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Cnucok cokpanieHui

AYTB — axkTUBUpOBAaHHOE AKTUBUPOBAHHOE YAaCTUYHOE TPOMOOIUIACTUHOBOE BpeMs
(mammeHoBanue yciayru cornacHo Ilpukasy MunsnpaBa Poccum ot 13.10.2017 Ne 804H:
«AKTHBHPOBAHHOE YaCTHYHOE TPOMOOIIIIACTUHOBOE BPEMSI»)

BPA — Gnokatops! perienitopoB anruorensuna-1l (ATX xkinaccuduxanmst: « AHTarOHUCTHI
penenTopoB aHruoTeH3uHa II»)

BUY — Bupyc umMmmyHOAePUINTA YeTIOBEKA

AN — noBepuTenbHbIA HHTEPBAI

UATI® — uHrHOUTOPBI aHTHOTEH3UH-TIpeBpamaroniero pepmenta (ATX kimaccupukanus:
«aruduropsr AITDy)

NCT — uMMyHOCynpeccUBHas TEpaIus

MA — meTa-aHanu3

MKB — MexaynapoaHas Kiaccupukanus 0oae3He

MHO - wMexayHapoAHOE HOPMAaJM30BAaHHOE OTHOIIEHHE (HAMMEHOBAHUE YCIYyTH
cormacHo IIpukasy Munzgpasa Poccum ot 13.10.2017 Ne 804n: «Omnpenenenne
MEXIYyHApOAHOTO HOpMain30BaHHOTO oTHOoIeHuss (MHO)y)

OIIIT — ocTpoe moBpexkACHHUE MTOUYEK

PAC — peHHH-aHTHOTEH3UHOBAsI CUCTEMA

PKU — pan1oMU3upOBaHHOE KIIMHUYECKOE UCCIIEJOBAaHHE

pCK® — pacueTHas ckopocTh KIIyOOUKOBOM (HIIbTpaliu

CK® — cxopocTtb Ki1y004YKOBOH (PUIBTPALIUU

TIIH — TepMuHanbpHas noyeyHasi HEAOCTATOUHOCTh

OCI'C — hokanbHO-CErMEHTAPHBIN TTIOMEPYIOCKIEPO3

XBII — xponnyeckast 601€3Hb OYEK

OM — »ieKTpOHHasT MHUKpPOCKOMUs (HauMEHOBaHWE YCIyru corjacHo [Ipukasy
MunznpaBa Poccun ot 13.10.2017 Ne 804H: «OneKTpoHHass MUKPOCKOINHS MHUKpOIIpenapara
TKaHEH MOYKM»)

|g — UMMyHOTTOOYTMHBI



TepMI/IHBI H OIIpCACIICHUSA
3aBUCUMOCTh OT HWHTUOMTOPOB KaJbLIMHEHPUHA — BO3HUKHOBEHHE PEIUIMBA
He(POTUYECKOTO CHHAPOMA WIIM HApacTaHHWE CYTOYHOH mporeuHypuu >50% mocie CHUKEHUS
JI03bI HJTM OTMEHBI HHTHOMTOPOB KAJIBIIUHEWPHHA MIPH yCIOBUH JICUCHHUS B TeUeHHE 12 MecsIeB.
Hedpornuecknii CcHUHOAPOM — CHMOTOMOKOMIUIEKC, OOYCIOBICHHBIH HapyleHHEM
TJIOMEpYJIIpHO-0a3abHOTO Oaphepa ¢ pa3BUTHEM MACCHBHOHN (HE(DPOTHUYECKOW) MPOTEHHYPHH,

KPUTEPUSIMH KOTOPOTO SBIAIOTCSA: NPOTEHMHYpHst >3,5 r/cyr/1,73 w2

, THUIMOAJIbOyMUHEMMUS
(anpOymuH B kpoBu <30 /7).

Heuwacro peunmmuBupyroumiit ®CI'C — 1 oboctpeHue B TedeHHE 6 MecCALEB IOCIEe
HACTYIUICHUS peMuccuu uiu 1-3 oboctpenus B TeueHue 12 mecsies.

[lonHas peMHCCHs — CHIDKGHHE INPOTEMHYpUH 10 3HaueHmii <300 mr/cyt/1,73 w2
HOpMaJIM3alus YPOBHs aJlbOyMUHa B KPOBH, CTAOUJIbHBIE 3HAUEHUS KPEATHUHNHA B KPOBH.

PesncTeHTHOCTE K MHTHOMTOpPaM KalbIMHEHpPUHA — OTCYTCTBHE CHIDKCHHSI CYyTOYHOMU
OPOTEUHYPUH WU CHIKeHHe ee <50% IpH YCIOBUM AJIUTEIBHOCTH TEpanuu >6 MecsleB ¢
JOCTH>KEHUEM LIEJIEBbIX YPOBHEH MpenapaToB B KPOBU.

Penumus — HapacTaHHe TPOTEMHYPUM 10 3HaueHHit >3,5 r/cy1/1,73 M? y HalueHToB,
JOCTUTIIMX TOJHOM PEMHUCCHUHM, WM YBEIMYEHUE CYTOYHOM mporeuHypuun Ha >50% vy
MNAUEHTOB, JOCTUTTIUX YACTUYHOU PEMHUCCHUH.

Crepon-3aBUCMOCTh — BO3HHUKHOBEHHE pELUAMBA HE(HPOTHUECKOTO CHHIApPOMA HIIU
HapacTaHWe CyTO4YHOW nporenHypun >50% 1ocie CHWKEHUS [JO03bl WJIM  OTMEHBI
[IIFOKOKOPTUKOH/IOB.

Crepon-pe3ucTeHTHOCTh — OTCYTCTBUE CHU)KEHMS CYTOUHOM NpoTeuHypuu mocie 16
HeJleNnb aJIeKBaTHOM Tepanuy MpeIHU30J0HOM™** nin ee cHibkeHue <50%, He COOTBETCTBYIOIEE
KpUTEPUAM YaCTUUHOU PEMHCCHH.

YactuyHasi peMuccusi — CHHKEHHE CYTOYHOM mpoTrenHypuu Ha >50% OT HCXOIHOM C
JIOCTHKEHHEM abCONIOTHEIX 3HaYenuit <3,5 r/cyt/1,73 M2,

Yacto penupusupytomuit @CI'C — >2 obocTpeHuit B TedueHHe 6 MecsleB IOCie

HACTYIUICHUs peMHCCUU Uin Oosiee 4 obocTpeHuit B TeueHue 12 mecsies.



1. Kpatkas undopmarius no 3a00JI€BaHUIO UM COCTOSHUIO (TpyTine 3a00eBaHuii

WJTA COCTOSTHUM )

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

COCTOSIHMA)

dokanbHO-cerMeHTapHbIi TiomMepynockiepo3 (OCI'C) — ato popma riiomepyrionaTuw,

KOTOpasi KIWHHYECKU TPOSIBISACTCS MPOTEUHYpPHEH WIM HEPPOTHYSCKUM CHHIPOMOM, a
MOP(}OIOrHUECKU XapakTepu3yercs: (POKaIbHBIM (B OTAEIBHBIX KIIyOOUYKaX) U CETMEHTapHbBIM (B
OTJCIIbHBIX KAMMUIAPHBIX METIIAX) CKICPO30M IPU CBETOBOM MUKPOCKOIIMH U PACILIACTHIBAHUEM

HOYKEK TOOIUTOB TPH 3ICKTPOHHOK Mukpockomnuu (M) [1-5].

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

HJIN COCTOSTHW)

OCI'C pa3BuBaeTCsl BCICACTBHE MOBPESKICHHUS BUCICPATBHBIX SIUTEIHATBHBIX KICTOK
KIIyOouka ToueKk (MOJOIMTOB) M  OTHOCUTCA K rpymme  «mojxoruronatuiy. Ilo
natoreHeTnueckomy mMexaHuzMy @CI'C MOKHO pa3fenuTh Ha MEPBUYHBIN, BTOPUYHBIH (Tad. 1)
W TreHeTHdeckn JnerepmuHupoBaHHbii. [Ipu mepBuunom @OCI'C  pacmpocTpaHeHHOE
MOBPEXKACHUE TOJOIHMTOB CBS3BIBAIOT C LUPKYJIUPYIOIIMMH B  KpoBH  «hakTopaMu
npoHUIaeMocTiy. [IpeamnonararoT, 9To 3TH (PaKTOPBI BBI3BIBAIOT CTPYKTYPHO-(YHKITMOHATHHBIC
WU3MEHEHUS MOI0IUTOB, CIIOCOOCTBYIOT PACIIIACTHIBAHUIO X HOKKOBBIX OTPOCTKOB, aIllONTO3y U
OTCIIOCHUIO OT 0a3zanbHOW MeMOpaHBI C HapyIIEHHWEM TIOMEPYISpHOro Oapbepa U pa3BUTHEM
npoTeuHypud. B  KkadecTBe BO3MOXHBIX (DaKTOPOB MPOHUIIAEMOCTH PACCMATPHUBAIOT
pacTBOPUMBIC PEIIENITOPH aKTUBAaTOpa IUIA3MHHOTCHA YPOKHHA3HOTO THIA, KapauoTpoduH-
no00HbIH pakTop-1, anturena k CD40 u apyrue [6,7], oqHaKO UX IPUPOA B HACTOSIIIEE BPEMS
HE JI0 KOHIIA sICHA.

Bropuunsiii ®CI'C 00BIYHO BO3HHMKAeT KakK aJanTHBHAs peakius C pa3BUTHEM
BHYTPUKIyOOUYKOBOW THUINEPTCH3WMH U THNEpUIBTPAIIMH B OTBET HAa aOCOJIOTHOE WA
OTHOCHUTEJIFHOE YMEHBIIICHHE MAacChl JCHCTBYIONIUX HEPPOHOB, a TAKKE BCIICJICTBHUE IMPSIMOTO
TOKCHUYECKOTO BJIMSIHUS HA MOJIOIUT JIEKAPCTBEHHBIX MPEIapaToB, TOKCHHOB WU BUPYCOB [3].

B ycrmoBusix CHWXKEHHMsT MacChl JACWCTBYIONUX HE(PPOHOB BHYTPUKIYOOUKOBaS
TUIEPTEH3Us M COIYTCTBYIOIAs TUMEPTPOPHUS OCTAaBIIMXCS KIyOOUKOB CHOCOOCTBYIOT Ha
NEPBBIX JTaax KOMIIEHCATOPHOMY MOJAJIEPKaHUI0 HEOOXOAUMON CKOPOCTH KITyOOUYKOBOM

¢unprparuu (CK®). OgHako B AambHEHIIEM «TUIIEPTOHUYECKOE» TOBPEKICHUE MPHBOIUT K



[IOCTEIIECHHOMY  CKJIEPO3UPOBAaHHMIO  OCTAaBHIMXCS  KIYOOUKOB. AOCONIOTHOE  CHHMIKEHHE
KOJINYEeCTBA HE(PPOHOB OTMEYAETCS B CIydyae HAIMYUS €IWHCTBEHHOM MOYKH MPH POXICHUU
(arene3usi, runoIIa3us MOYKU U Jp. aHOMAJIMU) WM B pE3yJIbTaTe XUPYPruuyecKoro yaajleHus
OJTHOM NOYKH (HE(PIKTOMHUS, PE3EKIMS TOYKH ), HETOHOIIEHHOCTH, HU3KOM BECE IIPU POXKJICHUH,
pedurokc-HepponaTuy, TUIEPTOHUYECKOM HEPPOAHTHMOCKIEpo3e, a TakkKe B HCXOAE
XPOHUYECKUX TJIOMEPYJIONAaTUH (HAIpUMEpP, CETMEHTApHBIM INIOMEPYJIOCKIEPO3 B pe3yibTare
UMMYHHOTO TIOBpEXJCHUsI Ipu riomepyinoHedpure) [8]. OrTHocuTenbHas OIMroHEPpPOHUS
dopmupyercss y JMIl ¢ MOPOMIHBIM OKUPEHHEM, Ul KOTOPOI'O XapaKTEpHO YBEIHYEHHE
KIIyOOuKoB B oObeMe (riomepyrnomeranus), nepuxuiapHbiii Bapuant OCI'C (cm. pazgen 1.5)
TOJBKO B HEOOJNBIIOW YacTH HM3MEHEHHBIX KIIyOOYKOB M OYaroBO€ CIIa)XKMBaHUE OTPOCTKOB
HOJOIMTOB 10 AaHHbIM OM [9]. JIpyrumu mpuMepamu BHYTPUKIYOOUKOBOH THIEPTEH3UU C
HOpPMaJIbHBIM 4YHCJIOM HE(pPOHOB sBIAIOTCA AuabeTnyeckass Hedponatus, U Oosee peakue
3a00JIeBaHUs — CEPIIOBHUIHO-KIIETOUHAs aHEMUS, «CUHUE» ITOPOKH cep/iia, 001e3HH HAaKOIJICHUS,
CBsI3aHHBIE C IeQUIIUTOM TIIF0OK030-6 docdarassl (6one3ns ['upke, rimkoreHo3 | tumna).

K pazsutnio BropuuHoro ®@CI'C (tabn. 1) MOXET MPUBOAWTH MPHEM JIEKaPCTBEHHBIX
IOpenapaToB M TOKCHMYECKMX BEILECTB: JAWALCTUIMOP(QHHA, MaMUIPOHOBOM  KHCIOTHI,
UHTepPEepOHa U aHAOOIHMUYECKUX CTEPOHMIOB MPOJOIDKUTEIbHOCTRIO oT 8 mo 20 et [10-13].
Onucansl cnydyau @CI'C npu IMTETPHOM NpHUEMe aHTPALMKIMHOB (JOKCOPYOMIIMH** u 1p.),
JUTHS,, UHTUOUTOPOB KaibluHEHpuHa, cupoinumyca [14-17]. Cpenu BuUpyCHBIX HHGEKIUN
NaTOr€HEeTHUYECKOe 3HAYCHHE Ul TOBPEXAECHUS MOJOLUTOB MMEIOT BUPYC UMMYyHOJEPHUIMTA
yenoseka (BUY), mapsoBupyc B19, nuromeranosupyc, Bupyc Dmireiina-bapp, Bupyc sv40 u
Bupyc renarura C.

@®CI'C takke MOXeT OBITh BBI3BaH MYTAllUSIMH B T€HAX, KOAMPYIOUMX CTPYKTYpHBIE
OenKM TOJOLUMTOB W IIeneBod auadparmel. Y geredl crapiiero BoO3pacTa, MOJIPOCTKOB U
B3pociblx ¢ reHernyeckuMm @OCI'C yame Habmogaercss ayTOCOMHO-JOMUHAHTHBIM THII
HacyieoBanusl. MyTaruu reHa 03-, 4- u 5- koutarena [V Trra npu3HarTcs oAHON U3 Hanbolee
gacTeix TeHetnueckux npuanH OCI'C y B3pocnsix [18]. Kpome TOro, m0CTaTouyHo 4YacTBHIMH
ABJSAIOTCS MyTauuu reHoB gopmuna (INF2) (12-17% Beex ciaydaeB ayTOCOMHO-OMHUHAHTHOTO
®CI'C), akrunuHa 04 (ACTN4), TRPC6, WT1 u LMXI1B [19,20].

Tabmuma 1. [Ipuunnst Bropuunoro @CI'C

JlexapcTBeHHBIE NpenapaTaTbl 1 TOKCUYECKUE BEIIECTBA:
Huanerunmopdun

Jlutnit

AHaIbreTHIecKue mpenapaTsl

[MamuzapoHOBast KUCIOTA

AHa0OINYECKHe CTSPOUIBI

Joxcopyourmua™*




Bupycsl u BHyTpUKIETOYHBIC OAKTEPUU:
I'ematur Bu C

BI1Y

ITapBoBupyc B19

IluromeranoBupyc

OnurreinHa-bapp

Mukomiazma

I'emogmramMuyeckue (pakTOpHI CO CHIDKEHHEM KOIHYecTBa He(hPOHOB:
EnuncTBeHHas mouka

TpancmanTupoBaHHas MOYKa

Jlucras3us movex

AreHne3ust

I'unonnazus

OnuronedpoHnus

[Ty3BIpHO-MOYETOYHUKOBEII peITFOKC

I'emopmaaMudeckuie hakTOpbl ¢ HOPMATBHBIM KOJTHMYECTBA HEPPOHOB:
CaxapHslit quader

Oxupenue

CeproBUIHO-KIETOYHAS] AHEMUS

BposkieHHBIE «CHUHHE)» TTOPOKHU CepIIlia

CucremHble HeMH(DEKIIMOHHBIE 3a00ICBaHMUS,
B TOM 4YrcIie 3a00JIeBaHUs KPOBH:
CucremHas KpacHasi BOTYaHKa

Bbonesns Ctuina

Jlumdombl (X0MKKHHA U HEXOKCKUHCKIE)
Tumoma

IMonmunuremus

DcceHIUalbHBINA TPOMOOIUTO3

Octpslit Mueno- u nuMdoeiikos
XpoHHUYECKHIA TUM(OTIEHKO3

[epBuuHbIii MUe0huOPO3

Hpyrue:
I'nnepronndeckuii HePOAHTHOCKIEPO3

Cunnpom AnsniopTa
Capkounos
HelicTBre paanauuu

BropuuHsie n3smMeHeHus pu Apyrux Gopmax riaomepyionedpura:
IgA HedponaTus
MemOpano3nas HedponaTus U Ip.

1.3 DnuaeMuoJorus 3a00J€eBaHUS WJIH COCTOSSHNA (rpyvonbl 3a00JJeBaHUN WU

COCTOAHHUH

Cpenu mamueHToB C HeQPOTUYECKUM CHHJIPOMOM pacnpocTpaHeHHOocTh PCI'C
cocrasisieT ot 12 10 35% [2,21].

3aboneBaemocts PCI'C HempepbiBHO yBenuuuBaercs: ecnd ¢ 1994 mo 2003 r. ona
cocrapmnsina 1,4 va 100 000 genoBeko-iet, To B iepuo ¢ 2004 o 2013 r. — yBenuumnace a0 3,2
Ha 100 000 yenoseko-ner (Ha 41%), Mpu STOM COOTHOIIEHHE MEPBUYHBIX U BTOPUYHBIX (HOpM
ocTaeTcs MpeXHUM — npudbausutenbHo 1:3 [22]. Takum obpazom, @CI'C npubmmkaercst mo
Y4acTOTe K MMMYHOITIOOYnUH A-Hedpornatuu u auadetndyeckoit Hedponatuu. Pacter u yacrora

@CI'C kak npuunHbI TepMUHaNbHOM nodeyHoi Henpocrarounoctu (TIIH). B 1980 r. ®CI'C
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ormeuvancs y 0,2% nanuentoB ¢ TIIH; torga kak x 2000 r. Ha Hero nmpuxoauiock yxe 2,3%
cinygaeB TIIH, To ects mpousonuio yeenuuenue B 11 pa3. Ilponoprus namuenros ¢ TIIH,
pasBuBieiics Beiencrsue OCI'C, B HacTosimiee BpeMs coctaBisieT 2,3% no cpaBHenuto 0,4%
1uist MemOpano3Hoii Hepponatuu U 0,3% ni1s ummyHornooynua A-nepponatuu [23]. Ilpu stom

nous reaerndeckoro ®CI'C cpeaut B3pOCIIbIX MAIMEHTOB MOXET cocTaBsATh 10 11% [24].

1.4 OcodeHHOCTH KOJIUPOBAHUA 3a200J1€eBaHMS] NI COCTOAHUA (rpynnbl

3200JJeBAHUN HMJIM COCTOSTHMIT) mo MeXIVHAPOAHON CTATHCTHYECKON KJaccupuranuu

00J1e3HeH ¥ MPodJIeM, CBA3AHHLIX CO 3I0POBLEM

NOO.1 — Octperiit HeppuTHdeckuit curapoM. O4aroBbie U CErMEHTapHbIE TIIOMEPYJIISIPHBIE
TIOBPEKICHHUS

NO1.1 - Beictponporpeccupyromuii  HedputHdeckud cuHapoM. OdvaroBsie U
CErMEHTapHbIE TIIOMEPYIISPHBIE TTOBPEXKICHHUS

NO2.1 — PeumauBupyromias u ycToWuuBasi remarypus. OdaroBble U CErMEHTapHBIE
TJIOMEPYIISIPHBIC TOBPEKICHUS

NO03.1 — Xponudeckuii HeppuTHdeckuii cuHIpOM. OdYaroBple W CETMEHTapHBIC

[JIOMEPYJISIPHBIE TOBPEKACHUS

NO04.1 — Hedporuueckuii cunapoMm. OgaroBble M CErMEHTapHbIE TJIOMEpYJISipHbIE
TIOBPEXICHHS
NO05.1 — Hedputnuecknid CHHAPOM HEYTOUYHEHHBIH. (OYaroBble W CETMEHTapHBIC

TJIOMEPYJISIpHbIE TTOBPEXKICHUS

NO06.1 — M3oaupoBaHHas MPOTEHHYPUSI C YTOUHEHHBIM MOP(OIOrMYECKHM JIHArHO30M.
OudaroBbie U CETMEHTapHBIE TIIOMEPYIISIPHBIC TIOBPEKICHHUS

NO7.1 — HacnencrBennass HedpomaTus, He KiIacCH(PHUIMPOBAHHAS B JAPYTHX pyOpHKax.
OuaroBble U CErMEHTapHbIE INIOMEPYIISIPHbIE TTOBPEKICHHUS

Bo Bcex caywasx @CI'C nomxHa OBITH yKa3zaHa CTajJus XPOHHUYECKOH OOJE3HH MOYEK
(XBIT) B cOOTBETCTBUY C peKOMeHIausIMu [25].

Jlst 0603HaYeHHS CTAUH ClIeAyeT UCmoyib3oBaTh kKoabl N18.1-N18.5 (tabim. 2), a pacuer
CK® (pCK®) neobxonumo BeimonHATh 1o popmyne CKD-EPI B ciennanbHbIX KaJbKyISATOpax
Ha OCHOBaHMM KOHIIEHTpAIlMM KpEaTHHHHA B CHIBOPOTKE KpOBH, I10JIa, BO3pacTa U pachl
nanuenta («IIpunoxenue ['») [26,27].

Tabmuma 2. Knaccudukanus craguit XBII o ypoBHio CK® u cooTBEeTCTBHE KOAUPOBKE

MKB-10

O6o3nauenue | Yposenb CKO, Kon Hazpanwne
craymii XBI | mu/mun/1,73 m* | MKB-10*




Cl >90 N18.1 Xponuueckasi 60Jie3Hb OYEK, cTaaus 1
C2 60-89 N18.2 XpoHudeckas 00JIe3Hb IOYEK, CTATUs 2
C3a 45-59 N18.3 Xponuueckasi 6071€3Hb TIOYEK, CTaIus 3
C30 30-44

C4 15-29 N18.4 XpoHuueckasi 00J1€3Hb OYEK, cTaaus 4
C5 <15 N18.5 XpoHudeckas 00JIe3Hb TTOYCK, CTAIUS S

[Tpumeuanue: * — kogom N18.9 o603navarorcs ciaydan XbII ¢ HeyTouHeHHOM cTaaueH.

1.5 Kuaccudukanuss 3a001eBaHUs HJIM COCTOSHUSA (Tpynnbl 3a00J1eBaHMii WU

COCTOSIHMA)

Ha ocuHoBanuu Beaymieit npuumasl @CI'C knaccudummpyercs ciaexyronmM o0pa3oM
[28,29]:

1) TlepBuunbiii ®CI'C — croenupuveckoe MOBPEKACHUE IOIOLUTOB, HE HMEIOIICE

OUYEBUJIHBIX MPUYMH U BEPOSTHO CBA3aHHOE C OOPa30BaHUEM LIUPKYIMPYIOIIUX ChIBOPOTOUHBIX
¢daxTopoB; Yaiie mporekaer ¢ HegporudeckuMm cuHApoMoM. [Ipu DM BeBIsIOT Muddy3HOE
(=80%) pacmiacTbIBaHUE HOXKEK MOJOIMTOB; YaCTO PEUUIUBUPYET B TPAHCIUIAHTATE IOYKHU, B
sToM ciydae 3 dexTuBeH miazmadepes.

2) Bropuunbiii OCI'C — 00yc/IOBJICH MOBPEKACHHEM IIOJOLUTOB BCICACTBHE
BHYTPUKIyOOUKOBOU IrUnepUIbTpaluu/TUIIEPTEH3UN WIH MIPSMOTO BO3/IEUCTBUS TOKCUHOB MITU
BHUPYCOB; XapaKTepHU3yeTCs BBIpAKEHHONW NPOTEHMHYpHEH, 3adacTyio 0e3 QopMupoBaHUs
HE(PPOTUYECKOTO CHHAPOMA, U, KaK MPaBUJIO, HApyIIEHHEM (DYHKIUHM MoYeK. Y 3TOH KaTeropuu
nareHToB ¢ OCI'C BBIABIAIOT aJalTUBHbIE W3MEHEHHMsS — THUNEePTpoduio KIyOOuKOB H
runepdunpTpanuto, npu OM — ouarosoe (<80%) pacmiacTbiBaHH€ OTPOCKOB MOJOLUTOB.

3) Tenernueckmiit ®CI'C — cBsA3aH C HaIMYMEM MYTalMii B TeHaX, KOIUPYHOIIMX
CTPYKTYpHblE O€JIKM MOJOLMTOB M LIeNeBOW auadparMbl; MOXKET BIEpBbIE IPOSBIATHCA
HE(PPOTUYECKHM CHHIPOMOM B PaHHEM JIETCTBE, HO MOXKET AeOI0THPOBATh C MEHEE BHIPAKEHHOMN
MPOTEUHYPHUH B MOJPOCTKOBOM BO3PACTE MUJIH Y B3POCIBIX MAIlIEHTOB.

4) Kpome Ttoro, y yactu nanueHToB ¢ ®CI'C kIMHMYECKHE CUMITOMBI U PE3yJIbTaThl
MOpP(OJIOTHUECKOTO HCCIIEOBAHUS, B YaCTHOCTH OM aHaJOrM4yHbl TaKOBBIM NPU BTOPHUYHOM
OCI'C, HO TPUYHHY/>THOJOTHYECKUH (DaKTOp BBHIIBUTH HEBO3MOKHO, HECMOTpS Ha TIIATEIbHOE
oOcienoBaHue, B TOM 4YHUCII€ U TE€HETHYEeCKHil aHanu3. Takux NalMEeHTOB MOXHO YCJIOBHO
otHecTH K Tpynme @CI'C ¢ Hen3BeCTHON TPUIMHOM.

ITo ocobennoctsim Mmopdonornyeckoit kapturbl ®CI'C noapasaenstor Ha [28]:

1) Kiaccudeckuii BapuaHT — XapaKTepH3yeTCs CErMEHTAPHBIMU YY4aCTKaMU KoJutarca

CKJIEPO3a ME3aHIUsl U HEKOTOPBIX KAMWIISAPHBIX METeNb (CErMEHTApHbIE U3MEHEHUS)
B OTICNIBHBIX, HO HE BO BCeX KiIyOoukax (ouaroBwie m3MeHeHUs). [loBpexmeHus

MEPBOHAYAIBHO JIOKAIM3YIOTCS B FOKCTaMEIYJUISIPHBIX KIyOOUYKax, MO3TOMY MOTYT
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2)

3)

4)

5)

OBbITh MPOINYILEHbI IIPU MOBEPXHOCTHOH Ouorncuu, coiepkaiieid TOJbKO KOPKOBBIH
ciof. BBIABIAIOT Takke YMEPEHHYI0 ME3aHIMAbHYI0 TUIEPKIETOYHOCTh U
CeTMEHTapHbIC OTJIOKEHUS THaimHa B KiyOoukax. Ilpu mmmyHO]IyopecrneHTHOM
UCCIIEIOBAHUM HE BBIABIAIOT OTJIOKEHHH HMMYHOITIOOYJMHOB M KOMILJIEMEHTA,
OJJTHAKO B HEKOTOPBIX CllyyasiX OOHapy»XHMBalOT Hecnenuduueckoe CBsA3bIBAaHUE
ummyHornooynuna (Ig) M u C3 ¢pakunu koMruieMeHTa U, Bo3MoxkHo, C1 B ouarax
cKiepo3a U B Me3aHruu. OTBET Ha TEpanuio INIFOKOKOPTHUKOMIAMU HUMEIOT TOJBKO
30% maureHToB ¢ ’TUM BapUaHTOM.

Bepxyreunsiii Bapuant (tip lesion) — xapakTepusyeTcsi HOBPEXKICHUEM ITOIOIUTOB U
HAKOIUICHHEM TEHHUCTHIX KJIETOK B 00JAaCTH «BEPXYIIKH» KIyOOdKa BOJHM3M BBIXOJA
MPOKCUMAIILHOTO KaHalblla, NpPU HMMYHOQIYOPECUEHIIMH MOXET BBISABISTHCS
Hecnenuguueckoe ceeuenue IgM u C3 B ouarax ckiepos3a u B Me3aHruu. CUuTaror,
yTo 1npu BepxymeuyHoMm Bapuante OCIC Jdy4lle OTBET Ha TEPAIHUI0
[IFOKOKOPTUKOMIAMH 10 CPAaBHEHUIO C IPYTUMH BapUaHTaMU.

[lepuxwisipHBI BapuaHT — CKIEPO3 M THAJIMHO3 Pa3BUBACTCS B INEPUXWIAPHON
obnacTi (BOKpPYI COCYIMCTOrO Iyyka), IpU 3TOM BoOBiekaercs Ooinee uem 50%
kiy6oukoB. MoxkeT Takke HabmogaThes Hecnenuuyeckoe ornoxkenue IgM u C3 B
ouarax ckieposa. Jta (opma uame BbisiBIsseTcs npu BropudHoM DCI'C kak
CIIEICTBUE TMOBPEKICHUS, CBSA3aHHOIO C BHYTPUKIYOOUKOBOM TIHMIEpTEH3UEH U
runepuiabTpanpeid. OTBET Ha TEPANUIO IITIOKOKOPTUKOUIaMHU HU3KHIA.

KnerouHnslif BApHaHT — TMarHoCTUpyeTcs MpH HaJIMYUK B OuomnTaTe 1o KpaHeil mepe
OJTHOTO KJIyOOYKa C CErMEHTapHOM SHIOKANWUIIPHON T'UIEPKIETOYHOCTHIO,
3aMoNHSIONIed BeCh MPOCBET KamWuigpoB. B apyrux kiyObodkax BBISBIISIOTCS
NIPU3HAKH, XapakTepHble A kinaccudeckoro Bapuanta PCI'C. Ilpu OM
Habmoxaercss nu¢¢y3HOe pacIulacThIBAaHHE HOXKEK MOJOUUTOB. Jlisi TOro, 4ToObI
auarHocTupoBaTh  kierouHbli  BapuanT @OCI'C, HeoOXOOUMO  HCKIIOYHUTH
BEPXYILICYHBI M KOJUIANCHPYIOINKA BapuaHThl. OTBET HAa TEpPANHMI0 OTMEYAETCS
npubnuzutensHo B 20% ciyyaes.

Komnancupyromuii BapuaHT — XapaKTEpHU3yeTCs KOJUIAIICOM M CKJIEPO30M BCETO
COCY/IMCTOTO My4yKka KiIyOouka, a HE CEerMEeHTapHbIM MoBpexaeHueM. [Ipuunnoit
TaKoro MoBpexaeHus yacto spisercs BUYU-undexuus, onHako U Ipyrue NpuyuHbl —
uHbpekus napBoBupycoM Bl9, nekapcrBa, cucTeMHas KpacHas —BOJIYaHKa,
remodarouutapubiii cuaapom win uHpekuus COVID-19 moryt ObITh NpUUYUHOM

Toi  (opmbl. Hekoropwie wHccienoBaTeNnd paccMaTpUBAIOT 3TOT BapHaHT Kak
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otnenbHy0 (opmy mnopakeHus modek, He cBszaHHyro ¢ DCI'C. IlposBusercs
TSDKETIBIM HEe()POTUYECKUM CHHAPOMOM U OBICTPBIM CHIDKEHHEM (YHKIMH TOYEK,
PE3UCTEHTHOCTBIO K HMMMyHocynpeccuBHoil  Tepanuun (MCT). s BUY-
accolMMpoBaHHOro Kosutancupytomero apuanta OCI'C xapakTepHbl KHCTO3HBIE
pacliMpeHus KaHalblleB U Hajduuue TyOyJO-peTUKYISPHBIX BKIIOYEHUH B

ME3aHIHaJIbHBIX M JHJ0TeIHaIbHBIX KieTkax [30,31].

1.6 Kanuuuyeckas KaApTHHA 3200JeBAaHUS WJINH COCTOSAHHUA (rpynnbl 3a00JeBaHUM

HJIN COCTOSTHW)

VY nauuentoB ¢ nepBuuHbiM OCI'C B 70-100% cnyuyaeB Hauano 3a00JeBaHUS OCTPOE C
pazBuTHeM HedppoTHdeckoro cuHapoma. CHIDKeHHE (QYHKIMH TIOYeK B JeOrOTe 3a00JIeBaHUs
IUarHocTupyior y 25-50% mamuentos, remMaryputo — y 50%, aprepuaibHy0 THIEPTEH3UIO — Y
20% [32-36].

JUia nanueHtoB ¢ BTOopuYHbIM PCI'C  XxapakTepHO IIOCTENIEHHOE HapacTaHHE
OPOTEHHYPUH (KaK NpaBWiIo, 0e3 pa3BUTUS HEPPOTHYECKOTO CHHAPOMA) M HEYKIOHHOE
CHIDKEHHE (QYHKIMU TOYeK. VICKIIoYeHHe COCTaBISIIOT ManueHThl co BTopudHbIM DPCI'C,
aCCOLIMMPOBAHHBIM C JIEKapCTBaMU (HampuMep, MaMUAPOHOBAs KHUCIIOTA), MU BUPyCaMHU
(Hanpumep, BUY-unbexius), y KOTOpbIX, Kak MPaBUI0, pa3BUBACTCS TXKENbIH He(hpOTHUIECKUI
cugapom [37,38]. B riIMHHWYECKOW KapTHHE MPeoOIaaloT OCOOCHHOCTH 3a00JIeBaHUN U
COCTOSIHUH, KOTOpble MOTYT HpUBOJIUTH K pa3BuTuio BTOopuuHoro ®CI'C (cm. paznmen 1.2). B
YaCTHOCTH, TOPaKEHHE TII0YeK TMpd MOpPOMTHOM OXHPEHHHM Ha HayajJbHBIX 3Tamax
XapakTepusyercs CYOKIMHMYECKHMM TEYeHHEM C HeOOJIbIION NpOTEeMHYpHEeH U 3aMETHBIM
yBennuenneM CK® ¢ mocieayromum MeIJIeHHBIM CHIDKeHHEM (QyHKImHU mouek [39].

[ManmenTsl ¢ reHermyeckum @DCI'C MOryT MMeTh WIMPOKUNA CHEKTP KIMHUYECKUX
IIPOSIBJIEHUI B 3aBUCHMOCTH OT KOHKPETHOHM reHernueckoil Myrauuu. ['enernueckuit ®CI'C ¢
ne0I0TOM y B3pOCHBIX OOBIYHO HACIEAYeTCs KaK ayTOCOMHO-JOMUHAHTHOE 3a00JIeBaHUE C
TIepEMEHHOI MeHEeTPAHTHOCTHIO, U OOBIYHO MPOSBJIAETCA MpoTeHHypuer <5 r/cyr/1,73 M? u
MEJICHHO TPOTpecCUpyromuM cHmwkeHneM ¢yHknuun modek [40,41]. TIporHoctrueckas
LIEHHOCTh TAaKOr0 IPU3HAKA, KAaK PE3UCTEHTHOCTb K TEpaluM TINIFOKOKOPTUKOMAAMHU IS
reHernueckoro @CI'C HeBbICOKA, Tak Kak 4yacTh NAlMeHTOB ¢ 3TuM BapuantoM PCI'C orBeuaer

Ha TeParuio TITFIOKOKOPTHKOUIAMH, XOTS TIPU 3TOM [UIUTEIbHbIC IOJTHBIC PEMHUCCHH peaKu [42].
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2. Jlnarnoctuka 3a00J€BaHUs UM COCTOSIHUS (TPYIITIbI 3a00JI€BaHUNA UITU
COCTOSIHUM ), MEAUIIMHCKUE MTOKa3aHUs U MPOTUBOMOKA3aHUS K TPUMEHEHUIO

METOA0B TMAarHOCTUKH

e VYV nanuentoB ¢ nojpo3penreM Ha @CI'C wim ycraHoBiaeHHbIM auarHozoM ®CI'C mbl
PEKOMEHIyeM aHaIM3 XKaJlo0, NaHHBIX aHaMHe3a M (PM3MKAIBHOTO HCCIICIOBAHUS IS
OLICHKU JUIMTEJIbHOCTH, TSDKECTHM M KIMHMYECKUX MPOSBICHUN OOJIE3HU, BBHISBICHUS
ACCOIIMMPOBAHHBIX COCTOSHUM M 3a00J€BaHWN, KOTOpPHIE MOTYT MMETh 3HAYCHHUE MJIS
BbIOOpa neuenus [1,29,43,44].

YpoBeHb  y0enuteabHOCTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Mhl pekoMeHayeM BpaudaM-He(poJjoraM ycraHaBiuBarh auarno3 nepsuuHoro OCI'C
HOCJIC WCKIIOUCHHS] BCEX BEPOSITHBIX MPHYMH BTOPUYHBIX BApHAHTOB OOJIC3HH JUIS
OLICHKH MPOTHO3a M MOCJIEAYIoIero Beioopa Tepanuu [1,29,43,44].

YpoBenb  yOenuteabHocTH — pekoMmenaamuii C  (YpoBeHb  /IOCTOBEPHOCTH
10KA3aTeJILCTB — 5)
Kommenrapun: Juacnocmuxa nepsuunoco @CI'C  Oondxcna 6Oasuposamvcsi Ha

UCKTIOYeHUU 8MOPUYHBIX NPUYUH 3a001esanus (mabn. 1).

2.1 Kaao0bl 1 aHAMHE3

Hayuenm ¢ @CI'C moxcem obpamumsbcs ¢ dHcaiodbamu Ha NoseieHue U Hapacmauue
nepugepuyeckux omexos, 6njiomv 00 2eHepanuzosanHvix. OObIYHO OmMeKU pa3susaromcs 6
meyeHue HeCKOIbKUX Hedellb, HO HaA4alo Modcem Oblmb u ocmpuim ¢ yeeauyenuem eeca Ha 5-10
ke. Ilayuenmor ommeuarom nosenenue nerucmou mouu. Yacmo nabawoaromes crabocmo,
YMOMAAEMOCMb U NOMeEPst ANNemumd.

Ilayuenma moorcem becnokoums ymMeHbluleHue KoIUuecmsea 0moeisiemMol Moy, maHyuue
bonu 6 noscHuye, NOGbIUEHUE UNU CHUNCEHUE apMepUuanrbHo20 0deieHus, cepoyebuerue
(6cnedcmeue  pazsumusi  2UNOBOJEMUL), pedce — NOSGIeHUe MOYU KpPACHO20 —yeema
(maxpocemamypus). Hapsody ¢ ocHosHbimu nposgieHusmu He@pomuieckoco CuHOpoma Ha
nepevlll NIaH MO2Ym bIXOOUMb 8 KIUHUYECKOU KapmuHe e20 OCNONCHEeHUs — UH@EKYUOHHbIe U
mpomboIMbouyecKue (yauje 6ce2o 8eHO3Hble MPOMOO3bL 2IYOOKUX 6€H 20NIeHell, NOUEUHbIX GEH,

MpomO0IMOONIUSL Ie2OuHbIX apmepuil), ocmpoe nospedicoerue nouek (OIII1).

2.2 dusukajabHoe 00cae10BaAHHe
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Ilpu obcreoosanuu nayuenmose ¢ @DCIC  6biAGHAIOM  KIUHUYECKVIO  KAPMUHY
Heghpomuueckoco CUHOPOMA, KOMOPbIL YACMO PA36UBAemcss Nocie HeOa8HO NepeHeceHHOU
UH@exyuU 8epxHUX ObIXamenbHblX nymeu. Bvipasicennvie omeku Mo2ym npugooums K nosaeieHuo
mpewun Ha Kodxce C UCmedyeHuem Cepo3HOU MHCUOKOCMU U UHDUUUPOBAHUIO PAHEBbIX
nosepxHocmeti, ommeuaemcs NOGvlUleHUe APMEPUAIbHO20  0aGleHUs, OUACMOIUYECKAs]
apmepuanvbHas cunepmen3ust Modicem ovims msidicenou (=120 mm pm.cm.).

YV nayuenmos ¢ ocmpo 603HUKWUM HeDpOMUUECKUM CUHOPOMOM CYUjecmeyem puck
2UNOBONIEMULU U PA38UMUSL HEGPOMULECKO20 Kpusd 8 C8A3U C meM, 4mo UnoaibOyMuHemus
CHUDICAem OHKOmMuU4ecKoe 0asilieHue niasmol ¢ U30bIMOYHbIM nepemMeljeHueM UHMPABACKYIAPHOU
HCUOKOCIU 8 UHMEPCMUYUL, YMO MOXcem npueooums Kk 2unosoiemuu. Cumnmomvl
Heghpomuuecko2o Kpusa 6KIUAIOM IUXOPAOKY, peomy, 60b 6 Husome u Ouapero, Xo100Hbvle
koneunocmu (U3-3a MEONEHHO20 HANOJHEHUs KANUWLIAPOS), OMUSYPUIO U MAXUKAPOUIO, MO2YM
noA61IAMbC OOJe3HeHHble Muspupyrowue spumemsl Ha kodce bedep u scusoma. CHudiceHue
apmepuanbHo20 0asleHus: (OpmoCmamuiecKas 2UNOmMeH3Us) A6a1emcs NO30HUM NPUSHAKOM
eunogonemuu. 1 unogonremus modxcem Maxxice NPUBOOUMb K CHUNCEHUIO nepgy3uu nouex u
pazeumuio OIIII.

Oounaxo y wuexomopwix nayuenmos @DCI'C moocem npomexkamov 6e3 pazeumiusl

Heppomuueckoeo CuHOpoma.

2.3 JIaGopaTopHbIe JTHATHOCTHYCCKHE MCCIeT0BAHUSA

e Mbl pekoMeHAyeM BCEM IMaleHTaM C TPEeANoJiaraéMblM WM  YCTaHOBJIEHHBIM
muarHozoM PCI'C mpoBeneHue n1aboOpaTOpHOM JUArHOCTUKM B 0a30BOM oObeMme,
MPEeyCMOTPEHHOM peKkoMeHaausaMu 1o XbII ¢ 1uenp0 OUEHKH BBIPaKEHHOCTH
TUCYHKIIMH TTOYEK, TMPOTHO3a, BBISBICHUS (AKTOPOB, KOTOPhIE MOTYT TOBIUSTH Ha
TaKTHKY JICUCHHs, Ope/iesieHne oobema Tepanuu [25].

YpoBenb  yOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [IOCTOBEPHOCTH

A0KA3aTeJbCTB — D)

e MBI peKoMeHIyeM Yy BcCeX TalHWeHTOB C NPEANONIaraéMbiM WM YCTaHOBJICHHBIM
auarHozoM @OCI'C u HeppOTHUECKUM CHHIPOMOM JJIsi OLIEHKM pHCKa BEHO3HBIX
TpoM0O030B M 3MOO0NUH, ompeneneHnuss o0beMa M KOPPEKIUH TEparuH, ONpeNeNiTh B
KpPOBH CJICAYIOIIHUE TIOKa3aTen: MPOTPOMOMHOBOE (TPOMOOILUTACTHHOBOE) BpeMs,
MEXIyHapoaHoe HopMmanu3zoBaHHoe oTHomenne (MHO), akTuBHpOBaHHOE YaCTHUYHOE
tpombomnactunoBoe Bpemst (AUTB), ypoBenbp ¢ubpuHOoreHa um KoHUEHTpauuoo /Jl-
numepa [45-47].
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YpoBeHb  yO0eauTeIbHOCTH  pekoMeHAanmuii A  (YpoBeHb  10CTOBEPHOCTH
0KA3aTeJbCTB — 2)

Kommenrapuu: Ilo pesyromamam MA pacnpocmpanennHocms mpomOOIMOOIUYECKUX
oCnodCHe Ul npu Heghpomuueckom cunopome cocmasnsem 8% (95% /U 4-15%), umo
ouxmyem HeobX00UMOCHb NPOBEOeHUsT OUACHOCMUKU HAPYUWEHUN CUCeMbl 2eMOCma3d
u coomseemcmeyloueco nedeHus, xkuouas npogurakmudeckoe. Cpeou nayuenmos c
yemanosnennvim  ouacnosom DPCI'C uacmoma mpom6OIMOOIUUECKUX OCIOHCHEHUU
cocmaensiem, 8 cpeouwem, 10%, eo3pacmas 6 cayuasx peyuousa HeOpoOMuuecKoeo
cunopoma. Yeenuuenue ronyenmpayuu J[-oumepa 6 Kposu sGISemcsi HAOEHCHbIM
npeouKmopom  mpomoosImobonuueckux ocuodxchenutt y nayuenmos ¢ OCIC u

Heghpomuueckum CUHOPOMOM.

Mpi pexomennyem nanuentam ¢ GCI'C, monydaromuM ieueHne #UUKIOCIOPHHOM ™ * niu
#TaKkpoauMycoM™**, BBITIOJTHATh HCCIIEOBAaHUE YpPOBHS JIEKAPCTBEHHBIX IMpPENapaTroB B
KPOBH €KEHENIEIBHO B TIEPBBIA MECSAI 1M0A00pa J03bI Mpenapara Wi Ipu ee KOPPEKIUU
i o0ecrieYeHus ONTHUMAaIbHON 3((EKTUBHOCTH JICUCHHS W CHUKEHUS TOKCHYHOCTH
npoBouMoii Teparnuu [48-55].

YpoBenb  yOenuTeqlbHOCTH  pekoMeHgamuii A (ypoBeHb  [I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommentapuu: O npumenenuu yKasauhvlx npenapamos U YeneblX YPOBHAX

KOHYenmpayuu cm. pasoen 3.

2.4 HNHCTpYMEHTAJIbHBbIE THATHOCTHYECKHE MCCIAEI0BAHUSA

VY nanuentoB ¢ nogo3penuemM Ha OCI'C wnm ¢ noaTBepxAeHHBIM AuarHo3oM @CI'C mbl
PEKOMEHlyeM  BBINIOJHEHHE  HMHCTPYMEHTAJbHOW  JUArHOCTUKH B o0BeMe,
NpeayCMOTpEHHOM  pekoMmeHzauussmMu 1o XbII, 1nd  OuneHku  BBIPaXKEHHOCTH
CTPYKTYPHBIX M3MEHEHHUH IOYEK, a TAKKE JAPYIMX OpPraHOB M CHUCTEM, IOPa)XEHHUE
KOTOPBIX AaCCOIIMMPOBAHO CO CHIDKCHHEM (YHKIUH TO0YeK W PHUCKAMH JPYTUX
HeOIaronpsATHBIX cOObITHI [25].

YpoBenb  yOenuteabHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTEJbCTB — 5)

Mbl pekoMeHayeMm y mnanueHToB ¢ mnoao3peHueM Ha DCI'C unm moaTBepKIECHHBIM
JIMarHo30M U He()POTUYECKUM CHHAPOMOM C LIETbI0 TUATHOCTUKU TPOMOOIMOOTIHUYECKIX

OCJIOKHEGHUM BBINOJIHSATH AYIUICKCHOC CKAaHUPOBAHHMC BCH HMWXHHX KOHG‘IHOCTCﬁ,
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MOYEYHBIX BEH, IPU OTCYTCTBHH IMPOTHUBOIOKA3aHUN — KOMIIBIOTEPHYIO TOMOTpaduio
OpPraHOB TPYJHOHW MOJOCTH C BHYTPHUBEHHBIM OOJIOCHBIM KOHTPACTHPOBAHUEM H/MIIH
IPYTHX HEOOXOIUMBIX HccienoBanui [56].

YpoBenb  y0enuTeIbHOCTH  pekoMeHaauuidi B (ypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 3)

Kommentapun: Pucku u yacmoma passumus mpomo0IMO0IUYeCcKUxX 0CL0HCHEHUN ObLIU
oyeHenvl 6 KPYNHOM pempocnekmuenom ucciedosanuu y 7032 nayuenmos c

Hecj)pomuquKuM CuHapOMOM, HE3A6UCUMO OM €20 NPUHUHbL.

2.5 UHble fuarHocTuyeckme NccjaeioBanus

VYV nauuentoB ¢ mnogo3peHueM Ha OCI'C B OTCYTCTBUM HPOTHBOINOKA3aHUHM MBI
PEKOMEH/IyeM BBIIIOJHCHUE OHMOICHM TMOYKH IOJ] KOHTPOJEM YJIbTPa3ByKOBOTO
UCCICIOBaHMsT  C  TOCIEAYIOIUM  IaTOJOr0-aHaTOMHYECKUM  HCCICIOBAHUEM
OMOINCUITHOTO Marepuaiia Ui TOATBEP)KICHUS IUAarHO3a, OIEHKH BBIPAKECHHOCTH
PCHATIBHBIX MTOBPEK/ICHUN U MPOTHO3a, a TaKXke BbiOopa Tepanuu [57,58].

YpoBeHb  y0OequTeJbHOCTHM  pekoMeHgamuii A  (YpoOBeHb  IOCTOBEPHOCTH
0KA3aTeJILCTB — 1)

Kommentapumn: Dggexmuenocmos  neuenus, noueunvie uUcxoovbl U CMEPMHOCHb

CYWeCmeerHHRo 3asucsim oni mu%tuxo-moquozzoeuuecxoeo ouaenosa.

Mpbl pekoMeHJyeM Yy MalueHToB ¢ mnpeanonaraeMbiM auarHosoM @OCI'C ¢ uensro
JIOCTOBEPHOM AMArHOCTUKH 3a00NE€BaHUS, pa3TpaHUUEHUsI MIEPBUYHON U BTOPUYHON €ro
(OpMBI  BBHITIOTHATH AJNEKTPOHHYIO MHKPOCKOIMIO MHKpOIpenapaTa TKaHU TOYKU
[22,59,60].

YpoBenb  y0enuTelbHOCTH pekoMeHaauuid B (ypoBeHb  [10CTOBEPHOCTH
0KA3aTEJbCTB — 3)

Kommentapun: @CI'C moocem Ovimb 3an0003peH HA OCHOBAHUU KIUHUYECKOU
KapmuHvl y Nayuenmos ¢ HedpOmMuUYecKuUM CUHOPOMOM, OOHAKO OKOHYAMENbHbll
OUACHO3 YCMAHABAUBAEMC Sl MOILKO NPU BbINOJIHEHUU OUONCUU NOYKU U NOCTIe0yIoue2o
namon020-aHamomMui4eckoeo ucciedosanus ouoncutinoco mamepuara. C  yuemom
@oxanbHo20 mMuna nNoOpadiceHuu, HA PAHHUX CcMAOusx OoNe3HU Ol obecneyeHus
MAKCUMANILHOU MOYHOCMU OUACHOCTMUYECKUL Mamepuanl OO0NHCeH COO0epHCamsb Kax
munumym 10-15 knybourxos. B npomusnom cruyyae ¢ y8epeHHOCMbIO0 UCKIIOYUUMb OUACHO3
@DCI'C He npedcmasnsiemcs 603MONCHLIM, U HeKOMOpvle cayyau 6yoym owubouHo

Kaaccupuyuposansvl Kaxk O0e3Hb MUHUMATbHbLX usmenenutl [28,61,62].
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Ipu ougpgysnom (nnowade >80%) pacniacmeiéanuu ompocmrko8 nOOOYUMOE MOHNCHO
kraccugpuyupogamo  @CI'C  xax nepsuunvlil;, npu ouaeosom (niowads <80%)
PAcCniIacmuléanuy  OMpoOCmMKO8 NOOOYUMOE8 — KaK 6mopuyHbvli. Hckmouenuamu u3
npasuna seisiomcs BUY-nepponamus u nexapcmeennviti @CI'C, accoyuuposanuwiii ¢
npumMeHenuem NamMuopoHO80U KUCIOMbl, NPU KOMOPLIX NIOWAOb CNANCUBAHUS HONCEK

oocmueaem 6onee 80% u pazeusaemcs msxcenviii Heppomuyeckutl cunopom [28].

Mb1  pexkoMeHJyeM TpOBOJUTH TE€HETHYECKOoe HccieqoBaHue B ciaydae: (1)
noareepxkaeHHoro @CI'C u Hamuyus B CeMbEe XPOHUYECKOTO 3a00JieBaHUS TMOYEK
(ocobeHHO HEPPOTHUECKOTO0 CHHAPOMA), (2) MPU CHHIPOMAIbHOW KapTHHE (BBISBICHHUE
TIIyXOTBI, TOPAXKCHUH KOXKH, HEBPOJIOTUICCKIX HAPYIICHHUH, IIOPAKEHUS TJ1a3, aHOMaJIAN
CKeJeTa, remarociuvieHoMeranuu u 1p.), (3) npu oueBuaHoMm nepBuuHoM DPCI'C,
pesucrenTHoM K MCT, ¢ nensto uckimouenuss reHerndeckux mnpuunH OCI'C u
oIpejesieHus nanbHeiiero teuenus [24,29,40,63].

YpoBeHb  y0enuteabHOCTH  pekoMenaaumii C  (ypoBeHb  10CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)

MBI pekoMeHyeM TPOBOJAUTH N'€HETUYECKOE UCCIIEIOBAHKUE I€Ha IIOIOLMHA [TAllEHTaM B
cinyyae noarsepxaeHHoro nepsuyHoro ®CI'C, pesucrentHoro k UCT, ansa yrounstonieit
JMAarHOCTUKH U KOPPEKIMHU JieueHus [64].

YpoBenb  y0eauTelbHOCTH  pekoMeHaaumii A  (ypoBeHb  [10CTOBEPHOCTH

0KA3aTeJILCTB — 1)

Mpl HE PEKOMEHIIyeM B ILIENAX JWAarHOCTUKM IPENJaraTb N€HETHUYECKOE TECTUPOBAHUE
nanueHTam ¢ @CI'C npu orBere Ha MCT mepBod JNMHUM WM HAJIWMYMHM XapaKTEpHOMN
KIMHUYecko u  Mopdonoruyeckoil kapTuHsl BTOopuuHOoro ®CI'C ¢ mocToBepHO
yCTaHOBJICHHBIMU TIpUUUHaMU [29].

YpoBenb  yOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
A0KA3aTeJbCTB — D)

Kommenrtapuu: [lossnaemca 6ce Oonvuiee KOMUUECBO ONUCAHUL 2eHEeMUYECKUX
sapuanmos @CI'C, pezucmenmuuix K mepanuu 210KOKOPMUKOUOAMU U UHSUOUMOPAMU
KANbYUHeUpuna, npu Omcymcmeuu CcemeuHol ucmopuu 6o0ne3Hu NoyeK y 63DPOCIblX.
Mymayuu eenos, komopwvie omseeuarom 3a paseumue pesucmenmuozo k mepanuu OCIC,
nepeuucnenst 6 pazoene 1.2. K ucknoueHusm omHOCAMCs CAyuau ¢ Mymayusimu 6 2eHax
WT1, TRPC6, PLCEI, MAGIC2, TNS2, DLCI, CKD20, ITSNI u ITSN2, xomopsie

moeym omeeyams Ha UCT [42].
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Haubonee pacnpocmpanennvivu 6 Hacmosiujee 6pemsi MemoOdMu 2eHemuidecKo2o
mecmupoeanus nayuenmos ¢ OCI'C asraomces npsamoe (no Coneepy) cekeenuposanue u
yenegoe CeK8eHUpPOBanue H08020 nokoaenus. Ilonnoe cexgenuposanue sK30Ma A6IAEMCs
bonee UHGoOpMamuBHbIM U OOPOSOCMOAUUM MEMOOOM OJisl BbIAGIEHUS MYMAYUL 8 2eHAX-
KAHOUOAMax U 8 HOBbIX 2eHAX, YMO OCOOEHHO BAXCHO NPU OMCYMCMBUU CeMEUHO20

aHamMHe3d.

3. Jleuenne, BKIrO4ast MEAUKAMEHTO3HYIO U HEMEMKAMEHTO3HYIO TEPANUU,
JMeTOTepanuio, 00e300JMBaHNE, MEIUIIMHCKHE MOKa3aHUS U TPOTUBOMIOKA3aHUS K

IMPUMCHCHHNIO MCTOOB JICUCHUA

Obwue nooxoowt Kk naeuenuio nayuenmos c¢ @DPCIC npedcmasnenvt 6 pazoene
«IIpunoosicenue by, n. 1.

3.1 HemmmynocynpeccusHas repanus ©CI'C

e VYV  npanmeHtoB ¢ guarHozoMm  ®CI'C MBI  pEeKOMEHJyeM  IPOBOAUTH
HEMMMYHOCYIIPECCUBHYIO PEHONPOTEKTUBHYIO TEpPAIMIO IO IOKa3aHUSIM U B 00beMe,
IIPEyCMOTPEHHOM pekoMeHanusamu 1o XbII, mis cHukeHus: NpOTEUHYpUN U TEMIIOB
MIPOrpecCUpOBaHUs OOJE3HH, MPEAYNPEKICHUS U JEUCHHUsS] OCIONKHEHUN TUCHYHKLIUU
noyek [25].

YpoBenb  yOenutenbHocTH  pekoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Mn pexkomenayem y Bcex mnauMeHToB ¢ amarHosoM @DCI'C B orcyrcTBHE
IIPOTUBOIOKA3aHUI JICUEHUE NpenaparaMy, MOJABIISIIOIIMMHA PEHUH-aHITHOTEH3UHOBYIO
cucremy (PAC) — uHruburopamu aHruoTeH3MH-NpeBpamjatoniero gepmenra (MAIID)
unu  Oiokaropamu perentopoB anruotreHswHa-II (BPA) — ¢ menbo cHuXEHUS
MPOTEUHYPUH, IPOTPECCUPOBAHUS TUCPYHKIIUH MOUYEK, CEPJICUHO-COCYUCTBIX COOBITHIA
U CMEPTH OT BCEX NMpHYMH [65-67].

YpoBeHb  y0equTebHOCTH  pekoMeHaauuii A  (YpoBeHb  [10CTOBEPHOCTH
10Ka3aTeJILCTB — 1)
Kommenrapuu: uAll® unu BPA saeiatomcs 0CHOBOU He@dpONpOmMeKmusHoU mepanuu,

umo 0emaibHo OCBAUEHO 6 KIUHUYEeCKUX peKOMeHOauuﬂx ((XpOHUItECKClﬂ bone3Hb nouexy

2021 2, pazoen 3.1 [25].

. Mu1 PEKOMCHAYEM Y MAIMCHTOB C MPCAINojaracMbIM WM YCTAHOBJIICHHBIM JUArHO30M

®CI'C u ypoBHeM anpOymMuHa B KpoBU <25 T/1 C 1enbl0 NPOPUIAKTHKH
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TPOMOOIMOOIMYECKUX OCIOKHEHUH Ha3HauaTh B TEYEHHE TMEpBBIX 6 MecsleB
CYIIECTBOBaHMUSA HE(PPOTHUECKOTO CHHAPOMA PHOKCAMAPUH HATpUs™™* wim HaxponapuH
KaJIbLIUS WK JalTeNaphH HaTpus (cM. kommeHTapun) [46,47,56,68].

YpoBeHb  y0eqMTEbHOCTH  pekoMeHaauuii A  (YpOoBeHb  I0CTOBEPHOCTH
JA0KA3aTEJbCTB — 2)

Kommenrapun: V nayuenmos ¢ neppomuyeckum cuHOpoMom u arbOYMUHOM 8 KpOSU
<25 2/n  3apecucmpupo8aHo  mpexKpamHoe  yeeluueHue  pUcKka — BeHO3HbIX
MPOMOOIMOOIUYECKUX OCTONCHEHULL NO CPABHEHUIO ¢ hayueHmamu 6e3 Heppomuuecko2o
cunopoma. Haubonee 8vicokutl puck mpomooIMOOIULECKUX OCTONCHEHUL ObLT OmMMeueH 8
meuenue nepevix 6 mecsyes cywecmseosanus hegppomuueckozo cunopoma [68].
Ipopunaxmuueckumu oozamu sensiomes: sHokcanapun vampus** 4000 aumu-XA ME,
1 paz 6 cymxu nookooicHo, Haoponapun kanvyus 2850 anmu-Xa ME, 1 pa3 6 cymku,

nookooicHo,; oanmenaput Hampus 2500 anmu-Xa ME 1 pa3 6 cymxu, nOOKO0ICHO.

o Jlns nmpoUIaKTHKH U JICUSHHS] TPOMOOIMOOIMUECKUX OCIOKHEHUI MBI PEKOMEHYEM Y
MAIEHTOB C MPEINojaraeMbpIM WIH ycTaHOBIeHHbIM auarHozomM OCI'C u craausmu
XBIT 1-4 u pCK®>20 mn/mun/1,73 M? npuMeHeHne IPAMBIX HHTHOUTOPOB (hakTopa Xa
(armukcaban™*, puBapokcaban™*) uau qaburarpana stekcuiaara** [69,70].

YpoBenb  y0enuTeIbHOCTH  pekoMeHaaumii A  (ypoBeHb [10CTOBEPHOCTH

I0KA3aTeJILCTB — 1)

3.2 Jleuenue nepsuuHoro ®CI'C

3.2.1 Jledyenue mnepBoro smnmu3ona mnepBuyHoro P®CI'C (uHHHMAJLHAS Tepanus

nepsu4YHOro ®CI'C)

Cambim HaoexcHviM noKasamenem OYEHKU NPOSHO3d NOYEeUHOU BblICUBAEMOCNU NPU
DCI'C ocmaemcs omeem Ha newenue. Y 50% nayuenmos, ne omeemusuiux na nevenue, TITH
paszeusaemcs menee yem 3a 10 nem, no cpaguenuro ¢ nayuenmamu, OOCMUSUUMU YACMUYHOU
unu noanou pemuccuu [T1].

Ilepeo naznauenuem HCT Heobxooumo ymounums npunaonexcnocmos @DCIC k
NEPEUUHOMY UNU 8MOPULHOMY .

YV bonvwuncmea nayuenmog c nepsuunvim @CI'C ouacnocmupyrom Hegpomuueckutl
cunopom, a no oarwHvim M — ouggysnoe pacniacmoiéanue HON’CEK NOOOYUMOS, YUMo mpeodyem
nHasnauenuss axkmuenou HCT. 'V nayuenmos, komopwvim yoice Npogooumcs JeyeHue
2NIOKOKOPMUKOUOAMU,  KIUHUKO-1a00pamopHsle noxkazamenu Heghpomuieckozo cuHopoma

MO2Ym Yayumamoscs, a mopgonocuieckoe noomeepicoeHue ouggysHozo pacniacmvléaHus
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OmMpOCMKO8 NOOOYUMO8 OMCYMCmeosams Ha momenm oOuoncuu. OQOuaxo, npu omcymcmeuu
NOJIHOU pemuccuu, 3mum nayuenmam ciedyem npeonodxcumo HCT, ocobenno ecau duoncus,
BbINOIHEHHAS. NPU NEPBUYHOM 0Opaujenuu, evlsaeula munuynvlie npusnaxu nepeuunoco P©CIC.
Pesice nayuenmor mocym umemos mopgonocunweckue npusnaxu nepsuunoco @CI'C ucxoono 6e3
He(hpomuuecko2o  cuHOpoma; MAKuM — NayueHmam — cleoyem — HA3HAYamv — mepanuio
2NITOKOKOPMUKOUOAMU MOIbKO NPU PA3GUMUL HEPPOMUUECKO20 CUHOPOMA.

1Ipu emopuunom ®CI'C UCT ne nokaszana.

Kpome moco, wax npasuno HCT ne npogsodumcs 6 ciuyyae O0OWUPHOSO
2NIOMepYNIOCKIEepo3ad U UHMEPCMUYUAIbHO20 (dUOPO3a, HNOCKOIbKY OHU VKA3bl8AOMm Hd
Heobpamumoe nospedxicoenue, 0coOeHHO, eCclu NayueHm umeem 3HAYUMENbHO CHUNCEHHYIO

@ynxyuio nouex. UCT 8pso0 nu 6ydem 3¢hghpexmusna 6 smoii cumyayuu.

e V¥V nanuentoB ¢ nepBu4HbIM OCI'C B 0TCYyTCTBUM IPOTHUBOMOKA3aHUI Mbl PEKOMEHyeM
JICYCHUE TIIOKOKOPTUKOUJAMHU (MpenHu3onon**, BHyTpb, 1 Mr/kr/cyt, He Oonee 80
MI/CYyT) B Ka4€TBE TepaIMy IIEPBOM JIMHUM [T MHIYKIUH peMuccuu 6osesuu [71-74].
YpoBenbr  y0eauTeJbHOCTH pekoMeHgauuii B  (ypoBeHb  [10CTOBEPHOCTH
10KA3aTeJILCTB — 3)

Kommenrapuu: B omcymcmeuu panoOMU3UpOBAHHbIX KIUHUYECKUX UCCIe008aHULL
(PKH) pexomenoayusi ochoeana Ha pe3yibmamax HabaooamenbHulx ucciedosanutl [11-
74]. Ilpumenenue 2nOKOKOPMUKOUOO8 U OOCMUIICEHUE DPEeMUCCUU V NAYUEHMO8 C
nepsuunvim @CI'C crHudcaem KOIULECB0 OCN0NHCHEHUN, C8A3AHHBIX C HeppPOmuiecKkum
CUHOPOMOM, 8 MOM HUCIe PUCK NPOSpeccupyroue20 CHuxcenus @yukyuu novex. Ilpu
9MOM  HedcelamenbHble AGNeHUs, C6A3AHHble C NPUMEHEHUEeM NpPeoOHU30J0HaA™™

(«lIpunoscenue A3», n.1), umerom meHnvuee 3HayeHue.

e VYV mamuentoB ¢ nepBuyHbiM OCI'C u HehpOTHYECKUM CHHIPOMOM IMPU OTCYTCTBHH
MPOTUBOMOKA3aHUN C IEThI0 JIOCTHIKEHUS PEMUCCHH MbI PEKOMEHIYEeM COXPaHSTh
npueM npeaHu3onona*™* B ykazanHoi nose (1 Mr/kr/cyT, BHyTpb, HE Oosee 80 Mr/cyT) Ha
cpok >4 u <16 uenens [34,75-78].

YpoBenb  yOenuTelbHOCTH  pekoMeHaauuid B (ypoBeHb  [10CTOBEpPHOCTH
0KA3aTEJbCTB — 3)

Kommentapuu: @OCIC  sasisemcs  3aboneeanuem ¢ OOCMAMOYHO — 8bICOKOU
PE3UCMEHMHOCMbI0 K 2IIOKOKOPMUKOUOAM, OOHAKO Omeem Ha JleyeHue MON*CHO
VAYYUUMb ¢ NOMOWbIO DOJlee 8bICOKOU HAYANbHOU 003bl U O0Nee OIUMENbHO20 NIe4eHUs

[34,75-78]. Onmumanvuas npodonsxcumenvHocms npuema 8blCOKUX 003 NPeOHU3010Ha**
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v 83pocavix nayuenmos ¢ nepsuunvim @CI'C mouno ne ycmanosiena, Ho MaAKCUMATbHO
OHa 00J12iCHA cocmagiams <16 Hedenb, Max KaK y OOIbUUHCINEA NAYUEHINO8, 00CTNUSUUX
pemuccuu, ommeuaemcs ymeHbvuleHue npomeurnypuu 00 16 nedenu (2nasHvim obpasom,
Ha 4-8 neoene newenus) (mabn. 3; pasoen «llpunoscenue By, n. 2) [34]. Ecau
npomeunypusi npoooaNCAem NePCUCMUPOsams O00abULEe IMO20 CPOKA, U PA36USAIOMCSL
cepvesHvle  Hedicelamenvhvle  dphekmuvl, MO  mepanus  BbICOKUMU  O003AMU
npeoHU3010Ha™* dondicha Obimb NpeKpaujeHa u paccmompeHvl albmepHAmusHvle Cxembl
Jle4enusl.

Tabmuma 3. JIeuenue neporo anu3ozaa neppuanoro GCI'C

IIpenapar Jlo3a u M TenbHOCTh

rJ'IIOKOKOpTI/IKOI/IZ[BI CTapTOBa?I J03a:

[pemamonon** 1 mr/kr/cyt (MakcuManbHO 80 MI/CYT), BHYTPh, €KECTHEBHO WIIN
2 mr/kr/cyT (MakcuMaibHO 120 Mr) B aIbTEPHUPYIOIIEM pexuMe (depe3 JCHb).

JmUTenbHOCTh:

[IpomomKUTh TEpamuio B CTAPTOBOW 03¢ B TeueHHEe 4 HEACHb B Ciydae
JIOCTHKEHUS] PEMUCCUH WITU MaKCUMAIIbHO 16 Henenb.

[IpoTenHypusi y MAlMCHTOB, OTBEYAIOIIUX HA TEPAINHUIO TIFOKOKOPTUKOHMIAMH,
KaK MPaBHJIO, CHMUXKAETCS B CPOKU JO 16 Hemesdb, MO3TOMY MNPU OTCYTCTBHU
TEHICHIMM K CHIDKCHHIO MPOTCHHYPHHM TEPANHI0 BBICOKMMHU  J[03aMU
TIFOKOKOPTUKOMIOB MOKHO MpEKpaIiath panee, 10 16 Hexemlb.

CHIDKEHUE U OTMEHA:

B ciyuae OBICTPOrO CHIDKCHHS MPOTEHHYPHUH CIEIYeT MPOAOIDKATh MPUEM
MOJIHOM JI03bI CyMMapHO 4 HeJeld; IPU HCUYe3HOBEHHH MPOTEHHYPUH — emle 2
Henend. 3aTeM JI03y MPeJHU30JI0Ha** clielyeT CHIKATh HA 5 Mr Kaxipie 1-2
HEeNIeNd 10 JOCTHXKEHUsI OOINero Cpoka JieueHuss 6 MecsieB. Bo3MOXKHOI
TEpareBTHYECKON TAKTUKOW TPH CHIDKCHHUH JI03bl SIBISETCS TMEPEeXOa  Ha
AIBTEPHUPYIOIIUHI [TPUEM MPEIHU30JIOHA, Yepe3 ACHb (YABOUTHh CYTOYHYIO 103Y,
HO He Oonee 80-120 Mr), U 3aTeM YMEHBIIATh ATy CYTOUHYIO 03y PUMEPHO Ha
OJIHY TaOJIETKy KaXK/bIC IBS-TPH HEACIIH.

[Ipu pa3BUTHN YaCTHYHON peMHUCCHU K 12 HeAensaM JieueHHs JydIlle COXPaHHUTh
©KEHEeBHBIA NPUEM MPEIHU30J0HA** U MEICHHO CHIKATh CyTOYHYIO 703y Ha
OJIHY TabJIETKy KaXKIbIe JIBEe-TPH HEJIEIH.

JIiisl malMeHToB, y KOTOPBIX HAOIIOACTCsl CHIDKCHHWE NPOTEHHYPHU B TEUCHHUE
12-16 Hemenb, HO OHO HE COOTBETCTBYET KPUTEPHSIM YACTUYHOW PEMHCCHH,
pelieHre O TPOJOJDKCHHWH TMpHEeMa BBICOKOH JO3BI MPETHU30JI0OHA™*  wti
MOIMGUKAIIMA  TEpamud  MPUHUMAETCS € Y4eTOM  IIEPCHOCHMOCTHU
TITFOKOKOPTUKOHIOB.

B cimyuae crepoma-pe3nCTEeHTHOCTH WIM IPU Pa3sBUTHU CEPbE3HBIX MOOOYHBIX
addexToB 03y mpemHM3oNoHA**  HEOOXOMMMO  OBICTPO  CHIDKATh U
paccMaTpuBaTh AJIBTCPHATUBHBLIC CXEMBI JICUCHUA.

MHruburops! KaasIuHEHpUHA CraproBas go3a:

#luxnocropun™* B 103€ 3-5 MI/KT/CyT WiIH

#rakpomumyc** 0,05-0,1 mr/kr/cyT, pasnereHHbIE Ha JBa TpueMa Kaxzapie 12
4acoB.

LleneBass KOHIEHTpauusi B CHIBOPOTKE KpoBH: #iukiocnopuH 100-175 Hr/mi,
#rakponumyc 5-10 Hr/MIL.

JnurensHOCTh:

Ilpn  jgocTwkeHWMM  1I€JI€BOM  KOHIEHTpauuu  HOMKIOCIOpHMHA**  mim
#raponumyca** B KpoBM HEOOXOIMMO NPOAOJDKATH NPHEM IIperapara B ITOH
J03¢ elle B TeuyeHHe 6 MecsleB, MOocie 4ero B ciydae OoTcyTcTBUsS dddekra
OIIPEAEIAIOT PE3UCTEHTHOCTD IAIMEHTA K TEPAITHH.

CHIDKEHHE U OTMEHA.
VY mnauMeHToB, JOCTUTIIWX TIOJHOM WJIM YacTUYHOM PEMHUCCHH, CJEAYeT
MIPOJIOJKUTH JISUCHHE MTPETApaTOM B TOH e JI03€ JI0 TOCTHIKEHHS 00IIero cpoka
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nedyenus 12 mecsiies.
3aTem npenapaTt MeIJIeHHO OTMEHSAETCS B TeueHue 6-12 Mecsles.

Lenvro mepanuu nepsuunoco O®CI'C saensemcs pemuccus, npeonoumumenpHo NOJaHAS

[34,71,76].

Y naumentoB c¢ mnepBuuHbiM PCI'C B cioyuae mnonydeHHs] OTBETa Ha TEparuio
[VIIOKOKOPTUKOAAMHU MBI  PEKOMEHAYeM TMpOJOJDKUTh JICYEHHE C IOCTENEHHBIM
CHIKeHUEeM 110361 (Tabi. 3; pasznen «lIpunoxenue by, . 2) Ha cpok He MeHee 6 MecsIeB
C LIeJTI0 coXpaHeHus pemuccun [34,77].

YpoBenb  y0eauTeJbHOCTH pekoMeHgauuii B  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 3)

KommenTapuu: Heobxooumas onumenvHocmes mepanuu npeoHu30loHOM™™* nepeuuno2o
@CI'C ne onpedenena. Bo mnozux cnyuasx mpebyemcs oowuil Kypc aeverus He meree 6
mecsyes [16,78], a nonnas pemuccusi modcem Ovimb 0OCMuUSHYMA MOAbKO uepe3 12
mecayes unu donvue [19]. V nayuenmos, y komopuwix 6vin nonyuen omeem una MCT,
CPeOHsI NPOOOINCUMENLHOCb TeueHus cocmaesuna 5,7 mecaya. bonee kopomkue Kypcol
(2 mecaya unu meHnbuie) NPUBOOSIM K 20paz0o Oojee HUZKUM NOKA3AMEeNIM Yacmombl
oocmudicenusi pemuccuu (om 20 oo 30 %) u mocym cnocobcmeogamsv OUUOOUHOMY

3akmouenuro o Heagpexmusnocmu smoiu mepanuu [34,77].

Y  namuentoB ¢ nepBuuHbiM  DOCI'C  npu HanmuuuM NPOTUBONOKA3aHUM K
TIIIOKOKOPTUKOHIAM WJIM OCJIO)KHEHUH OT MX MPUMEHEHHUS MBIl PEKOMEH/IYeM TepaIHio
MHTHOUTOpaMu KalblIMHEHpHHA (FLUKIOCHOpUH** win #TakponuMyc™**) i uHAyKIUU
pemuccuu [72,80-82].

YpoBenb  yOenuTelbHOCTH  peKkoMeHaauumid B (ypoBeHb  [10CTOBEPHOCTH
10Ka3aTeJILCTB — 1)

Kommenrapuu: Omuocumenvhvle npomugonoKazanus K HA3HAYEHUIO BbICOKUX 003
npeoHU3oNoHa™™  umerom  nayueHmvl ¢ O0dCUpEHUeM,  CAXAPHbIM  Ouabemom,
ocmeonopo3zom, eozpacmom cmapwe 70 Jnem, nCUXuampudeckumu u Opyeumu
3a0601€8aHUAMU NO YCMOMPEHUIO TeUaje20 8payad Uiy npyu OmKaze nayueHmd.

B nabnwoamenvnom uccredosanuu 51 nayuenma DCI'C ¢ oorcupenuem, caxapuvim
ouabemom u 0Ccmeonopo3om Obll0 NOKA3aHO, Ymo KomOuuayus #Hyuxiocnopuwma™* c
HUBKUMU 003aMU NPeOHU3010Ha™* npugena K Oojee B8bICOKOU YACMOmMe pemMuccull
(>80%), uem npu monomepanuu 6vicokumu dozamu npednusonrona** (62,5%) [72]. B
9MOM  UCCRedo8aHuu  npumensau  Hyuxiocnopun™** 6 odose 3 me/ke/cym  be3

MOHUMOPUPOBAHUS KOHRYermpayuu, JledenHue npoeoduﬂu 6 meuenue 25 Meciyes. B
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Opyeom HAOIO0AMENbHOM UCCIe008anuu momomepanus #makponumycom™* 6 doze 4
me/cym ¢ yenesvim yposHem 4-7 ne/mn 6e3 000asnenus 2iKOKOPMUKOUOO8 npusend K
pemuccuu @CI'C yepes 6,5+5,9 mecayes neuenus [82].

Ilpomusonokazanusmu K npuemy uHeUOUMOPO8 KATbYUHEUPUHA UMEOM NAYUEHMbL CO
3HAYUMENbHBIMU COCYOUCTNBIMU USMEHEHUSMU UL BbIPANCEHHbIM UHMEPCMUYUATbHBIM
@ubposzom no pesyromamam ouoncuu nouxu, unu chudxceruem pCK®@ <30 ma/mun/1,73

MZ usz-3da pucka HeqbpomOKcuqucmu amux npenapamaoe.

3.2.2 Jleyenune crepoua-pe3ncreHTHOro nepsuauoro ®CI'C

VY manmMeHToB CO CTepOHI-pe3ucTeHTHHIM nepBUUHbIM DCI'C MBI peKOMEHyeM JICUCHHE
MHTUOUTOpaMH KaJblIMHEHpPUHA B COYETAHHH C HU3KMMHU JI03aMHU MPETHU30JI0HA** wIn
0e3 Hero, Kak MUHUMYM B TeYeHHE O MECSIEB C LENbI0 JOCTHKCHHUS PEMUCCHH
[57,58,82-85].

YpoBeHb  y0equTelIbHOCTH  pekoMeHaaumii A  (ypoBeHb  [10CTOBEPHOCTH
10Ka3aTeJILCTB — 1)

Kommenrapuu: Pexomendayuu no mepanuu cmepouod-pe3ucmeHmuoco nepeutHozo
@CI'C ocHosanvl Ha pesynrvmamax Heckonvkux PKHU, uzyuaswux npeumywecmea
npumenenus Hyuxnocnopuna®* no cpasmenuro ¢ niayebo u Opyeumu npenapamamu, a
makoice HAOI0OAMENbHbLIX U HEKOHMPOIUPYEeMbIX ucciedosanuti. B ooHnom u3 Hux
Hyuxknocnopun™* 6 doze 5 me/ke/cym masHauaiu 8 xavecmee MOHOMEPAnUU 63POCabiM
nayuenmam 6 meyerue 6 mecayes, a 3amem 003y cHudicanu Ha 25% kasicovle 08a mecsaya
00 nonHOU omMeHwvl, 9I¢hexm cpasuueanu ¢ nooodepicugaroueri  mepanuet
npeonuzononom™**.  Ilonuyro  unu  4aCMuyHyl0 — pemMUcculo  3HAYUMeNbHO  Haue
peaucmpuposaiu  npu  npumerenuu  Hyukiocnopuuna**  (59% npomus  16%).
THonosicumenvuviti 3hpexm Ovin ommeuen yoice uepes 2-8 Hedenb Nocie HAYAIA
mepanuu, omcymcmeue d¢hgpexma 6 meuenue 3 mecAayes, KAk Npasuiio, YKA3vbl8al0 HA
pesucmenmuocms k #yuxiocnopuny™* [85]. B opyeom PKHU neuenue #yuxnocnopurom™*
(HauanvHas 003a 3,5 Me/Ke, CKOPPUSUPOBAHHASL HA NOO0OEPHCAHUE YEeNeB020 YVPOBHS
#Hyuxnocnopuna** 6 mnpedenax 125-225 mxe/n) 6 cowemanuu ¢ HUBKUMU 003aMU
npeonusonona™* 0,15 me/ke/cym cpasnusanu ¢ niayebo y nayueHmos ¢ NnepeudHbiM
cmepouod-pesucmenmuvin OCIC. Yepez 26 Hedenv wacmuunas uiu NOJIHAS PEMUCCUSL
3abonesanusi 6vina 2opazdo 6onee uacmoiu npu npumeHenuu Hyukiocnopuna** (70%
npomug 4% npu npumenenuu niaye6o). Hacmoma peyuousos nocie OMMeHbl

Hyurknocnopuna** cocmasnsina 40 u 60% k 52-1i u 78-1i nedensim [48].
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Pexomenoayus ocnosana na Oaumnvix MA, exnmwouaswezo 7 PKH no npumernenuro
Hyuknocnopuna™* y nayuenmog co cmepoud-pesucmenmuvim @CI'C no cpasnenuro c
nraye6o unu opyeou MCT. Tepanus #yuxnocnopunom™* accoyuuposana ¢ 601buum
YUCTIOM YACMUYHBIX PEMUCCULL U CONOCMABUMOLL YACMOMOU NODOUHBIX HENHCEIAMENbHbIX
saenenuti no cpasuenuio ¢ opyeumu cxemamu UCT [58].

Heckonvko HekoOHmMpoaupyemuvix ucciedo8anuti npoO0eMoHCmpuposan 3¢hgdhexmusHocmy
#maxkporumyca™* npu cmepouo-pezucmenmuvix ¢opmax P@CIC. Ilpu ucnonrvzosanuu
#makporumyca™* ¢ couemanuu ¢ HUSKUMU 003AMU 2TTIOKOKOPMUKOUOO8 Y NAYUEHNO8 CO
cmepouo- unu yukiocnoput-pesucmenmuoim @CI'C noanyo i 4acmuyHyo pemuccuro
peaucmpuposganu 8 48% cayuaee 6 meuenue 6 mecayes. Ocmpoe obpamumoe CHUNCeHUe
pCK® nabmodaru npumepno y 40% nayuenmos [53]. Ewe 6 oonom uccredosanuu
oyeHunu 3¢pgexmusHocmv npumerenuss #maxporumyca** 6 meuenue 48 Hedenv y
nayuenmog co cmepoud-pesucmernmuvim  nepsuunvim  @CI'C, npu smom noanas
pemuccusi ovina docmucHyma y 38,6%, uacmuunas pemuccus — y 13,6%, ocmpas
Heghpomoxcuunocmo ommeuena y 15,9% [49].

Hecmompsi  na mo, umo smu uccredoeanus 0061a0aniu  HU3KOU  CMENeHbio
ookazamenvrocmu  [80,85,86], oOawnas pexomenoayus omuocumcs K  CUTbHOU.
Iposenenus negppomokcuunocmu #yukiocnopuna™* u #maxporumyca™**, xax npasuno,
obpamumbl U AGIAOMCA  MeHee ONACHbIMU, YeM pa3sumue MHOMCECMBEHHbIX
HedcenamenvHulX d¢)@dexmos OnumenvHoUu mepanuu 2n0KOKPMuUKouoamu uw/uiu oonee
BbICOKASL YACMOMA NPOSPECCUPOBAHUSL CHUNCEHUS. (DYHKYUU NOYeK Y NAYUEHMO8 CO
cmepouo-pesucmenmuvim OCI'C, npu smom puck He@pOMOKCUYHOCTU YMEHbUACNCS

npu muyamejlbHom uccneo0o8anuU YPOGHA IEKAPCMBERHbLX npenapanios 6 Kposu.

Msbr  pekomennyem mnanueHtam ¢ nepBuuHbiM  OCI'C, mnonydwarommMm JieueHue
#UMKIOCIOpUHOM™**  mim  #TakpomumycoM**,  J0CTUTaTh  LIEJIEBOTO  YPOBHS
JIeKapCTBEHHBIX mpenaparoB B kKpoBu — 100-175 ar/ma u 5-10 Hr/mir, COOTBETCTBEHHO, C
EJTBI0 00ECTICYCHUS ONTUMATTBHOM AP PEKTUBHOCTH PpoBOAUMON Tepanun [48,49].
YpoBenb  yOenuTeqlbHOCTH  pekoMeHaamuii A  (ypoBeHb  [10CTOBEPHOCTH
0KA3aTEJbCTB — 2)

Kommenrapuu: /[o3er u OnumensHocms JedeHusi UHSUOUMOPAMU KalbYUHeUpUHa
npeocmasienvl 6 maon. 3 (pasoen 3.2.1).

Hauanvnasa 0oza #yuxnocnopuna™*, komopyo npumeHaiu 8 6016UUHCMEE KIUHUYECKUX
uccnedosanuil, cocmasnina 5 me/ke/cym [50-52,85,87], npumenenue 0osvr b6oavwe 6

Me/ke/cym conpogodcoanoce yeeauvenuem pucka Hegppomoxcuynocmu [50]. YVuumuvieasn
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00303A8UCUMYIO HEPPOMOKCULHOCMDb, Clledyem HAYUHAmMb JedeHue ¢ Oojee HU3KOL 003bl
U NOCMeNneHHO YBeauyusams ee 00 OOCMUNCEHUs YeNeB020 YPOBH NPenapama 6 Kposu.
3a uckniouenuem O00HO20 UCCLEO08AHUS, KOMOpoe OblI0 HAYENeHO HA OO0CMUICEHUe
yposus  Hyukiocnopuna** 250-600 we/mn  [82] ocmanvuvie npodemoncmpuposanu
cnocobnocms Hyuknocnopuna™** evizvleams pemuccuro npu yenesol KOHYEeHmpayuu 6
kposu 100-225 ne/man.

B oonom nexonmponupyemom uccieooganuu #maxkponumyc** npumensniu ¢ cmapmogotl
0oze 0,15 me/ke/cym, npu >3mom KOHYeHmpayus npenapama 6 Kpo8U COCMAGIALA 8
nepsvie yemvipe Hedeau 10,3-11,8 ne/mn [52]. B oOpyeom npocnekmugnom ucciedo8aHuu
#maxponumyc** npumensnu uz pacuema 0,1 wme/xe/cym, npu 3mom 00CMUSAIACH
MUHUMATIbHBLE Yele6ast KOHyenmpayus #maxkpoaumyca™* oxono 7 ne/mn [49].

Bvibop medxwcoy smumu npenapamamu OCHOBbI8AEMCS HA UX YEHe, B03MOICHOCMU
onpedeneHusi YpOBHs NPenapama 6 KpOBU U BO3MOJNCHLIMU HeNCeIamelbHbIMU
appexmamu. Ilpu npueme #Hyuxrocnopuna™** puck eupcymuzma u eunepmpoguu decen
eécmpeuaromcsi coomeemcemeenno ¢ yacmomou 70% u 30%, kocmemuueckue nooounvie
aghgpexmol, Kax npasuno, OblLIU MeHble Npu JjedyeHuu Hmaxponumycom™* u smom
npenapam modicem Oblmb NPeonoumumenbHuiM 01 Mon00vix dxcenuwun [88]. Ho c
Opyeoll cmopomusl, npu npueme #Hmaxpoaumyca™* ommeuaemcs 6Oonee 6blCOKUU PUCK
passumusi caxapHozo ouabema.

Haznauenus uneubumopos kanvyutetipuna ciedyem uzbecams y nayuenmos ¢ pCK®
<30 mn/mun/1,73 m*. Ecnu y nayuenma c mscenvim HepomMuueckum CuHOpOMOM U
cruxicenuem pCK®D <30 ma/mun/l1,73 M> no Oannbim OGUONCUU NOYKU BLIAGIACHIC
HEe3HAYUMeNbHbIl UHMEPCMUYUATbHBIL GUOPO3 U 0OWUPHBIT UHMEP CIMUYUATLHBIU OMEX,
MO  UHSUOUMOPLI KATLYUHEUPUHA MONCHO NPUMEHAMb, HO C OCMOPOICHOCIbIO 6
NOJOBUHHOU CMAPMOBol 003€, KOMOpAas 00bIYHO peKoMeHOyemcs Oisi NAYUeHmos ¢
HOpMANbHOU DYHKYUel NoveK, npu d9Mom OUHAMUKY KPeamuHUHA Cbl8OPOMKU KpoGu (U

pCK®) cnedyem oyenusams uepe3 00Hy Hedelto nocie Ha4aia npuema npenapamd.

Y manueHToB €O CTepoua-pe3ucTeHTHbIM mnepBruuHbIM @DCI'C MBI peKOMEHIyeM
MPOIOJDKATh TEPANUI0 UHTHOUTOPAMH KaJIbIIUHEHPHHA TIPU JOCTHKEHHH PEMUCCHUH Kak
MUHHMYM B TedeHue 12 MecsieB i npeaynpexaenus oboctpennii [57,82,89].
YpoBeHb  y0enuTeIbHOCTH  pekoMeHaanmuii A  (YpOBeHb  0CTOBEPHOCTH
0KA3aTEJbCTB — 2)

Kommentapun: Ommeuaemcs 6vicokas uacmoma peyuougog nocie OmmeHbl

#yuxnocnopuna**. B PKU [48,85] peyuousvr @CI'C soznuxarom y 40-69% uepes 200 u y
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60% uepe3 78 Hedenvb nocie ommenvl npenapama. B nabarooamenbHbiX UCCIE008AHUAX
yacmoma peyuougos8 nocie ommenvl Hyuxkiocnopuna** maxoce cocmasisiem om 60 00
80%. Conocmasumas yacmoma peyuougos — 76% s3apecucmpuposana u npu Jjie4yeHuu

#maxponumycom™* [58].

Mbl pexkomenayem y mnanueHToB ¢ nepBudHbIM DCI'C ¢ pe3UCTEHTHOCTBhIO K
TIIFOKOKOPTUKOMIaM U MHTHOUTOpaM KalbIIWHEHPUHA WM HATMYMEM MMPOTUBOIIOKA3aHUI
K Ha3HAUEHUIO ATHX IPENapaToB PacCMOTPETh Tepanuio #MukodeHosaTa Moderunom™*
s uaayKipn pemuccuu [90,91].

YpoBeHb  y0eauTeIbHOCTHM pekoMeHaauuii B  (ypoBeHb  10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapum: Pexomenoayusa OCHOBAHA Ha osyx  PKU, Komopble
npooeMoOHCmpuposanu d¢pgexmusnocmes npumenenus #Huuxogpenorama moghemuna™*
[90,91].

B PKU (n=192) a¢pgpexmusnocme 12-mecsaunoeo xypca #yukiocnopuna** (8 doze om 5
00 6 me/xe/cym ¢ yenesvim yposwem om 100 0o 250 nme/mn) cpasnunu ¢ npumeneHuem
#uuxkogenonama mogpemuna** (6 doze om 25 oo 36 wme/ke/cym) 6 couemanuu c
BbLICOKUMU  003aMU  2THOKOKOPMUKOUOO8 Y NAYUEHMO8 CO CMEPOUO-PE3UCHEHNHbIM
@CI'C. Ionoscumenvuvie pezyromamsl Ovbliu OocmueHymsl Yy 46% nayuenmos,
noaydaswux #Hyuxkrocnopun®*, u y 33%, komopwvlie noayyanu KOMOUHUPOBAHHYIO
mepanuio  2n0KOKopmuxouoamu u #umukogenonama mogemurom™* xk 52 ueoene
Habmooenus (paziudusi Hedocmosepusvl). He Ovi10 maxoice ycmanosieHo paznuduil 8
Konuvecmee obocmpenull 8 meueHue 26 Hedelb nocie npekpawenus aedenus. Cpeou
mex, Kmo Oomeemusl Ha Mepanuro, PeMUccusi COXpaHanacs Ha npomsadxceHuu 78 Heoenb
HaOI00eHUsl, NPU dSMOM Yacmoma pemuccull ve omauuanace medxcoy epynnavu [90]. B
OMKPBIMOM PAHOOMUIUPOBAHHOM NUNOMHOM UCCIE008AHUU, 8KAIOYAUIeM 32 nayueHma
¢ OCIC, cpasnusanu sggpexmusnocms mepanuu Humukogenonama mogemuiom™* @
003e 2 2/cym 6 kombunayuu ¢ npeonuzonronom 0,5 me/ke/cym 6 meuenue 2-3 mecsayes ¢
NOCMENeHHbIM CHUNCEHUeM U mepanuro npeoHu3onoHom™* ¢ gvicoxoti doze 1 me/ke/cym.
Yepes 6 mecayes pedxcum na ocHoge #mukopenorama mogpemuna™* oxazancs cmoaw dce
ahhexmuenvim, Kax u MOHOMEPANuUs 8blCOKUMU 003AMU NPEeOHU30I0HA ™™, HOo pemuccust
Hacmynana ovicmpee, U KyMyIAmusHas 003a NpeoHu3onona™** ovina menvuie 6 epynne
#uuxogenonama mogpemuna** [91].

OcHogvleascy Ha >Mux OAHHBIX, peKomeHdyemas 003a #muxogenorama mopemuna™**

(750-1000 me 0sa pasza 6 Oenv 6 meuenue 6 mecsiyes) 68 KOMOUHAYUU C HUSKUMU OO3AMU
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2NIIOKOKOPMUKOUO08 8 Kauecmee anvmepHamusHou mepanuu: (1) y nayuenmos co
cmepouo-pesucmenmuvim nepsuunvin ©@CI'C; (2) y nayuenmos, oocmuiuux 4yacmudnou
pemuccuu 8 pesyibmame npuema UHeUOUMopos KanibyuHelpuna, (3) 6 ciyuae pazeumus
He(hpOmMoKCUYHOCIMU 2TIIOKOKOPMUKOUOO8 U UHSUOUMOPO8 KAbYUHEUPUHA.

B Hexomopwix HabaroOamenvHuLIX UCCIE008AHUAX NPOOEMOHCMPUPOBAH D gheKm

Monomepanuu #uuxogenorama mogemunra** Oe3 00OasneHUss 2NIOKOKOPMUKOUOOS

[92,93].

Msl pekomenayeM y mnamnueHToB ¢ nepBHuHbIM ®CI'C mpu 4YacTHYHOM OTBETE Ha
MPUMEHEHHE BBICOKHX JI03 TIFOKOKOPTUKOHJIOB MJIM WHTUOMTOPOB KalblIMHEHpUHA TIPH
HEBO3MOXXHOCTH  TPOJO/DKCHHSI ~ OTOW  Tepalmud  pPacCMOTPeTh  Ha3HAYCHHUE
mukiodochamuna** s unayKimu pemuccun [94-96].

YpoBeHb  y0eauTeIbHOCTHM pekoMeHAauuiik B  (ypoBeHb  10CTOBEpPHOCTH
A0KA3aTEJbCTB — 2)

Kommenrapuu: [Ilpumenenue yukiopocghamuoa™* moocem paccmampueamvcs 8
ALINEPHAMUBHBIX  CXeMax V NAYUeHMO8 C YACMUYHbIM OMEemoM Ha JledeHue
2NIOKOKOPMUKOUOAMU ULU Y NAYUEHMO8 C BbICOKUM PUCKOM HeppomoKcuuHocmu

NPUMEHEHUA uH2u6um0p06 Ka]lbl/ﬂ/lHEZ/zpl/lHa.

Msbl  pexkomennyem y mnanueHToB ¢ nepBudHbIM @ DCI'C, pe3ncTeHTHBIM K
TIIIOKOKOPTUKOWAM M WHTHOWTOpaM KaJbIIMHEBPHHA, PACCMOTPETh BO3MOKHOCTH
NpUMEHEHHs #pUTyKcuMaba** i WHIYKIIMH PEMUCCHU W/WIM CHWKEHHUS YacTOTHI
peuuausos [97].

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

Kommenrapumn: /1o oannvim MA 16 nabniooamenvuvix ucciedo8anuti 4acmoma noJIHbIX
pemuccuti npu npumenenuu Hpumyxcumaba** y nayuenmos cnepsuunvivn PCIC
cocmasuna 42,9% (95% JAU 10,8-82,3%), a wacmuunvix pemuccuti — 10,7% (95% AU
7,0-59,2%) npu cpeoneii npooonscumenvrocmu nHabaooenus 18,7+£9,0 mec. Yacmoma
peyuousos y nayuenmos, noayuasuwiux #Hpumyxcuma6**, cocmasuna 47,3% (95% U
25,4-70,2%). He 6bi10 ommeueHo 3HAYUMOU PA3HUYLL 6 UYACMOMmMe DPeMUCCUll U
060Cmpenuil npu UCHOTb308AHUU PAZTUYHBIX 003 cymmapho 1500 me/m? Versus cymmapro
>1500 me/m?. Peacumul 66edenus mo2ym 6uims credyiowue: 375 me/m? oonokpamno; 375

me/M? 1 pas é neoemo, 2 esedenus; 375 me/m* 1 paz é nedenro, 4 eedenus. Ilpasuna
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npUcOMoGIeHUs, XPaHeHus, 66edeHus #pumykcumaba™** coomeememeyom uHCmpyKyuu
no npuMeHeHulo 1ekapcmeenno2o npenapama («llpunoosxcenue A3», n.2).

B o0nom u3 mnepsvix uccnedosanuil uCnamckou 2epynnvl asmopos cpeou 8 nedeHHbIX
Hpumyxkcumabom** nayuenmog y 3 ommeueHo CHUNCEHUe NPOMEUHYPUU U YIYUUEHUE
@YHKYUU nowex MobKO Npu YClosuu 66edeHuss boaee 8blCOKOU 003bl npenapama, mo

ecmb OononHumenvHo om 2 00 4 cmanoapmueix un@yzuil npenapama (cymmapuo 6-8

seeoenuti) [98].

3.2.3 Jleuenmne MNAIMEHTOB CO_ CTEPOMI-3aBHCHUMBbIM H 4YacCTO-peUMIMBHUPVIOIIIUM

DCI'C

Jleuenue cmepouo-3asucumoeo uw/unu yacmo-peyuousupyroueco nepeuuynozo ®CI'C ne
umeem yoeOumenibHoUu O0KA3AMeNbHOU 0a3bl U OCHOBbIBAEMICS, 2IA8HbIM 00pA30M, HA
pe3yIbmamax JjieueHusi 83pOoCivlX ¢ 00Ne3HbI0 MUHUMANbHBLIX usmeHeHull. OOHaKo yuumwvleéas
€X00Cmeo smux 08yx OoNe3Hell U NPeOnoIoNCUMENIbHO 0bwue Namo2eHemuyecKue MexaHusmbl,

Mbl nojiazcaem 603MOMNCHOCNb UCNOJIb30BAHUA 061/(41/0(? cxem mepanuu.

e MBI peKOMEHIyeM y MalUeHTOB CO CTEPOMI-3aBUCHMBIM W YaCTO-PEIHINBUPYIONIAM
nepsuyHbIM OCI'C neyenne #uukiaocnopuHoM™** 3-5 MI/Kr/cyT winm #Takpoaumycom™*
0,05-0,1 mr/kr/cyT, pazesieHHbIe Ha 2 TIpueMa, B TeueHHe Kak MUHUMYM 12-24 MmecsieB
TSl CHYDKEHHSI 9acTOThI penuanBoB [96].

YpoBenb  y0enuTeIbHOCTH  pekoMeHaaumii A  (ypoBeHb [10CTOBEPHOCTH

10KA3aTeJILCTB — 2)

e Mpl pekOMeHIyeM Yy MalKUEHTOB CO CTEPOUA-3aBUCHUMBIM U YacTO-PELUAUBUPYIOIINM
nepBuuHbIM @CI'C paccMoTpeTh BO3MOKHOCTh MPUMEHEHHUs Hukinopochamuna*™*, 0,5-
0,75 r/M2, exeMecsuyHO, BHYTPMBEHHO, B TE€UECHHE 6 MecAIleB WM #MuKo]eHomaTa
Modermna** 1000 mMr 2 pa3za B eHb B T€UEHHE TOfAA JUIs KyMUPOBAaHUS 00OCTPEHUH U
CHIDKEHHMsI 4acTOThI periuauBoB [96,99,100].

YpoBenb  y0enuTelbHOCTH  pekoMeHgauuid B (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrapuu: B PKU Ren u coasm. [96] npu npumenenuu yuxiogocghamuoa™* (0,5-
0,75 o/m2) edxcemecauno 6 meuenue 6 mecayes 8 KOMOUHAYUU C 2NIOKOKOPMUKOUOAMU )
83POCIbIX NAYUEHMO8 CO CMEepOUd-pe3ucCmeHmuulM unu cmepouo-3agucumvin OCI'C
uacmoma pemuccuu uyepez 6 u 12 mecayes cocmasuna 56% u 67%. B uccredosanuu,
gxnouasuwem 29 nayuenmos ¢ 4acmo-peyuousupyioumum Heghpomuieckum cuHOpOMoMm, 6

mom yucie nepsuunom @OCIC, HauanvHble 00361 #Hmuxogenorama mogemuna™**

28



cocmaesnsanu 2000 me/cym 6 couemaruu ¢ npuemom ymepeHuwvlx (0o 30 me/cym) unu
Manvlx 003 npednusonona** (10 uau 5 me/cym). Pemuccus Heghpomuueckoeo cunopoma
oocmuenyma 6 27/29 cayuasx (93,1%). V oOeeamu nayuenmos ¢ peyuougom
He@pomuuecko2o CUHOpoMa Nocie CHUdNCeHus: 003vl #mukogenorama mogpemuna™* owin

80300HOGIIEH MOM JCE PENCUM, UMO BHOBb NPUBelo K pemuccuu y écex oessmu [100].

MBI peKOMEHIyeM y MalUueHTOB CO CTEPOM]-3aBUCHMBIM W YaCTO-PELHIUBUPYIOIINM
nepeuyHbiM @CI'C paccMOTpeTh BO3MOXKHOCTH TPUMEHEHHUs #HpuUTyKcumada™*  mist
CHIDKEHHSI 4acTOTHI peruauBos [97,101].

YpoBeHb  y0equTelbHOCTH  pekoMeHaaumii A  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)

3.3 Jleuenue BropuyHoro ®CI'C u dCI'C ¢ Heu3BeCTHOW NPUYMHOMN

Me1 He pekomenayercs HazHadaTh UCT y nanuentoB co BTopuyHbiM @CI'C nmu OCI'C
C HEW3BECTHOW NPUYMHOM u3-3a ee HEeIP(EKTUBHOCTH U U1 HPeAyHpEexICHUS
n0004HbIX 3ppexToB [1].

YpoBenb  yOegutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
10KA3aTeJILCTB — 5)

Kommenrapun: Bmopuunvii ®CI'C u DPCI'C c Heuzgecmuol NpUYUHOU UMEIOM
CXOOHble  KIUHUKO-TAO0pAmOpHble NPOAGNEHUS — OMCYMCmeue HeppomuiecKo2o
CUHOpOMA U MEONIeHHO npozpeccupyrouee CHudceHue yukyuu novex. Tak kak ¢ ocHose
pazeumus emopuurnozo PCI'C nexcam namozenemuyeckue MeXaHu3Mul, He C8A3AHHbIE C
UMMYHHBIMU npoyeccamu (cm. pasden 1.2), UCT 6 smom cnyuae He HNOKA3AHA.
Heobxooumo npoeedenue Hegponpomekmugnoti mepanuu 6 COOMEEMCMEUU  C
ocHosHbiMu  npunyunamu  aevenuss XbIl.  Ilpucoedunenue UMMYHOCYRPECCUBHBIX
npenapamog credyem o06cyxcoams MONbKO 6 Clyyde paseumusi Heppomuieckozo
CUHOpOMA, JledeHue 6 3MOM Clydae NPooOUmMcs N0 NPUHYUNAM Mepanuu NepeutiHo2o

DCIC.

Mpsl pekoMenayeM y mnanueHToB ¢ BTopudHbIM PCI'C BO3zmelicTBOBaTH Ha OCHOBHYIO
NPUYHHY €0 Pa3BUTHS C IIETBIO0 PEAYPEKACHUS IPOrpecCupoBaHus 3adoseBanus [1].
YpoBenb  yOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH

JA0KA3aTeJbCTB — D)
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4. MenuuMHCKAasl peaduaIuTAIMS U CAHATOPHO-KYPOPTHOE JieYeHmue,
MeIMIMHCKUE MOKA3aHUA W MPOTUBONOKA3aHUA K NPUMEHEHUI0 METO/I0B
MeIUIUHCKOI peadWIuTanum, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUMN

NPUPOJHBIX JeuyeOHbIX (PAKTOPOB

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

paszpabomana.

e VY manmentoB ¢ ®CI'C MBI peKOMEHAYeM MPOBOAUTH MEIUIIMHCKYIO PEaOUIIUTAIIUIO TI0
MMOKa3aHUsM U B 00beMe, IPEeTyCMOTPEHHOM pekoMeHarusamMu mo XbI1, mis ynydmenus
ucxo10B Oose3nu [25].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

5. HpO(l)l/IJIaKTl/IKa U JUCITAHCEPHOE Haﬁ.ﬂmz[enne, MEAUIMNHCKHEC IIOKA3aHUA U

INPOTHBOIIOKA3aHUA K IPUMECHCHUIO METOA0B HpO(l)l’IJIaKTI’IKI/I

Memoowt u nooxoowt k nepsuynot npogurakmuxe OCI'C ne paspabomanvl.

e V¥ nmamuentoB ¢ @CI'C MbI pekOMeHayeM MPOBOJIUTH MPOPUIAKTUIECKUE MEPOIIPUSITHS,
HanpaBjiIeHHble Ha MNPOMUIAKTUKY OCHOXHEeHUuH nuchyHkumu mouek u OIIl, u
JTUCTIaHCEpHOE HAOMI0/IeHne B 00beMe, MPeIyCMOTpeHHOM pekoMeHaanusamMu mo XbII,
UISL YITy4IICHHs UCXO010B Ooe3Hu [25].

YpoBenb  yOenurTeabHocTH  pekoMmeHaaumii  C  (ypoBeHb  [IOCTOBEPHOCTH

10KA3aTeJILCTB — 5)

6. Opranuzanus okazaHusi MEIUIIMHCKON TTOMOIITU
OcHoOBHbBIC OKAa3aHUSI K IKCTPEHHOH FOCHUTAJIM3ANMH B CTANMOHAP MALMEHTOB C
OCrIcC:

1) Pazsute wim momo3penune Ha pasButue OIIIl (cHmxenue TemmnoB muypeza <0,5
MJI/KT/49ac B Te4eHHUE >6 4acOB WM MOBHIIICHUE KpeaTHHUHA KpoBU >50% OT UCXOHOTO
3a 7 qHel WM NOBBIILIEHHE KpeaTHHUHA KPOBH Ha >26 MKMOJIB/J 3a 48 4acos,

2) opicTponporpeccupytomiee cHwkeHne CK® w/mnm moBbllleHNEe ypOBHS KpeaTHMHUHA
KpoBH (Ha >50% B TeyeHue 3 MecsIIEB);

3) BOIHO-AJICKTPOIUTHBIC HApYIICHHs W anuao3 (HOTeps JKUIKOCTH M THUIIOBOJIEMHS,
TUMEPKAIMEMUs,  THUMOKAJIMEeMHUs, TUIOHATpUEMHs, MeTaOOMMYeCKUd  aImiIo3,

JIEKOMITIEHCUPOBAHHBIN );
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4) m000€ U3 CIEAYIOIIUX OCIOKHEHUH, TPeOYIOIIee SKCTPEHHOM Teparuu, BKII0Yas Hadaio
qUanu3a: HapylmieHne (QyHKOMKA [EHTPaJbHOW HEPBHOM CHCTEMBI; CEPO3HTHI;
JICKOMITCHCALlMsl METa0OJIMYECKOro aIua03a; TUIEepKaIueMusi; HEKOHTPOJIMpyeMast
runeprujapaTanus (aHacapka, OTE€K JIETKMX) M apTepualibHas TUIEPTEH3Hs; TshKenas
0eNKOBO-3HEpreTnyecKasl HeI0CTaTOYHOCTb;

5) pe3ucTeHTHass K aMOyJIATOPHOMY JICYCHHIO apTepHaibHas THUICPTEH3MUs (BKIIOYAs
TUIIEPTEH3UBHBIN KpU3);

6) BrepBbIe BhIABICHHOE cHIDKeHne CK® <30 mu/mun/1,73 M2,

OcHOBHBIE NMOKA3aHHUS K BBINHCKE NMANMEHTA W3 CTAIMOHAPA IOCJe IKCTPEHHOI
rocnutajuzauuu nauueHTos ¢ ®CI'C:

1) TMoarBepkaeH win uckiarodeH auarHo3 OIII; mpu MOATBEP)KICHHHM — YCTaHOBIICHA
stuonorus OIIII,;

2) mnposencno sedenue OIIIl B monHOM 00beMe, 3aBEpIIMBILNEECS HCXOA0M (perpecc,
nporpeccuposanue XbII, TITH);

3) ycraHoBieHa mpu4KHA ObicTponporpeccupyomero cHmwkeHus CK® w/umm moBbIeHus
ypOBHS KpeaTuHuHA KpoBU (Ha >50% B TeueHue 2-6 MecsleB) U MPOBEACHO JICUCHHE,

3aBepIuBIIeecs UcX0JoM (perpecc, nporpeccupoBanue XbII, TITH);

4) mpOBEICHO JICYCHUE KIMHUYECKH 3HAYUMBIX OCJIOXHEHUH JUCPYHKIMH MOYEK: BOJIHO-
JJIEKTPOJIUTHBIX HAPYIICHWM, HAPYIIEHWM KHUCIOTHO-OCHOBHOIO COCTOSIHHUSI KpPOBH:
Ky[IUPOBAaHbl WJIM KOMIIEHCHPOBAHbI T'MIIOBOJIEMMSI, THUIEPKATHEMHUsI, THUIIOKATHEMHS,
TUIIOHATPUEMHS], MeTa0OoIMUeCKUI anuzaos, MeTa0O0IMUECKUt ajKaso3
(KOHCEpBaTUBHBIMHM METO/IAMHU WM METO/IAMHU JHalnN3a);

5) CHIXEHO apTepHalbHOC JABJICHHE, YCTPAHEHBI JKU3HEYTPOXKAIOIIAE MPOSIBICHHUS
TUIEPTEH3UN U ONTUMHU3MPOBAHA aHTUTUIIEPTeH3UBHAas Tepanus y nanueHtos XbII Cl-
C51;

6) mpu BrepBble BhIABICHHOM cHIKeHmn CK® <30 wmm/mun/1,73 M?> — mpoBeneHsI
JTMArHOCTHKA U JICYEHNE OCHOBHBIX OCJIOKHEHUHN NUC(YHKINN MOYEK.

OcHoBHbBIE OKa3aHNUS K IVIAHOBOM rOCHUTAIN3ANMA B CTAIIMOHAP:
1) [NepBuunHas quarnoctuka mpu nogo3pennu Ha GCIC;
2) y MaIMeHTOB ¢ U3BeCTHBIM nuardozom OCI'C:
a. HapacTaHue NPOTCUHYPHH,
b. BiepBbIe BHISBICHHBIH HEQPOTHUESCKHI CHHAPOM HIIH COYETAaHHE TUIOATEOYMHUHEMHH

¥ ipoTennypuu >3,5 r/cytku/1,73 M

C. HEOOXOIUMOCTh TUArHOCTUKW/IU(epeHInanbHON JUArHOCTHKN C MPHUMEHEHHEM
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OWoIcMu TMOYEeK WM JPYruX JUarHOCTUYECKHX HCCIEAOBAHUN, TPeOyIOLUX
rOCIUTAIU3AINH;

3) dopmupoBaHue K0OCTYyMA IS AUATH3a,;

4) Ha hoHe OEpEMEHHOCTH;

5) nposenenrie MCT @OCI'C w/miu  jeYcHHE acCOUMUPOBAHHBIX ITATOJOTHYECKUX
IIPOLIECCOB;

6) moAroToBKa K MPOBEICHUIO ONIEPATUBHOTO JICYCHHS TI0 PAa3HBIM ITOKA3aHUSIM.

OcHoBHbIE TMOKA3aHHMS K BbINNCKEe MANMEHTa W3 CTallMOHApa Mocje IJIAHOBOI
rOCHUTAINZANMHU:

1) MoarBepkaeH wiu onpoBeprHyT auarno3 OCI'C, mpoBeneHbI JCYCHUE W IMEPBUYHAS
JUArHOCTHKAa C IPUMEHEHHEM OHOINCHU IOYEK WIW JPYrMX JUarHOCTHYECKUX
HCCJIEIOBAaHUM B COOTBETCTBUU C PEKOMEHAAIMSIMH;

2) TOATBEPXKJEH WJIM ONPOBEPrHYT JHArHo3 pEIHIMBa, MPOBEICHO JICYCHHE B
COOTBETCTBUU C PEKOMEHIALIUAMY;

3) copmupoBaH TOCTYI IS AUAIH3a,;

4) ®CI'C Ha hoHe OepeMEHHOCTH — OMpeIeIeH MOYSYHbIH MPOrHO3, MPOBEICHBI JICYCHUE U
JMarHOCTHKA B COOTBETCTBUH C PEKOMEHJALUSIMU,

5) mpoBenenne MCT — mpoBeieH LUK WIM rocnutanbHas ()aza MMMYHOCYIPECCHBHOU
Tepanuy, BBINOJIHEHA JuUarHoctuka u Jjedenue ocinoxHeHudt MCT, ocymiecTBiieH
KOHTPOJb (DYHKIIMOHAJIBHOIO COCTOSIHUS IOYEK, MPOBEIEHbl JTUArHOCTHUKA U JIEYCHHE
OCIIO’)KHEHUH AUC(YHKIIUU MTOUEK (€CIIU TAaKOBbIE OBLITU BBISBIICHBI);

6) moaroToBKa K MPOBEJCHUIO OIEPATUBHOTO JICUCHHS — OCYIIECTBICHA HeoOXoaumas
JMarHOCTHKa M Koppekuus ocioxHeHud XDbII, Bimsrommx Ha pUCKH ONEPaTUBHOIO
BMeIIaTeNbCTBA (KOHCEPBATUBHO MM METOJIaMH JTHATN3a).

IIpuHIHMNBI Opranusanuu aMOy/IaTOPHOI MOMOIIH !
AmOymaropHoe Benenue manueHToB ¢ DOCI'C momkHO OBITH OpPraHW30BaHO B

COOTBETCTBHUH C MPHHIIUIIAMH, U3JI0)KEHHBIMU B pekoMerpanusx mo XBIT [25].

7. onomauTenbHas nHGOpMaIus (B TOM YUCie (PaKkTOPbI, BSOS HA UCXO]]

3a00J1€BaHUSIUIIN COCTOSHUSA)
BBI,Z[CJ'ISIIOT CJICAYIOIINC (I)aKTopBI, KOTOPLIC BJIMAIOT Ha IMOYCYHYIO BBIKHUBACMOCTL Y
nanuesToB ¢ PCI'C:
BenuuyuHa nmporemHypuu. Y TalMEHTOB C HEPPOTHUUECKUM CHHAPOMOM IISITHIICTHSS

[moyeuHasi BbDKUBaeMocTh cocrasiiieT 60-90%, 10-netHas noyeuyHas BeLKMBAEMOCTh — 30-55%.
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B ycnoBusix pe3sMCTEHTHOCTH K Tepallud MacCHBHas mnpoTeuHypus Oosee 10 r/cyt/1,73 M2
accollMMpOBaHa C mporpeccupoBanueM 3adoneBanus a0 TIIH B teuenue nsatu ner. Hambonee
BBICOKAs IMOYEYHasi BbDKUBAeMOCTh (Oonee 85% uepe3 10 ner) ormeuaercst y MaIMeHTOB 0e3
HE(PPOTHUYECKOTO CHHPOMA C COXpaHHOH (GyHKIueH mouek [4,6,8,28].

Hapymenne ¢pyHkumum no4yek. Xyauend MOYeYHON BBDKMBAEMOCTBIO CONMPOBOXKIAETCS
Hapymenne ¢yHkuud mouek [32,71,102], uyto wame Bcero sBIS€TCS CIEACTBHEM Ooliee
pacIpoCTpaHEHHBIX MMPOLECCOB INIOMEPYIIOCKIEp03a U HHTEPCTHIHAIBHOTO (prdpo3a mpu Ooiee
TSDKEJIIOM TEYeHHH 3a00JieBaHUs WM OOJbIIeH NPOJOJDKUTEIBHOCTH OOJIE3HU; Yalle BCEro
MAIUMEHTHI C HApYIIEHHOW (PyHKIIMEH oYeK UMEIOT XYAIINNA OTBET Ha JICYCHHE.

Mopdgoaorudyeckue aanupie. Hamnune muTepcTHIMANBHOTO (GHOpO3a MpeacKa3biBacT
XYJUIYI0O IOYEYHYIO BBDKMBAEMOCTb, XOTS B HEKOTOPBIX CIydasXx OH MOXET SBIATHCA
cnencteueM BropuyHoro MCI'C c Gonee OnarompussTHbiM mporHosom [35,102,103]. Cpenu
Mopdonorunueckux BapuantoB DOCI'C nHaubonee HEONArompusITHHIM B IJIaHE TOYEHHOM
BBDKMBAEMOCTH CUUTAIOT KOJUIAIICHPYIOIIYI0 HE(PPOMATHIO, KOTOPass KIMHUYECKH IMPOSBISECTCS
TSDKEJIBIM HE(PPOTHUYECKMM CHHIPOMOM MW OBICTpbIM CHIDKeHHEM ¢(yHkimu mouek [104].
[TaruenTts! ¢ BepxymeunbiM BapuantoM OCI'C (tip lesion) uMerOT aydiinii OTBET Ha JIEUECHUE
TIIFOKOKOPTUKOUIAMH, XOTS €r0 Haln4ue He rapanTupyert 310 [35,105,106].

OtBer Ha Tepanmuio. CaMblM CHJIBHBIM MPOTHOCTHYECKUM II0Ka3aTejleM IOYeYHON
BbpKMBaeMocTH npu OCI'C sBrnsercs nmepBOHAYaJIbHBIM OTBET HAa TEpaIvio, HE3aBUCHMO OT
Mophonoruueckoit kaptunsl [34,48,71,76]. IlanneHTsl, y KOTOPBIX HAOMIOAAETCSA YacTUYHAS HIIN
NOJIHAsl pEMHCCHUS, UMEIOT TOpa3/io OOJIbIlIe IIAHCOB Ha coxpaHeHHe (QyHKIMH rnoudek yepe3 10
aet (mpumepHo 80% npotuB <50% y HEOTBETHBINUX WK HelleueHHbIX) [33,34,71,73,78].

IIporpeccupoBanne 3a6osieBanusi. HecMoTps Ha JOCTH)KEHHE YACTUYHOW PEMHCCHH,
MOYET HaOJI0AaThCs MPOrpEecCCUpPOBaHUE 3a00J€BaHUA C yXyAUIEHHEM (DYHKIUHM MOYEK, YTO
BCErJ]a CBHJIETEIBCTBYET O COXPAHSIOMICHCS aKTUBHOCTH 3a00JIeBaHUS WM BTOPHUYHOM
reMOJUHAMUYECKOM MOBPEKJICHUU: MpPHU TOBTOPHON OMONCHUM OTMEYaeTcs YBEIUYECHHE
IPOLEHTa CKJIEPO3UPOBAHHBIX KiIyOoukoB. [IporpeccupoBannio MOryT crnocoOCTBOBaTh

TCHCTUYCCKUC (I)aKTopBI.

Kpurepuu ouieHKH KayecTBa MeIUIMHCKON MOMOLIH

YpoBeHb YpoBeHb
Ne Kpurtepun xauecrsa yOeauTeIbHOCTH AOCTOBEPHOCTH
peKoOMeH Al JA0KA3aTeJbCTB
1. [lanmenty ¢ mnoxozpennem Ha OCI'C  npu A 1
OTCYTCTBUM  IIPOTHBOINOKA3aHUM  BBINOJHEHA
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OUOTICHS TTOYKU TOJ] KOHTPOJIEM YJIBTPa3ByKOBOTO
MCCIIEIOBAaHUsI € I1aTOJOr0-aHaTOMUYECKUM
pccieJ0BaHHeM OMONICUIHOIO MaTepuaa

. [Tauuenty ¢ npennonaraeMbiM guarnozom OCI'C

BBITIOJIHEHA AJIEKTPOHHAS MHUKPOCOKOIHUS
MUKpoInpenapara TKaHel MOoYKu

. HaHI/IeHTy C npearnojaraCMbiM nJIn

ycTaHoBJIEHHBIM JuarHozoM ®OCI'C omnpeneneHbl
B KpOBU ITOKAa3aTeIIH: POTPOMOMHOBOE
(TpomOomiactuaoBoe) Bpemsi, MHO, AUTB,
ypoBeHb (QuOpuHOreHa W KOHIeHTparwms /-
muMepa

. Marmuenty @®CI'C, mnonyyarouiemy JieueHue

HIUKIOCHOpUHOM™®  min  #Takponumycom™*,
BEITIOJTHEHO WCCJICIOBAHHE YPOBHS
ITeKapCTBEHHBIX npenapaToB B KpOBHU
€KEHE/IENbHO B TEPBBIA MecsAll MoA0opa J103bI
perapara Wi pH ee KOPPEKIUU

. [laruenty ¢ mnono3penuem Ha OCI'C  wumm

[MOJTBEPIKIEHHBIM JUarHo30M U HEPPOTHUECKUM
CHHJIPOMOM BBINIOJIHEHO TYIUIEKCHOE
CKaHUpPOBAHWE BEH HWXKHMX KOHEYHOCTEH,
[OYESUHBIX BEH, npu OTCYTCTBHUH
[TPOTUBOIIOKA3aHUI — KOMITbIOTEPHAs
TomMorpadus OpraHoB I'pyJAHON MOJOCTH IMOJIOCTH|
C BHYTPUBEHHBIM OO0JIFOCHBIM
KOHTPACTUPOBAHUEM

. HaIII/ICHTy C MOATBCPKACHHBIM JANardio3omM

[IEPBUYHOTO OCI'C, PE3UCTEHTHOIO K|
MMMYHOCYIIPECCUBHOM  Tepanuu,  I[POBEJIEHO
FEHETUYECKOE UCCIIEI0BAHNE T€HA NOIOIMHA

. [[TarmenTy c OCI'C B OTCYTCTBHE

MMPOTUBONOKA3aHUM Ha3HA4YeHO JICUCHHE
MHTUOUTOpPAMHU  AHTHOTEH3WH-TIPEBPAIAIOIIETO
(dbepmenta wiam  OJoKatopamMu  PEIENTOPOB
anruoren3una-||

. [Tannenty ¢ nepsuuneiM PCI'C B oTCyTCTBUH

MPOTHBOIOKA3aHUIA MIPOBECHO JIeYeHne
[ITIOKOKOPTUKOUIAMHU (TIPEIHU30I0H**, BHYTpS, 1
Mr/Kr/cyT, He Oosiee 80 mMr/cyT)

. [Tanuenty c¢ nepsuunbpiM PCI'C npu Hanuuumn

MPOTHBOIMOKA3aHUH K TJIIOKOKOPTUKOHIAM HITH
OCJIOKHEHUH OT HX TNPUMEHEHUs Ha3HAuYeHO
lIeYeHHe UHTUOUTOpAMHU KaJIbIIMHEH pHHA
(#rmknocnopun™* wnum #rakponumyc**)

10,

[TarenTy co CTEPOUA-PE3UCTEHTHBIM|
neppuyHbiM ~ @CI'C  mpoBeneHO — JIeUeHue
MHTUOMTOpaMHU KallbI[MHEHPUHA B COYETAHUU C
HU3KUMH J103aMH TIPEIHU3010Ha** mim 6e3 Hero,

KaK MUHNMYM B TCUCHUC 6 MCECSIICB
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11)

Y nmaumenta ¢ nepsuunbiM @CI'C, nonyyaromiero
lIeueHne #IuKIIocnopuHOM™ * WJTH
HTakpomuMycoM™*, TOCTUTHYT LIEIEBOH YpOBEHb
lleKkapcTBeHHOro mpemnapara B kpoBu — 100-175

Hr/MI 1 5-10 HI/MII, COOTBETCTBEHHO
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um. akazn. W.II. Ilanosa, Canxt-IlerepOypr. Unen IIpaBnenust Accouumanuu
He(poIoroB.

4. Kapynnass A.B. (cexperapp paOoueill rpymnmel) — Bpad-He(pOJOT OTAEICHUS
XPOHUYECKOTO TeMOJUAIN3a KIMHUKM HAay4YHO-HCCIIEOBATEIbCKOTO HWHCTUTYTA
He(ppPOJIOTUH, ACCUCTEHT Kadeapbl MpOINEASBTUKM BHYTPEHHUX Oone3Hell ¢
knuHukol, IlepBorit Cankrt-IlerepOyprckuil rocyaapcTBEHHBIH METUIIMHCKUN
yuuBepcuter uM. akajn. W.II. IlaBmoBa, Cankt-IletepOypr. Unen Accommarmm
HE(PPOJIOTOB.

5. CmupoB  A.B. — 1M.H, 1Opod., TUPEKTOp  HAYYHO-KIMHUYECKOTO
MCCIIEIOBATENbCKOTO LEHTPA, JUPEKTOP HAYYHO-UCCIIE0BATEIbCKOTO HHCTUTYTA
Hedpooruu, 3aB. Kadenpoil MponeaeBTUKH BHYTPEHHUX OOJIE3HEH ¢ KIMHUKOMH,
IepBoiit Cankr-IlerepOyprckuii rocyaapCTBEHHBIH METUIMHCKUNA YHUBEPCUTET
uMm. akazn. W.II. IlaBnosa, Cauxt-IletepOypr. Unen IIpaBnenust Accouumanuu
He(poIoroB.

6. UYeborapera H.B. — a.M.H., kadeapa BHYTpEeHHUX, MPOheCcCHOHATBHBIX 00JIe3HEH

u pesmarosiorud, IlepBboldi MOCKOBCKMI T'OCYJapCTBEHHBIM MEIULMHCKHIA
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yuuBepcuteT uM. .M. CeuenoBa (CeueHoBckuii yHuBepcuter), MockBa. UineH

Accouuanuu HepoJIOToB.

KoHnpaukt uHTEpecoB: OTCYTCTBYET
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[Tpunoxxenue A2. MeToaoorus pa3padoTKy KIMHUYECKUX PEKOMEH Al

B xauecTBe OCHOBBI mJisg pa3palbOTKK KIMHHYECKHX pekoMeHmanui mo OCI'C ObLim
HCIOJb30BaHbl peKoMeHAaluu «POKabHO-CETMEHTapHbIN  TioMepysockiepo3» 2013 .,
MEXIyHApOJHbIE peKOMEHJauu 1o npodieme. [Iporecc moAroToOBKM peKOMEHAAUUN COCTOSIT
U3 CIEAYIONINX ATAroOB: BBIOOP PYKOBOAMTENS, WieHOB padbodueil rpymmsl (PI') u cexperapuara;
orpeziesieHue B XOJ€ AUCKycCHW HamOosee Ba)KHBIX JJIs PeajbHOM KIMHUYECKOW MPAKTHKU
o0racTeil, KOTOpbIE JOJHKHBI OKPHIBATh PEKOMEHIAINN; ONpPEIeICHHE YaCTHBIX BOIPOCOB IS
UCCIIeIOBaHus U (POPMYITMPOBKH PEKOMEHIAINN; Pa3pabOTKU MPUEMOB MOUCKA JOKa3aTEIbHON
0a3bl; GOpMHUPOBAHUE OKOHYATEIHHOTO MEPEYHs PEKOMEHIAIMI M €ro CTPYKTYpHl. YKa3aHHS,
MIPE/ICTABJICHHBIE B HACTOSIIUX PEKOMEHALMIX, OCHOBAHBI HA BBIIOJIHEHHOM YJIEHAMH T'PYIIIbI
aHaJIM3€e UCCIeI0BaHUN B HE(PPOIOTUU M CMEKHBIX 00JIACTAX MEIUIUHBI, UX CHCTEMaTHYECKHX
0030poB 1 MA, ory0nukoBaHHBIX 10 MapTa 2021.

Unensl PI' crpemmiinck, 4To0Bl KaXkaas peKkoMeHaauus 0azupoBajlach Ha MaKCHUMAaJbHO
BO3MOXXHBIX YPOBHSIX JOCTOBEPHOCTH M yOeauTenbHOCTH pexkomeHnauuil. Tem He menee, PI’
couwla HEOOXOAMMBIM OCTaBUTh Psii peKOMEHAAlNi, (GOopMallbHO MMEIOUINX HHU3KUN YPOBEHBb
JIOKA3aTeNbHOCTH WJIM OCHOBAaHHBIX Ha JKCIIEPTHOM OIEHKE, C YYETOM MHOTOJIETHErO OIbITa
BEJICHUS MAIMEHTOB COOTBETCTBYIOIIETO MPOMUIIL U TOTO, YTO ITH PEKOMEHJAIIMN MOTYT UMETh
CYILLIECTBEHHOE 3HAYEHHE JUIsl MPAKTUYECKON paboTHhl.

JInst OlleHKM KauyecTBa M CUJIbl PEKOMEHAAIMU HCIOJIb30BaJId YPOBHH JOCTOBEPHOCTH
JIOKa3aTeIbCTB M yOeUTEIBbHOCTH peKoMeHaarui (Tabi. 1-3).

IleseBasi avaiuTOpHs AaHHLIX KIMHUYECKHX PEKOMEHIAIMINA:

1. Bpau-medpouor.

2. Bpau-tepamnesr.

3. Bpau-TepaneBT yuacTKOBBIi.

4. Bpau oOuieil npakTuKu (CEMEUHBIN Bpay).

Tabauua 1.11lkana omeHKH ypoBHEH TOCTOBEpHOCTH MokazaTenbeTB (Y 1))t MmeTonoB

JAUarHoCTHUKH (,HI/IaTHOCTI/I‘{CCKHX BMCIJ_IaTCJ'IBCTB)

YA Pacungposka

1 Cucrematnueckre 0030pbl HCCIEAOBAHUNA C KOHTpOJEM pedepeHCHBIM METOJOM MU
CUCTeMAaTU4YeCKUi 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBaHUM ¢
IIPUMEHEHNEM METa-aHaIu3a

2 OTnenbHbIE MCCIEIOBAHUS C KOHTPOJEM peepeHCHBIM METOJOM WIN OT/IENIbHBIC
pPaHIOMHU3UPOBAHHBIC KIMHUYECKUE WCCICAOBAHUS U CHCTEMAaTHYeCKHe 0030pHbI
UCCIIEIOBaHM J1I000T0 M3aifHa, 3a CKIIOYEHUEM PaHIOMU3UPOBAHHBIX KIMHHUYECKUX

I/ICC.HGI[OBaHI/If/'I, C IPUMCHCHUECM MCTa-aHaJIM3a
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3 HccnenoBanus 0e3 MOCIEAOBATENBHOIO KOHTPONIS pePEepeHCHBIM METOJOM WU
UCCIICIOBAaHUS C pEePEepeHCHBIM METOJIOM, HE SBJSIOIIMMCS HE3aBUCHMBIM  OT
UCCIIEyEMOI0 METOJa WM HEPaHJAOMU3MPOBAHHBIE CPAaBHUTEJIbHBIE HCCIIEIOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEA0BAHUS

4 HCCpaBHI/ITeHBHHC HCCICA0BAHUS, OIIMCAHUE KIMHUYECKOTO Cliydas

5 Hmeetcs aumb 000CHOBaHHE MEXaHHU3Ma HCI;'ICTBI/IH HNJIM MHCHUEC DKCIICPTOB

Ta6auna 2.11Ikana oneHKN ypoBHEH JOCTOBEpHOCTH Aoka3aTenbeTB (Y I J])ans meromnoB
PO UITAKTUKH, JISUCHUS U peadbunuranuu (mpoPrIaKTHIECKUX, JIeUeOHbIX, peadMINTallMOHHBIX

BMEIIIATEIHCTB)

YA Pacuiugposka

1 | Cucremaruueckuii 0630p PKU ¢ mpumeHeHneM MeTa-aHaamn3a

2 | Otnenpabie PKU m cucremaTwdeckne 0030pBI MCCIICIOBAaHHWM JIOOOTO gu3aiiHa, 3a
uckimoyennem PKHU, ¢ mpuMeHeHneM MeTa-aHan3a

w

HepaH[[OMI/I?;I/IpOBaHHI)IC CPaBHHUTCIIBHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHU A

4 | HecpaBHUTENIbHBIE MCCIIEIOBAHUSA, ONKUCAHUE KIMHUYECKOTO Cy4as MM CEepUM CIy4yaes,
UCCIIEIOBAHMS «CITY4Yail-KOHTPOJIbY

5 Hmeercss nuiis 0OOCHOBaHHE MeEXaHHM3Ma JEUCTBUSL BMeENIATEIILCTBA (I[OKJ'II/IHI/I‘IGCKI/IC
I/ICCJIC[[OBaHI/IFI) HJIM MHCHHE SKCIICPTOB

Tabamna 3.11Ikana oueHku ypoBHeH yOeautenbHOCTH pekoMeHAauu(YVYP) nns
METO0B MNpPOQMIAKTUKU, AMACHOCTUKH, JIeUYeHHs M peadwiuTaiuu (IpopHIaKTHYECKUX,

JANarHoCTHYCCKHUX, JIC‘-IC6HBIX, pea6I/IJ'II/ITaI_II/IOHHHX BMeI_HaTCJ'IBCTB)

YYP Pacuiugposka

A CunbHasg pekoMeHIanus (Bce paccMaTpuBaeMble Kputepun 3(PQeKTHBHOCTU
(ucxonpl) SBISAIOTCA BAaXKHBIMM, BCE HCCIIEOBaHUS MMEIOT BBICOKOE WJIU
YAOBIETBOPUTEIIBHOE  METOJNOJIOTMUECKOE  KauyeCTBO, HX  BBIBOABI IO
MHTEPECYIOIIMM UCXO0aM SIBIISIFOTCS] COIJIACOBAHHBIMHU )

B VYcioBHast pekoMeHanus (He Bce paccMaTpUBaeMble KpUTEpUH 3PPEKTUBHOCTU
(McxXonbl) SIBISIOTCSI Ba)XHBIMHU, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WU
YIOBJIETBOPUTEIHHOE METOJOJIOTHYECKOe KAayeCTBO W/MIM HMX BBIBOJBI 110
MHTEPECYIOIIMM HCX0/IaM HE SIBJISIIOTCS COTJIACOBAHHBIMHU)

C Cnabast pekomeHamus (OTCYTCTBHE JOKa3aTeNbCTB HAAJIEKAIIET0 KayecTBa (Bce
paccMaTpuBaeMble KpUTEepUH 3(PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE MCCIIEOBAHNS UMEIOT HU3KOE METOAO0JIOTMYECKOE KAUECTBO U MX BBIBOJBI 110
MHTEPECYIOIIMM UCX0/IaM HE SIBJISIIOTCS COTJIACOBAHHBIMH)

Iopsiaok 00HOBIEeHNS KINHUYECKHX PEeKOMEH/Ialuii.

MexaHu3M  OOHOBJICHHS  KIMHUYECKHX  PEKOMEHJANWH  TMpeaycMaTpUBaeT  HX
CHCTEMATHUYECKYIO aKTyaIM3alrio — He PeKe YeM OJMH pa3 B TPH I'0J[a,a TAaKXKe TP MOSIBICHUH
HOBBIX JAHHBIX C TO3MIMHU JO0Ka3aTeJIbHOM MEIUIMHBI 10 BOIPOCaM IUATHOCTUKH, JICUCHHUS,
npopMIaKTUKA ¥ peaOWIMTallMM KOHKPETHBIX 3a00JieBaHMM, HAJIM4YUU OOOCHOBAHHBIX

JIOTIOJTHEHHUI/3aMeyaHui K paHee yTBepkaeHHbIM KP, Ho He gamie 1 pa3za B 6 Mecsiies.
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HpI/IJIO)KeHHe A3. CHpaBO‘IHBIC MaTCpuajibl, BKIIO4Yasa COOTBETCTBUC MOKa3aHUM K

IMPUMCHCHHIO U HpOTHBOHOKaBaHHﬁ, CII0co00B IMPUMCHCHHUA U 103 JICKAPCTBCHHBIX

IIpEnapaToB, MHCTPYKIHMH 10 IPUMEHEHHUIO JIEKAPCTBEHHOTO IIpenapara

1.

IToGo4Hoe neiicTBHE IIIOKOKOPTHKOU/I0OB

Yactora pa3BUTHS W BBIPAKEHHOCTb MOOOYHBIX A(PPEKTOB 3aBUCUT OT
JUTTEIbHOCTH TPUMEHEHHUs, BEJIWYHHBI HCIOJIB3YEMON J03bI, COOIIOACHUS
[UPKAJHOTO PUTMA Ha3HAUYEHHs Ipernapara.

[lpy mnpuMeHEeHHWH TpernapaToB MOTYT OTMEYaThCS CIEAyIomue IM000YHbIe
3P HEKTHI:

- CO CMOPOHbL IHOOKPUHHOU CUCTEMbl: CHIKEHHE TOJIEPAaHTHOCTH K TIIIOKO3E,
CTEpPOMIHBIN caxapHbli auabeT WM MaHuQecTalus JATCHTHOIO CaxapHOTro
nuabera, yrHeTeHHEe QYHKIMU HAIIOYE€YHUKOB, cuHApoM Mienko-KymmHra;

- CO CMOpOHbI NUWEBAPUMENbHOL CUcmeMbl: TOITHOTA, PBOTA, CTEPOUIHAS S3Ba
KENMyJIKa W JIBEHAJUATHIIEPCTHON KHWIIKH, 3PO3MBHBIN 330(aruT, >KEIyma04HO-
KHIIEYHbIe KPOBOTEUEHNS, IOBBIILICHUE W CHUKEHUE alleTUuTa;

- CO CMOpOHbI KOJCHBIX NOKPOBO8 U CIUBUCHBIX 000710YeK: 3aMeJUIEHHOE
32)KUBJIEHUE paH, METeXUM, TUIeP- WIM TUIONUIMEHTAlMs KOXH, YIpU, CTPHH,
CKJIOHHOCTH K Pa3BUTHIO MHOJIEPMUHN M KaHU/I030B;

- CO CMOpPOHbI ONOPHO-08USAMENbHO20 ANNApama: OCTEONOopo3, CTEPOUIHAS
MHOIIATHs, CHI’KEHHE MBILIIEYHON MacChl;

- 00ycno6enHble MUHEPAIOKOPMUKOUOHOU AKMUBHOCMbIO: 3aIEPXKKa KHUJIKOCTH U

HaTpusA B OpraHu3Me, TurnepHaTpucMus, TUTIOKAJTHEMHUYECKUH CUHAPOM.

Ilonnbiii  nepeuenv npedcmagnen 6 UHCHMPYKYUU HO  NPUMEHEHUIO
Jnekapcmeennozo npenapama (cm. Iocyoapcmeennstit peecmp 1eKapcmeeHHbIX

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

IIpaBuiia NpPUIrOTOBJIEHHUS W XPaHEHMs JIEKApPCTBEHHOI0 Mmpemnapara
PHUTYKCHMA0

HeoOxonumoe konuuecTBO mpernapara HaOUparOT B aCENTUYECKUX YCIOBUSX U
pa3BOIAT 0 pacdyeTHOM KoHIeHTparuu (1-4 Mr/mi) B uHPY3HOHHOM (dIaKoHE
(makere) ¢ 0,9% pactBopoM XxJopuaa HaTpus i nHGY3M i 5% pacTBopom

JEKCTPO3bl (PacTBOPHI JOJDKHBI OBITH CTEPHJIBHBIMH M alMpPOreHHbIMH). Jlis
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MepeMEeIINBaHusl aKKypaTHO MEepeBOpaunBaloT (UIakoH (MaKeT) BO H30eKaHUe
neHooOpazoBanus. llepen BBeneHHEM HEOOXOAMMO OCMOTPETh PAcTBOpP Ha
MpEeAMET OTCYTCTBHUS MOCTOPOHHUX MPUMECEH WIIM U3MEHEHUSI OKPACKH.
[IpuroTtoBneHHbI UHQY3UOHHBIA PacTBOpP (HU3UYECKU U XMMHYECKH CTaOMIIEH B
TedeHue 12 yacoB NMpU KOMHATHOW TeMIEpaType WM B TeUeHHEe 24 4acoB IpH
temneparype ot 2 1o 8°C.

IIpenapatr BBOAAT TOJbKO BHYTPUBEHHO KalejJlbHO, 4epe3 OTAeJbHBIMH
Katerep! BBoauTh npenapatr BHYTPUBEHHO CTPYHHO WX 00JI0CHO HeJIb351!
PexoMenayemasi HayalbHas CKOPOCTh nepBoit nHPy3uu 50 Mr/gac; mocie nepBbix
30 MHH CKOPOCTh MOXKHO yBenu4uBaTh Ha 50 mr/gac kaxasie 30 MuH, JOBOAS 10
MakcuMaabHOU ckopoctu 400 Mr/4gac.

[Tocnenyromue wuHPY3UM MOXKHO HauWHaTh co ckopoctd 100 wmr/yac wu
yBenuuuBaTh ee Ha 100 mr/gac kaxapie 30 MuH 10 MakcuMmanbHOM ckopoctu 400

mr/4dac.
Jemanvno ungopmayus npedcmagiena 6 UHCHMPYKUUU NO HPUMEHEHUIO

Jnekapcmeennozo npenapama (cm. Iocyoapcmeennstit peecmp 1eKapcmeeHHbIX

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

1. O6mue nmoaxoasl K Jeuenurw ®CI'C
®Crc

(No AaHHBIM MOPGOOTMYEGKOT0 MCCIEN0BaHUS)

HedpoTnueckui MpoTtenHypua > 3,5 rlcyT MpotenHypua < 3,5 ricyT
CUHOPOM 6e3 HedhpOTUYECKOTO 6e3 HethpoT4eCcKoro
NudbcpyaHas notepsa Hoxek CHMHOpoma cuHOpoma
NoaouUNTOB
I [
UMMyHOCYnpeccHBHaR HedponporekTBHaA Tepanua

WMckntoueHve BTOPUYHON KU
reHeTn4yeckon oopmel PCIC
HabnioaeHue

Tepanusa
BepositeH nepBuyHkIin @CIC
Mpw oTcyTCTBUM OTBETA -
reHeTUYECKOe TECTUPOBaHWE I

4‘ dopmMUpoBaHme HedpOTUYECKOTO CUHAPOMA

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

2. Aaroputm jgedenuss @CI'C

n . MpesHr3onoH — Crepoita: ——=| OrmeHa yepes3 6 mec.
€pBbin = ewenpesHo 1 mr/kr (maxc. 80 mr) mam YYBCTBUTE/ILHOCTb
N304 B anbTepHUpYIOWEM peRMME Uepes AeHb 2 Mr/kr Creponi-
(make. 120mr) — pE3MCTEHT}f|OCTb |:J * VICKAKOMMTE BTOPHYHYIO MPHPOZAY
= (8 TOM 4ucne reHeTHseckyio dopmy)
MpoaonKaTh 10 NOAHOM PEMUCCHM NEDEL TEM, KaK MDOROHHTE
(MUHUMaNbHO 4 Hepenun, MMMYHOCYNPECCHBHYIO TEpaNUI0.
MaKCUManbHo 16 Hepenb)
WHrMBMTOPLI KaNbUMHEBPUHA
TR MonHas uacTuHaA Luknocnopus: 3-5 mrfkrfcyt
pemuccua (ueneeas koHueHTpauua 100-175Hr/mn)

nau
Taxponnmyc;: 0,05-0,1 mr/kr/cyt
(Llenesas koHuerTpaums 5-10ur/mn)

Het otgeTa? =

Hu3kue no3bl M3
0,15 mr/kr/cyT 4-6 mecaues,
3aTem OTMEHa Yepes 4-8

LIDA 2-2 5mr/kr/cyr HeAenb
8 nepenb OfHOKpaTHBIN KypC
MM® 500-1000mr 2 paza & cyt
(mukodetonaT HaTpua S40-720mr)

LlcA-3aBUCUMOCTD
Peumpmgbl ?

Mpogonxats 4-6 mecsALes

+ CTeponasl
= PUTYKCHMAO
AnbmepHamusHbie Cxemb! N0 [=— 375 mr/mNo2 wau 1r opHOKpaTHO
NOKA3GHUAM wnn 1r Ne2 1 pas e 2 Hepenn

[Tpumeuanue: [13 — npegauzonon™*; LIcA — #uukmocnopun™*; [IOA —

nuknodochamua**; MMO — #mukoderonara mopeTmn™**,
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Ipunoxenue B. Uudopmanusa 11 naumeHra

®dokanbHBIM cerMeHTapHbIN Tiomepyiockiepo3 (PCI'C) saBiseTcss oaHON W3 NMPUYHH
HepoTuueckoro cuHapoma. [Ipuumna neppuunoro ®CI'C nHemsBectHa. DCI'C moxeT OBITH
BTOPUYHBIM (HAIPUMED, TPU HEKOTOPBIX IPYTHX 3a00JCBaHUAX, IPUEME OTICITHBIX JICKApCTB U
np. (Tabn. 1, pazgen 1.2)), a Takke — pa3BUBATHCS B Pe3yIbTaTe TCHETUYECKOTO Je(heKTa.

OCHOBHBIM CUMOTOMOM HE(PPOTHUECKOTO CUHIPOMA, C KOTOPHIM MAI[UEHTHI 00PAaIaloTCs
3a MEIMIMHCKOW MOMOIILBIO, KaK IMpaBWIIO, ABISAIOTCA OTekH. [loBbimieHHas moTeps Oenka c
MOYOM MOXKET MPUBOJIUTH K TMOSBICHUIO «IENUCTOW» MOYU. boOJIe3Hb COMpOBOKIAETCS
MOCTETICHHBIM CHIDKCHHEM (DYHKIIUU MTOYECK.

JlnarnHoctuka [OJDKHA BKJIIOYATh LEJIBIA psAJl BMEIIATEIbCTB, HAIPABJICHHBIX HA: a)
MOJATBEPXKJIEHUE Ararno3a 0oje3Hu; 0) yTOUHEHHEe CTENEHH MOBPEXKACHUS TIOYEK; B) BBIIBICHUE
JIpyTUX 3a00JI€BaHM, KOTOPBIE CIIOCOOCTBYIOT pa3BUTHIO U nporpeccupoBannio @CI'C.

EnunctBennsiM  cmocobom monrBepxkaeHust guarHoza OCI'C, omenku mnporxosa
3a0o0NeBaHusl, BBIOOpA ONTUMAIBHOTO JIEUCHMS SIBIISICTCS BBIMIOJIHEHUE OWOMNCHH TOYKH U
MPOBEJICHHUE CIIEUATbHBIX MUKPOCKOMTMYECKHUX HCCIeA0BaHUN 00pa3iia moyex.

[TaimenTsl ¢ HEOOMBIION TIOTEpel Oeflka ¢ MOYOM M COXpaHHOW (YHKIMEH MOoYeK, Kak
MpaBUJI0, UMEIOT O0JIee OIaronpUATHBINA TPOTHO3.

Jleuenne OCI'C momkHO OBITH MPOBEACHO TOJ KOHTpoJeM Bpauda-Hedposora. [lepen
HAYaJoOM JICUEHUS Bpaya-HEePpPOJIOTY M MAIMEHTY CleyeT OOCYIUTh MPEINIOKEHHOE JICUeHHe,

YTOOBI YETKO IIOHUMATh OKNJACMYIO IT0JIB3Y OT HCTO U 3HATHh BCPOATHBIC MMOOOYHBIC 3(1)(1)6KTBI.

53



[Tpunoxenue I'. [lIkansl O1eHKH, BONPOCHUKU U APYTUE OLIEHOYHBIC
UHCTPYMEHTBI COCTOSIHUS MALIMEHTA, TPUBEICHHbBIC B KITMHUYECKUX

PEKOMEHIAIUAX

Pacuer CK® no popmysie CKD-Epidemiology Collaboration 2009 [26,27]

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

JUTS KCHIIUH UCTIOIB3YIOTCS CIEAYIOIINE 3HAYCHUS:
non1 = 1.018; anbda = - 0.329; xkanma = 0.7,

JUTISL MY>KYWH HCITONIB3YIOTCS CASAYIOIIHE 3HaYeHus: 1o = 1; anbda = - 0.411;
kamma = 0.9;

JUTSL TIPEJICTaBUTENICH HerPOUIHOM pachl: kKoaddummeHT «paca» = 1.159.

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