomuueckum cunopomom, ¢ mom uucie ¢ @CI'C ¢ yposnem anboymuna
Hudce 20 2/n, npumenanu #anukcaban™* ¢ cmandapmuoii 0oze 5 me 2 paza 6 cymku,
cpeoHssn OnumenvHocmsy nedenus cocmaeuna 153+132 Ona (OnumenvHocms 8 cpednem
cocmasuna 5 mecayes). Ymenvuwiennyo 003y #anukcabauna™* (2,5 me 2 pasa 6 cymku)
ucnoavzoeanu y nayuenmos cmapue 80 nem, ¢ maccou mena <60 ke uiu npu ygeiudeHuu
KpeamuHuna cvlgopomku >133  mxmonv/n (1,5 wme/on) [97]. Hcnonvzosanue
#pusapoxcabana®* u #anuxcabana™* npu cuuoscenuu pCK® menee 15 mi/mun e
NOKA3AHO CORNACHO UHCMPYKYUU K NPUMEHeHUl0 npenapama. B panoomuzuposaHHom
uccnedosanuu Zhang L u coasm. s¢pgpexmusnocmo u 6ezonacnocms #pusapokcabana**
30 me 6 cymku 6 meuenue 3 Hedellb CPAGHUBANU C IPPEKMUBHOCMbIO U OE30NACHOCMbIO
NpUMeHeHUsl IeKapCMBEHHbIX NPenapamos epynnvl enapuna O jledenus nayueHmos ¢

Hegppomuueckum cunopomom (6 mom uyucie DCI'C) ¢ paszsuswumcs 6eHO3HLIM
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mpombozom. #HPusapoxcaban™* npeeocxooun nexkapcmeeHHble npenapamvl pynnol
eenapuna no 2¢hghexmusHocmu u umen Xopouwul npoguib 6e3onacHocmu 6 IMotl epynne

nayuenmos [96].

3.2 Jleuenne nepsuuHoro ®CI'C

Aneopumm newenus nepeuurnoco PCI'C npedcmasnen 6 pazoene «llpunosxcenue by, n.2.

3.2.1 Jleuenue mnepBoro 3mu3ona nepBu4yHoro M®CI'C (uHHHMAJLHAS Tepanus

nepsuuHoro DCIC)

Haoescuvim nokasamenem oyenku nocieoyroueco npocHo3d NOYEYHOU BbIICUBAEMOCTU
npu @CI'C ocmaemcs omeem Ha neuenue. Y 50% nayuenmos, e omeemusuiux Ha JiedeHue,
TIIH pazeusaemcs menee yem 3a 10 nem, a npoeHo3 npu OOCMUINCEHUU YACMUYHOU UU NOJIHOUL
pemuccuu cmanosumcst 6naconpusmuvim [98].

Ileped pewenuem 6onpoca o0 HA3HAYEHUU 2TIOKOKOPMUKOUOO8 U  UHSUOUMOPO8
KATbYUHEBPUHA HeoOX00umo onpedeiumv npunaoaedcHocmv @DCI'C k  nepguunomy unu

emopuyHomy. B nocneonem cnyuae maxoe neuenue He onpagoamo.

e JlNA MHAYKIHMH peMUCCHU Yy NanueHToB ¢ nepBuYHbIM ®CI'C u HedpoTHUecKUM
CHHIPOMOM MbI PeKOMEH/IyeM B KauecTBe NMepBOii JHHUH MOHOTEPANHIO BHICOKMMH
A03aMH NPEJHU30J0HA®* WM Tepanui HMHIHOMTOPAMH KaJbUMHEBPHMHA B
KOMOMHAIMH ¢ HU3KHMHM 103aMH NpexHn3ooHa** [68,98-102].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHaauuii B  (ypoBeHb  10CTOBEPHOCTH
10KA3aTeJILCTB — 3)

Kommenrapumn: Jleuenue nepsoeo snuzoda nepsuunoco @CI'C npedcmasneno makdice 6
mabauye 4.

I nirokokopmukouosvl  A6AAIOMCA  MPAOUYUOHHBIM — MEHCOYHAPOOHBIM — NOOX00OM K
nepsuunou mepanuu @CI'C, xoms ¢ omcymcmeue PKU ookazamenvras 6aza ocmaemcsi
cnaboi. OnpasdanHocms MaxKo2o nooxo0a Onpeoensemcs 8epPOSmMHOCIbIO 00CIUNCEHUS
omeema (NoIHAsA Uiy yacmuynas pemuccusi) oxono 50% no 0anuwvim psaoa ucciedosanutl,
a makdce mem, uymo OOKA3amenbHasi 0a3a 04 NPUMEHEeHUs Opyeux Bapuanmos
UMMYHOCYRPECCUBHOU mepanuu  copmupoeana Ha 0aze Cmepoud-pe3ucmeHmublx
cryuaes (Unu  opmMupoanus 3a8UCUMOCMU OM  2TIOKOKOPMUKOUOO8 UMY UACMO20
PeYuUoUBUPOBAHUS, HECMOMpPsl HA JedeHue). AnbmepHamueoll sAensiemcs KOMOUHAYUsL
YUKNOCNOPUHA™* ™ U 2II0KOKOPpMUKOUOO08 (nocieOHue 6 HU3KUX 003aX — IKEUBANEHMHbIX
10-15 me/cym npeonusonona™**), spgpexmusnocmos komopoi 6 omHoOUEeHUU PEMUCCULL U

memnoe npoepeccupoeaHusl bonesnu npoc)eMOHcmpupoeaHa 6 HebOoNbUIUX
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pempocnexmusnoix [99,102] u kpynnom xoeopmmuom uccneoosanusx [100]. Ilo dannvim
MA  xombunayus yYukiocnopuna™* u  210KOKOpMuUKouoo8 modcem Ovims 0Ooaee
ahpexmuenoil, uem Monomepanusi 2IIOKOKOPMUKOUOAMU, OOHAKO BbIOOP MedHCOy IMUMU
sapuanmamu jieyeHust O0aANceH OblMb OCHOBAH HA UHOUBUOYAIbHLIX OYEHKAX NOAb3bl U
PUCKOB U3BECTHBIX OCLONCHEHU. HICKatoueHuem modcem Obimb 6epXyueyHblll 6APUAH
@OCI'C, npu xomopom  npeonoumenue  ciedyem Omoaeams  MOHOMEPANUU
entokokopmurkoudamu [100]. Jleuenue na ocumose uHeUOUMOPOS KATbYUHEBPUHA He
cnedyem NpUMeHsmb Y NAYUEHMO8 CO 3HAYUMETbHbIMU COCYOUCBIMU USMEHEHUsMU
NOYKU — UIU  BBIPANCEHHBIM — UHMEPCMUYUATbHLIM — (QUOpO30M  NO  pe3yibmamam
eucmonoauu, unu cuudicenuem pCK® <30 mn/mun/l,73 Mm% us-3a pucka >¢¢exmos
HeghpomoKcuyHOCMU YMUX npenapamos.

IIpeonusonon™* @ ycrosuax moHomepanuu NPUMEHSAIOM 6HYMpPb, 8 003¢ 6 003e |
me/ke/cym, Ho ne 6onee 80 me/cym 6 meuenue 8 medenvb, 3amem 003y NOCMENEHHO
chuxcarom ua 5-10 me/cym xascovle [-2 nederu 0o nododeprcusaioueti 0o3vr 10-15
me/cym (8 OMOENbHLIX CAYHASIX 8MeCmo NPeOHU3010HaA™** moeym Ovimb npumeneHvl
2NIIOKOKPMUKOUObL 6 IKBUBAIEHMHBIX 003aX). Anbmepnamuenvlil eapuanm exouaem 3
«nynvcay #memunnpeonuzonona** enympusenno no 1 2 xascovie 24 uaca, 3amem
npeonu3onon™** nepopanvro 0,5 me/ke/cym 6 meuenue 8 Hedelb, C NOCMENEHHbIM
cHudcenuem 003vl 00 10-15 me/cym [69]. Onmumanvhas npoodondicumenbHocms npuema
BbICOKUX 003 NPeOHU30M0HaA™** y e3pocavix nayuenmos ¢ nepsuunvim @CI'C mouno ue
yemawnosnena. [lantvie 0moenbHbvlX pempoCneKmueHbIX UCCIe008AHUL YKA3LIBAIOM HA
oocmudiceHue — omeema 8  CMepoud-uy8CMEUMENbHbIX — CIYHaAsAX Nnpu  Meouaue
onumenvrhocmu aevenus 4 mecsya [35,69].

Bmecme ¢ mem, nexomopuvie PKHU, noceswennvle newenuio cmepoud-pe3sucmeHmHblx
cnyuaee OCI'C, onpedensinu ux nocie 4-8 nedenw aevenus [69,103].

Beposmmuo, credyem onpedensimv OnumenbHOCMb JleueHUss UHOUBUOVAIbLHO HA OCHOBE
OUHAMUYECKUX OYEHOK: 3pdexmusnocmu jeyeHuss (MeHOeHyuu K CHUINCEHUIO
npomeunypuu  npu  cmadunvror CK®), pazeumus  uU36eCMHbIX  OCLONCHEHULL
enoKkokopmukouoos («Illpunooscenue A3», n.1). Ilpu pecucmpayuu pannezo omseema Ha
2NIIOKOKOPMUKOUObL 8 BUOe CHUNCEHUs NPOMEUHYPUU UTU DEeMUCCUU YenecO00pa3HO
NPOO0INCEHUE IeYEHUs 8 CHUNCAIOWUXCSA 003UPOBKAX 8 medeHue 6 mMecayes u nepexo0om
Ha noddepacusaiowyro mepanuto (5 me/cym). Hanpomus, npu omcymcemsuu s¢hghexma,

0C06€HHO, 6 couemanuu ¢ paseumuem OCNO0HCHEHULL mepanuu, NOCNEOHION Cﬂedyem
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C80€8pPEeMEeHHO NPeKpamums, K8AIUGUYUPOBAE CIYUAll KAK CIMepOoUd-pe3ucmeHmublil (CM.
Hudice).

B uccrneoosanuu Chdavez-Mendoza CA u coaem. [102] epynna nayuenmos nonyuana
Jleuenue aubo YUKI0CnoOpuHom™**, nubo #Hmaxporumycom™>, cmpemsaco K YposHAM 8
cvigopomxke npenapamog om 100 0o 180 ne/mn u om 5 00 7 He/Ma, cOOMBEMCMBEHHO, C
npeoHu3ononom™* ¢ 0oze om 0,10 0o 0,15 me/ke 6 denv. B epynnax cpasHenus Ha3Ha4alu
npeonuzonon** ¢ doze om 0,8 0o 1,0 me/ke 6 meuenue 12 nedenv, 8 meyeHue KOMoOpvix
OYEeHUBANU NPOMEUHYPUIo U, eciu Habnodanrocy ee cuudxiceHue <25%, mo 6 mpemveltl
epynne Kk mepanuu 000a8JAIU UHSUOUMOPLI KATbYUHEBPUHA 8 YKA3AHHbIX 003ax. JlaHHas
cxema mepanuu npusena k omeemy y 72,7% npoaeyeHHvlX NAyueHmos, npu 9mom noiHas
pemuccuss OCI'C ovina Odocmuenyma y 36,4% wuepez 2 (1-4) mecayes neuenus.
JnumenvHocms mepanuu uHeUOUMOpAMU  KalbyuHespurna cocmaeuna 12 mecayes.
Omeem Ha neuenue Ovl1 docmuecHym 6o ecex epynnax 8 72,7%, 76,9%, u 87,5% c noanoti
pemuccueu y 36,4%, 48,7% u 31,3%, coomeemcmeenno. He Ovino paznuuuii 6 wacmome
peyuousoe nocie naedenus (44,4%, 48,4% u 46,7%) umu 6 S-nremmueu nouyeynou
svlorcueaemocmu (81,8%, 87,2% u 87,5%) [101].

Tabnuma 4. Hexotopble MpakTUYECKHE ACHEKThl MHHUIMAIBLHOTO JICYCHHUS MEPBHYHOTO

®CT'C, HanpaBlIEeHHOTO Ha JOCTHXEHUE peMuccuu [2]

IIpenapar Jo3a 1 JUTenbHOCTh
I'nmroko- CrapTtoBas 1032
KOPTHUKOHIBI [penamzonon** 1 mr/kr/cyTt (MakcuManbHO 80 MI/CYT), BHYTPB, €KEIHEBHO I 2 MI/KI/CYT

(MakcuManpHO 120 Mr) B aJIETEpHUPYIOIIEM pekuMe (depe3 ICHB).

JmutenpHOCTH

[IpomomxuTh Tepamuio B CTapTOBOM 103e¢ B TedeHHEe 4 HENelb B CiIydae TOCTHIKCHUS
PEMHCCHH WM MaKCUMAJIBHO 16 Hememb.

[MporenHypHs y HalMEHTOB, OTBEYAIONINX HA TEPAIHUIO IIIOKOKOPTUKOMAAMH, KaK IPaBHIIO,
CHMXKAeTCs. B CPOKM 110 16 Henenb, MOITOMY INPH OTCYTCTBHHM TEHACHIMH K CHIDKEHHUIO
NPOTEMHYPHH TEPANUIO BBICOKUMH JI03aMH TIIFOKOKOPTUKOMIOB MOXKHO IPEKpallaTh paHee,
Jio 16 Henens.

CHIKeHne 1 OTMEHA

TeMIbl CHIDKEHHS TIPEAHU30JIOHa™ * ClieyeT ONMpeaeiATh HHAUBHIYAIbHO C YIETOM TEMIIOB
pa3BUTHA OTBETa HA TEPAITHIO.

B cmyyae OBICTPOrO CHWKEHUS MPOTEHHYPHH CJICIyeT MPOAOJDKATH IPHEM ITOJIHOW JT03BI
CyMMapHO 4 HeJenu; NpU HCUYE3HOBEHMHM NPOTEUHYPHUH — elle 2 HeAenu. 3aTeM J03Y
MPETHU30I0Ha** ClIeyeT CHWKATh Ha 5 MT KaxIbeie 1-2 Hemenw 10 TOJNCPKUBAIOIICH H
JIOCTIDKEHUSI OOIIero cpoka JiedeHUss 6 MecsieB. BO3MOXHOH TeparmeBTHYECKOW TaKTHKOU
MIPU CHIKEHUU J103bl SBISIETCS MEPEXO] Ha aJbTEPHUPYIOLIUI NpUeM MpPeIHU30JI0Ha, Yepes
JleHb (YIBOWTH CYTOUYHYIO /03y, HO He Oonee 80-120 mr), 3aTeM yMEHBIIATh 3Ty CYTOYHYIO
JI03y IpUMEpHO Ha 5-10 MTr KaxIIple ABe-TPU HEJEIH.

[Ipu Gosiee MeJIGHHOM, HO OMpPEACIEHHOM OTBETE M Pa3BUTHH YaCTHYHOH PEMHCCHUU B
TeyeHue 4-12 Hemenp JIeYEHHUS Jydllle COXPAHWUTH €XKETHEBHBIN NMPHEM NpeIHU30J0HA™™ H
MEJUICHHO CHIXATh CYTOYHYIO 103y Ha OJIHY TaOJIETKY KaXKIble IBE-TPU HEIEIH.

JIi1st MareHToB, y KOTOPBIX HaOII0JaeTCs CHIKEHUE IPOTEMHYPHUH B TeueHue 12-16 Hemenn,
HO OHO HE COOTBETCTBYET KPUTEPHUSIM YACTUYHONW PEMHCCHH, PEIIEHHE O MPOAOIKEHUU
mpreMa BBICOKOW JT03BI MPEITHU30JIOHA** MM MOJU(PHUKANNU TEpalHK CISAYyeT IPUHIMATh
WHIUBUAYAIGHO C YYE€TOM IEPECHOCHMOCTH M IMOOOYHBIX S(P(PEKTOB TIFOKOKOPTHKOUIOB
(pa3BHBAIOIIKXCS K OTHM CPOKAM Tepanuu B OOJIBIIUHCTBE CIIy4Yaes).
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IIpu otcyTrcTBUM 3(PdekTa, B clyyae KOHCTATAIMM CTEPOUA-PE3UCTCHTHOCTH W/WIH IIPH
Pa3BUTHH CEPHE3HBIX MOOOYHBIX 3(G(HEKTOB 03y MPEAHU30JI0HA** HeoOXoaumMo OBICTPO
CHIDKATh M PACCMATPHUBATh AIbTCPHATHBHOC JICUCHHE.

Wuruburopst CrapToBast 103a
kanpiuHeBpuHa (B | Luxmocnopun** B no3e 3-5 mr/kr/cyt unu
KOMOHMHAINN ¢ | #rakpomumyc** 0,05-0,1 MI/Kr/cyT, pa3jieneHHbIC Ha IBa MpUeMa Kaxabie 12 gacos [2]

npeqHu30JI0HOM** | J103bI HHTHOMTOPOB KalbIIMHEBPHHA OKOHYATEIBHO OMPEICISIFOTCS LEeICBOM KOHIICHTpaLUei
B mo3e or 0,10 1o | mpemapara B CBIBOPOTKE KPOBH (CM. COOTBETCTBYIOIINI Te3uc B pasaere 2.3, [49-55]).

0,15 Mr/KT B 1eHB) [emeBble KOHIIEHTPAIIMH B CHIBOPOTKE KpOBH B (asy umHmekmumu: nukiocnopuH 100-200
Hr/M1, #Takponmumyc 5-10 Hr/mit.

JITATEeIbHOCTD

[Ipu nocTmwKeHUH 1eNeBo KOHIEHTPAIIMH OUKIOCHOpHHA™* mimn #rakpoiamMyca™* B KpoBH
HEOOXOANMO MPOAOIDKATH NPHEM Mperapara B 3TOH 03¢ elle B TEYEeHHE 6 MECSIEB, a B
cilydae OTCYTCTBUSI 3((eKTa ONpeNersiioT PE3UCTEHTHOCTh MTAINEHTA K TepaInu.

CHMmXeHHe U OTMEHa

VY HanueHTOB, TOCTUTIINX MOJTHON MM YaCTUYHON PEMUCCHH, CICAYET MPOIOJDKUTH JICUCHUE
MpenapaToM B TOHU JKe J103€ 10 AOCTHKEHHs 001Iero cpoka yedenus 12 mecsues [61,69,104].
3arem mpenapaT MeJIJICHHO OTMEHSIETCsl B TeueHue 6-12 MecsIes.

3.2.2 Jleuenue crepoua-pe3sucTeHTHOro nepsuauoro ®CI'C

e Jlasi TOCTH:KEHUSI PEMHUCCHH Y TMALNMEHTOB CO CTEPOU/I-PE3MCTEHTHBIM MEPBUYHBIM
®OCI'C ™Mbl pekOMeHAyeM JieHeHHe HHUKJIOCIOPHMHOM** B coYeTaHUM WiIn 0e3
COYETAHUS] C HU3KHMHU [03aMHU NPEeIHU30J0HA** (Makcumym 15 mr/cytkm), Kak
MHHHMYM, B TeueHue 6 mecsiues [61,62,69,105,106].

YpoBeHb  y0eqUTEIbHOCTH  pekoMeHaaumii A  (YpoBeHb  10CTOBEPHOCTH
0Ka3aTeJILCTB — 1)

Kommenrapun: Joxazamenvnas 6aza mezuca ocnogana na oannvix yemvipex MA PKU
no npumeHeHuro Yukiocnopuna** y nayuenmos co cmepouo-pezucmenmuvinm @CI'C no
cpasHeHuilo ¢ naayebo unu Opyeou cxemou aedenus. Tepanus yuxkiocnopuHom®*
accoyuuposana ¢ ygeiuyeHuem 6epOosSmHOCMU PeMUCCUll U CONOCMABUMOLL YACmMOmou
NOOOUHBIX HEJICelamenbHblX SGNeHUll N0 CPABHEeHUI0 ¢ OpYeUMU CXeMamu Jjle4eHus
[62,69,105,106]. B omoenvhbix ciyuasx npUMEHEeHuro HU3Kux 003 2M0KOKOPMUKOUOOS
MOdicem nPeouecmeosams 6HYMPUBEHHOe UX 88edeHuUe 8 Hazpy30unblx dozax - 0,25-1,0 2

1 pa3z 6 Oenwv (6 meuenue 1-3 oueti).

e VY NauMeHTOB CO CTepPOUI-pe3ucTeHTHbIM NepBUYHbLIM DPCI'C nas nocTmkeHus
PEMHCCHHM KaK AaJbTePHATHBY HHMKJIOCHOPHHY** (IIPH NPOTHBONMOKA3ZAHUAX HJIH
HEINEePeHOCMMOCTH) Mbl PEeKOMEHIyeM JiedeHre #TAKpPOJUMYCOM** B COYETAHUM C
npeauusogonom** [104,107,108].

YpoBenb  yOenurTelbHOCTH  pekoMeHaauumid B (ypoBeHb  [10cTOBEepHOCTH

0KA3aTEJbCTB — 2)
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KommenTapuu: B eouncmeennom PKH Ona  unOykyuu pemuccuu  cmepouo-
pesucmenmnoco OCI'C #maxponumyc** npumensinu 6 mauanvhou 0oze 0,1 me/ke/cym
6Hymps 6 2 npuema ¢ OdibHelulell Koppekyueli 003bl 00 OOCMUICEHUN) Yelegol
KoHyenmpayuu npenapama 6 cviéopomre kposu (5-10 ne/mn) 6 meuenue 6-12 mecsayes.
Kpome moeo, nayuenmot nonyuanu npeonuzonon™* nepopanvro 6 oose 0,5 me/xe, uepes 8
Heoelb JleyeHUsi 003y NPeOHU30I0Ha** cHudcanu Ha 5 me kaxcovie 2 nedenu 00 15 me/cym
U coxpausiiu 3my 003y 8 meuerue 8 Hedelb, Oanee ¢ NOCMeNneHHou ommenou. Yacmoma
pemuccuil cocmasuna 67% uepes 6 mecayes (70% uz nux — noausie) u 73% — uepes 12
mecsayes [107]. Dmu nabarodenus, 6 moiu unu UHOU CmeneHu, NOOMBEePHCOeHbl 8 OPYeUX
YUMUPYemuvlX — UCCIe008aAHUAX, 6 OOHOM U3 KOMOPbIX  NPOOEMOHCMPUPOBAHA
agppexmuenocmos KOH8epcuu ¢ Yukiocnopuna** na #tmaxporumyc™*.

Buibop meorcoy yuxnocnopunom™* u #maxporumycom™* mooicem 6vimv ocnoean Ha ux
JIOKATIbHOU CMOUMOCTU, B803MOICHOCMU ONpedeieHUsi YPOBHs NPenapamos 6 Kpoeu u

U36ECTNHBIMU HedCeNamenbHbIMU I hexmamu, eknouas noveunyio mokcuuynocms [108].

IMauuenTam ¢ nepBUYHBIM cTepona-pe3ucTeHTHbIM @CI'C, mosyyaomum jgedeHue
HUKJIOCIIOPHHOM®** MBI  pPeKOMEHAYyeM KOPPEKTHPOBAThL €ro  JIO3MPOBKY
WHIUBHIYAJIbHO, M0 KOHIEHTPAIMH Npenapara B KPOBH C IeJIbI0 JOCTHKEHHS
peMHCCHH U TIpeayNpeKIeHnst ocaoKkHennii Tepanuu [62, 69,105,106, 109-111].
YpoBenb  y0enuTeIbHOCTH  pekoMeHAaumii A  (ypoBeHb  [10CTOBEPHOCTH
0Ka3aTeJILCTB — 1)

Kommenrapun: B PKHU npumenanu unoykyuonHvle 00361 yYuxiocnopuna™* 3,5-6
me/ke/cymku  [62,115]. [lpumenenue 6onee evicokux 003 [51] u 6onee e6vicokue
KOHYEHmMpayuu  CONPOBONCOAIOMCACL — VBeIUdeHueM  PUCKAd  PEeHOMOKCUYHOCU.
Ileyenounwiti MemabonuzmM YukIocnopuHa** eecoma uHOUBUOYaALeH: 8blcOKUL mpebyem
yeenuueHusi 003, HU3KUL — CHUMNCEHUsI NOO KOHMPOLeM YPOGHs npenapama 8 Kposu. B
yensix bezonacHocmu ciedyem HAYUHAMb JledeHue ¢ Oojiee HU3KOU 003bl U NOCMENeHHO
yeenuuueams ee 00 OOCMUNCEHUS Yenesoe0 YpoeHs npenapama 6 Kposu. Kowmponw
PEHOMOKCUYHOCIU Clledyem NPo8oOUmsb O Pe2VIAPHOU oyeHKe OUHAMUKU KPeamuHuHa
cvigopomku kposu u pCK®D, ocobenno 6 nauanvnoui gaze nevenus. B 6onvuwuncmee PKH
(6 m.u. soweowux 6 yum. MA [61,62,69,105,106, 109-111]) 003y npenapama y
nayuenmos ¢ @CI'C noobupanu no yenesol KOHYeHMpayuu yYukiocnopua** e
cvlgopomke kposu uepes 12 uacoe om nocneoueti 0o3vl (10). Ona eéapvuposara om 100
0o 250 mwe/mn [109-111). Kaunuueckas npaxmuxa noxaszvléaem, umo ocmpas Uu

XPOHUYECKas nodevyHasd moKCUYHOCMb npoAesisiemcs, Kak npasujo, npu KOHYeHmpayusix
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npenapama 6 kpoeu oonee 200 ne/man. Mol cuumaem, umo npesviuieHUss 3M020 YPOBHSL

Haoo uzbezamv, CMPeMACH K YPOBHAM YUKIOCNOPUHA™™

6 cvigopomke om 125 oo 200
He/ML 8 HayanvHou asze aevenus. Ilo mepe oOocmudicenuss omeema, 003bl U
KOHYeHmpayuu npenapama mo2ym Ovlmb cHudiceHvl Ha 25-50% O0nsa munumuzayuu

MOKCUYHOCMU.

e Mpbl pexoMenayem mnanueHTamM ¢ mnepBuHuYHbiIM @®CI'C, moayyarmuMm JedeHue
#TaKpoJuMycoOM**, NONIepP:KUBATh KOHIEHTPAIIMI0 TMpenaparta B KpPOBH B
auanazoHe 5-10 Hr/MJu, COOTBETCTBEHHO, € WEJbI0 JOCTH:KEHHSI PEMHCCHMH M
npeaynpe;aeHuns ocjaokuenuii repanuu [53,102,107,108].

YpoBeHb  y0eqUTEIbHOCTH pekoMeHIauuii A  (YPOBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrtapuu: Credyem koppekmuposams 003vl #maxponumyca™* no yenegou
KOHYEeHmpayuu npenapama 8 Kposu, KOmopas 8 Yumupyemvlx Uccied08aHusx, 6Ko4as
oono PKU, cocmasnsna om 5 0o 11 ne/mn. Iloserenue Kiunuueckux npusHako8 noYeuHoul

MOKCU4YHocmu mpe6yem CHUJICEHUA Yellee0c0 YPOBHA npenapanid 6 Kpoeu.

3.2.3 JleyeHHe NAIMEHTOB C O0OCTPEHHMEM, PE3NCTEHTHOCTHLI) K HHIrHOMTOpam

KaJbIIMHEBPHHA, CTEPOMI-3aBUCUMBLIM _HM(MJIHM) YACTO-PEIMIMBHPYIOIIMM IEePBHUYHbIM

DCI'C

e MbI pexkoMeHayeM y NAIHEHTOB ¢ nepBbIM 00ocTpenueM nepsudnoro ®CI'C nocae
JICKAPCTBCHHO-UHAYIMPOBAHHON PEMHCCMH ¥ MNpPEKpallleHusi Tepanuu, s
NMOBTOPHOI0 JOCTH’KEHHMS] PEMHMCCHM PaccMOTpPeTh INPUMEHEHHE TOr0 BAapHAHTA
NpeIIIecTBYOIIEro Je4eHusl, KOTOpbIil 0611 3¢ ¢dekTHBEH paHee [2].

YpoBenb  yOeaurTeabHocTH  pekoMmeHaaumii  C  (ypoBeHb  [JOCTOBEPHOCTH

A0KA3aTeJbCTB — 5)

e Mpbl pekoMeHAyeM HaNpaBJATh NalnMeHTOB ¢ nepBu4HbiM PCI'C ¢
PE3UCTEHTHOCTBI0 K  TJIOKOKOPTHKOHWAAM M C  Pe3HCTEHTHOCTbI0  WJIH
HENEePeHOCHMOCTBI0 HHIHOMTOPOB KAaJbIMHEBPHHA B CHENHAJIM3HPOBAHHBIC
peruoHajJbHble WIN (efepajbHble LEHTPbI ISl JONOJHUTEIbHON JMATHOCTHKH H
omnpeseJieHUus aJIbTEPHATHBHOTO JieueHus [2].

YpoBenb  yOenutenbHocTH  pekoMeHaanumii C  (YypoBeHb  [10CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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Kommenrapuu: /lononnumenvHas OuaecHOCmMuKd, 6 4YACMHOCMU, KACAEMCs peusuu
OUACHO3A HA OCHOBE KIUHUKO-MOPPON0SUUECKO20 aHANU3d, NPOBeOeHUs MONEKYIAPHBIX
uccnedoanui.  AnbmepHamuenas — mepanus — MOdCem — 6KIIOYAMb  NPUMEHeHUe
#pumyrkcumaba**, yuxnogochamuoa** u #Hmaxporumyca** (cm. coomseemcmsyroujue
me3ucol HUdiCe) NO-0MOENbHOCMU UIU 6 KOMOUHAYUAX, HA NepCOHUPUYUPOBAHHOTU
OCHOBe, C YYemom 6ananca oxcuoaemou 3ggpekmueHocmu u pucka pazeumus NOOOUYHbIX

aghgexmos.

Mb1 pexoMenayem y mnamueHTOB ¢ mnepBUYHbIM DCI'C, pe3sHCTEHTHBIM K
[JIIKOKOPTHKONIAM U HHTUOUTOpaM KaJbUMHEBPUHA NnpuMeHeHue
#puTykcuMaoa** sl HHIYKIHMU PEMHCCHN W/WIHA CHUKEHHSI YACTOTHI pPelHJIMBOB
[113].

YpoBenb  yOenuTenbHOCTH  pexkoMeHaaumid B (ypoBeHb  [10CTOBEpHOCTH
A0KA3aTeJbCTB — 2)

KommenTapuu: /1o dannvim MA 16 nabriooamenvhvix uccie008anuil 4acmoma noJHbIX
pemuccuil npu npumerHeHuu Hpumyxcumaba** y nayuenmos c¢ nepsuunviv DPCI'C
cocmasuna 42,9% (95% AU 10,8-82,3%), a wacmuynvix pemuccuii — 10,7% (95% U
7,0-59,2%) npu cpeoueti npoooaxcumenvrocmu naodnooenus 18,7+9,0 mec. Yacmoma
peyuousos y nayueHmos, noaydasuiux Hpumyxcumao**, cocmaeuna 47,3% (95% U
25,4-70,2%). He Obl10 ommeueHo 3HAYUMOU pPA3HUYLL 6 YACMOMEe PeMUCCUll U
obocmpenull npu  UCNONb308AHUU PA3TUYHLIX 003 cymmapro 1500 me/m2  versus
cymmapno >1500 me/m2. Pedxcumvl 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 6sedenus [113]. Ilpasuna npucomosnenus, XxpaneHus, 66e0eHUs
Hpumykcumaba™* coomeemcmeyrom UHCMPYKYUU NO NPUMEHEHUIO JIeKaApCMEEHHO20
npenapama («Ilpunooscenue A3», n.2). Jlevenue #Hpumyxcumabom™** moocem Ovimo
Peanu308ano 8 8ude MOHOMEPAnuu Uil COBMEWeHO C NPUEMOM Opy2ux Npenapamos

yuemom uU3eeCniiblx puckoe, acCoyuupoearnrnvlx C ()enﬂeuued B-xnemok.

Mpb1 pexomenayeM y nanueHToB ¢ nepsu4HbiM @CI'C npm orcyTcTBMH OTBETa Ha
NpPHMEHeHHe BBICOKHX 103 INTIOKOKOPTHKOM/I0B M/ HHTHOMTOPOB KAJbIMHEBPHHA
WIN NPH HEBO3MOKHOCTH INPOJOJIKEHHUS 3TOH TEepanuu pacCMOTpeTb Ha3HAYECHHUE
nukiIopochamuaa®* s maaykuuu pemuccuu [107,114].

YpoBenb  yOenurTeibHOCTH  pekoMeHaauumii B (ypoBeHb  [10CTOBEpHOCTH

0KA3aTEJbCTB — 2)
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Kommenrtapuu:  Ilpumenenue  yuxnogocgamuoa™®*, — ne  omauuasuwieecss — no
sgpgpexmuenocmu  om  Hmaxporumyca** no Oamwnvim  oonoco PKH, mooicem
PAccMampusamuvcs KaK albMepHamueHoe jleyeHue y nayueHmos, He omeemusuux Ha
CMAHOAPMHYI0 MEPAnuio UlU 6 CAYHAsX BbICOKO20 DPUCKA OCIONCHEHUU NPUMEHEHUS.
uneubumopos kanvyunespuna [114]. Luxiogochamuo** mooxcem oOvimv HazHaueH 8
Kayecmee MOHOMEPANUU U 8 KOMOUHAYUU C HUZKO- UIU  CPEOHEeOO3HbIMU
enokokopmukouoamu. Eeo nasnavenue 6 xombunayuu c #maxponumycom**  unu
Hpumyxkcumabom** neyenecoobpazno c¢ yuemom cywecmeeHHou Oenaeyuu B- u T-

KJIEMOK.

Y nmanueHToB CO CTEPOUA-3aBHCHMBIM MM CTEPOU/-PE3MCTEHTHBIM MEPBHYHBIM
®CI'C MBI peKOMeHAyeM paccMOTpeTh JiedeHHe HTaKpoJIuMycoM™* s
pocTH:KeHus pemuccuu [2,54,107].

YpoBenb  yOenuTenbHOCTH  pekoMeHaauumid B (ypoBeHb  [10CTOBEpHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapuu: Takoe nieuenue moodcem Obimb anbmepHamugol yukiogochamudy**,
0COOEHHO 8 CIYUASX BbICOKO2O PUCKA U HENCeNAMENbHOCIU U3BECIMHbIX NOOOYHBIX
aghghexmos nocnreonezo. B omoenvhvbix cayuasx, 011 NoGvluleHusi 3ppexmusnocmu
Jeuenuss #maxponumyc** moocem Ovimv npumeHen 6 MOU UMY UHOU KOMOUHAYUU C
2/IIOKOKOPMUKOUOAMU U/unu #pumykcumadoom**,

B panoomusuposannom uccredosanuu y nayuenmos co cmepouo-3a8ucumblm u cmepouo-
pesucmenmuvim PCIC #maxponrumyc™** npumensnu 6 doze 0,1 me/ke/cym 6 couemanuu ¢
npeoHU30NoHOM™™ 6 HnauanvHou 0Ooze 0,5 me/ke 6 cymku 6 2 npuema. [lo3y
#makpoarumyca™* xoppexmuposaniu no KoHyeHmpayuu npenapama 6 cbl8opomke Kposu
(konyenmpayus 6 C0 om 5 0o 10 ne/mn). Ilocne 8 nedenu nevenus 003y npeOHu30N0Ha™*
CHUMcanu Ha 5 me kadcovle 2 Hedenu 00 15 me/cym. [na nayuenmog ¢ noaHoU uiu
yacmuyHou pemuccuell 003a #maxpoaumyca™* yepes 6 mecayes cuudxcaiaco no 1 me 6
cymku kadcovle 4 Heoenu. Obwas npoooaxcumenbHocmev mepanuu cocmasuia 12
mecayes. HYacmoma peyuoueog Ovina conocmasuma 6 epynne #Hmaxponumyca** u
yurnogpocghamuoa** (26,7 vs 27,8%) [107]. B uccreoosanuu Segarra A u coasm. [54]
#makponumyc** mnazwauaru 6 o0oze 0,15me/ke 6 0ea npuema c¢ 12-uacosvimu
unmepsanamu. B xode nocnedyrowezo HabM0O0eHUss 003y KOPPEKMUposaiu O
oocmudicenus 12-uacoeozo yposus #maxponumyca™* 6 yenvnoii kposu om 5 0o 10 ne/ma.
Jleuenue npooonxcanu 6 meuenue 6 mecayes. OOnoepemenHo ¢ Hmaxpoaumycom™*

HA3HaAyanu npedHu3onon™* ¢ dose 1 me/ke/0ensy (MaxcumanvHas cymounas 0oza 60 me)
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nepopanvHo 6 mevenue 4 nedenv, a samem 1 me/ke uepez denv 0o 8 medenu. Ilocne 8
Heoenu 003y npedHUu3onoHa™* nocmenenno crudcanu co ckopocmwio 0,05 me/ke/nedenio
00 noanot ommeHvl K 24-1i neodene. [locne ommenvt #maxponumyca™* y 76% nayuenmos
603HUK peyuous. #laxporumyc** naznauanru nosmopuo 6 meuernue 1 cooa. Yepes 2 200a
Habnooenus ycmouuusol pemuccuu docmuenu 48% nayuenmos. OcHo8HbIM NOOOYHBIM
appexmom bvina ocmpas obpamumas neppomoxcuunocms (40%). Jrumenvrocmo
Jleyenus,  00O3UpOBKU  (Yelevle — KOHYeHmMpayuu) npenapama — Mmoz2ym — Oblmb

MOOUDUYUPOBAHDBI 8 3ABUCUMOCIU O NOJIYYEHHO20 3P heKma u e20 NepeHOCUMOCTIU.

MpbI pekoMeHAyeM Y NANMEHTOB €O CTEPOHI-3aBHCUMbIM/4ACTO-PelHIHMBUPYIOIINM
nepBu4HbIM @DCI'C JedyeHHe HUKIOCHOPUHOM™** [JIsl [OCTHUKEHHS] PEMHCCHH
He()POTHYECKOTO CHHIPOMA U CHUKEHHSI YacTOTHI penuauBos [2,115,116].

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

KommenTapuu: B HepanoomMuzupo8anHom ucciedo8aHuu mepanuio YukioCnopuHom**
Hawunaiu ¢ 003bl 4 Me/ke 6 CYMKU NepopaibHO ¢ unmepsaiom 6 12 wacos 00
oocmudiceHus yenego2o yposHsa 6 cvligopomke Kpoeu 100-150 ume/mn y nayuenmos c
peyuousamu Hedpomuueckoeo cunopoma [116]. C yuemom npaxkmuueckozo onvima,
YjeHbl padoueti epynnvl NPeonoIa2arom, Ymo K makum CIy4aim npumMeHumMsbl nPUHYUnsl
003UpoBanUsl U yeiesvle KOHYeHmpayuu npenapama, npuseoeruvie ¢ paszoene 3.2.2. B
OMOENbHBIX CYYAAX, OJisl NOBbIULEHUS I DEeKMUBHOCTNU TleYeHUs. YUKTOCNOPUH ** modicem
Oblmb  npumeHen 6 MOU UIU UHOU KOMOUHAYUU C 2IOKOKOPMUKOUOAMU U/UIU

Hpumyrkcumabom**.

Mbl pekoMeHAyeM Yy MAHHEHTOB CO CTePOMA-3aBHCHMMbIM H(MJIH) YacTo-
penuauBupyromuM neppudHbiM @CI'C  npumeHenne #purykcumadba**  jpus
JAOCTHIKEHUSI/TIO/IEPIKAHUS PEMUCCHH, CHHKEHHUSI 4acTOThI pernausos [113,117].
YpoBenb  yOenuTebHOCTH  pekoMeHaanuii A  (YpoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrapuu: B MA nabarooamenvhvlx ucciedos8anuti npu xopouieti nepeHocuMoCcmu
nevenus Hpumyxcumabom**, uacmoma pemuccuii cocmasuia >50% cuyuaes (noanvie
pemuccuu — >40%), a peyuousvl 6one3nu nHabarooanuce 8 27% cayuaes. Bce nayuenmoi
noayyanu #pumyxcumab** ¢ cpeowneti 0oze 1500 me/m2 (om 375 0o 3375 me). Oouaxo
npomoxon mepanuu #pumyxcumabom** sapvuposan om ucciedo8anus K UCC1e008aHUI0

8 3A8UCUMOCMU Om Kojauvecmea B-xiemok, oyeHueaemoco no yYpOe6HIO CD19-
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nonoxcumenvuslx Kiemok. Haubonee pacnpocmpanenHviMu cxemamu, 6KIOYAOWUMU
#pumykcuma6** (¢ 6 PKH) sersiuce unghysuu npenapama 6 0ose 375 me/m2
YemuvlpexKpamHo ¢ UHMepeaiom 6 Heoento uiu no 1 2 08ykpamuo ¢ unmepsaiom 6 2-3
neoenu [117]. B Hexomopbix ucciedo8anusx Obliu UCHOAb308AHBL CXeMbl C OOHOKPAMHOU

u 08ykpammoii ungysueii #pumyxcumaba** ¢ doze 375 me/m? [118-120].

Mbl pekoMeHJyeM Y NALNMEHTOB CO CTEPOUA-3aBUCHMBIM mnepBuYHbIM DPCI'C
PaccMOTpeTh BO3MOKHOCThL NpHMeHeHHs uukiaodocpamuaa**, 0,5-0,75 r/m?,
eKeMeCAYHO, BHYTPUBEHHO, B TedeHUe 6 MecsilieB /sl KyIUPOBaHHUsI 000CTPEeHUl U
CHHZKEHHS YacToThl peuuausoB [107,114].

YpoBeHb  y0eauTeJIbHOCTH  pekoMeHaanuii B  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommentapuu: B PKU Ren H u coaem. [107] npu npumenenuu yuxkiogocgamuoa™*
(0,5-0,75 2/M2) excemecsiuHo 8  meueHue 6  mecaues 8  KOMOUHAUUU ~ C
2NIIOKOKOPMUKOUOAMU V  83DOCIAbIX  NAYUEHMO8 CO  CMepouUd-pe3ucmenmHuim Uil
cmepoud-3asucumvim PCI'C yacmoma pemuccuu yepes 6 u 12 mecayes cocmasuna 56%

u67%.

3.3 Jleuenune BTopnyHOro ®CI'C u ®CI'C ¢ Hen3BeCTHOM NPUIMHON

Mbl He peKOMeHAyeM Ha3HA4YaTh TJIIOKOKOPTHKOWABI M/MJIH HHTUOMTOPHI
KaJblUMHEeBPUHA Yy mnanueHToB ¢ BTOPHYHBIM @OCI'C wmim ¢ PCIC ¢
HeycTaHOBJIeHHOH npu4ynHoH nin ¢ @CI'C 6e3 HeppOTHUECKOT0 CHHAPOMA U3-32 UX
HedpPeKTUBHOCTH " pif b NMpeaynpexIeHUs NMOO0YHBIX 3¢ppexrToB
[2,30,3544,45,121].

YpoBenb  ybOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
J10KA3aTeJILCTB — D)

Kommenrtapun: Bmopuunvii @CI'C u DPCI'C c neuzgecmuou HNpUNUHOU UMEIOM
CXOOHble  KIUHUKO-TAO0pamopHvle NpOAGNeHUs — OMCYymcmeue HeppomuiecKo2o
CUHOpOMA U MEONIeHHO npozpeccupyiouee CHudceHue yukyuu novex. Tak Kak ¢ ocHose
pazeumusi émopuunozo PCI'C nexcam namozenemuyeckue MeXaHusMol, He CEA3aHHbIE C
UMMYHHbLIMU npoyeccamu (cm. pazden 1.2), mepanus 2nOKOKOPMUKOUOAMU  U/UnU
uHeUOUMOpamMu  KaibyuHespuHa 6 Smom cayyae He nokasama. Ilo  Oannvim
cpasnumenvHoco ucciedosanusi Rydel JJ u coasm. nayuenmvr ¢ DPCI'C oOe3
Hegpomuuecko2o CUHOPOMA He NOJYYANU JledeHUs IIOKOKOPMUKOUOamMy u umenu bonee

O1a2oNPUAMHBILL NPOSHO3, YeM NAYUeHmbl ¢ Heppomuueckum cunopomom [35].
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Heobxooumo nposedenue Hegpponpomexmuenoii mepanuu 6 COOMBEMCMEUU C
pexkomenoayusimu no aedenuro XbBII.  Hmmynomooynupyiowee nevenue ciredyem
0bcyxncoams MONbKO 8 Cayyde pesusuu OuaeHo3a 8 Noab3y HNePeUYHO020 6aAPUAHMA

boneznu (cm. pasoen 3.2).

e Mbpbl pexomenayem y mnamueHToB ¢ BTOpUYHbIM DOCI'C Bo3aeiicTBOBATH Ha
OCHOBHYK) NMPHUYMHY €ro Pa3BUTHS C LeJbI0 NMpeaynpeskaeHusl MPorpeccupoBaHusi
3a6oaeBanns [2,30,35,44,45,121].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

4. MeauuuHCKAasi peadUIMTAIIUA M CAHATOPHO-KYPOPTHOE JieYeHue,
MeJIUIUHCKNE MOKA3AHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METO10B
MeIUIUHCKON peaduIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUM

NPUPOIHBIX Je4eOHbIX (PAKTOPOB
Cneyughuueckas meouyunckas peadburumayus 0 nayuenmos ¢ DCIC  nue

paspabomana.

e ¥V nanuentoB ¢ ®CI'C MbI pekomMeHayeM NPOBOIUTH MEIUIIUHCKYIO Pea0HIUTALNIO
N0 NMOKA3aHMAM M B o0beme, mMpeaycMOTPpeHHOM pexoMeHaanusiMu no XBII, nus
yJIyqIIIeHHs] HCX00B 6oJie3Hu [26].

Yposenr  yOeaureabHocTH — pexomeHaanmii  C  (ypoBeHb  [JOCTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

5. lMpodpuiaakTuka U AMCNaHCEPHOe HADJIIOeHHe, MeUIIMHCKHE NMOKA3aHUsl U

MPOTUBOINOKA3AHUSA K NIPMMEHEHHUIO METOI0B PO UIAKTHKH

Memo0dwst u nooxooul k nepsuunoii npogunaxmuxe @CI'C ne pazpabomanivi.

e VY naumeHtoB ¢ P®CI'C MBI pekoMeHAyeM IPOBOAMTH NPOGUIAKTHYECKHE
MEpONpHUSATHS, HANIPABJICHHbIC HA NPOPUIAKTHKY 0CJT0KHEHUI TUCPYHKIHMH MOYEK
U OCTPOro TMOBpeXKACHUS IMOYeK, M JUCIaHCepHOe Hal/awaeHHMe B o0beme,

npexycMoTpeHHoM pexoMenaanusaMu no XbBII, nus yaydimeHnusi ucxoaoB 00J1e3HU
[26].
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YpoBenb  yOenutenbHOCTH  pekoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KAa3aTeJIbCTB — D)

6. Oprannsamm OKa3aHud MeIlI/IIII/IHCKOﬁ ImoMoIIun

OcHoOBHbIE TOKAa3aHUSI K IKCTPEHHOH TNOCHUTAIM3ALMU B CTAIIMOHAP NAIUEHTOB C
OCI'C:

1) PazButne nnu nmopo3penue Ha pasButue OIII (cHmwkenue TemmnoB auypesa <0,5
MJI/KT/4ac B Te4eHHe >6 4acoB WJIM IMOBBIIIEHHWE KpeaTHHUHA KpoBU >50% oT ucxonHoro 3a 7
JTHEW WM TIOBBIIICHHE KpeaTHHUHA KPOBH Ha >26 MKMOJIB/JI 32 48 4acoB);

2) osicTponiporpeccupytoniee  cHmwkeHne CK® w/wimm  TOBBIIICHHE  YPOBHS
KpeaTHHHHA KpoBU (Ha >50% B TeueHue 3 MecsIIeB);

3) BOJIHO-DJICKTPOJIUTHBIC HAPYIICHUSI U alli103 (MOTeps KUAKOCTU U TUIIOBOJIEMHS,
TUTIEPKATTUEMUS, TUTIOKAJTUEMUS, TUIIOHATPUEMUS, MeTaboIMYeCcKui anuao3,
JIEKOMIICHCUPOBaHHBIN );

4) I1000€e U3 CIeAYIOUINX OCIOXKHEHHM, TpeOyrollee SKCTPEHHON Teparuu, BKIIYast
HAYajJo Juanu3a: HapylieHue (QyHKUMNH UEHTpadbHOW HEPBHOW CHUCTEMBI; CEPO3HTHI;
JEKOMIIEHCAllUsT ~ METa0OJMYECKOro  alua03a;  TUMEpPKaIUEeMMs;  HEKOHTpoJupyeMmas
runeprujapaTanys (aHacapka, OTE€K JIETKUX) U apTepuajbHas TMIEPTEH3Us; Tsbkenas OelKoBO-
AHEepreTHYecKas HeJJOCTaTOUYHOCTb;

5) pe3UCTEeHTHAsI K aMOyJIaTOPHOMY JICUEHUIO apTepHalibHAs TUIIEPTEH3US (BKIIOYAs
TUTNIEPTEH3UBHBIN KPH3);

6) BIIEpBbIe BEIABIeHHOE cHIKeHne CK® <30 mu/mun/1,73 M2,

OcHoOBHbIE NMOKA3aHMSA K BbINHMCKE NMAIlMEHTa W3 CTAllMOHApa Iocje 3KCTPEeHHOM
rocnurajuzanuu napueaTos ¢ PCI'C:

1) [logtBepknen wim wuckimoueH auarHo3 OIIIl; npu noarBepkaeHUn —
ycranoBieHa stuosorus OIIT;

2) npoeaeno aederne OIII B momHOM 00BeMe, 3aBepIIMBIIEECs] HCXO0M (perpecc,
nporpeccupoBanue XbII, TIIH);

3) yCTaHOBJIEHa TPpUYMHA ObIcTponporpeccupytomero cHwkenuss CKO® w/umm
MOBBILICHUS] YPOBHS KpeaTMHHHAa KpoBU (Ha >50% B TeueHue 2-6 MecsIieB) U IPOBEICHO
JiedeHune, 3aBepluBIIeecs Hcxo10M (perpecc, mporpeccuposanue XbII, TITH);

4) IPOBE/ICHO JIYeHUE KIMHUYECKU 3HAYMMBIX OCJIOKHEHMHA TUCQYHKIMHU MOYEK:
BOJHO-3JIEKTPOJUTHBIX HAPYIIEHUM, HAapyIIEHUH KHUCIOTHO-OCHOBHOTO COCTOSIHHUS KpOBHU:

KYIIMPOBAaHbI nJIn KOMIICHCHPOBAHBbIL TUITIOBOJIEMUA, THIICPKAIIUEMMU, TUITOKaJIMEMUS,
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TUIIOHATPUEMHUSI, MeTaOONIMYeCKUd amua03, MeTadoNMYecKUud ankano3 (KOHCEepBaTHUBHBIMU
METOJIaMH WJTH METOJaMU JHajini3a);

5) CHIIKEHO apTepHalIbHOE JIaBJICHUE, YCTPAHEHBI KU3HEYTPOKAIOIINE MPOSBICHUS
TUIEPTEH3UH U ONITUMU3UPOBaHA aHTUTUNepTeH3uBHas Tepanus y nauueHntoB XbII C1-C5/1;

6) TIpU BIIEpBBIC BhIABIeHHOM cHIkeHnn CK® <30 mu/mun/1,73 Mm% — npoBeneHsI
JTUATHOCTHKA ¥ JICYCHUE OCHOBHBIX OCIIOKHEHUH TUC()YHKIINU TTOYCK.

OcHOBHbBIE MOKA3aHMS K IVIAHOBOM rOCNMTAJN3ANNMA B CTALIMOHAP:

1) [TepBuunas quarnoctuka npu nojao3penuu Ha ®CI'C;

2) y manueHToB ¢ u3BeCTHbIM auarHo3om OCI'C:

a. HapacTaHHe MPOTECUHYPUH;

b. BmepBbie BBIABICHHBI HEPPOTHYCCKHIA CHHIPOM WM  COYCTAHHUEC
TUNoansE0yMUHEMUH U TIPOTEUHYpUH >3,5 T/cyTkn/1,73 M?;

C.  HEOOXOAMMOCTh  JUArHOCTUKHW/MudepeHnnanTbHOl  TUAarHOCTUKU ¢
NpUMEHEHUEM OHWONCHUU TIOYEK WM JPYTUX JAUATHOCTUYECKUX HCCIECIOBAHUN, TPEOYIOIMUX
TOCIIUTATM3AIMH, B TOM YUCJIC, B PETHOHATIBHBINA WK (DeepaTbHbIi EHTD;

3) bopMupoBaHUe JOCTYMA JUISl TUAIN3A,;

4) Ha oHe OEPEMEHHOCTH;

5) npoBenenne uMMyHocynpeccuBHoro  Jjeuenuss DOCI'C  w/wnmm  jedeHue
ACCOIIMUPOBAHHBIX MATOJIOTUUECKHUX MPOIIECCOB;

6) MOJITOTOBKA K MPOBEJICHUIO OTIEPATUBHOTO JICUCHUS MO Pa3HBIM MMOKA3aHUSM.

OcHOBHbBIE TNMOKa3aHMS K BbINNMCKE NAIMEHTa M3 CTAllMOHApa MOcJe INJIAHOBOM
rOCHUTATN3ANNH:

1) [TontBepxknen wnu onpoBeprHyT auarHo3 PCI'C, npoBeneHbl JiedeHHE U
NEepBUYHAs JMAaTHOCTHUKA C TMPUMEHEHHEM OWMOINCUU TOYeK WM JPYTHX TUATHOCTHYECKHX
MCCJIEI0BAHUI B COOTBETCTBUM C PEKOMEHIallUSIMHU;

2) MOATBEPXKJIEH WJIM ONPOBEPTHYT IUArHO3 pEelWIMBa, IMPOBEICHO JICUECHHUE B
COOTBETCTBUU C PEKOMEH/IAINSIMHU;

3) chopMHUpOBaH JOCTYII JJIs TUAIIN3A;

4) OCI'C Ha doHe OGepeMEHHOCTH — OMpEAeNieH MOYEYHBIH MPOTHO3, MPOBEICHBI
JICYCHHE W TUarHOCTHKA B COOTBETCTBUHU C PEKOMEHIAIUSIMU;

5) MPOBECHHUE HWMMYHOCYNPECCUBHOTO JICYCHHS] — TPOBEACH MUK  WJIH
rocrnurtanbHas ¢aza UMMYHOCYIPECCUBHOM Tepamuu, BBHIMOTHEHA TUArHOCTHKA W JICUCHUE ee
OCIIO’)KHEHUH, OCYIIECTBICH KOHTPOJb (PYHKIMOHAILHOTO COCTOSIHHSI TIOYEK, IPOBEICHBI

JMarHoCTHKA U JIEUEHHUE OCIOKHECHUMN IlI/IC(I)yHKI_II/II/I IIOYCK (GCJ'II/I TaKOBBIC OBLIH BBISIBJICHBI);
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6) MOATOTOBKA K TPOBENCHHUIO OMNEPATHUBHOIO JIEUEHHUS —  OCYILECTBIICHA
HeoOXxoquMasi JIMarHOCTMKa M Koppekuus ocinoxHeHuid XbBII, Bausromux Ha pUCKU
OIIEpaTUBHOI'O0 BMELIATENIHCTBA (KOHCEPBATUBHO WJIM METOJAMH IHAJIN3a).

IIpyuHOMNBI OpraHu3auuu aMO0yJIaTOPHOM MOMOIIM:

AmMOymaropHoe Benenue manueHToB ¢ DOCI'C gomkHO OBITH OpPraHW30BaHO B

COOTBETCTBUU C MPUHIIUIIAMU, U3JI0KEHHBIMU B pekoMeHaanusax mo XbII [26].

7. lonostauTEeIbHAA HH(pOpMALKS (B TOM 4HucJie (PAKTOPHI, BJIUSIOIIHNE HA

HCXO0J1 3200/ 1eBAHUSINIIN COCTOSTHHS)

Boigenstor chenytomue (akTopbl, KOTOpbIE BIHUSIOT HAa MOYEYHYIO BBDKMBAEMOCTH Y
nanuenToB ¢ CI'C:

Beauunna nporemHypuu. Y MalMEHTOB C HEPPOTHYECKHMM CHHIPOMOM IISITHIICTHSIS
Io4YeyHast BBDKUBaeMOCTh cocTaBisaer 60-90%, 10-meTHas moueunas BEDKHUBaeMOCTh — 30-55%.
B yClIOBHAX PE3MCTEHTHOCTH K Tepalud MacCHBHAs IpoTemHypus Oomee 10 r/cyt/1,73 w2
accoIMupoBaHa C mporpeccupoBanremM 3aboneBanus no TIIH B Teyenue 5 ner. HaumOGomee
BBICOKAs IMOYEYHAsi BBDKUBAeMOCTh (Ooiyee 85% uepe3 10 ner) orMmeuaercsl y MaIMEeHTOB 0e3
HEe(POTHUECKOTrO CHHIPOMA C COXpaHHO# (yHKIuMeH novek [5,9,74,122].

Kannuveckue nanuble. bonee Boicokumu puckamu passutus TIIH compoBoxknarorcs
ciyyau @CI'C ¢ ucxonHoil BelpakeHHOW nucdynkuueidt nmouek [33,98,123], na ¢one OGonee
pacpoCTpaHEHHBIX TJIOMEPYJIOCKIEp03a U MHTEPCTULHANIBHOIO (UOpo3a, a TakkKe TAKEIbIM,
JUINTETIbHO TEPCUCTUPYIOIMM He(POTUYECKUH CHHIpPOMOM ©O€3 OTBeTa Ha Tepamuio U
MIPOTPECCUPYIOLTUM CHIDKEHHEM (GYHKIMU Toyek. KpoMe Toro, manueHThl ¢ HapyHIeHHOMN
byHKIMEH Movek yarie UMEI0T MJI0X0M OTBET Ha JICUEHUE.

Mopdonoruyeckne agaHHble. BblpakeHHOCTh HHTEpcTHLIMANBbHOIO (ubpo3a
TyOynsipHoit  arpoduu  [36,68,123], komnancupytouuit  Bapuant @DOCI'C  sBastorcs
HEOMaronpHUsATHBIMU MPeAUKTOpamMu mporrosa pa3sutus TIIH [67]. [lanueHTs! ¢ BepXylIedHbIM
BapuantoM OCI'C (tip lesion) uMerOT My4muii OTBET Ha JICUEHUE TIIOKOKOHWIAMHU, XOTS €ro
HaJIMYUE HEe FApaHTUPYET OCTIvKeHne pemuccun [36,124,125].

OtrBer Ha Tepanuio. CaMbIM CHJIBHBIM NPOTHOCTUYECKHMM TOKA3aTeeM MOYEHYHOU
BekMBaeMoctu nipu OCI'C sBrseTcss mepBOHAYaIbHBIA OTBET HA TEPANMIO, HE3aBHUCHUMO OT
Mophonoruueckoit kaptunsl [35,49,69,98]. [lanueHTsl, y KOTOPBIX HAOTIOAAETCS YaCTUYHAS WIIN
MOJIHAsl PEMHCCHS, UMEIOT ropa3o OoJblIe IIaHCOB Ha coXpaHeHue QYHKIUHU moyek yepes 10

aet (mpumepHo 80% mpotuB <50% y HEe OTBETHUBIINX MK HeaeueHbIX) [34,35,98,126,127].
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IIporpeccupoBanue 3adoaeBanusi. HecMoTpsi Ha HOCTH)KEHHME YACTUYHOM PEMHUCCHH,
MOJKET HaOII0JaThCsl MPOTPECCHPOBAHME 3a0O0JEBAHUSI C YXYAINICHUEM (PYHKIMHM TMOYEK, YTO
BCEr/la CBHJICTEIILCTBYET O COXPAHSIOMICHCS aKTHUBHOCTH 3a00JIeBaHUS WM BTOPUYHOM
reMOJUHAMHYECKOM MOBPEKJICHUM: MpPHU IMOBTOPHON OHUONCUM OTMEYaeTcs YBEIUYCHUE
MPOLEHTa CKJIEPO3UPOBAHHBIX KiIyOoukoB. IIporpeccupoBannio MOryT crnocoOCTBOBaTh

reHeTH4ecKre (haKTophl.

KpMTepnn OIICHKH KaYecCTBa MeIII/IHI/IHCKOﬁ nmoMomu

YpoBennb YpoBennb
Ne Kpurepun kauecrBa y0eauTeJbHOCTH| 10CTOBEPHOCTH
peKoMeHAaluii | 10KA3aTeJIbCTB

1. [[Taumenty c nopo3penuem Ha ®CI'C mpu OTCyTCTBUU A 2

[IPOTUBOMNOKA3aHUI BBHIMOJIHEHA OWUOICHS MOYKU TOf|

KOHTPOJIEM  YJbTPa3BYKOBOI'O  HCCIEJOBaHUS  C

[TOCIEAYOIUM MaTOJIOr0-aHATOMUYECKUM

picciieoBaHNeM OMOTICHITHOTO MaTepuaia
2. [[Mamuenty C JOUarHo30M OCI'C BBIIIOJIHEHA A 2

PIICKTPOHHAS MHUKPOCKOMHS MHUKpOTpernapara TKaHEH

MOYKH
3. [Mammentry ¢ @®CI'C, mnonydammeMy  JICYCHHE A 2

[IUKJIOCIOPUHOM™** MM #TaKpOIUMyCOM™*, BBINOJIHEHO
MICCIIC/IOBAaHNE YPOBHS JIGKAPCTBEHHBIX MPENApaToB B
KPOBM €)KEHENeNbHO B MEpBBI Mecsl 1moadopa 03bl
perapara Wil P €€ KOPPEKIHUU

4. |l npogUIaKTUKU U JIEYeHUs TPOMOOIMOOINYECKUX| A 2
ocnoxxHeHud mnanueHty ¢ ®CI'C ¢ XBII Cl-4 u
HE(PPOTUUECKUM  CHHAPOMOM  Ha3HAa4YeHbl MPSMBbIE
mHrHOuTOpHI pakTopa Xa

5. [[Mammenty ¢ ®CI'C u nporenHypHeil He3aBUCUMO OT A 1
[pUYMHBI M B  OTCYTCTBHE  IPOTHUBOMNOKa3aHUI
HazHaueHO JeuyeHue uHruouropamu AllD  wy
QHTArOHNCTAMHU PELIENITOPOB aHTHOTeH3uHa- |

6. |[[lammenty c¢ mepBuuabiM DPCI'C m HeppoTHIecKHM B 3
CHHJIPOMOM B KadyecTBE IE€pPBOM JIMHUM TEpaIuy
MIPOBEICHO JIeUeHHe BBICOKUMHU 703aMH|

[peIHU30I0Ha** MM MHTUMOUTOpaMU KaIbIIMHEBPUHA B
KOMOWHAIIMK ¢ HU3KUMH JT03aMHU MPETHU30I0Ha™ *

7. [[lampieHTYy €O CTEPOUI-PE3UCTEHTHBIM TEPBUYHBIM A 1
OCI'C mnpoBeneHO JeYCHHE MUKJIOCIIOPHHOM™* B
COUeTaHWH WM 0e3 COoYeTaHusi C HU3KHUMH J03aMH
MpeaHn30I0Ha** (MakcumMym 15 MT/CyTKH) C OIEHKOU
ero 2 heKTUBHOCTH U IEPEHOCHMOCTH
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Ipunoxenue A2. MeToa0s10rusi pa3padoTKu KIMHAYECKUX PEKOMeH Al i

B xauecTBe OCHOBBI Hjis pa3pabOTKW KIMHHYECKHX pekoMeHmanui nmo OCI'C Oputm
HCIIOJBb30BaHbl peKOMeHAaluu «POKalbHO-CETMEHTApHBIN  TioMepysockiaepo3» 2013 r.,
MEXIyHApOJHBIE PEKOMEHIAMKU 1Mo mpodieme. [Ipomecc MOArOTOBKU PEKOMEHAAINNA COCTOSIT
U3 CIEQYIOIIMX 3TaloB: BBHIOOP PYKOBOIUTEINS, YICHOB paboduell TPYyNIbl M CEKpeTapuarta;
orpeziesieHue B XOJ€ AUCKycCHW HamOosee Ba)KHBIX JJIs PeajbHOM KIMHUYECKOW MPAKTHKU
o0racTeil, KOTOpbIE JOJHKHBI OKPHIBATh PEKOMEHIAINN; ONpPEIeICHHE YaCTHBIX BOIPOCOB IS
uccienoBanusi 1 POPMYITUPOBKH PEKOMEHIANNN; Pa3pabOTKU MPUEMOB TIOMCKA JTOKA3aTeIbHON
0a3el; popMHpOBAHUE OKOHYATEIHLHOTO MEPEUHST PEKOMEHIAINI U €r0 CTPYKTYPHI.

[Tocne mepBuuHO# mMojmayu mpoekta pexomeHpanuid B 2021 1., oH Obul mepepaboTaH
nocie perensuii [IDKKMIT (B aBrycre 2022, B mexadbpe 2023 r., B utoae 2024 r.). YkazaHus,
MIPE/ICTABJICHHBIC B HACTOSIIUX PEKOMEH/IAIMIX, OCHOBAHBI HA BBHIOJTHEHHOM YWICHAMH T'PYIIIIHI
aHaJIM3€ UCCIeAOBaHUN B HE(POJIOTHH U CMEKHBIX 00JIACTSIX MEIUIIUHBI, UX CHCTEMAaTUYECKUX
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 HEOOXOIWMBIM OCTaBHTH Psi pPEeKOMEHIANWi, (OpMaTBHO
MMEIOIINX HU3KUH YPOBEHb JOKa3aTEJIbHOCTH WJIM OCHOBAaHHBIX Ha ASKCIIEPTHON OIEHKE, C
y4€TOM MHOTOJIETHETO OMBITA BEJICHUS MAIllMEHTOB COOTBETCTBYIONIETO MPOMUIIS U TOTO, UTO ITU
PEKOMEH/IallMU MOTYT UMETh CYIIIECTBEHHOE 3HAUCHUE I TPAKTUUIECKON 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 y4aCTKOBBIH.

4. Bpau oOuieii npakTuku (ceMeiHbIi Bpay).

Ta6auua 1.11Ikana onieHkn ypoBHEH g0cTOBepHOCTH qoKa3arenabcT (Y /1)mis meTtonoB

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

YA Pacuiugposka

1 CucreMarudeckue 0630pBI HCCJIeIOBAaHUM C KOHTPOJIEM pe(bepeHCHBIM MCTOAOM HIIHN
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 1I000r0 111/13a171Ha, 3a UCKIIFOYCHUCM PAHJOMU3UPOBAHHBIX 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
UCCIIElyeMOI0 METOJla 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 oOLEHKH YypOBHEW JOCTOBEpHOCTH mokazarenbcTB (YIJ1) st
METOJ0B MPOGHUIAKTUKH, JICYCHUS U peaduiauTtanuu (MpopUIaKTUYECKHX, JIeYeOHBIX,

peadHIMTAIMIOHHBIX BMEIIATEIILCTB)

YA Pacuiugposka

1 | Cucremaruueckuii 0630p PKU ¢ mpumeHeHrneM MeTa-aHaamn3a

2 | Ornensupie PKM u cucrematnueckue 0030pbl HCCleAOBaHMM s1000ro au3aiiHa, 3a
nckioyenrneM PKH, ¢ npuMeHeHneM MeTa-aHanusa

w

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

4 HeCpaBHI/ITCJII)HI)Ie HCCIICO0OBaHUs, OIMMMCAHUC KIIMHUYCCKOro Ciiydas HWJIM CCPUU CIIydacB,
HCCICOOBAHUA ((Cﬂyqaﬁ'KOHTpOHB))

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

Tab6auna 3.lllkana oneHku ypoBHe yOeautenbHocTH pekomeHnanuii (YVYP) ans
METO0B MpPO(GUIAKTUKY, AMArHOCTHKH, JIeUeHHs M peaduwnuraiuu (IpoQHIaKTHYECKUX,

JUAarHOCTUYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacuiugposka

A CunbHasg pekoMeHIanus (Bce paccMaTpuBaeMble Kputepun 3(PQeKTHBHOCTU
(ucxonpl) SBISAIOTCA BAXKHBIMM, BCE HCCIIEOBaHUS MMEIOT BBICOKOE WJIU
YAOBIETBOPUTEIBHOE  METONOJIOTMUECKOE  KauyeCTBO, WX  BBIBOABI IO
MHTEPECYIOIIMM UCXO0aM SIBIISIFOTCS COIJIACOBAHHBIMHU )

B VYcnoBHasg pekoMeHJaus (He BCe paccMaTpuBaeMble Kputepuu 3((HeKTUBHOCTH
(Mucxompl) SIBISIOTCS BaXXHBIMHM, HE BCE HCCIEJOBAaHHMS HMMEIOT BBICOKOE HIIU
YOBJIETBOPUTEIILHOE METOAOJIOTMYECKOe KayeCcTBO W/WIM MX BBIBOJBI 10
MHTEPECYIOMIUM HCX0JIaM HE SIBJISIFOTCS COITIACOBAHHBIMU )

C Cnabast pekoMeHianus (OTCYTCTBUE JT0KA3aTEIHCTB HAJJIS)KAIIET0 KadyecTBa (BCe
paccMaTpuBaeMbie Kputepuu 3PQPEeKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE UCCIIENOBAHUA NMEIOT HU3KOE METOHOJIOTHUECKOE KAU€CTBO U MX BEIBOJBI I10
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 IOSBICHUH

HOBBIX JaHHBIX C IIO3UIINH HOKaSaTeHBHOﬁ MCIUIHHBI 110 BOIpOCaM JHArHOCTHUKH, JICUCHUA,
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NpoPUIAKTUKH W peabWIUTallMd KOHKPETHBIX 3a00JIeBaHMM, HAIMYWU OOOCHOBAHHBIX
JIOTIOJTHEHNI/3aMEYaHu# K paHee YTBEPKACHHBIM KIMHUYECKUM PEKOMEHAIUsAM, 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, MHCTPYKUMHU MO NPUMEHEHUI0

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 mpuMeHeHNH MPEnapaToB MOTYT OTMEYAThCS CISAYIONIUE MOO0YHBIC Y (DEKTHI:

- 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 NUWEe8ApUMENbHOU cCucmeMbl: TOIIHOTA, pBOTa, CTEPOUIHAS A3Ba JKEIyIKa
U JIBEHAIUATUIEPCTHOW KUIIKU, PO3UBHBIA 330(aruT, >KeIyJOYHO-KUIIEYHbIE KPOBOTEUCHUS,
MOBBILICHUE U CHUXKEHUE aIlIeTUTa;

- CO CMOPOHbI KOJNCHLIX NOKPOBOG U CIAUUCMBIX 000710YeK: 3aMEJICHHOE 3a)KUBJICHUE
paH, METeXWH, TUMEP- WM TUIIOMUTMEHTAIUsl KOXH, YIPU, CTPHUH, CKIOHHOCTh K Pa3BUTHIO
MUOAEPMHH U KaHAUI030B;

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

- 0bycnosnenuvie MUHEPATIOKOPMUKOUOHOU aKMUBHOCMbIO: 33/1€pKKA KUAKOCTH HU
HaTpHs B OpraHu3Me, TUIIEpHATPUEMUS], TUIIOKATUEMHUYECKUN CUHIPOM.

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

http://grls.rosminzdrav.ru).

2. IIpaBujia NPUIrOTOBJIEHHMS W XPaHEHHMs JIEKAPCTBEHHOr0 TMpenapara
#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™* miga undysuit unm 5% pacTBopoM AEKCTpO3bI** (pacTBOPHI JOIKHBI 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.

[TpuroTtoBneHHBINH HH(Y3UNOHHBINA PACTBOP PU3NICCKH M XUMUYECKU CTAOUJICH B TCUCHUE
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 HEIb3st!

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 nHPY3UU MOXKHO HAYMHATH cO ckopocTu 100 Mr/4ac u yBeIMYUBaTh €€ 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

i T [ I

HedbponporekTuBHas Tepanus
WckntoueHue BTOPUYHOI U
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

Nepebiii anusoa GCIC

—

I

MpeaHnsonoH** upmrnocnopun** 3-5 mr/kr/cyt (konuentpaumn 100-175ur/mn)
exeqgHeBHo 1 mr/Kkr (maKc. 80 mr) uau nnmn
B PHUPYIOLLY yepes AeHb #rakponumyc** 0,05-0,1 mr/kr/cyT (KoHLeHTpauma 5-10ur/mn)
2 mr/kr (makc. 120mr) 4- 16 nepens +
I
¥ v Huskue po3bl npegHuonoqa**
Crepoua- Crepong- 0,15 mr/kr/cyt 4-6 mecaues, 3atem oTmeHavepes 4-8 nepens
HYBCTBHUTE/IbHOCTD Pe3nCTeHTHOCTL I
! IaKm"“MVC“ s HanDaBHTh .
n /perMoHanbHbIin
nnu
Otmena uepes 6 mec. > uMKnocnopui**3-5 mr/kr ueHtp
N MNpopomiars 6-12 -
- o Mecales ] Hpwrykcmat
Habnwoperue NpepHHsoncH 375 mr/m? x 1-4 poabi Pesuzus
(12 mecauen)
Habmopenve duaznoaa/
— Peunme Buibop mepanuu
T [ rowme |
> 375 mi/m? x 1-4 go3bl Peuusps
—> [osropuib neverne
i e
N 0.5-0.75 r/m2/mecaly 12-24 mecaua 0.5-0.75 r/m2/mecsy
Crepona, BHYTPUBEHHO X B BHYTPHBEHHO X 6
| 3aBHCMMOCTL/PEeanCcTeHT mecAues LcA**-3aBrcumocTb mecsles
HOCTB/YacTbie HacTbie peLuauBbl
peumsms ] #puTyKcumab* *
~ 375mr/m? x 1-4 fo3sl
Hanpasuis B deiepanbHbii LeHTp:
PeBW3uA uarHo3a/Bbibop Tepanin

[Ipumeuanue: LIcA** — nuknocnopun™*.
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Ipuioxkenue B. Uudopmanus 11 naumeHra

doxanbHBIM cerMeHTapHblil rinomepyrockiepo3 (OPCI'C) sapnsieTcss oJHON U3 MPUYHH
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

IIOCTCIICHHBIM CHHKCHUCM (1)YHKIII/H/I IIOYCK.

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 crmocoOoM  monrBepxkacHUs guarHo3za DOCI'C, omeHKH MOporsosa
3a00eBaHus, BbIOOpPA ONTHMAJIBHOTO JICYCHHS SIBJISETCS BBINOJHCHHE OWOIICHMH TOYKH U
MIPOBE/ICHHUE CICIIUAIBHBIX MUKPOCKOITMYECKHUX UCCIICIOBAaHUI 00pa3iia moyekK.

[TaneHTHI ¢ HEOOIBIIONW MOTEpel Oenka ¢ MOYOH M COXpaHHOW (PYHKIMEH ModYeK, Kak
IIPaBUJIO, UMEIOT OoJiee OJIaronpUsTHBIN MPOTHO3, MOATOMY KPUTUYHBIM SIBISIETCS IOCTH)KEHUE

pemuccuu 00sie3HH Ha (OHE JeUEHUS.

Jleuenue ®CI'C nmomkHO OBITH MPOBENEHO MOJ KOHTpoNeM Bpada-Hedpoiora. Ilepen
Ha4yaJIOM JICUCHUsI Bpada-HE(DPOJIOTY U MAIUEHTy CleAyeT OOCYIuTh MPEIOKEHHOE JICUCHUE,
4TOOBI YETKO MOHUMATh OXKHAAEMYIO TOJIb3y OT HETO, 3HaTh BEPOSTHBIC MOOOUHbIE YP(DHEKTH U

MIPUHIUIIBI KX IPEAYIIPEKICHHUS.
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Hpuaoxkenue I'1-I'N. llIkajbl oneHKH, BONPOCHUKHU U IPyrUe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIAAIIUAX

1. Ha3Banue Ha pycckoM s3bike: @opmya aias pacdera CK®, npenio:keHHasi
paboyeii rpynmoil mo MccjaeJ0BAHUIO SMUAEMHUOJOTHN XPOHUYECKON 00J1e3HH
nouek (Chronic Kidney Disease-Epidemiology Collaboration, CKD-EPI) [27,28]

Opurunaneaoe HasBanuwe. CKD-EPI equation to estimate the glomerular filtration
rate (CKD-EPI formula)

Hcrounuk (opuimanbHbIi CAlT pa3pabOTUYNKOB, IyOJIMKAIIMS C BaJTUIaIuek ):
https://pubmed.ncbi.nIm.nih.gov/19414839/

Tun (MoTYepKHYTH):

— MIKaJla OLEHKU

— HWHJCKC

— BOIIPOCHUK

— Ipyroe (YTOUHUTE): popmyna

Haznauenwue: onpenenenue Benmnunasl CKO

Conepsxanune (11abJy1oH):
CK® = 141*mun (KpeatuHuH B CBHIBOPOTKE KpoBU / Kamma, |)anbga*makc
(Kpeatunun B ceiBopoTKe kKpoBH / kanma, 1)1.209*0.993Bo3zpact*Ilon*Paca,

JUTST )KEHIIIMH UCTIONB3YIOTCS CIEAYIOIINE 3HAUYSHUS:

nost = 1.018; ansda = - 0.329; kanma = 0.7;

JUTSL MY>KUWH UCTIONB3YIOTCS CIIeAYIOIIne 3HadeHus: noi = 1; anba = - 0.411,
kamnma = 0.9;

JUTSI TIpEe/ICTaBUTENeH HErPOUAHOM packl: koddduimeHt «pacay» = 1.159.

Kitou (unTeprnperanus): onpenenenue craauu XbI1 B 3aBucumocTu ot ypoBHst CKD
(Tabnuua 2, paznen 1.4)

[TosicHenus: 17151 y1o0CcTBa pacdyera co3aHbl OHJIANH KaJIbKYJISATOP:
https://www.kidney.org/professionals/KDOQI/gfr_calculator
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