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TepMI/IHbl H OonpecacjacHnus

NmmyHodeHoTunupoBanue (MeTOAOM  NPOTOYHON  muTouIyopumMerpum) —
ompeneneHue (EHOTHNA KIETOK ImyTeM BbiABIeHHs Ha Hux CD-mapkepoB (kiactepoB
i QepeHIPOBKH) B KUAKOM oOpas3ie (KpoBb) WM CYCHEH3UH KIETOK (KOCTHBIM MO3T,

OMOJIOTUYECKHE KUIKOCTH).

NMMyHOrMCTOXHMHYECKOe HCCIe0BaHHe — UCCIeoBaHue (PEHOTUNA KIIETOK IyTeM
omnpenenenuss CD-mapkepoB Ha TBepAbIX oOpasnax (mapaguHOBBIX OJ0Kax) OMonTaTa KOCTHOTO

MoO3ra ujin CCJIC3CHKU.

Hutepdepon o — ATX LO3ABO04 #marunrepdepon anbda-2a (40 k/la) ** umu LO3ABOS

uHTEepdepoH anbda-2b**

Onpenenenune myranuu BRAFV600E — mosnekynsipHOe HMcclaen0BaHUE, BBISABIISAIONICE

HaunOosnee yactoiii Bapuant BRAF-myTanumii ¢ 3amMeHo# BanuHa Ha riryTaMuH B KojoHe 600.

CrieHIKTOMUSI — YJaJCHUE CeJIe3€HKHU (IanmapOCKONMUYECKH WM B XOJIe MOJIOCTHOM
orepalun).
Tpenano0uoncus — mpoueaypa NoaydeHus: oOpas3ia KOCTHOrO MO3ra TpernaHalHOHHOM

UTJION U3 TpeOHS MOAB3AOIIHON KOCTH Ta3a.

IIyHKIMS KOCTHOrO MoO3ra — TIpoleAypa NOJIy4deHHs oOpaslia KOCTHOTO Mo3ra

CTEUANBbHON UTTION U3 TPYIUHBI MU TPEOHS IOIB3I0IIHON KOCTH.



1. Kparkass undpopmanus no 3a00,1eBAHUI0 WU COCTOSIHUIO (TPyIIIe

3200J1eBAHUI MJIA COCTOSIHUH)

1.1. Onpenejaenue 3a00JJeBaAHUA UJIH COCTOSAHNSA (IPYIIbI 3200J1€BAHNI UJIM COCTOSTHMI)

Bonocaroknerounsiii  neitko3  (BKJI) — peakoe  xponuueckoe — B-kietounoe
muMdonposnpepaTuBHOE 3a00IeBaHNe, B OOJBIIMHCTBE CIIy4aeB MOPa)karoliee KOCTHBIM MO3T U
cene3eHKy. Ero cyOcrparom sBIsitOTCS JIMMGOUIHBIE KIETKH C XapakTepHOH Mopdoioruen
(KpymHbIE pa3Mephbl, OKPYTIIOE PO, BEIPOCTHI-CBOJIOCKI IIUTOIIA3MBbI, OT KOTOPBIX MTPOU30IILIO0

Ha3BaHMe 3a00JieBaHUs) U 0coObIM peHoTumnom [1, 2].

1.2. DTHOJOIrUS U NATOreHe3 3a00JieBaHUA MJIM COCTOSHHA (rpynnsl 3a00JeBaHUNA WU

COCTOSIHMA)

Ortuonoruss BKJI, kak ¥ mpouux NeiKko30B, HeW3BecTHa. B marorenese 3abosieBaHUS

BaYKHYIO poJIb Urpaet aktusupyromas myrauus VO600E rena BRAF [3].

1.3. OnuaeMuoa0rusi 3a001eBaHUA WIH COCTOSIHUS (IPYINbI 32001eBAHNIT MM COCTOSIHHUI)

BonocaToki1eTouHbIH JIEHKO03 COCTaBIAET IPUMEPHO 2% OT BCEX JIEMKO30B B3pOCIbIX U 8%
OT JpyruX XpoHHUYECKUX JuMQonponnpepaTuBHbIX 3aboneBanuil. Exeronnas 3ab6oneBaeMocTh
BKJI 8 CIIA coctaBasier 0,32 ciywas Ha 100 000 nacenenus [4]. DTOT BuA Jielko3a yalie
BCTPEYAETCS CPEU MY)KUMH CpPEIHEN BO3PACTHOW IpyIIbl (COOTHOIIEHUE MY>KUMH U KEHILUH
cocraBisieT 2—4:1, Bo3pacT nanueHToB — 6oinee 50 1eT), oHAKO U3BECTHBI CIIydan 3a00JIeBaHUS B

MosogoM (monosxe 30—40 net) Bo3pacte [5].

1.4. Oco0eHHOCTH KOAUPOBAHUS 3200J1eBAHNA MM COCTOSTHNSA (rpvIObI 3200J1eBAHUN WU

COCTOSIHMII) N0 MEKAYHAPOAHOH CTATHCTHYECKON kJaaccuukanmu 6oJie3Heil U npodJaem,

CBA3AHHBLIX CO 31I0POBbEM

C91.4 BoocaTOKIJIETOYHBIN JIEUKO3

1.5. Knaccndukanus 3a00/eBaHUs MU COCTOSIHUSA (TPYNNbI 32001eBAHUI MU COCTOSIHUI)

Oo6menpunsToit knaccudpukanuu BKJI He cymiecTByer, 00bIYHO BBIIEISIOT HAYAIbHYIO U
pa3BepHYTYIO (a3bl BIEPBBIC BHISBICHHOTO 3a00JIEBaHUS, PEMHUCCHUIO (TIOJIHYIO MM YaCTUYHYIO),

peruauB (paHHUN WM MTO3THUH ), PE3UCTEHTHOE TeUCHHE 3a00JIeBaHMUS.

1.6. KnnHnuyeckas KapTuHa 3200J1eBAaHMSA MJIM COCTOSAHMSA (rpvnnbl 3a00J1€eBaAHUN WU

COCTOSIHMA)

Knuanueckue nposisienuss BKJI moryr BapbupoBaTh OT MHMHUMAIBHBIX WJIM BOOOIIE

MOJTHOCTBIO  OTCYTCTBOBaTh (Torna 3a0ofieBaHHE SBISIETCS CIy4YalHOM HaXOIKOH mpH
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o0cCieIoBaHNM) 10 BBIPAKCHHBIX CHMIITOMOB CIUleHoMeranuu u muroneHuun [6]. Jms BKIJI
XapaKkTepHbl JICUKOIICHWS C HEWTPONCHUEM U MOHOLUTOICHUEH, a TakKKe aHeMus Hu
Tpomboruronienus. B 95% cinyyaeB B KpOBM MAIMEHTOB OOHApY)KMBAIOT XapaKTEPHBIC
«BOJIOCATBIE»/ «BOPCHUHYATHIC» JTUM(OIMTHI, HO KOJIWYECTBO WX MOXKET OBITh DPa3TUYHBIM.
Tunuuno nns BKJI yBenuueHue cene3eHKM — OT HE3HAYUTEIBHOIO J0 T'MTAHTCKOIO, OJHAKO
BcTpevarorcs Bapuantel BKJI 0e3 crutenHomeramumn. OdvaroBoe MOpaXeHHWE CENE3€HKU He
xapaktepHo Juist BKJL. YBennuenus nepudepuueckux tumbarnyeckux y3nos (JIY) nmpu BKJI wer,
HO y 15-25% mauueHTOB BBIABISETCS yBenuueHue BucuepanbHbIX JIY. Ilpu oOHapyxeHHH
YBEIUYEHUSI BHYTPUTPYAHBIX JIY HEo0XOAMMO HCKIIOUUTH TyOEpKyJIe3HOE MOpakeHHe.
Knunnyeckue cuMITOMBI HUTONIEHUH (OHO-, IBYX- WM TPEXPOCTKOBOM) 3aBUCST OT CTENIEHHU €€
BBIPQ)KEHHOCTH, HO B IIEJIOM aHEMUS NOJ0Ary ObIBaeT KOMIICHCHPOBAHHOH, TPOMOOIIUTONICHHS
4acTo OECCUMITOMHAS WM C YMEPEHHO BBIPAKEHHBIM FreMOpparn4eckuM CUHApoMoM. OCHOBHOE
XKu3Heyrpoxaroee ocnoxxkHenne BKJI — BocnanuTensHO-MHPEKIIMOHHBIE TPOIIECCHI, CKIIOHHBIE
K CeNTHYECKOMYy TedeHHIo u abcuenupoBanuio. Heiliponeiikemuss He xapakrtepHa aist BKIUL,
MEHHHI€aIbHbIE CUMIOTOMBI  TPEOYIOT HCKIIOYEHHUS OaKTEepUalbHOTO, BUPYCHOTO WM
TyOepKyJIe3HOro MeHUHruTa. MoHokoHanbHas cekperus npu BKJI Becrpeuaerces peaxo (10-15%
CllyyaeB), B OCHOBHOM IIPEJCTaBJICHAa HE3HAYUTEIHHOMN/CIEIOBOI CeKpelurel naparnpoTerHa
kiacca G, 0JIHaKo BCTpedaroTcs ciydau kinaccuueckoro BKJI ¢ MoHokiIoHaNbHOI cekpenueit 20—
30 r/n. Cneunduyeckoe nopaxenue HenuMmparuaeckux opranos rnpu BKJI Bcrpeuaercs penxo,
KJIMHUYECKasi KapTUHA ITPU ATOM MOXKET OTCYTCTBOBATH WJIM 3aBUCUT OT JIOKAJIM3aLUU IOPAKEHUS
(koka, KOCTH, JErKHe, IOYKHM, LEHTpajbHas HEpBHAas cucrema). VCKiroueHHeM CIIyKUT
cneunpuueckas nuddysnas mumdonaHas HHPUIBTPALHS IEYSHHU, BCET1a IPUCYTCTBYIOIIAs IPU
BKJI, HO 00BIYHO He TpUBOAALIAS K YBEIHMUCHHIO MM HapylieHuio GpyHKuuu opraHa. Kpaiine
peaxo npu BKJI BcTpewaercs H30IMpPOBAHHOE SKCTpaMENyJUIIPHOE IOPAKEHUE, HAIpPUMED,
MIOpaXEHHE OCEBOI0 CKelleTa (I03BOHKH, KPECTELL, Ta3) C MATKOTKaHHBIM KOMITIOHEHTOM. Hannune
HKCTPaMEAYJUIIPHOTO OdYara MOpaXXeHHUs TOJHKHO ObITh BepU(HUIIMPOBAHO MOP(POIOTHYECKHUM,
UMMYHO(DEHOTUITMYECKUM  (IIPEANOYTUTENIEHO) WM UMMyHorucroxumuueckum  (MI'X)
UCCIIEIOBAaHUEM, B CIIly4ae H30JIMPOBAHHOIO 3KCTPaMEIYJUIIPHOIO MopaxeHus (T. €. Npu
OTCYTCTBHUHM Npouell TUNMYHOM KapTuHbl BKJI) — MosleKyIsipHO-reHETHUECKUM HCCIIEA0BaHUEM

mytauuu V600 BRAF.
[TpumepHast yacToTa BCTPEUAEMOCTH KIMHUKO-1a00paTopHbIX npossieHuit BKJI:

e cmueHoMeranus —y 80% nanueHTos;

e eiikoneHus —y 70% manueHTos;



HelTponeHus —y 75% nanueHTos;

MoHouuTonenus — y 90% nanueHTos;

«BOJIOCATBIe» TMM(OLUTH B Ma3Kax nepudepuyeckon KpoBu —y 95% mnannueHTos;
TpomborTonenus — y 80% mnanueHTos;

anemus —y 70% ManyueHToB;

abnoMuHanbHas mumdaneHonatus — y 15-25% nauueHTos;

MOHOKJIOHaJIbHAsl rammanartus — y 10% narueHTos.



2. IlnarnocTuka 3a00/1eBAHUS WIH COCTOSTHHSA (TPYIIIbI 3200/1eBaHU I WJIH
COCTOSIHUII), METUIMHCKHUE TOKA3AHUA U IPOTHUBONOKA3AHMS K IPUMEHEHUIO

ME€TOJA0B THATHOCTUKH

MHorue pekoMeHJOBAaHHBIE METOJBI JUArHOCTUKH 3a00JIeBaHUS U CBS3aHHBIX C HHUM
COCTOSTHUI MMEIOT OIPaHUYCHHYIO JOKa3aTeNIbHYI0 0a3y (B COOTBETCTBUHU CO HIKATAMH OIECHKH
YPOBHS IOCTOBEPHOCTHU JI0KA3aTEIBCTB U YPOBHSI yOIUTEILHOCTH PEKOMEHIAIIHI) TI0 PUIHHE
OTCYTCTBHSI TIOCBSIIIIEHHBIX UM KIIMHUYECKUX HCCIeAOBaHUNA. HecMOTpsi Ha 3TO, OHU SBISIOTCS
HEOOXOTUMBIMH 3JIEMEHTAMH OOCIICIOBaHMSI TAIMEHTa ISl YCTaHOBJICHUS JHUArHo3a M BhIOOpa
TaKTUKH JICYCHUs, TaK Kak Oosee 3¢ (eKTUBHBIE U JOKa3aHHBIC METOJbI B HACTOSIICE BPEMS HE

pa3paboTaHsbl.

I[JISI HUHTCPIIPETANN JUATHOCTUYICCKUX I/ICCJIG,HOBaHI/Iﬁ MOTYT HNPHUMCHATHCA TCXHOJIOTUH
HCKYCCTBCHHOI'0O HHTCJUICKTA (HpI/I HAJIMYUU W aAallTUPOBAHHOCTU [JIA IOUATrHOCTUKU TIpH

BOJIOCATOKJIETOYHOM JIEHKO03¢e).

Juaruno3 BKJI ycranaBimBaeTcs 1Mo COBOKYITHOCTH JJAOOPAaTOPHBIX U MHCTPYMEHTAIBHBIX
JAHHBIX UCCIIE0BAaHUSA KPOBH, KOCTHOTO MO3Ta, CEIE3EHKU.
Juarno3 BKJI cnegyer 3anon03puTh, €Clid y NalfueHTa:

1) uumronenus (0JHO-, IBYX-, TPEXPOCTKOBAs);

2) numdouuTos (Ipu J0OOM YUCIIE JTEUKOIUTOB);

3) MOHOLMTOIICHUS,

4) cruleHOMETaNus;

5) yacTble HHPEKIIMOHHO-BOCTIAIUTEIbHBIE COCTOSIHHUS.

Kpurtepun ycTaHoBJIeHUSI AUATHO32/COCTOSIHUS:

1) «BopcuHYaTHIE» TUM(POLUTHI («BOJIOCATHIC) KIETKH) B KPOBH M/MIIM KOCTHOM Mo3re >5%;

2) uMMyHO(EHOTHI JUMGPOUTHBIX KIEeTOK, ciennuunbiii 11 BKJI: knon B-nmumdornuTos,
skcrpeccupyromux mapkepel CD19, CD20(spxo), CD22(sipko), slg, CD25, CDllc,
CD103, FMC7, CD123, CD85; B TUIINYHOM CIIy4ae — OTCYTCTBUE IKCIIPECCUU MAPKEPOB
CDs5, CD10, CD23;

3) tunmunas g BKJl «peixnas» numbougHas WHOWIBTpAaLUs KOCTHOIO MO3ra B
tpenanoouonrate (¢ skcrpeccueit npu Ul X-uccnenoanuu CD20, Annexin Al, TRAP,
CD25, CD103, DBA.44(CD72), CDl1l1c, CDI123, Cyclin D1, oTcyrcTBHEM 3KCIpeccCUn
CDs5, CD10, CD23);

4) BeisIBICHUE B TUMQOUTHBIX KieTkax myTtanud BRAFV600E;



5) MONOXKUTENTbHAs PeaKLUs «BOPCHHYATHIX)» TUM(OIIMTOB HA TapPTPAT-yCTOWUHBYIO KUCITYIO
docarazy (TRAP);

6) B ciydae CIUIGHOKTOMUH — XapakTepHas JuMponHast HHQUIbTpAIUS KPaCHON MYJIBIIBI C
skcrnpeccuert npu UI'X-uccnenoanuu mapkepos BKIJIL

[Ipu nanmuuu Toapko gaHHbIX (1) u (5) auarno3 BKJI BeposiTeH, mpu HAIMYKUU JAHHBIX (2-
4) u (6) — 1OCTOBEpEH.

Huddepennuansupiii auaro3 BKJI HeoO6xoauMo MpOBOAUTH CO BCEeMH 3a00JIEBAHUSMU,
MPOTEKAIOIUMHI C LUTONEHUEH, JTUM(POIUTO30M U CIUICHOMETanueid. ITo B MEpPBYIO OYepenb
apyrue nmuMponpoaudepaTHBHBIE 3a001€BaHus — TMM(OMa MaprUHAIBHOM 30HbI cele3eHKH, T-
KiIetouyHas JauMdoma, ceneseHounas ¢opma auddysHol B-KIeTOUHON KPYHMHOKIETOYHOM
TUM(OMBI, XpOHUYECKHH TUMQOJeKo3, TUMpoMa KpacHOH MyJbIbl CEIe3eHKH, BapHaHTHAS
¢opma BKIL. Crnektp nuddepenimansHord auarHoctukun BKJI Takke BKiIrouaeT 1pyrue
reMaToJIOTHUECKUE (ATUIACTHYECKasi aHEMUsI, MUEJIOIUCIUIACTHYECKUI CHHAPOM, MUET0(hUOPO3)
U Herematosorunyeckue (6one3Hs l'omie, remaTUThl M LUPPO3bI, AyTOUMMYHHBIC HApYyIIECHUS)
3a00JIeBaHUsl CO CXOJHOW CHUMNTOMATUKON. B peaxux ciydasx (mpumepHo 1%) BO3MOMKHO
coyeranue BKJI ¢ xpornueckum num¢poineiiko3oM, emie pexe — ¢ IpyruM reMaToIoTH4ecKUM
3a0oseBaHreM JTUMGPOUTHON MM MUEIOUIHOM HAIPABICHHOCTH.

Haubonee crnoxueiM npenctasisiercs nuddepenimansasidi quarqo3 BKIL co cxoxumu ¢
HUM 10 KIMHUYECKMM TposiBieHusM BapuaHTHbIM BKJI u nuddysnoit menkoxnerouHoi B-
KJIETOYHOM JIMM(OMONH KpacHOW TMyJbIbl CEIE3€HKH, BBIJCICHHBIMH B KiaccU(UKaLUAX
Bcemupnoii opranuzanuu 3apaBooxpanennn (BO3) 2008 r. u 2016 r. B mogBapuaHThl OTACIbHOM
HO30JI0THH — «IM(poma/neiiko3 cene3eHkH, HekIaccupuuupyemblit» (B kmaccudukanuu BO3
2022 Bapumantsblii BKJI mepenmenoBan B cene3eHOUHYI0 B-kierounyro numdomy/neiikos c
BBIPQ)KEHHBIMU SIIPBIIIIKAMH).

BapuanThseiii  BKJI Berpeuaercs npumepHo B 10 pa3 pexe kiaccuueckoro BKII,

XapaKTepu3yeTcss HOPMAJIbHBIM MJIM MOBBIIIEHHBIM YPOBHEM JIEHKOIMTOB U OTCYTCTBHEM
mapkepa CD25 [7]. 3a0oneBaHue daiie BBISBISETCS Yy MAlUMEHTOB MOJOJOTO BO3pacTa.
Knuanueckue nposisnenus BapuantHoro BKJI B 001X yepTax cX0Xu ¢ KIaCCUYECKUM, OJTHAKO
npu BapuanTHOM BKJI B Heckonpko pa3 uaiie BO3HHKAIOT MAacCHBHAsl CIUICHOMETalUs H
BUCIIepalibHas TuMdaneHonaTus (MHOTaa ¢ (GOpMHUPOBAHUEM KOHIJIOMEPATOB JIUM(OY3IOB), a
TaK)Ke 4Yallle Pa3BUBAIOTCS TsDKENbie MH(EKIMOHHBIE TPOSBICHHS B JeOr0Te OOJIE3HH W Ha
HayvalbHbIX dTanax tepanuu [8]. KoctHsiit Mo3r npu BapuanTHoM BKJI 00bIYHO THIIEPKIIECTOUHBIH,
C MHUHHMMAaJbHBIMU TNpH3HaKamMu Gpudpo3a. Mopdonornyeckn «BOpCUHUATHIEY JTUMQPOLUTH IPU

BapuanTHOM BKJI numeroT Gosbiee cXoJCTBO ¢ MPOJIMM(POLIUTOM, HX SIPO YACTO COACPKUT 1—2
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KpYNHBIX sapbimka. s ¢enoruna BapuantHoro BKIJIL, B oTnmume oT kimaccuueckoil (GopMel
BKIJI, xapakrepHo orcyrcTBue 3xkcnpeccun CD25, CD123 npu Hanuuuu ApYyrux TUOUYHBIX AJIS
BKJI mapkepoB, HO ¢ MeHbIUM ypoBHeM 3kcnpeccuu: CDI11lc, CD103, FMC7. Unorna npu
BapuanTHoOM BKIJI ormeuatorcs u npyrue abeppauuu GpeHoTurna TuMQpOouaHbIX Ki1eTok. OObIYHO
orcyTcTBYIOT TRAP 1 annexcun Al. To, uto BapuanTHbiii BKJI neficTBUTEIbHO HE OTHOCHUTCS K
noasuny kiaccuueckoro BKJIL, moarBepxkmaerca orcyrcrBuem myrtauun BRAF V600E B
OITyXOJIEBBIX KJIETKaX.

3a0oneBaHue Xy)X€ OTBEYAET HA CTAHJAPTHYIO Tepamnuio, U ONTHMAaJbHOE JICUCHHE
BapuanTHOi (opmbr BKJI 10 Hactosmiero BpeMeHM OJHO3HA4yHO He omnpezaeneHo [9,10].
BcenenctBue penkoctu 3a0o0ieBaHMS pPaHIOMHM3HPOBAHHBIX KIMHUYECKHX HMCCIEIOBAHUN IO
cpaBHEHHIO 3()()EKTUBHOCTH PaA3IMYHBIX MeToJA0B JeueHus npu BapuantHoM BKJI mer. Ilo
TaHHBIM OOJBIIMHCTBA HCCIIEAOBATeNeH, aHAJIOTH MypUHOB MeHee 3((eKTHBHBI W dare
MO3BOJIAIOT JOCTUYb JIMIIb YAaCTUYHOM pEMUCCUM WM yiydmeHus. [IpeanodrurensHbIM
CUMTAETCs COUETAHUE aHAJIOTa TYPHHOB ¢ #puTykcumabom™*. [Ipumensercs AnuTeabHas Tepanus
uaTepdeporoM o (uHTepPepoHoM anbdha-2b** wim #mruarepdeponom anbda-2a (40 k/la) **),
cxembl xumuorepanuu RB. Ilpu BbIpaXeHHON CIUIEHOMEraJiuy B IIEPBOM JIMHUM JICYCHUS
UCTONB3YIOT ~ CIUICHIKTOMMIO. M3yuaercs 53(@eKTHUBHOCTh JIeUEHHS MOHOKJIOHAJIbHBIMH
aHTUTEJIAMU U KOHBIOIaTaMH aHTUTENO-JIEKapCTBEHHOE cpeAcTBO (aHTUTEamMu CD22 u CD25) .
Y MOJOABIX MALMEHTOB C PE3UCTEHTHBIM TEUCHHEM 3a00JIeBaHHS BO3MOXKHO IIPOBENICHHE
AJJIOTEHHOW TPAaHCIIJIAaHTALIMA FE€MOIIO3TUYECKUX CTBOJIOBBIX KIIETOK.

Juddy3Hag MenkokieTounas B-kineroynasg auMdboMa KkpacHou nyabnbl cenesenku (JIKIIC)

— penxo BcTpevaromasics (B 5 pa3 pexxe BKJI) 3penokierounas B-menkoknerounas numdoma
CeJe3EHKH, JIOKAIHU3YIOIIAsACs B €€ KpacHOM ImyibIie. 3a00JIeBaHKe Yallle BbISBIISETCS Y MAlMEHTOB
cTapiiero Bo3pacta. Tak ke, kak u BapuanTHbiii BKJI, JIKIIC mporekaer 6e3 IeHKONeHNH, 9acTo
C BBIPQXXEHHBIM JICMKOLIUTO30M, C JIUM(OLUTO30M 3a CUET OOJBLIOrO YUCIA HUPKYIUPYIOLUIIX
«BOPCHUHYATBHIX» JUM(POLUUTOB (BBIBISIEMBIX TaKXKe HPU LUTOJOTHUYECKOM HCCIeIOBaHUU
KOCTHOTO MoO3ra), 0e3 MOHOLMTOIICHHM; XapaKTepHa 3HAUMTENbHAs cruileHoMeramus [11].
Nmmynodenorun numdounansix kierok mnpu JIKIIC ornauuaercs oT KJIacCHUECKOro (eHOTHIA
BKJI orcyrctBuem CD25, BapmaGenbnoit HU3K0# skcmpeccueit CD103 u CDl1lc. Myranus
V600E rena BRAF Bcerna orcyrerByer, peakuus Ha TRAP o6b1un0 oTpunarensaa. MaTepecHo,
yto npu JIKIIC rucronornyeckoe uccieoBaHue KOCTHOIO MO3ra IUCCOHUPYET C MUEIIOTPaMMON
— nmumdounHas UHQUIBTPALKA B TPEIAaHOONONTATE YaCTO BEChbMa CKYIHAs, YETKO OIpeaesisieMast
JIUILIB NIPU NPOBEACHUH HMMYHOTUCTOXMMHUYECKOT0 uccienoBanus ¢ Mmapkepom CD20; ipu sToM

oTrcyTcTBYIOT Mapkepbl CD25, annekcun Al, uuknud D1. [Ipu ructonoruueckoM uccieoBaHuu
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CeNe3eHKU BBIABIACTCS TUM(ouaHas WHOMIBTpALUs KPAacHOM IyNbIbl, ¢ (PEHOTHUIIOM, JIHIIb
gacTUuHO coBnajaroumm ¢ BKJI npu mpoBeneHMM MMMYHOTMCTOXMMHUYECKOTO HUCCIEI0BAHUS:
CD20+, DBA.44+, CD25—, anaekcun Al—, mukmua D1-, CD103—, CD123—, numb o4aroBo
CDl11lc+ u TRAP+.

JIKTIC cxoka 10 CBOMM KIMHMYECKUM M JIaOOpPATOPHBIM IMpHU3HAKAM C JUMQPOMOM
MapruHaJIbHON 30HBI CEJIE3CHKH ¢ BOPCHHYATHIMHU JIMM(OUUTaAMH, U eauHCTBeHHOW Ha 100%
JI0Ka3aTeNbHOM onuel npu ux auddepeHnnanbHOl THarHoCTUKE SBISIETCS THCTOJIOTHYECKOE
MMMYHOTMCTOXMMHUYECKOE HCCIIEA0BAHNE TKAHU CEJIE3EHKH.

Ilo psgy mnpusHakoB (OTCYTCTBUE JIEUWKONEHWH W MOHOIIMTONECHUHM, aOeppaHTHBIN
ummyHodenotur, orcyrcrBue Mmyrauuu VO0OE rena BRAF) Bapuantasiit BKJI u JIKIIC ouenb
CXOXKM MEXAy COOOH, OJHAKO pas3IHyalOTCs HaJMYUeM JIeMKO3HOM WHUIbTpauuu B
TMCTOJIOTMYECKOM IIpenapaTre KOcTHOro mosra npu BapuantHoM BKJI B mpoTuBOBeC cKyaHOMY
BOBJICYCHHIO KOCTHOTO MO3Ta B THCTOJIOTHUYECKOM Tpernapare Tpenanoouonrata mpu JIKIIC.

IIpu neuennn JIKIIC B mnepByro ouepenb HPUMEHSIETCS CIUIEHIKTOMUS, a TakKKe
KOMOWHUpPOBaHHAs Tepanus KIAApuOMHOM U #pUTyKcuMabom™ *; Takoke UCIIONb3YIOTCS cXeMbl R-

CHOP, R-F(M)C, R-COP, RB u anajnoru4abie CXeMblI.

2.1. ’Kaja00LI 1 aHAMHE3

o V¥ Bcex nanueHtoB ¢ nopo3penuemM Ha BKJI nnm ¢ BeisiBnennsiM BKJI npu nepBuunHOM
npreMe peKOMEHIYyeTcsl TIIATelIbHBIH cOOp kamo0 W aHamMHe3a TpU 3a00JIeBaHUSIX

OpraHOB KPOBETBOPEHUS M KPOBH JUisl Bepudukanuu quarynosa [12, 15].

YpoBenb yOegutenbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

Kommenmapuii: npu ocmompe HeodXooumo oyeHums obwee cocmosanue nayueHma no
wiKane ompeoeieHuss cmamyca nayuewma Bocmounou o6veOuHenHol OHKON02UYecKol
epynnwl (ECOG) (cm. Hpunoowcenue I'1). Ilpu evipasicennoti anemuu y nayueHma mozym
ommeuamvcs c1abocmsb, 00blKA, cepoyeduerue, 201080KPYICEHUE, YCUTUBAIOWUECS NPU
@uzuueckoii Hacpysxe. Ilpu evipasxcenHou mMpomMOOYUMONEeHUU — 2emMoppacuiecKuil
cunopom (peoko). Ilpu mueiimponenuu — eunepmepmus, udacmole UHPEKYUOHHO-
gocnanumenvHvie 3a0071e6aHUs, UHO20A C MANCENbIM IHCUSHEYSPOUCAIOUWUM MedeHUueM
(abcyeouposanue, nnesmonus, cencuc). Ilpu cnienomezanuu — yniomuenue u 4y8cmeo
MANCECMU 8 INULACMPUY U JIe8OU NOJI08UHe dcugoma. B cesasu ¢ smum yacmo 6visaiom
HeoOX00UMO KOHCYIbMAayusi U 00CIe008AHUE CMENCHBbIX CHEeYUAIUCMO8 O OYeHKU

OCJZOOiCHeHI/lIZ, conymcmeyiou;eﬁ namoJjiocuu, 6aUAIOUWUX Ha 8bl60p oanvHeluen makmuxu.
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Heobxooumo YMOYHERUE CceMeln020 AHaMHe3d 0 HAAUYUL 3a001e6aHUS. CUCEeMbl Kpoeu'y

POOCMBEHHUKOS.

HOCKOJZbe 3abonesanue 6 GONIbUUHCEE cydaes paseueaemcid nOCmeneHHo u ()]ZumefleO,
oHcanoodwvl 00120 mozcynt omcymcmeoeantb, HECMOmps HA 6blPANCEHHYIO YUMONEHUIO U

CHnjleHomezaluro.

2.2. Pu3ukaabHoe 00CaeI0BAHUE

V¥ Bcex nmauueHToB ¢ nogo3penrneM Ha BKJI wnu ¢ BersiBnenHsivM BKJI npu nepsuuHOM miu
MOBTOPHOM TpUEMe, TIPU KOHTPOJIHBIX 00CIIEIOBAHUSAX U MPH MOJO3PEHUH HA PEIUIUB
3a00JIeBaHUsl PeKOMEHIYyeTcsl BBIIOJHEHHE BH3YaJIbHOTO OCMOTpa TEepaleBTHYECKOTO,
naJbNalyi TePANeBTUUECKON U ayCKYyJIbTAallUM TEPAIeBTUUYECKOM, OmNpeaeseHne 00Iero
cocrosiHus 1o mkaine ECOGQG, a Taxke 0CMOTp MUHJAIMH U NIOJIOCTH pTa JUIsl yTOUHEHHUS

pacnpoCTpaHEHHOCTH, HAIMUUS OCJIOKHEHUN U TSDKECTU TedeHMs 3a0oneBanus [6, 69, 70].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

Kommenmapuii: npu ocmompe HeodXo0umo oyeHums obwee cocmosanue nayueHma no
wrane ECOG (cm. Ipunoxcenue I'l), a makoce ocmompems MUHOAIUHBL U HOJIOCHb PMA,
KOJICHble NOKpOBbl (6 MOM Hucie, Ha npeomem CONYMCMEYIOWUX UHPEKYUOHHBIX
nposignenuti npu ceoticmeennvix BKJI neiimponenuu); nanvnayus OONJCHA GKIIOYAMDb

nanrbnayuio 6cex O0CMynHuIx epynn nepugepuueckux J1Y, nevenu, cenezenxu.

2.3. JIaGopaTopHbIe JTHATHOCTHYECKHE HCCICI0BAHNS

Bceem manuentam ¢ nopospenneM Ha BKJI win ¢ BoisiBiennsiM BKJI nipu HaOGmonenuw,
MIPOBE/ICHUH JIeUeHHsI, OolleHKe 3(pPEeKTUBHOCTH Tepanuu, KOHTPOJIBHBIX 00CIeIOBaHUSAX U
MOJO3PEHUH Ha peuuaAuB 3a00JieBaHHMS  PeKOMEHAyeTcsl  BBIIOJIHUTH  OOIIMH
(KMMHMYECKUI) aHajau3 KPOBHU PA3BEPHYTHIM M1 YCTAHOBKU JHMarHo3a, yTOYHEHHUS
TSOKECTH COCTOSIHMSL TAIlMeHTa, JAMHAMUKU 3a00JeBaHMs, BBIPAOOTKH aJEKBAaTHOM
TEpareBTUUECKOM TAKTHKH W/WIK (B Cilydae paHee NpPOBEACHHOW Tepamuu) OICHKH

Pa3BUTHUS BOBMOXHBIX HEXKEJIaTeIbHBIX SIBICHUH jieueHus [6, 12—14].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 5)
Kommenmapuii: 6 npenapame maszxka Kposu 6blA6IAI0MCI «BOPCUHYAMbIE» TUMPOUOHBLE

KIlemKu 0bonee KPYNHO2O pasmepa C 2OMO2EHHLIM DA3PEHCEHHbIM XPOMAMUHOM A0pa
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OKpY2Noll Ul 08ANbHOU, pedce O0O0BUOHOU Gopmbl, ¢ 0080IbHO WUPOKOU ONeOHOU
YUMONLA3MOT, C HEPOBHBIM, (eCmOHUAMbIM, ¢ OMPOCMKAMU UTU BOPCUHKAMU Kpaem

yumonjiasmaol.

[Maruentam ¢ momo3penuem Ha BKJI wim penmans 3a0o0sieBaHus, a TaKKe MPHU OLICHKE
spdextuBHOCTH  Tepanmud  BKJI  pexoMeHayeTcsi  BBINOJHHUTH  MOJY4YCHHE
LUTOJIOTUYECKOTO MpernapaTa KOCTHOTO MO3ra MyTeM MYyHKUHUU IS UTOJIOTHYECKOTO
UCCIICIOBaHMsI Ma3Ka KOCTHOTO Mosra (MHenorpaMma), HEOOXOAMMOTOo  JUIs

NOATBEpPXKIeHUs U (OopMyIMpOBaHUs Auaruosa [6, 12, 13].

YpoBenb yOeguteqbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: 6 KocmHom mo3ee «8OPCUHYAMBIX» TUMPOYUMOo8 uacmo 6oavule, yem 8
Kkposu. OOHAKO 803MONCHA MPYOHOCTb ACAUPAYUU KOCIHO20 MO32A («CYXasi NYHKYUAY),

umo ceA3aHo ¢ pudopozom Kocmnozo mosza npu BKJI.

[Maruentam ¢ momo3penuem Ha BKJI wim penmans 3a0o0sieBaHus, a TaKXKe MPHU OLICHKE
spdextuBHocTH Tepanmuu BKJI pexkoMeHnayercss npu HEOOXOAMMOCTH BBIIOJIHUTH
MATOJIOTO-aHATOMUYECKOE HCCIIeIOBaHNE OHWOINCUIHOTO (OMEepalroOHHOT0) MaTepHualia
KOCTHOTO MO3ra B Ka4eCTBE Ba)KHOI'O JUArHOCTHYECKOI'O0 METOJa, HEOOXOAUMOIO IJIsS

NOATBEepXKIeHUS U (OpMyIHpOBaHUs AUaruosa [6, 12, 13, 15].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (YypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: namon020-aHamomuieckoe ucciedosanue buoncutinoco
(onepayuonno2o) mamepuana KOCMHO20 MO32a 8AHCHO 015 YCMaHo81eHus ouazno3a BKIJI,
MAaK Kax no360Jsem ebia6umy IUMBOUOHYIO UHDUILMPAYUIO C YEPMAMU, XAPAKMEPHBIMU
umenno O BKJI, oyenumv pe3epsvl KposemeopeHus, a makxdce npogecmu
oughghepenyuanvueiii ouacrnoz ¢ annaszuei Kpogemeopenus. Ilpu BKJI 6 ouoncuiinom
(onepayuonnom) mamepuaie KOCMHO20 MO32d  OOHAPYIHCUBAEMCA — YMeEHbUUEHUEe
KOJUYeCmea 371eMeHmo8 HOPMAIbHO20 2eMON033a u ouggysuas uiu ouggysno-ouazosas
UHDUILMPaYUs KOCMHO20 MO32d «PbIXI0» PACHOLONCEHHBIMU TUMPOUOHBIMU KIEMKAMU
CcpeoHez0 pazmepa ¢ HeNnpAasUIbHOU POPMOLL 10paA U O0B0LHO UUPOKOU YUMONAAZMOU C
HeposHbiM Kpaem. Tunuunvl ubpos, Hapyuienus MuKpOYUpKYIAYUU 6 6euode nojel
KPOBOU3NUAHULL, PACMAHYMBIX CUHYCO8 — KAPMUHA, HNO360IAI0WASL MOPDOI02UYECKU

OMAUYUMb IMOM BUO JIeUKO3A OM OpPY2uXx 3a0071e8aHULL.
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Bcem mnanmentam ¢ nopospenneM Ha BKJI wim penunus BKJI pexomenayercs
BBIIIOJIHUTh ~ HCCIIEZIOBAaHUE  OHMOJIOTMYECKOro  Marepuajga METOAOM  MPOTOYHOU
UTOQIYyOPUMETpHH (IJIs1 ONpPENAETICHUsT WUMMYHO(QEHOTHNA JTUM(OIMTOB) B KayecTBE
OCHOBHOT'O JIMarHOCTHYECKOTO0 METO/a, HEOOXOTUMOIro Uil TOATBEPXKICHUS U

dbopmynupoBanus auarsosa [6, 12, 13, 16].

YpoBenb yOegutenbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 3)

Kommenmapuii:  onpeodenenue  ummyHogeHomuna — Onyxoneuix — IUMPOYumos
obszamenvHo 011 Gepugurayuu ouazsrnoza BKJL J[ia smoco ucnonvsyromes 0ea
83AUMOOONOTHAIOWUX Memooda: npomounas yumogayopumempus u HI'X. Haubonee
4acmo NpUMeHAemcs NPOMOYHASL YUMOGQDIYopumempus, CyOCmMpamom CIAYHCUM KPOBb
(npu docmamoyHom Koaudecmee namoaocudeckux uM@poyumos 6 Kposu) uiu KOCmHblil
MO32, OOHAKO UCCNe008amb MemoOOM HNPOMOUHOU YUMODIYopuMempuu maxdice
B03MOJCHO (UHO20A — HEoOXO0UMO) Onyxoaesvlli cyocmpam 00U JOKAIUAYUU —
aumghoyzen, cenezeHka, 6UONMAM MKAHU, NAEBPATILHYIO UIU CNUHHOMO3208)10 HCUOKOCHU
u m.o. He evis6neno xakozo-mo eouncmeennozo mapkepa BKJI, nosmomy ons mounozo
0UaAzH03a HeoOX0OUMO OYEeHUBAMb OOCNAMOYHO WUPOKYI0 nanenb B- u T-knemounvix CD-
Mapkepoe, — 6KkOuas — Mapkepuvl, — munuunvle 0aa  BKJI.  Ilpu  npomounoii
yumodgayopumempuu gviasnsomces cuivhas sxcnpeccus CD19, CD20, CD22, CD7Ya,
omcymcemeue sxcnpeccuu CD5, CDI10, CD23, CD43 u skcnpeccust munuynsix ons BKJI
CDlIlc, CD25, CDI103, FMC7, CDI123, CD200, LAIR-1. H3speoxka ecmpeuaromcs
omxnoneHus (abeppayuu) penomuna — Hanuyue Hemunuynvlx 051 BKJI mapxepos CDI10)

(00 20%) u CD23, peace CD35.

Bcem manmentam ¢ nogo3penueM Ha BKJI pexomeHayeTcsi BBIIOIHUTH MOJIEKYJISIPHO-
rererudeckoe uccienopanue mytaun VO0OE BRAF B numdonunTax KpoBH MM KOCTHOTO
MO3ra B KayecTBE OCHOBHOTO JMAarHOCTHYECKOTO METO/Aa, HEOoOXOAMMOro IJis

NOATBEepXkKIeHUs U (OopMyIHpOBaHUs Auaruosa [3, 6, 12, 13, 17, 18].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: npu BKJI 6onee uem 6 95% cnyuaes gvisignsiemces mymayus BRAFV600E,
Komopas —omauuaem e20 om Opyeux B-xkiemoumvix aumgonponugepamuenvix
3abonesanull, a makdxice om eapuarnmuou gopmvr BKJI u numgpomsl Kpachoii nynvnol

ceneszenku. Oma mymayusa mooncem Obimb 6bIAGIEHA MEMOOOM nOJZLlMepab’HOﬁ L{enHOIZ
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Ppeaxyuu 8 KiemouHvlx 06pasyax Kposu uiu KOCmHuo2o mosea, uiu npu UI'X-uccredosanuu.
Hockonvky mymayuss BRAFV600E sensemca ouacnocmuueckum Kpumepuem BKII,
JHCeNamenbHO GbINOIHAMb ee NOUCK Y 6CeX NAYUEHMO8 8 pa3sepHymou gaze 3a001e6anusl,
0COOEHHO 8 OUACHOCTNUYECKU CTIOMHCHBIX CLYYAAX, NPU MANCETOM COMAMUYECKOM CIamyce
u pesucmenmuvim mevenuu BKJI — 0na onpedenenusi 603MONCHOCMU NPUMEHEHUS.

uneubumopog cepur-mpeonunkunasvl B-Raf (BRAF).

Bcem mammentam ¢ momo3penuem Ha BKJI wnm  peumauB  3abosieBaHus  Tpu
HEOJJTHO3HAYHBIX TaHHBIX MPEIBIAYIIHX 3TAoB 00Cae10BaHus (COMHUTEIBHBIN pe3yIbTaT
UMMYHO(DEHOTUIIUPOBAHMs,  TpemaHoOuorncuu,  orcyrcTBue  myrtaimuun  BRAF)
PeKOMEHAYeTCsl BBIIOJHUTH MATOJIOr0-aHaATOMUYECKOE HCCIIeIOBaHNE OMOICHITHOTO
(onmepanMoHHOr0) MaTepuaia KOCTHOIO MO3ra ¢ IPUMEHEHNEM HMMYHOTUCTOXUMHYECKUX
METOZOB B KayeCTBE JOIOJHUTEIBHOTO IUAarHOCTMYECKOIO METOAA, BaXXHOIO Ul

MOATBEPKEHU quarHosa [6, 12, 13].

YpoBenb yOegutenbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: Ul X-uccredosanue npu BKJI obnapyscueaem skcnpeccuro CDZ20),
Annexin Al, TRAP, CD25, CDI103, DBA.44(CD72), CDIllc, CD123, Cyclin DI (s
bonvwuncmee cayuaeg cirabas sa0epHas 9oKcnpeccusi). Onyxonesvie KiemKu —He
akcnpeccupyiom CD5, CD10, CD23 (8 peokux cuyuasax moxcem 6vims cabas skcnpeccus

HA 4acmu Kiemok).

BceMm nanuceHTaMm C IMOJO03PCHUCM Ha BK.H, KOTOPLIM BBIIIOJIHAJIACH CIIJICHOKTOMUA,
PEKOMEHAYETCH IIPOBECTU IIATOJIOT0-aHATOMHUYECKOEC HCCICIOBAaHUE OMOIICUIHOTO
(OHGpaLII/IOHHOI‘O) Marcepurajia CCIC3CHKU C NPUMCHCHHUCM HWMMYHOTHNCTOXUMHUYCCKUX
METOJ0B B KaiyCCTBC JOIIOJHUTCIBHOI'O AMArHOCTHYCCKOro MCEToJa, Ba>XHOI'O JJIA

MOATBEPKJEHU quarHosa [6, 12, 13].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: mopgonocuueckoe ucciedosanue mMKAHU Cele3eHKU 8  caydae
CNIEHIKMOMUU BbIABTIAE TUMPOUOHVIO UHDUILMPAYUIO KPACHOU NYIbNbI, NPU IMOM
benas nymbna ob6wviuHo ampoguposana. Onyxonesas uHUILMpaAYUs NPUEOOUM K
00pa306aHUI0 MaK HA3bIBAEMBIX (KPOBAHLIX 03€p», KOMOopvle Npeocmasisaiom cooou
pacmsanymule Kpogblo CUHYCbl. YmouHenuto ouacnosa nomozaem HIX-ucciedosanue

MKAHU cefle3eHKu ¢ onpeoeneHuem xapakmepHuix 0ns BKJI mapkepos.
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[Tatmentam ¢ mnono3penreM Ha BKJI, KOTOphIM BBINONHSJIACH OWOINCHS TE€YCHH,
PeKOMEeHAYeTCsl TPOBECTH MAaTOJIOr0-aHATOMUYECKOE HCCIeOBaHUE OMONCHITHOTO
(omepanlMOHHOr0) MaTepuaja IE€YEHH C MPUMEHEHHMEM HMMMYHOTMCTOXUMHYECKHX
METOZOB B KayeCTBE [OMNOJHUTEIBHOTO [IUAarHOCTMYECKOIO METOAA, Ba)XXHOIO Ul

MOATBEPKJEHU quarHosa [6, 12, 13].

YpoBenb yOegutenbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: Ilamonoeo-anamomuyeckoe uccnedosamue buoncutinoeo
(onepayuonnozo) mamepuana neveHu 8viAsiAenm ONYX0esy0 UHOUIbMPAYUIO, KOMOPAsL
pacnoaazaemcsi He MoOabKO 8 NOPMANbHLIX MPAKMAX, HO U 8 CUHYCOUOAax. YmouHeHuro
ouazHo3a  nomozaem — NAMONO20-AHAMOMUYECKOe  UCCIed08aHue  OUONCULHO20
(onepayuonnoco) mamepuana neyeHu ¢ NPUMEHEHUEeM UMMYHOSUCTNOXUMUYLECKUX

Memo0o8 ¢ onpedenenuem xapakmepruvix ons BKJI mapxepos.

[TarmenTtam ¢ nopo3penneM Ha BKJI pekomeHnayercst BBIOIHUTD ONPEAEIEHUE YPOBHS
AaKTUBHOCTH KuCIOH (ocdarazpl 1UMEOOIMTOB B NepUPEepUuIecKOil KPOBU W/WUIH B
MYHKTaTe KOCTHOTO MO3ra B KaueCTBE JOMOJIHUTEIBHOTO AUArHOCTUYECKOT'O METOIa ISt

MOATBEPKEHU quarHosa [6, 12, 13].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJabCTB — 5)

Kommenmapuii: yumoxumuueckoe uccieooganue aumgpoyumos na TRAP apko eviasnsiem
TRAP 6 «gopcunuamuvixy aumpoyumax. Omom 6ud ¢hepmenma uHo20a MoHcem
BbIAGIAMBCA NPU  OpYeUX JIUMPONPOIUPepamuenvix 3a601e6aHUAX, OOHAKO BbICOKAS

axmuenocmv TRAP munuuna umenno onsi BKJI u ecmpeuaemcs 6 95% cayuaes.

[Tarmentam ¢ mopo3peHueM Ha BKJI pexoMenayercsi Mo BO3MOXXHOCTH BBITIOJIHHUTH
UCCIIEIOBAaHNE MOHOKJIOHAJIFHOCTH MMMYHOTJIOOYJIMHOB B KPOBH M B MOYE METOJOM
UMMYHO(HKCAMU B Ka4eCcTBE JOMOJHHUTEIBHOTO JAUArHOCTHUYECKOTO METOa, BaXKHOTO

st nuddepennuansaoi nuarnoctuku BKJI [6, 12, 13].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: napanpomeunemus 6 yeiom He xapaxmepua oasi BKJI, ecmpeuaemcs
peoko (0o 10%), 6 0OCHOBHOM Y NOJHCUTLIX NAYUEHMO8, U dauje Obleaem C1ed080U, npu

IMOM npeumymecmeerHo BblABJIAENICA IgG HpoeHocmuueCKoe 3HA4YeHue
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MOHOKJIOHANIbHOU ceKkpeyuu He YCmaHOo6JIeHO. Buvisisnenue 3uauumoti cekpeyuu — no6oo K
pesusuu ouazHosa (ceremupyiou;aﬂ JZMquOMa, niasmouyumoma, MHOMHCECMBEHHAA

muenoma,.

Bceem manuentam ¢ BKJI nepen HauanoM NpoTHBOOMYXOJIEBOM Tepanuy peKOMeHyeTCst
BBINOJIHEHHE 00MIEero (KIMHUYECKOT0) aHallu3a MOYM JJIsl YTOYHEHUsT (YHKIMU TOYEK U

UCKITIOYCHHS] HH(PEKITUN MOYeBBIBOASIIMX myTel [70, 71].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

Bcem nmanuentam ¢ BKJI nepen HauanoM NpoTHBOOMYXOJIEBOM Tepanuy peKOMeHyeTCst
BBITIOJIHEHUE aHAIM3a KPOBU OMOXMMHYECKOro obmerepaneBTuyeckoro (OmnpexneneHue
AKTUBHOCTH JIAKTATACTHIPOr€Ha3bl B KpoBH, VcciiejoBaHue YPOBHSI MOUEBOM KUCIIOTHI B
KpoBH, MccnenoBanne ypoBHsI MOYEBHHBI B KpOBH, VccienoBanue ypoBHsS KpeaTHHUHA B
KpoBH, MccnenoBanue ypoBHs o0miero 6enka B KpoBH, MccinenoBanue ypoBHs anbOyMuHa
B KpoBH, MccnenoBanue ypoBHs oouiero ounnpyOuHa B kpoBH, OnpeeneHne akTUBHOCTH
acrmapTaTaMUHOTpaHC(epasbl B KpOBH, Onpenenenue AKTUBHOCTH
alaHuHaMHUHOTpaHc(depassl B KpoBH, OnpeieNieHne akTUBHOCTH ILEIOYHOM (ocdartassl B
KpoBH, MccnenoBanue ypoBHs Kanusi B KpoBH, VccienoBanue ypoBHS HaTpusi B KPOBH,
HccnenoBanue ypoBHs TJIIOKO3bI B KPOBH) JUISI YTOUHEHHUS COMATHMYECKOT'O COCTOSIHUS
NalMeHTa, BBIABICHUS  OpraHHOW  AMCOYHKIMM W BBIPAOOTKM  aJIeKBaTHOU

TepaneBTUYECKOU TakTHKU [6, 14, 19].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 5)
Kommenmapuii: opyaue napamempbi ananuza Kposu ouoxumMu1eckozo

o6wemepaneemu1¢ea<020 mozcym ObIMb BKIIOYEHBL 8 UCCTICO08AHUE HA ycmompernue epavda.

Bcem manuentam ¢ BKJI nepen HauanoM NpoTHBOOMYXOJIEBOM Tepanuy peKOMeHyeTCst
BBINOJIHEHHE KOAryJorpaMMbl (OpUEHTHPOBOYHOTO HCCIICAOBAHUS CHCTEMbI T'eéMOCTa3a)
(Ompenenenue TPOTPOMOMHOBOTO (TPOMOOTIIIACTUHOBOTO) BPEMEHH B KPOBH WU B
wiazmMe win OmnpenerneHue MeXAyHapoIHOro HopManu3zoBaHHoro otHomenus (MHO),
Omnpenenenne mpoTpoOMONHOBOTO (TPOMOOILIACTUHOBOTO) BPEMEHH B KPOBH WJIU B TIIIA3MeE,
HccnenoBanue ypoBHs ¢puOpuHOreHa B Kposu, OmpeneneHue TpoMOMHOBOTO BPEMEHH B
KPOBH) Il YTOUHEHHUSI COCTOSIHUSI CBEPTHIBAIOIICH CHUCTEMBI Y MAallMeHTa U BBHIPAOOTKU

aJIeKBaTHOM TepaneBTUYECKOU TakTuku [71, 72].
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YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

Kommenmapuii: opyeue napamempbi Koazyno2pammsl (OpUeHmMupo80UHO20 UCCAEO08AHUSL
cucmembl 2eMOCmasa) Mo2ym Oblms BKIIOUEHbl 8 UCCAE008AHUE HA YCMOMpPeHUe 8payd, no

KIUHUYECKUM NOKA3AHUAM.

[Tarmentam ¢ BKJI mepen HadanoM IPOTHMBOOIYXOJIEBOW TEpaluud PeKOMEHAYeTCsl
onpezelieHue OCHOBHBIX Ipynm no cucreMe ABO, onpenenenue anturena D cucremsl
Pesyc (pe3yc-dakTopa) A BOSMOXKHOCTH BBIIIOJIHEHUSI TeMOTpaHC(y3uu NpU HAIMYUU

MOoKa3aHu# 10, BO BpeMs WK 1ocie Tepanuu [71].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

[Tarmentam ¢ BKJI mepen HadanoM IPOTHMBOOIYXOJIEBOW TEpalud PeKOMEHAYeTCsl
BBINOJIHEHHE MOJIEKYJISIPHO-OMOJIOTHYECKOTO UCCIIE0BAaHMsI KPOBU HA BUPYC renatuta B
(Hepatitis B virus) u Bupyc rematura C (Hepatitis C virus) B IensiX yTOUHEHUS
KOMOPOUAHOCTH U, B clIy4yae HEOOXOJUMOCTH, MPOBEACHUS MPO(UIAKTUKY pPEaKTUBAIUN
BUpYCHOTO renartuta [ 14, 19].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

[Tamentam ¢ BKJI mepen HadanoM IPOTHMBOOIYXOJIEBOW TEpaluud PeKOMEHAYeTCsl
BBITIOJIHEHHE  MOJIEKYJIAPHO-OMOJIOTHYECKOTO  HMCCJIEOBaHUS KPOBH Ha  BHPYC
ummyHoneduimura denoeka (BUY) 1 (Human immunodeficiency virus HIV-1) s
YTOUHEHUS] HEOOXOJMMOCTH OJHOBPEMEHHOTO TIPOBEJACHUS MPOTHBOOIYXOJIEBOH U

AHTUPETPOBUPYCHOH Tepanuu [14, 19].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

2.4. UHCTpYMEHTAJIbHbIE JTHATHOCTHYECKHE HCCIAET0BAHUA

[TarmenTam npu ycraHoBke nuarnosa BKJI, uckitouennu peryanBa 3a001eBaHus, a TAkKe
npu oueHke s¢dexruBHocTr Tepanuu BKJI y mnamMeHTOB ¢ BBISBICHHBIM paHee
YBEJIIMYECHUEM a0IOMHUHAIBHBIX M 3a0pIoMMHHBIX JIY pexkomMeHayeTcsi IO BO3MOXXHOCTH

BBINOJIHUTH KOMIIbIOTepHYI0 ToMorpaduio (KT) opranos OpromHoii nomoctu [6, 13, 19].
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YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: 6 bonvuuncmee ciyuaes 8bla61aemcs CnieHoMe2anus 0m YMepeHHOU 00
3HAYUMENbHOU, 6e3 0Ua208020 NOPANHCEHU MKAHU Cele3eHKU. Yeenuuenue 8UCYepanrbHbIX
JIV onpedensemcsa npumepno 6 20% cuyuaes, uauje He3HaAUUMeNbHOE, HO MOXCem Oblmb U
8 8Ude KOH2IOMepamos (0COOEHHO 6 MOJ0O0OM 803pacme Ul HpU Npocpeccupo8aHuu
3a001€8aHUS); MAKHCE MOHCEM BbIAGIAMbCA UHPUIbMPAYU 3a0PIOWUHHOU KIemYamKu
(He 6viAGIAEMAs OMYEMAUBO NPU YIbMPA38YKOBOM UCCIE008AHUU), OCOOEHHO Nnpu

OUMenbHOM aHaAMHe3e 3a4001e6aHUs. U npedwecmeymmeﬁ CNJIEHOKMOMUU.

Bcem nmaruenTam npu ycranoBke auarHoza BKJI, uckimtouenun penuanBa 3a001eBaHusl, a
Takke TMpu oneHke 3¢¢exktuBHocTH Tepanuu BKJI pexkomeHnayercst BBIOTHHUTH
yneTpa3BykoBoe uccienosanue (Y3U) opranoB OprourHoi mosoctu (KoMIiekcHoe) [6, 13,

19].

YpoBenb yOegutenbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: 6 Oonvuwuncmee ciyuyae8 npu  Yabmpazeyko8oM UCCIe008aHUU
BbIABNIACHICA CNIICHOME2ANUS OM YMEPEHHOU 00 3HAYUMENbHOIL, 6€3 04a208020 NOPANCEHUS
mKauu cenezenku. Yeenuuenue eucyepanvuvix JIY onpedensemca npumepno 6 20%
cyuaes, yauje He3Ha4umenbHoe, Ho Modicem Oblmb U 8 8UOe KOH2LOMepamos (0cobeHHO 6

MOI000M 803pacme Ul NpU NPOSPeccUuposanu 3a001e6aHuUs).

Bcem mnanmentam BKJI (nmepBuuyHOM, B peUuaMBE, INPOTPECCHH) C BBISIBICHHBIM
MacCCHBHBIM YBEJIMYEHHEM a0AOMHUHAIBHBIX W 3a0prommHHbBIX JIY nubo ¢ Hanmmuuem
TUIIEPTEPMUH, JIETOYHBIX CUMIITOMOB peKOMeHAyeTcs1 BhINoiIHUTh KT opraHos rpyHoi
MOJIOCTH JJISl UCKJIIOUEHUs] BHYTPUIPYAHOW JMMdaaeHONaTHH, MTHEBMOHUH, IUIEBPHTA,

abcrecca serkoro [6, 13, 19].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: npu evisigneHuu 6HYmpucpyoHou JIumM@adeHonamuu HeodXooumo
npogedeHue pmuzuampuyecko2o 006ciedo8anus 0isi UCKIIOYUeHUs. myOepKyiesd, maK KaxK
nayuenmol ¢ BKJI aensiomes epynnou 6vicokoeo pucka passumusi mybepkynesa. Ilpu
couemanuu BKJI ¢ mybepxynezom HeodXo0umo nposooums nevenue 060ux 3a601e6aHull
00HOBPEMEHHO 8 NOTHOM 00beme, MAK KAK NPU C80€BPEMEHHOM JIe4eHUU U AOeKBAMHOM
omeeme Ha MEPAnUI0 NPOSHO3 Y NAYUEHMO8 OIA2ONPUSNHDBIIL.
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Bceem narmmentam BKJI ¢ KOCTHBIM 0OJIEBBIM CHHIPOMOM PeKOMEHAYeTCSl BBITIOJIHUTH
pentrenorpaduio i KT nin MarHuTHO-pE30HAHCHYIO TOMOTpadHi0 KOCTHOM TKaHH ISt

UCKITIOUEHHS CIIEIM(PHUECKOTo opaskeHust kocTei [6, 13, 19].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: cneyughuueckoe nopasicenue kocmeti npu BKJI ecmpeuaemca y
NAYUeHmo8 MoJ00020 B03PACMA; XAPAKMEPHO 6081eUEHUE 0Ce8020 CKelema 8 6uoe
04az208 0CmMeo0ecmpyKyuu Uil 0CmeocKiepo3d, UHo20d ¢ MASKOMKAHLIM KOMNOHEHMOM,
mpebyem 2ucmono2udecKoll, UMMYHODEHOMUNUYECKOU U MONEKYIAPHOU 8epuguxayuul,

00b1YHO Kynupyemcs npu cheyuguveckou mepanuu BKJI.

[TarmenTam npu ycranoske auarno3a BKJI, a Taxoke npu oneHke 3 GEeKTUBHOCTH Teparnuu
BKJI pexoMeHAayeTcsl BBIIIOJHUTH PErMCTPALMIO 3JIEKTPOKApAUOTPAMMBI JJIsl OLIEHKH

KOMOPOUAHOCTH M MUCKITIOYECHHUS KapIualbHOU TOKCHYHoCcTH [71, 73].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (YypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: Pecucmpayus 31eKmpokapouocpammspl Heodxoouma Oisi UCKIHOUeHUs
conymcmayrowell KapouaibHOU namoaocuu u/uiu ocioxchenuil mevenusi BKJI, a makowce
ona oyenku ounamuxu unmepeana QT npu nrevyenuu ¢ npumeHeHuem UHeUOUMOPbl CepUuH-

mpeonunkunasvl B-Raf (BRAF).

2.5. UHbIe JTUATHOCTHYECKHE HCCICTOBAHNS

Bcem manueHTaMm ¢ MOJO3pE€HUEM Ha HAIMYHUE DKCTPAMENYJUIAPHOIO o4ara MOpasKeHUs
PeKOMEHAYeTCsl  BBIIOJIHUTH OHMOICHIO BEPOSITHOTO ovara Ui BepHpHUKaIuu

cneruduieckoro nmopaxenus [6, 19, 69, 71].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 5)

Kommenmapuii: cneyuguuecxkoe nopasicenue opearos u mxaueti npu BKJI ookasvieaemcs
MONLKO NPU MOPPON02UYECKOM UCCIe008aHUU ¢ UMMYHODeHomunudeckum umu HMI'X-

uccne0o8anuem u, npu 603MOIICHOCMU, MOJEKYIIAPHO-2ceHemMuUYecKoe uccreoosanue

mymayuu V600 BRAF.

Bcem manmentam BKJI Ha mo0om 3Tane QUarHOCTHKHU, HAOTIOACHHS, JICUCHUS, MPH

MNOoAO3pCHHUU Ha Pa3BUTUC I/IH(I)GKI_II/IOHHOFO OCJIOXKHCHHUA PEKOMEHAYETCHA IUarHOCTHKa
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JOKaIu3alMi MH(EKIUK, TUna BO30YIUTENsT MHPEKIUH, AUHAMHYECKOTO KOHTPOJS B

npouecce geyeHus [70, 71]. (cm. paznenst 7.1 u A3.1).

YpoBens yoenuTeabHOCTH pekoMeHaanmii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB

—5).

[Tarmentam BKJI npu Hanuuuy aHeMUM peKOMeHIyeTcsl ¢ Lenblo IuddepeHnanTsHON

JMArHOCTUKY aHEMMHM BBIIIOJTHEHHUE CIEAYIOMUX J1a00paTOPHBIX UcciIeq0BaHuM [69]:

o

o

o

o

o

HCCIIEI0OBAaHUE YPOBHS XKEJI€3a CHBIBOPOTKH KPOBU
UCCIIeZIOBaHNE YPOBHs (peppuUTHHA B KPOBU

UCClieIoOBaHNE YPOBHs (DOJIMEBOM KUCIOTHI B CHIBOPOTKE KPOBU
orpeieneHue ypoBHs BuTamuHa B12 (1imanoko0anaMuH) B KpOBU

HCCIe0BaHUE YPOBHS SPUTPONOITHHA KPOBH (10 TTOKA3AHUSIM)

YpoBens yoenuTeabHOCTH pekoMeHaanmii — C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB

-5).
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3. Jleuenue 3a00/1eBAHUSA WIH COCTOSIHHS (ITPYIIIbI 3200/1eBaHUI WJIH

COCTOHHHﬁ), BKJIIOYasi MEANKAMEHTO3HYI0O U HEMCAUKAMECHTO3HYIO TEPpaIuu,

AUECTOTECPAIINIO, 066360JII/IB3HI/IC, MEANIHNHCKHEC NTIOKA3aHUA |

IMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

Haznauenue u MNPUMCHCHHUC JICKAPCTBCHHBIX IIPCIAPATOB, YKA3aHHLIX B KIIMHUYCCKHUX

pPEKOMEHJALUAX, HANpaBJIeHO Ha oO0ecleYeHue MalleHTa KIMHWYecKH 3(QeKkTuBHON u

0e30macHoi MeTMITMHCKOM TOMOIIBIO, B CBSI3M C YEM MX Ha3HAUYEHUE U IPUMEHEHUE B KOHKPETHOU

KIIMHUYECKOM CUTyallul MOXKCET ONpPCACIACTCA HC TOJBKO B COOTBCTCTBHU C MHCTPYKIUAMU I10

IIPUMEHEHHUIO, C peaJM3aluell IPEACTABICHHBIX B MHCTPYKLMM MEpP IPEAOCTOPOKHOCTH, C

BO3MOKHOM KOPpPEKIUEHN 103 U peKUMa MPUMEHEHHUS C YIE€TOM COCTOSIHUS MAllMEHTA.

CneﬂyeT YUUTBIBATh, UTO Y NAalTUCHTA MOT'YT OBITE HCCTAHAAPTHBIC ITPOSABJICHUA 60J'I€3HI/I, a

TaKKEC COYCTaHHC KOHerTHOﬁ 0oe3Hn C APYruMu TMaToJOTUsMHU, YTO MOKCT JUKTOBATH

JieHanieMy Bpady HU3MCHCHUSA B aJITOPUTMCE B1>160pa ONTUMAIbHOM TaKTHUKHU JUArHOCTUKH H

JICUCHUA.

3.1. lloka3zauus K HAYAJY Tepanuu U onpenejgcHue crpareruu Jeuennsa BKJI

[MTaruenTam ¢ BepuduimpoBanabiM BKJI 63 nuTonennn uiv 3HaYUMOU CIIIEHOMETATHH
(<+2 cM u3 moapedepbs) WIM C HE HapacTalolled I[MTONCHWEH JEeTrKOW CTereH!
(remorno6bun >110 /1, Tpombormtel >150x10°/n, meirpodunsr >2,0x10%/1,), 6Ge3
WH(EKIIMOHHBIX 3MH30/I0B U 0€3 CHMITOMOB 3a00JICBaHUS, MPU YCIOBUH BO3MOKHOCTH
PETYJISIPHOTO KOHTPOJIS 32 MAlMEHTOM HE Peke pa3 B 2 Mec., crierupudeckas Teparus He
pexomenayercs [6, 12, 13].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

[Tarmentam ¢ BepuduuupoanHsiM BKJI ¢ Hamuunem 3HaunMoi miM ycyryomnsomencs
uuTonennu (remorinooun <110 r/mn, tpomGormTer <100x10°/11, Helirpoduisr < 2,0x10%/1),
UHQEKIIMOHHBIX OCJIOKHEHHUH, CHMITOMHOM WJIM HapacTalolled CruieHOMerainen

peKOMeHAyeTCsl Hauao crenuduueckoi Tepanuu [6, 12, 13].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeJNbCTB — 5)

23



3.2 JleueHne BepBble JUATHOCTHPOBAHHOIO BOJIOCATOKJIETOYHOIO JIeHKO03a

Ocnosnvimu npenapamamu 6 nedenuu BKJI, npueooawumu K MHO2ONEMHUM NOJIHBIM
pemuccuam npu BKJI, aenaiomesa ananozu nypunos, 6 uacmuocmu, kiaopubun. Hecmomps na
8bICOKYVIO 3heKmuUeHocms U OpeaHHyI0 HEMOKCUYHOCMb, NPpUMEHeHUe KIaopubuHa 6 nepeou
JUHUU OObIYHO NPUBOOUM K ONUMETbHOMY Mueiomokudyeckomy azpanyioyumosy [20], umo
ONACHO Yy UMMYHOKOMNPOMEMUposanHulx nayuenmos ¢ BKJI, 6 ceazu ¢ yem npeonoumumenbHo
npumenenue KiaopubuHa nocie Kynupo8aHusi HeUumponeHuu npumeHeHuem uxnmepgepoua-a
(#noeunmepghepon anvpa-2a (40 klla) ** uru unmepgepon anvgha-2b**) unu uneubumopa cepun-
mpeonunkunasel B-Raf (BRAF) #eemypaghenuba™**. Jleuenue BKJI ¢ sxcmpamedyinspruvim
nopasiceHuem makxce OOJNNHCHO Oblmb, 6 Nepeylo ouepedb, CUCMEMHbIM, C NpUMEHEHUEeM
#noeunmepghepon anvpa-2a (40 xlla)** unu ummepghepon anvgpa-2b** u/unu xraopubuma,
B03MOICHO ¢ DobasieHuem Kk mepanuu #pumyxcumada**. Pexomenoayuu no npumeHenuo 0aHHbLX

JIEKApCmeeHRblX npenapamoes npedcmaeﬂeﬂbl HuUuafce.

° [Taruentam ¢ BoepBble AuarHoctupoBaHHbIM BKJI ¢ mokazaHusiMu K crieruudecKoi
TEpaIuy MPU HATMYUU HEHTPOIICHUH B KQUECTBE MIEPBOTO ATAIIA JICUCHUS PEKOMEH/IyeTCsl
Tepanus #udruarepdepoHom anbda-2a (40 x/la)** wnmu uaTepdeponom anbda-2b** [6,
21,22,74,75].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)
Kommenmapuii: unmepghepon anvgha-2b** odviuno npumensemcs ¢ meuwerue 12—16 neo.

00 HA3HAYEHUsI aHAN02a NYPUHA (01 KOPPeKyuu HeumponeHuu u npoQuiaKmukyu OaumenbHO20

MUETOMOKCUYECKO20 azpanyioyumo3d 6 pe3yibmame npumeHeHus Kiaopubunda, ooblyHo 6 0o3e 2

man ME/M? (m.e. 3 man ME na 1 eéedenue) x 3 pasa 6 nedento nookosucro. B zaeucumocmu om

nokasameneu 2emMoSpamMmvl U UHOUBUOYANLHOU NEPEHOCUMOCIU — PedCUM  NpPUMEHEeHUs
uumepgepona anvpa-2b**  moocem eapvuposamv. B ceéda3u ¢ wacmeim  paszsumuem
2PUNNONO000OHO20 CUHOPOMA HA HAYALLHBIX IMANAX NpuMeHeHus unmepgepona anvgha-2b**,

mepanuio ciedyem HAYUHAMb HA (QOHe npuema HecmepoUuOHbIX NPOMUBOBOCNATUMENbHBIX U

NPOMUBOPEEMAMUYECKUX NPENnapamos, NOCMeneHHo Y8eaudueas 003y 00 CmaHOapmuou (2 MiH

ME/M’ 3 pasa ¢ neoeno). Ilpu anybokoii netikonenuu unmepgpepon arvgpa-2b** u

#noeunmepghepon anvgpa-2a (40 xlla)** neobxo0umo npumeHsms ¢ OCHOPONCHOCHBIO, He

gopcupys uz-3a pucka epemeHno2o ycyeyonenus aeuxkonenuu. #llreunmepgeporn anvgha-2a (40

k/a)** npumensemcs 6 0ozax om 90 0o 135 mxe x 1 pas 6 Hedenro nookodicHo. Llenvio npumenenus

uumepgepona anvpa-2b** u #nseunmepghepon anvgpa-2a (40 xla)** saensemcs npupocm
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Helmpo@uIo8 3a cuem CHUINCEHUS YUCa TUMPoOyumos 8 zemozpamme 00 yposusa <50%, umo

noseonsiem uzdedxcamso azparnyjioyumosa u LlqueKL;I/lOHHbDC OCIOJCHEeHULl noce Kypca arnanoca

nypunos. Ilapannenvho, Kax npasuno, NPOUCXOOUm YMeHbUleHUe pasmepa — Cele3eHKU.

Humepgepon anvgha-2b** u #nzeunmepgepon anrvgha-2a (40 xla)**mooucno ne npumensmo

nepeo OCHOBHbIM KYPCOM KIAOPUOUHA NPU HE3HAYUMENbHOM Jumpoyumosze u MUHUMATbHOU

qubuﬂbmpauuu KOCMHO20 MO032d.

[Tanmentam ¢ BoepBele AuarHocThupoBaHHbIM BKJI mpu BblpakeHHONH HENTpONEHUH
(arpaHyJIOLMTO3) WM B TEPUOJ] AKTUBHOW HHQEKIUH Tepe] Tepanmueil aHaJloraMu
MYPUHOB MOXET OBITh PEKOMEH/JI0BAaHO Ha3zHaueHue #Bemypadenuba** B noze 240-960
MI/CYT 10 KyIMpOBaHus HelTponenun (Hedtpodunst >1,5 x 10%/m) [23, 24].

YpoBenb yOeguteqbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB - 4)

Kommenmapuii: #eemypagenu6** obradaem namocenemuyeckum Oelicmeuem Ha
anomanviyro  BRAF-kunasy onyxonegvix kiemok. QOvbiuno npumeHnsemcs 003a
#Heemypagenuba™* 240-480 me/cym na cpox neuenus 6 cpeornem 0o 3-4 mec. (12-16 neo).
[Taruentam ¢ BoepBble AuarHoctupoBaHHbIM BKJI ¢ mokazaHusiMu K crieruudecKoi
TEpanuy MOCie 3aBEPIICHUs Teparui HHTeppepoHoM anbda-2b** u #myruntephepoHom
anba-2a (40 x[a)**, a Tawke NalMEHTaAM C HE3HAYUTEIBHBIM JHUM(OIHUTO30M U
MUHHMAaJIbHONH HMHQWIBTpAIIME KOCTHOTO MO3ra, KOTOPBIM HE IMOKa3aHO HX
npeBapUTEIIbHOC HAa3HAYCHUE, B KAUECTBE OCHOBHOT'O ATalla JICUCHHS PEeKOMEHIYeTCsl
Tepanus KiagpuouHom [25].

YpoBeHb yOequTeJbHOCTH pekoMeHAanmuii — A (YpOBeHb [0CTOBEPHOCTH
A0KA3aTeNbCTB — 2)

Kommenmapuii: npu BKJI o6viuno npumensitom 1 kopomxuil Kypc kiaopubuna 6 0oze 0,1
me/ke/cym  x 7 Oweu unu knaopubuna 0,14 me/ke/cym X 5 Owueil (0o3upoexku u
APOOONNHCUMENLHOCMb Ie4eHUsl YCMAHABIUGAem Nedawuti 8pay 6 3a8UCUMOCTU Om
ocobennocmeti  meuvenuss  3abonesanuss u - maxcecmu  cocmosinus)  [25]. B
PAHOOMUBUPOBAHHBIX UCCIE008AHUAX He OblIO BbIAGIEHO PA3IUYULL 8 I PeKmUusHOCmuU U
nepeHocumMocmu  npenapama  npu  pasHulx  pexcumax — 6gedeus.  Oounakosas
buodocmynsocms  KIa0pubuHa npu  NOOKONCHOM U  OOMOCHOM 68edeHuu  Ovlia
noomeepcoeHa OauHviMu gapmaxonocuveckux ucciedosanui. C yuemom yoobcmea
eXHCeOHEe8HO20  NOOKOJNCHO20 — 68e0CHUs  NPenapama  OAHHbIL — pPedcuM  AGNAemcs
npeonoumumenvrvim 8 mepanuu BKJI. Eciu mepanus K1aopubUHOM HA3HAYAEMcs no

KaKou-1ubo npuduHe 6e3 npeosapumenvbHo2o Kypca unmepgpepona anvgha-2b** u
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#nseunmepgepona anrvgha-2a (40 xlla)** u 6 ycrosusx 2ayOOKoOU HeUmponeHuu y
0cnadenH020 nayuenma, 803MOJICHO NpogedeHue nedenus HK1aopubuHom 8 OpoOHOM
pedxcume: I 8gedeHue 8 Hedenro 00 CyMMAapHOL Kypcosou 003l [26].

Jleuenue knadpubunom me mpedyem chneyudanbHoOU cOnymcmeyiowel mepanuu (m. e. He
HA3HAYAOMCs NPOMUBOPBOMHbIE NPEenapamsl, G0OHAA HAPY3KA), 3a4 UCKIIOYeHUeM
npUMeHeHUs KO-MPUMOKCA30.1a [Cynvghamemoxcazon+Tpumemonpum] ** u
ayuxnosupa** 6 coomeemcmeuu ¢ uHcmpykyueu O0as NPoQUIAKMUKU UH@eKyull (no
NOKA3AHUAM, 0053amenbHO 6 clyyde HeumponeHuu — 00 60CCMAHOGNEHUS. YPOGHS

neumpogunos >1,0x10°/n).

[TarmenTtam ¢ BriepBble aAuarnoctupoBanHbiM BKJI pu cumntomMHo# TpoMOOIIMTONCHNHY,
HEd(PPEKTUBHOCTH WM HENEPEHOCUMOCTH JIEKAPCTBEHHOM TepamuM, OCIO0KHEHHIX
CIUIeHOMeranuu (MH(apKTHI, pa3phiB), @ TAKXKE MPU BBIpaXKEHHON CIIeHOMeranuu (6oee
10 cMm HIKE pebepHOi AyTrH), COUYETAIOMICH S ¢ He3HAUYUTEbHBIM OPakKeHHUEM KOCTHOTO

MO3ra, peKOMEeHAYeTCsl BHIIIOJIHEHUE CIUIEHIKTOMMH [6, 70, 71].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: npu BKJI yoanenue cenezenku 6vicmpo IuKeuOupyem yumoneHuio, Ho
auws y 20% nayuenmog Ha ONUMENbHLIL CPOK, V OonvuuHcmea oce 3¢hghexm
CNIEHIKMOMUU CcoXpaHsemcs Menee 1 200a ¢ HeusbedcHbiMu 6 OdibHeuulem
npoepeccuposaruem 3a001e8anusi U NOMPeOHOCMbIO 8 NPOBeOeHUU JIeKAPCMBEHHOU

mepanuu.

3.3 Jleuenne penuauBoOB U pedpakTepHbIX (GOpPM B0JI0CATOKJICTOYHOIO JECHKO032

[TaruenTam ¢ mo3gauM peranBoM BKJI (mpogomkurensHOCTh peMuccuu 0omnee 5 neT),
PEeKOMEeHAyeTCsl IOBTOPHOE JIEUEHNE, aHAJIOTHYHOE NIEpBUUHOMY [27-29].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: nokazano, umo npu OOCMAMOYHOU NPOOOIHCUMENbHOCIIU PEMUCCUU
nocie nepsuunoo aevenuss BKJI ananocom nypuna (knadpubum) noemoproe npumenenue

IMUX NPenapamos maxaice dhexmusHo.

o [TarmenTtam ¢ panHuM peunausom BKIJI (mpoaomkuTenbHOCT peMUCCUH MEHEE 5

JeT), peKoMeHayeTcsl creruduueckoe JeueHue, komOuHupoBanHoe c¢ CD20
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(xnactepsl  auddepenuupoBkn  20) HHrHOUTOpOM  HpUTyKCUMaOOM™*  wmm

#obunytyzymabom™** [30, 31, 34, 47, 48, 49].

YpoBeHb yOequTeJbHOCTH pekoMeHganuii — B (ypoBeHb [10CTOBEpPHOCTH

JI0Ka3aTeJbCTB — 3)

Kommenmapuii: npu pannux peyuousax monomepanusi KiaopubuHom manodggexmuena,
8 C6513U C HeM NOKA3aHO KOMOUHUPOBanHoe npumenenue kiaopubuna ¢ CD20 (knacmepuol
oughghepenyuposku  20) uneubumopom, unu #Heemypagenuba** ¢ CD20 (xnacmepwi
oughgpepenyuposku  20)  uneubumopom, Ui NOCIEO08AMENbHOE  NPUMEHEHUe
unmepgepona anogha-2b** u  #nseunmepgepona anvha-2a (40 xla)**  (unu
#eemypagpenuba**),  xknaopudbuna, CD20  (kracmepwvr  Ouppepenyuposxu  20)

UHUOUMOPOB.

B xauecmee CD20 (kracmepwt oughgpepernyuposku 20) uneubumopa 006b14HO npumMeHsencs.
Hpumykcumab** (nepgoe 66edenue 8 6uUde BHYMPUBEHHOU OIUMENbHOU UHPY3UU;
oanvHeuwue 66e0eHUs. BHYMPUBCHHAS UH@Y3UA UIU NOOKOJCHOE B68edeHue npu

NOKA3AHUSIX).

B cnyuae panneco peyuousa unu pe@dpakmepHocmu nocie paHee NPUMEHEHHO20
#pumyxcumaba™* - npumensemcs CD20 (knacmepwvl ougpgpepernyuposku 20) uneubumop

11 muna #obunymyszymao**.

Cm. makoce A3.2 — conpogooumenvhas mepanus npu 66e0eHUl MOHOKIOHANbHBIX

aumumen — uneubumopos CD20 (kiacmepwt oughghepenyuposxu 20).

[Tarmentam ¢ BKJI, He mocTurmmm noiaHoi pemuccun depes 6—12 Mec. mocie tepanuu
KJIaJpuOMHOM, peKOMeHAYyeTCsl IOBTOPHAs Teparus KJIaAPUOUHOM B TOM XK€ PEKUME, KaK
IJIs TIEPBMYHBIX MAIMEHTOB, ¢ ao0aBleHueM #purykcumaba** B moze 375 mr/m? 6
BBe/ICHUI ¢ uHTepBasiom 28 aueit [30, 31].

YpoBeHb yOenuTeJbHOCTH pekoMeHganuii — B (ypoBeHb [10CTOBEpPHOCTH
A0Ka3aTeJabCTB — 3)

Kommenmapuii: nepuoo eoccmanoéienus Muenonods’a Mmodcem Obimb ONUMENbHbIM,
NO2MOMY, eciu y nayuenma nocie Npo8e0eHHO20 Kypca JedeHus aHanio2oM NypuHd
ommeyaemcsi NOJOHCUMENbHAS OUHAMUKA — UCHE3HOBEHUE «BOPCUHUAMbBIXY TUMPOYUMOE
U MmeHOeHYUsl K 60CCMAHOGIEHUI0 noKazameinel Kposu, YMeHbuleHue pasmepa cene3eHKu,
Mo noaIHOmMy OOCMUSHYMOU PeMUCCUU OYEHUBAIOM He paHee yem uepe3 6—12 mec. nocine

JIeYEHUA.
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[Nanmentam ¢ penuausoM BKIJIL, nposBiasiommmcss NpenMyIIECTBEHHO YBEIMYEHUEM

CEJIe3E€HKH, PEKOMEH/1yeTCs BBIIIOJTHEHUE CIIEHAKTOMUU (cM. ipuiioxkeHue A4) [6, 70, 71].

YpoBenb yOeautenbHocTH pexkoMenaanmuii — C  (YypoBeHb [10CTOBEPHOCTH
A0KA3aTeJNbCTB — 5)
Kommenmapuii: kax npaguiio, moabKo CHIeHIKMOMUS He NPUBOOUM K PEMUCCUU U BCTIe0

3a Hell mpebyemcs npogedenue CUCMEMHOU mepanuiu.

[Tarmentam ¢ pedpaxtepusiM TeuerneM BKII ¢ BeisiBnenHoi myranueit BRAFV600E B
KauecTBE OJHOTO W3 BapUAHTOB TEpaluu peKoMeHayeTcs #Bemypadenuo** B moze 480
MT/CYT B TeueHue 2 Mec. u 0oJiee (10 JOCTHKEHUS peMuccun) [32].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: #Heemypaghenuo6™* mooncem npumensmscsi moavKo npu OOKA3AHHOU
mymayuu BRAFVO600E. Hmeemcs onvim ycnewHoeo npumenenus #eemypagenuba™* 6
pasnvix 0o3uposxkax — om 240 me/cym oo 960 me 2 pasa ¢ cymxu [32, 33]. C yuemom
oocmamouHou d@gexkmusHocmu u xopouiel NePeHOCUMOCIU MONCHO NPUMEHSIMb 003y
240 me 2 paza 6 cymxu. Monomepanus #Heemypagenubom** umeem meHvULYIO
agpgpexmusnocmv  (bonee Kopomkas pemuccus), 6 C8A3U C UeM PEeKOMEHOYemcsl
paccmompems  KOHCOMUOAYUIO — OOCMUSHYMO20  9¢hgpekma — UMMYHO-  UIU
UMMYHOXUMUOmMepanuel (CM. me3ucsl Hudxce).

[TarmenTtam ¢ pedpakrepusiM TeuearneM BKII ¢ BeisiBinenHoit mytanueit BRAFV600E npu
Tepanuu #BemypadeHudbom™** B kauecTBE 0OTHOTO U3 BAPHAHTOB TEPAITUU PEKOMEHAYeTCsl
nobasiieHue #putykcumabdba** [76].

YpoBenb yOeauteqbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: #pumykcuma6** 6 cmanoapmmuoii 0ose 375 me/m? 6HympuseHHOU
OnumenvbHoU uHQy3uell npumeHsemcs nocie mepanuu f#eemypagenubom™* unu na gone
npumenenus #eemypagenuba**, ececo 0o 8 8gedenull ¢ UHMEPBATOM OM eHCEHEDeTbHO2O
00 excemMecauHo20 UL pedxce (8 3a8UCUMOCIU OM CIeneHU YUMONEeHUU U COMAMU4ecKo2o
cmamyca).

[Tarmentam ¢ pedpakrepusiM Teuenuem BKII ¢ BwisiBnennoit mytauueit BRAFV600E
nocie Tepanuu #BemypadeHuO** B KauecTBE OJHOTO W3 BapUAHTOB TEpAIHH
PEeKOMEHAYeTCsl  MPOBEJACHWE  Kypca  HMMMYHOXHMHOTEPANUU  KiIaapuOuH  +

#putykcumad™* [6, 30, 31, 77, 78, 88].
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YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: k1aopubun npumeHsemcst 8 Cmanoapmuom pexcume - 1 kypc knaopudbuna
6 0oze 0,1 me/ke/cym x 7 oueti umu 0,14 me/ke/cym X 5 Owueti (0o3upoexu u
APOOONNCUMENLHOCMb IeYeHUsl YCMAHABIUGaem nedawuti 8pay 6 3a8UCUMOCTIU Om
ocobeHHocmell meyeHuss 3a00/1e8aHus U MsdceCmu CcOCmosAnus), #pumykcumadb** @
cmanoapmuoul 0o3e 375 me/M? BHympuseHHoU OIumenbHol UHQy3uell npUMeHsemcs nocje
mepanuu Kiaopubunom, ooviuno 4 — 6 (pedxo 0o 8) esedenuii (nepsoe gedeHue 0OLIYHO
nPOBOOUMCs CpA3y Nocie Kiaopubuna, OanbHeuuue - ¢ UHMepPEaAioM Om eHceHedelbHO20
00 excemMecauno20 Ul pexce, 8 3a8UCUMOCIU OM CMeNneHU YUMONeHUU U COMAMU4ecKo2o
cmamyca).

[Tarmentam ¢ pedpakrepusiM TeueHuem BKII ¢ BwisiBnennoit mytauueit BRAFV600E
nocie Tepanuu #BemypadeHHOOM™* B KadecTBE OJHOTO W3 BApPHUAHTOB TEpAIHH
pexoMeHayeTcst #oeHnamycTuH** + #putykcumad®* (cxema RB) [34, 79].

YpoBeHb yOenuTeJbHOCTH pekoMeHganuii — B (ypoBeHb [10CTOBEpHOCTH
A0Ka3aTeJabCTB — 3)

Kommenmapuii: #pumyxcumad **npumensiemcs 6 cmanoapmuoii 0oze 375 me/m? 6 1 u 15
OHU  ONUMENbHOU  GHYMPUBEHHOU uH@y3uell, Hoenoamycmun™* npumensemcs @
cmanoapmuom pescume 70 me/m? unu 90 me/m? 8 1 u 2 onu,; 6ce2o npogooumcs 00 6 Yukio8
¢ unmepeanom 4 neoenu.

[TarmenTtam ¢ pedppaxrepasiM TeueHrneM BKJI B kauecTBe 0JJHOro U3 BapHaHTOB Teparuu

pexomenayercs Mnrephepon anbdha-2b**s noze 2 ME/mM? x 3 pasa B mezpemo [6, 70].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJbCTB — 5)

[TarmenTtam ¢ pedppaxrepasiM TeueHrneM BKJI B kauecTBe 0JJHOro U3 BapHaHTOB Teparuu
MOYET OBITh PEKOMEHI0BaHa KoMOuHanus #oengaMmyctuna** B noze 70 mr/m? B 1-2-i
IHY ¢ #puTykcuMabom** B/B B 103€ 375 mr/m? B 1-ii u 15 nuu, 6 KypcoB ¢ HHTEPBATIOM 28

nIHe [34].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 4)
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3.4. ConpoBOANTEILHAS TEPANNSA HANMEHTOB C BOJOCATOKJICTOUYHBIM JEHK030M

[MaruenTam ¢ BKJI ¢ Hannguem win ¢ mogo3peHneM Ha HH(PEKITMOHHO-BOCTIATUTENbHBIH
MPOIIECC PEKOMEHIYeTCs BEITIOTHEHNE HEOOXOUMBIX JJIsl TUATHOCTHKH OYara WH()EKIH
npouenyp obcnenoBanus (Y3U, KT, wMukpobuonorndeckoe (KyJbTypalbHOE)
UCCIICIOBAaHNE KPOBM HA CTEPHWIBHOCTh; MHUKPOOHOIOTHYECKOE (KYJIbTYpalbHOE)
UCCIIeIOBaHNE  MOYM  Ha  OakTepualbHBIE  MATOTEHBl  C  NPUMEHEHHEM
ABTOMATH3UPOBAHHOTO IOCEBA; MUKPOOHMOIOTHYECKOe (KYJIbTYpaIbHOE) UCCIICOBAHHE
OTIENAEMOr0 U3 TOJOCTH pTa; HCCIEJOBaHHE MHKpPOOMOLIEHO3a  KHIIEYHHUKA
(mucOakTepro3) IuIsd yTOUHEHHS XapakTepa HHPEKIMU U BIPAOOTKH a/IeKBATHOM TaKTHUKH
neuyenus [20, 35, 68].

YpoBenb yOeguteqbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: 1n1a  uckmouenus uHgekyuu U NoAVy4eHus mamepuana Ol
MUKPOOUONIO2UYECKO20 U UHO20 UCCNIe008aHUs, 8 3ABUCUMOCMU OM JOKAIU3AYUU
8EPOAMHO20 04aA2d NOPANCEHUS. NPUMEHAIOMCA MAHUNYIAYUU U UHCMPYMEHMAbHbIE
Memoobl  UCCIe008aHUA:  MOPAKOCKONUS, — MPAXeoOPOHXOCKONUs ¢ 6bINOJHEeHUeM
OpoOHX0ANbEEONAPHO2O — NA8adcaA,  330(a202acmpoOy00eHOCKONUs,  KOJOHOCKONUS,
VIbMPA38yK08oe UCCIe008aHUe MASKUX MKAHell, MACHUMHO-PE30HAHCHAsA momozpagus
HYHCHOU 30Hbl (MASKUX MKAHEll, MAI020 Ma3d, NO360HOYHUKA, KOCMU, 20JI08HO20 MO32d U
0p.), KOMNbIOMEPHAS MOMOPAUS HYIHCHOU 30HbL (2PYOHAS, OPIOWHASA NOJOCMU, MATbIL
mas, 20l06HOU MO32, KOCMU U Op.), NYHKYUS NAEBPANbHOU NOIOCMU, CHUHHOMO320845
NYHKYUs, 6CKpblmue U OpeHuposaunue @recmMonsl (abcyecca), BCKpvlmue 0Cmpo2o
2HOliH020 napanpokmuma. Ilpu Heobxooumocmu 6blnOIHAEMCA OUONCUA NOPAAHCEHHO2O0
opeana (J1Y, neckue, cpedocmenue, neuenvb, KUUWKA, KOCMb, ONYXO0JIb MASKUX MKAHEU U Op.).
Honyyennvii  mamepuan  Hanpaeiiemcs — 01l GbINOJIHEHUS — YUMOJO2UYECKOR20,
2UCMON02UYECKO20 (namonozo-anamomuieckoe uccreoosanue buoncuiinoco
(onepayuonnoco)  mamepuana,  npu  HeOOXOOUMOCmMU -  C  NPUMEHEHUeM
UMMYHOSUCTNOXUMUYECKUX ~ Memo008),  MUKPOCKONUYECKO20, MUKPOOUOIO2UYECKO20
(Kyn1bmypanvHo2o, 6aKmepuoI02uieckoeo) Uccie008aHull.

[Tarmentam ¢ BKJI ¢ momo3peHueM Ha pa3BUTHE HH(EKIHOHHO-BOCTIAIUTEIHLHOTO
mporecca pPeKOMEHIYyeTcsl HEOTIIOKHOE HAa3HAYCHHWE TEPaud MPOTUBOMUKPOOHBIMH

mpernapaTamMmyu CUCTEMHOTO JIEHCTBUs (cm. pazoen 7.2) [8, 35, 36].
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YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: npu revenuu nayuenmos BKJI neobxoouma kpatinss HACmopoiceHHoCcms
6 omHoweHuu ungexyuti — cunepmepmus npu BKJI, 6 omauuue om aumghom, ne saénaemcs
CUMNIMOMOM ONYXO1e80U UHMOKCUKAYUU U CBUOEeMENbCMBYem 0 HATUYUY UHDEKYUOHHO-
B0CHANUMENLHO20 NpoYecca, 4acmo 0e3 4emKko onpeoeniemol JOKAIU3ayuu 68Uy
neumponenuu. Y nayuenmos c¢ BKJI ocobenno uwacmo paszeusaiomcs nHeeMOHUU,
cunycumsl, abcyeccvl 8 NOOKONHCHOU Kllemuamke, MexcmblileyHvle abcyeccol (0coOeHHO 6
MBIUYAX HO2), NPU IMOM 6 C8:3U ¢ Heumponenuell ouazu ungexyuu npu BKJI ckronnul k
Ovicmpoll  eenepanruzayuu U - MpeodyIOm  HEOMIONCHO20  HA3HAYEHUSs  mepanuu
NPOMUBOMUKPOOHBIMU NPENApamamii. CUCIMEMHO20 O0elCmEUs, GKI0YAs N0 NOKA3AHUAM
anmubaxkmepuaibHvle, NPOMUBOSPUOKOGbLE, NPOMUBOBUPYCHBIE NPENAPAMbL CUCEMHO20
Oeticmsust u npouue (cm. pazoen 7.2).

[Tarmentam ¢ BKJI B coueranuu c TyOepKylie30M peKOMeHAYyeTCsl JIeYeHHEe 000MX
3a0oneBaHuil ofHOBpeMeHHO [37].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

[Taruentam ¢ BKJI He pekoMeHayeTcsl Tepanust KOJIOHUECTUMYITHPYIOMIUMHE (DaKTOpaMH,
3a MCKIIIOUEHUEM TAIIUCHTOB C UTUTEIHHON U MTyOOKOW HEHTPONEHUEH (arpaHyIOIUTO3)
C HAJIMYMEM TSDKENBIX HH(DEKIIMOHHBIX OclokHEeHuH [38].

YpoBenb yOeauTeJbHOCTH pekoMeHganuii — B (ypoBeHb [10CTOBEpHOCTH
A0Ka3aTeJabCTB — 3)

[Tarmentam ¢ BKJI ¢ riyOokoii aHemMueil mpu HCKIIOYEHUHM APYTUX NPUYUH aHEMUU
(medunut sxenmesa, wiM BUTaMuHA Bi2, (onmeBoi KUCIOTHI, U T.1.) PeKOMEHIyeTCs
KpaTKOBPEMEHHas TEpaIus IpenapaTaMu, CTuMyupyomumu remonods (BO3XA [Ipyrue
aHTUaHEeMHUecKue npemnapatsl) [39].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: npu noomeepaoicoenuu oegpuyuma sicenesa, uiu gumamuna Biz, ¢ponuesoii
KUCTIOMbL HEe0OX00UMO NpogedeHue COOMEemCcmaylouelt mepanuy  Cmumyiamopamu
2eMonol3a - npenapamamu ceneszd, uiu eumamuna Bix u ¢honueeoii xuciromoi. Ilpu
omcymemeuu 0epuyuma yKazaHHvlx hakmopoe nayuenmy ¢ 2ryooKol anemuel mMoxcem
ObIMb NPoBedeHa mepanus NPenapamamu, Cmumyaupyiowumu 2emonoss (B03XA Jpyaue

aHnmuaHemudecKkue npenapambz).
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[Maruenram ¢ BKJI ¢ anemmeld ¢ CHUMOTOMaMH THIOKCEMHH, TPOMOOIIMTOTICHHH C
BBIPOXKCHHBIMU F€MOPPArHYECKUMU MPOSIBICHUSMU ISl KOPPEKIIMU CUMITOMOB aHEMHUH
WA TPOMOOIIUTOTICHHH PEKOMEH/IYeTCsl 3aMEeCTUTEIbHAS TeMOTPaHC(Hy3UOHHAS TEPATTHS
TPOMOOKOHIIEHTPATOM, 3PUTPOLUTCOACPIKALINX KOMIIOHEHTOB KpOBH [85].

YpoBenb yOeguteqbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

Kommenmapuii: npu noxasanusax Kk HeOOHOKPAMHbIM MPAHCPY3UAM KOMNOHEHMO8 KPOBU,
C yenvio NPoPUIAKMUKU HeHCeNameNbHblX Peakyuti U OCLONCHEHUl, CEA3AHHLIX C
Mpancy3uamu, peKkomMeHOyemcs UCNONb308aHUe KOMHOHEHMO8 KPOSU CO CeOVIOWUMU
Xapakmepucmukamu. J1euKopeoyyuposanHvle — COOepHcanHue Neukoyumos 6 0o03e
nepenusaemoti cpedvt chudceno 0o 1x 100 knemok, obnyuennvlie spumpoyumet u
MpomMoOOyuUmyvl  (2amma-uznyienue Uil peHmeeHo8ckoe usiydeHue 6 0oze 25-501p);
02paHuyenue UCNONb308AHUS OOHOPCKOU NAA3Mbl NYMeEM UCNOAb308AHUS 636EUUBAIOUJUX
pPAacmeopos 0. dPUMpOYUmMos, Nocie UCCIe008aHUsL OOHOPCKOU KpO8U HA MapKepbl
BUPYCHBIX UHGEKYULl NOCPeOCmE8OM MONEKYIAPHO-OUOT02UYeCKUX Memo008. OcHogHbie
Peaxkyuu U OCIONCHEHUs, C6A3aHHble C mpaHcysuel (neperusanuem) KOMNOHEHMOS

O0OHOPCKOU Kposu npedcmasiensvl 8 pasoene A3.3.

[Tarmentam ¢ BKJI w3 rpynmsl pucka pa3BUTHS CHHIpPOMAa JIM3UCA OIYyXOJH
PeKOMeHAYeTCsl TPOBECTH NPOPMIAKTUKY CHHAPOMA, BKJIIOYAIOUIYIO aJCKBaTHYIO
rUApaTalyio 1 Ha3Ha4€HHE IPOTUBONOJArpUUECKUX IIpenapaToB O Havyasa jgeueHus [83,
84].

YpoBenb yOeauteqbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

Kommenmapuii: x epynne pucka pazeumus CUHOPOMA JUUCA ONYXOAU OMHOCAMCS
nayueHmsl ¢ OONBLUIOLU ONYXONEeB0l MACCOl neped KYypPCoM UMMYHOXUMUOMEPANUU
(Hanpumep, 8bIpAddCEHHBIE CHICHOME2ANU U/UIU TUMPAOEHONAMUSL C KOH2IOMEPaAmamu
JUMGOY37108, 8bICOKOE COOEpHCAHUE TUMPOYUMO8 6 nepudepuieckou Kpoeu, u/umu
noueuHas HedoCMamoyHOCmy ¢ Kiupencom kpeamununa <70 ma/mun). B smom cuyuae
HeoOxX00UMO npogecmu NPOPUIAKIMUKY CUHOPOMA, CONPOBOHCOAIOUe20Cs NOBbIULeHUEM
KOHYeHmpayuy Mo4egol KUCIOmbl (2Unepypukemus), 6KI0UAowWYIo  d0eK8amHuyo
euopamayuio u HAa3HaueHue APOMUBONO0OAZPULECKUX NPEnapamos (Hanpumep,

#Hannonypunon®* ¢ 0oze om 100 - 600 MT B CyTKH) 00 Hauana nedenus.

32



o [Tarmentam ¢ BKJI npu BO3HMKHOBEHMH OCTPOTO WJIM XPOHHUYECKOTO 00JEBOTO
CHUH/IPOMA PEKOMEH/AYeTCsl IPOBECTH TUATHOCTUKY MPHUUMUHBI O0JIEBOTO CHHAPOMA
U TIOCJIETYFOIIY IO TATOT€HETUYECKYIO HITH CUMIITOMATHYECKYIO TEpaIuio 60JIeBOro
cuHapoma [6, 40, 41].
YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)
Kommenmapuii: naubonee wuwacmas npuuuna ooau npu BKJI — 1okanvuwii
socnanumenvbHulll npoyecc (abcyecc, ocnanenue mkaueu). B smom ciyuae nHeodxooumo
nPoBOOUMb AKMUBHOE JledeHue ouaza B0CHAleHUus (6Kuouas, Npu HeoOX0OUMOCMU,
xupypeuueckoe aeyerue). Ilpu uckmrouenuu UHGEKYUOHHO-B0CHANUMENLHOU NPUPOObI
001e6020 cuHOpoma nayuewmy nposoOUmMcsa 00e3601u8arWaAs Mepanus COo2NACHO
Cywecmeyowum npomoKoiam 06e300aueanus (CM. coomeemcmeayiouue KiuHudyecKue
PeKoMeHOayuU no XpOHU4ecKkol OOnU, KIUHUYeCKUe peKOMeHOayuu no aHecme3suoio2u),
C yYemom B03MOJICHLIX NPOMUBONOKA3AHUL, CEA3AHHLIX C YUumonenuel, UHbIMU

KIUHUYECKUMU cCUumyayuiamu.

3.5 Onpenenenne 3¢ GeKTUBHOCTH JIeYeHUS

[Tarmentam ¢ BKJI Ha ¢one neuenus nntepdeponamu o (naTepdeponom anbda-2b** wm
#mruatepdeponom anbda-2a (40 k/la) **) wim #eemypagenubom** pexoMeHayeTCH OLICHKA

s dexTUBHOCTH JeueHus He pexe | paza B mec. (cm. [Ipunoxenue A3.5) [6, 13].

Yposens yoenqurebHOCTH pekoMeHaanuii — C (YpOBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB

—5)

Kommenmapuii: oyenka s¢ghgexmuenocmu npumeHenuss uHmeppepoHos npo8ooumcs He

panee uem uyepez 8 med. nocie mauana nevenus. Tepanus cuumaemcs 2¢)ghekmusHou npu

HAIUYUU NOJOHCUMENbHOU OUHAMUKY NO 8CEM UNU HECKOIbKUM napamempam (YMmeHvuleHue

yumonenuy, JauUM@Poyumo3a U MOHOYUMONEHUU, YMeHbUleHUe pasmepa Cele3eHKU U

sucyepanvHou aumgadenonamuu). Ipu crusicenuu mumgpoyumo3sa 8 Kposu npumepHo 0o 50%
i 0o 1,5% 10°/n, 0 1

U npupocme Heumpoguioe npumepHo 0o 1, 1, OGHHbBILL dMan jledenue 3a6epuiarm u

nPOBOOSIM KYpC XUMUOMEPANUU KIAOPUOUHOM.

[TanienTam, 3aBepHIMBIINM 3aIUIAHUPOBAHHOE JieueHue 1o noroay BKJI, pekomenayercs
olieHKa 3 EKTUBHOCTH JieueHus uepe3 6—12 Mec. mociie 3aBepiieHus Teparuu COrIacHO

MeXAyHapoaAHbIM KputepusM (cM. ITpunoxxenue A3.5) [6, 13].
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YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

A0KA3aTeJNbCTB — 5)

3.6 /lueTnuyeckoe JeuyeOHoe MUTAHUE

Opranuzanusi AMETUYECKOTo JIeYeOHOr0 MUTAHUS MAlUEHTOB C BOJOCATOKICTOYHBIM JICHKO30M
IIPU CTALIMOHAPHOM JICYCHUU B MEAMIMHCKUX OPraHU3alUAX IIPOBOJUTCS B COOTBETCTBUM C
JeicTByOIMMHU Tpuka3amMu MunucrepctBa 3apaBooxpaHeHus Poccuiickoit denepaunu, c
Y4ETOM COMATHYECKOTO CTaTyca U KOMOPOUIHOCTH MAIMEHTA, a TAK)XKE C YYETOM OrpaHHUYCHHIA B

IMUTAaHUU, CBA3AHHBIX C HAJIMYHUEM U CTCIICHBIO BHIPAKCHHOCTU HUTOIICHUU.
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4. MeauuuHCcKas peaﬁn.ﬂnTaunﬁ H CAHATOPHO-KYPOPTHOE€ JICUYCHUC,
MECAUIHNHCKHUEC IMOKa3aHUA M MNMPOTHBOIIOKA3AHUA K INPHMCHCHHIO METOIA0B
peaﬁmmTaunn, B TOM 4YHCJ/JI€ OCHOBAHHBIX HA HCIOJbB30BAHHH IIPHUPOAHBIX

JeyeOHbIX GaKTOpPOB

° Bcem manmentam ¢ BKJI Ha Bcex sramax Tepanuu 3a0oNeBaHUS, a TaKXKe IOCIE

3aBCPHICHUA JICKAPCTBECHHOI'O0 JICYCHUA PEKOMEHAYETCHA KOMILUICKCHAsA pea6I/IJII/ITaI_II/I5I

[42].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: cneyuanvHovlx memooos peadburumayuu npu BKJI ne cywecmeyem.
Peabunumayus nayuenmoe ¢ BKJI oondicna Hocums KOMIIEKCHLU Xapakmep, 0X8ambleds
MeOUYUHCKUe U COYUANbHO-NCUXOL02UYecKUe acnekmuvl aoanmayuu nayuewma K
HopmanvHot  orcusnu. ObveM  MeOUYuHcKou  peabunumayuu  paspadbamviéaemcs
UHOUBUOYATILHO OJIsL KAHCO020 NAYUEHMA 8PAYOM NO MEeOUYUHCKOLU peabuiumayuu npu
yuacmuu 8paua-cemamonoza. Kpome osmoco, npocpamma peabunumayuu O0oadxcHa
YUUmMul8ams COYUAIbHblEe U NCUXOJO2UYecKUue NpobieMvl nayuenma u Kuodams (no
NOKA3AHUAM) COYUATbHBIX PADOMHUKOS8 U NCUX0N0208. Peabunumayus npu 603nukHoseHuU
OCNOJICHEHUU 8 meueHue 3a001e8aHusi U JleYeHUus NpoGoOOUMCs 6  pAMKAX

coomeemcmeyroumux HO30/102U1l.
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5. HpO(l)I/I.]]aKTI/IKa H TUCHIAHCEPHOE Haﬁ.monenue, MEANINHCKHE

MMOKa3aHus U IIPOTUBONOKA3aHUA K IPUMCHCHUIO METO10B leO(l)I/I.]IaKTI/IKI/I

MetonoB mnpodpunaktukn BKJI B HacTosmiee BpeMsi HE CYIIECTBYET, HMOCKOJBKY
HEM3BECTEH ATUOJIOTUYECKUN (hakTop(bl), BEAYIIUI(€) K pa3BUTHIO 3a00JI€BaHUSI.

Bricokast yactoTa MH(EKIMOHHBIX OCIOKHEHUH y TAIlMEHTOB B pa3BepHyToi (aze BKII
(BepBBIC BBISBICHHBIA WM PELUINB, IPOTrpecCUpoBaHe 3a00sieBaHUs), OCOOCHHO B MEPHO

HEHTPOIIEHNH, AUKTYET HEOOXO0AUMOCTh Ha3HAUCHHUS IIPETIapaToB s MPO(UITAKTUKH.

o Bcem nmanmentam ¢ BKJI mocne 3aBepiueHus Tepanuu peKOMeHAYeTCsl MOXHU3HEHHOE

JUHAMHUYecKoe HaboeHre y Bpada-remMarosora [6].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 5)

Kommenmapuii: 0ns  ceoeepemenno2o oOHapyacenus peyuousa BKJI neobxooum
KOHMPONb 00We20 (KIUHUYecKo20) amaiu3a Kpoeu He pedce 2 pasz 6 200 u pasmepa
cenezenku He pedice 1 pasa 6 200. Peyuousvl BKJI ¢ meuenuem 8pemenu pazeusaiomcs 6
nooasnalouem 601bUUHCmEe cayuaes ¢ 4acmomou eviaeieHus 00 35% npu meduane
Habnodenus 5 1em u 00 50% npu meouane 10 nem. Peyuousvt moeym 603HUKAmMb yauye u
6 boJlee paHnue CPOKU Y MOJOObIX NAYUEHMO8 (0ebrom 3a001e8aHUA 8 803PACTE MOLOHCE
45 nem) u npu docmudcenuu auwb yacmuurol pemuccuu. Ilpu nodospenuu na peyuous
BKJI nposooumcsa obcredosanue, ananiocuiHoe nepeutHoMy npu yCmaHo81eHuu OuazHo3da,
071 MOYHOU epupurkayuu peyuousa 3a601e6anus U UCKIIOYEHUs. Opyeux 3a00ne6aHuil
(cocmosnuil), npueOOAWUX K YUMONEHUU, CHACHOME2ANUU U MO2YWUX UMUNUPOBAMDb

peyuous.

o [Tarmentam ¢ BKJI B pa3BepHyToii (haze 3ab6oneBanus (BIepBbIe BBISIBICHHOE, PEIUIUB,
IPOTPECCUPOBAHKE) C HATMYUEM HEHTPOTIEHUH /WM STH30/10B HHPEKIUH (B TOM YHUCIIE,

B aHaMHeE3€) pekoMeHayeTcs rnpopuinakruka nHpeknuii [50-54, 70] (em. paznen A3.1).

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJabCTB — 5)

Kommenmapuii: npoghunaxmuxa nokazana O0as UHGeKyuill, Bvl36AHHbIX 2pudamu u
supycamit, 0COOEHHO 8 nepuood OIUMENbHOU HEeUMPONEeHUlU, d MAaKIce 8 SpYnne blCOKO20
pUCKa, Hanpumep, € UACMbIMU WULU MANCENLIMU UHDEKYUAMU 68 aHAMHe3e.

IIpogunaxmuxa 6axkmepuanvHvlx uHeKyul CmaHo8UmMcs MeHee akmyaibHoU no npuduHe
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Y8enuyeHus: NOIUPe3UCMeHmMHbIX OaKxmepuii U NPo8OOUMCs Y ONPeOeleHHOU Kame2opuu

OONIbHBIX.

[Tamentam ¢ BKJI npu nmmanupoBanum cruieHakromuu, a Takxke c¢ BKJI Bnepseie
BBISBJICHHBIM, II0CJE JIEYEHUS, B PELUJUBE, IIPU IPOTPECCUPOBAHUU, C HAIUYUEM
HEUTPOIIEHNH W/WIIM 3MHU30/I0B THEBMOIMCTHON MHEBMOHUU (B TOM YHCJIE, B aHAMHE3€)
peKOMeHAyeTCsl BaKLMHAIMA MPOTHB Streptococcus pneumonia st HpOoQHIAKTHKA

MTHEBMOKOKKOBOM nHpekmu [[59, 68].

YpoBenb yOeautenbHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JA0Ka3aTeJabCTB — 5)

Kommenmapuii: ¢ ciyuae omcymemeus eakyunayuu npomue Streptococcus pneumoniae
00 CHIIEHIKMOMUU DPEeKOMEeHOYemcs npogedeHue eakyuHayuu uepes 3-6 mec nocie
cnaenskmomuu. Pesaxyunayuro npomue Streptococcus pneumoniae pekOMeHOYemcs

npo6ooumb Kasxcovle 5 jiem.
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6. Opranmszanusi OKa3aHusl MeJUIUHCKON MOMOIIH

MenuuuHckas IoMoIllb, 3a UCKIIFOYEHUEM MEIULIMHCKOM ITIOMOIIY B PAMKaX KIMHUYECKON
anpoOanu, B cootBeTcTBHUM ¢ DepepanbHbiM 3ak0oHOM OT 21.11.2011 Ne 323-®3 (pex. ot
25.05.2019) «O6 ocHOBax 0XpaHbl 30pOBbs Ipaxad B Poccuiickoit dexepanum» opranuzyercs

M OKa3bIBACTCA:

1) B COOTBETCTBHH C MOJIOKEHHEM 00 OpraHU3alMy OKa3aHUsI MEIUIIMHCKON MOMOIIH O
BUJAM MEIMLIMHCKOW IOMOINHM, YTBEPXKACHHBIM YIIOJIHOMOYEHHBIM (eaepanbHbIM
OpPraHOM MCIOJIHUTEIbHOM BIIACTH;

2) B COOTBETCTBHUHM C MOPSAKOM OKa3aHUS MOMOIIM IO MPOPHII0 «TeMaTOJOTH»,
00s3aTeNbHBIM ISl MCHOJHEHUsT Ha Tepputopun Poccuiickoit Denepanun BceMU
MEIULMHCKUMU OpraHu3alusIMU;

3) Ha OCHOBE HACTOAILIUX KIMHUYECKUX PEKOMEHALIHI;

4) c yderoM CTaHAApTOB MEAMIMHCKOW MOMOINHM, YTBEPKIEHHBIX YIOJIHOMOYEHHBIM

dbenepanbHBIM OPraHOM UCTIOTHUTEIHLHOM BIIACTH.

[lepBuyHas crnenualn3upoOBaHHAsT MEIUKO-CAaHUTApPHAsE MOMOIIb OKAa3bIBAETCS BPauOM-
reMaTojJoroM W HMHBIMH  BpauyaMU-CIICHUAIUCTaMH B LEHTpe  aMOyJaTOpHOM
reMaTOoJIOTMUECKOM/OHKOIOTHUECKOM ITOMOLIA 0o B MIEPBUYHOM
reMaTOoJOrMUYECKOM/OHKOJIOTHUYECKOM KaOWHEeTe, MEePBHYHOM TI'eMaTOJIOTHYECKOM OTICIICHUH,

MOJIMKIIMHUYCCKOM OTACJICHUH OHKOJIOTUYCCKOI'O JUCITaHCEpa.

ITpu BeIABiIeHUU y nmanueHnTa BKJI nnam nmogo3peHnn Ha HEro Bpauu-TEpaIeBThl, Bpayu-
TEpareBThl YYacTKOBBIC, Bpaud OOIIEH MPakTHKH (CeMeiHbIe BpauM), BpauU-CIICIIUATUCTBHI,
CpeAHHE MEAWUUHCKHE PAaOOTHUKM B YCTAHOBJIEHHOM IMOpSAKE HAIMpPABISAIOT NalMEeHTa Ha
KOHCYJIBTAIIMIO B LIEHTP aMOyJIaTOPHOH reMaToIorn4ecKOoi/OHKOJIOTHYECKON MoMoH J1u0o B
NEPBUYHBI  TeMaTOJIOTMYEeCKHi  KaOWMHEeT, NEepBUYHOE TIeMaTOJIOIMYecKoe  OTIeNICHHE
MEIULMHCKOM OpraHu3aluy i1 OKa3aHUs €My IIEpBUYHOM CIELUAIU3UPOBAHHOM MEIHUKO-

CaHUTapPHOU ITOMOLIN.

Bpau-rematonor amOynaTopHOTO MJIM CTAllHOHAPHOTO 3B€HA FeMaTOJIOTHUECKOM MOMOIIN
OpPraHU3yeT BBIMNOJHEHHE AMArHOCTHUYECKUX HCCIEIOBaHMNA, HEOOXOOUMBIX Il YCTaHOBJICHUS

AWarHo3a, BKIJIro4asa paclpoCTpaHCHHOCTb U CTAJUTO 3a00JIeBaHUs.

B CJIyda€ HCBO3MOXKHOCTU MPOBCIACHUA JTUATHOCTHYCCKUX PICCJIC,Z[OBaHPII)'I anucHT

HampaBJIACTCA JICHAIllUM BpadyOM B MCAUIUMHCKYIO OPraHU3alui0, OKa3bIBAOIIYH0O MCOAUIIUMHCKYTO
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moMompb IIalMeHTaM C I'éMaTOJIOIr'M4CCKUMU 3a00/I€BaHUSIMHA AJId YCTAHOBJICHUA JWAr"Ho3a u

OKa3aHus CHGHH&HHSHPOB&HHOﬁ, B TOM YHCIJIC BBICOKOTCXHOHOFHHHOﬁ, MGI[PII.IHHCKOﬁ IIOMOIIH.

ITpu BeraBnennn BKJI nnm nomo3peHnn Ha HEro B X0J€ OKa3aHMs CKOPON MEIUIIMHCKOM
IIOMOILM TAlUEHTa MEePEeBOAAT MU HAINPABISIOT B MEAMIMHCKAE OpPraHU3allMH, OKa3bIBAOILKE
MEIULIMHCKYIO TIOMOIIb MAIlMeHTaM C IeMaTOJIOTHYECKUMHU 3a00JCBaHUAMU, I ONpPEACICHHS
TAKTUKA BEACHUS UM HEOOXOJUMOCTH TPUMEHEHUS JIOTOJHUTENIBHO JPYTUX METOJIOB

CIICIUAJIM3UPOBAHHOI'O IIPOTUBOOITYXOJICBOT'O JICUCHUS.

CHGI_[I/IaJII/BI/IpOBaHHaSI, B TOM 4YHCJIC BBICOKOTCXHOJJIOTHYHAsA, MCAUIIMHCKAasa IIOMOIIb
OKa3bIBACTCA BpadyaMU-TCMATOJIOTaMU B MCAUIIUHCKHUX opraHuzanusiax, OKa3bIBAKOIIIUX
MCAUIIMHCKYIO ITOMOIIb MalUCHTaM C BK.H, UMCIOIIUX JIUICH3UIO, H606XOI[I/IMYIO MaTCpHuaJIbHO-
TCXHUYCCKYTO 6213y, CGpTH(bHHHpOBaHHBIX CIICIUAJIMCTOB, B CTALIMOHAPHBIX YCIIOBHUAX U YCIIOBHUAX
AHCBHOI'O CTallMOHApa W BKJIIOYACT HpO(bI/IJIaKTI/IKy, JAUArHOoCTUKY, JICHCHHUC I'CMATOJIOTMYCCKUX
3360H€B&HH§I, Tpe6yloumx HCIIOJIB30BaHUA CICHUAJIBHBIX MCTOJOB U CJIOKHBIX YHUKAJIBbHBIX

MCAHUIIUHCKHUX TeXHOHOFHﬁ, a TaKKC MCIUIIUHCKYIO pea6I/IHI/ITaHI/IIO‘

B MenunumHCKoN opraHu3aniy, oOKa3bplBarolled MeIMIUHCKY0 nomMols nanuesTam ¢ BKJI,
TAaKTUKa MEIULMHCKOTO 00CIIeIOBaHUS U JICUCHHs YCTaHABIMBACTCS BpauaMHU-TEMaTOJIOTaMH C
NPUBJICUEHUEM NPU HEOOXOTUMOCTH JPYTUX Bpaueil-CIEIHaInCcTOB, MPU HEOOXOIUMOCTH — C
IPOBEJICHUEM KOHCWIMyMa. PemieHue KoHCwinyma Bpauedl odopMisieTcss HpOTOKOJIOM,
MOANMCBIBACTCS YYaCTHUKAMU KOHCUIMYMAa Bpadel U BHOCUTCS B MEIULIMHCKYIO JOKYMEHTALUIO
naruenTa. Tak, Bcem nanuerTaM BKJI ¢ koMopOHIHOCTBIO, KOTOpasi MOXKET MOBJIUATH Ha BEIOOD
IIpOrpaMMbl  IIPOTUBOOIIYXOJIEBOTO JICUYECHHMs], IEpE] HaydajloOM TEpalud [0 IOKA3aHUSAIM
MPOBOJAUTCA MpUeM (OCMOTpP, KOHCYJbTallMs) COOTBETCTBYIOILIEIO Bpaua-crenuanucta (Bpada-
aKylIepa-ruHEKO0JIOra, Bpada-KapAHoJora, Bpaya-HEBpOJIora, Bpaya-0TOPMHOJIApUHOIIOra, Bpaya-
ypoJiora, Bpayda-KOJIOIPOKTOJIOra, Bpada-dHAOKPUHOJIOTa, Bpada-IyJbMOHOJOra, Bpada-

¢dTu3narpa, Bpaua-uH(EKINOHNUCTA, Bpaya-aHECTE3U0JI0ra-PeaHuMaToIIora 1 Ip.).

IToxa3aHus K rOCIUTAIM3ALUU B KPYTJIOCYTOUYHBIN WX JTHEBHOU CTALIMOHAP MEIULIMHCKOMN
OpraHu3alyy, OKA3bIBAIOLIECH CIEHHUAIU3UPOBAHHYIO, B TOM 4YHUCJIE BBICOKOTEXHOJOTMUYHYIO,
MEIMLMHCKYI0O  TOMOIIb 1O  TPOPHII0  «TEeMaToJIOTUS»,  ONPEACISIOTCS  BpavuoM-
reMaToJIOrOM/KOHCHIIMYMOM Bpaueil C IMPHUBICYEHHUEM IPH HEOOXOAMMOCTH APYTUX Bpaueii-

CIICIHNaJIMCTOB.

IMoxa3zanus NJid IJIAHOBOM TrOCIUTAJIN3AINA:

1) mpoBezeHHEe Tepanuu B CIy4asx, TPEOYIOUIMX KpPYTJIOCYTOYHOTO HaOIIOAEHUS 3a

39



2)

MAIMEHTOM IO TSHKECTH COCTOSHUS, 00YCIOBIEHHOTO JIEHKO30M MJIM OCIIOKHEHUSAMU
3a00JIeBaHusl, MM 10 MIPUYMHE PUCKOB OCIOKHEHUH, CONMPSDKEHHBIX C MPOrpaMMOin
JICUEHHUSI WM COMYTCTBYIOIIMMU 3a00JIeBaHUSIMY;

oOcieloBaHUE MALMEHTa, B TOM YHWCIE BKIIOYaoliee OHONCHUM M WHBA3WBHBIC

BMCIIATCJIIBCTBA, B CIy4asaX, KOrga OHO HC MOKCT OBITH MMPOBCACHO aMGYJIaTOpHO.

[Moxa3anus AJ151 IKCTPEHHON IOCHUTAIN3ALMHU:

1)

2)

3)

4)

pasBuTHE TsDKenIoM MHpekuuu (B cBs3u ¢ HedTpomenueidl npu BKII 3atpyaneno
¢dopMHpOBaHHE OTYETIIMBOTO oOdYara HWHQPEKIUH, MOITOMY TSKECTh HH(pEeKIuu
onpeneNsercss THIEePTepMHEN, He KyNHpyeMOoW aHTHOAKTepHaJbHOW Tepamuei,
CUMIITOMaM{ MHTOKCHKAllMH, IIPU3HAKAMHU CENTHUYECKOTO COCTOSIHUS, bIXaTeIbHON
HEJIOCTAaTOYHOCTH);

TSDKEJIOE COCTOSHUE B CBSA3M C HAJMYMEM JIEKOMIIEHCUPOBAHHBIX, YTPOKAIOLIUX
KU3HM  IMTONMEHUH  (cuMmTOMHAas  TiyOokast ~ aHeMus,  3HAYMTEJIbHBINA
reMOpparuuecKuii CHHAPOM, HEUTPOTIeHHsI ¢ MH(PEKIIMOHHBIMH MTPOSBICHUSIMN ),
pasButue ocnoxxkHeHuil BKJI, Bxirouast pa3pslB (WM yrpo3y paspblBa) CEJIE3EHKH,
HEHUPOJICUKEMUIO, [HEBMOHUS WM IUIEBPUT C [PU3HAKAMM  JBIXATCIbHOU
HEZ0CTaTOYHOCTH, IApaHEOIUIACTUYECKUE U AyTOMMMYHHBIE CHUHAPOMBI, ApPYyTHE
OCJIO’)KHEHUS, YTPOXKAIOIIHNE KU3HU;

pa3BUTHE OCJIO)KHEHUH TEepanuy, BKJIIOYas MHEJIOTOKCUYECKMH arpaHyJOLMTO3 C
JMXOPAJKOH, TSHKeIble MH(Y3UOHHBIE PEaKIIUH U IPYTHUE OCI0KHEHUS, yTPOXKAIOLIHIE

JKHN3HHU.

IToka3aHusi K BbINKMCKE MAllHEHTA U3 cranuoHapa:

1)
2)
3)
4)
5)

3aBepIIeHHe 00CIeT0BaAHUS;

3aBepIlICHHE Kypca JICUCHUS;

nepexoj Ha aMOyJIaTOPHBIN ATaIl JICUCHHUS;

JOCTH)KEHUE 0XKUIaeMoro 3¢ dekra oT JIeUeHus;

B CllydasiX, KOTJa [0 pEIIeHHI0 BpaueOHOW KOMMCCUHM IpeObIBaHWE MalMeHTa B
CTallMOHAape HE II0Ka3aHO B CBA3M C OECIEPCIEKTUBHOCTHIO JICYCHHUS U

HGO6XOI[I/IMOCTI>IO OKa3aHMs TOJBKO MaJJIHaTUBHOMN IIOMOIIIH.

3aKiroueHre O IeNecO00pa3sHOCTH TepeBoAa MalUeHTa B MPO(QUIBLHYI0 MEIUIUHCKYIO

OpraHM3alMI0 COCTABJISIETCA MOCIE IPEIABAPUTEIBLHON KOHCYJIBTALMU 10 IPEAOCTABICHHBIM
MEIUIIMHCKUM JOKYMEHTaM (B TOM YHCJE, B pPaMKaX TEIEMEIUIMHCKONW KOHCYIbTAIlUH) H/UIN
MPEIBAPUTEIBHOTO OCMOTPA MALMEHTA BpayaMHU-CIIELIUATMCTaMU MEIUIIMHCKON OpraHu3anuu, B

KOTOPYIO IUIAHUPYETCS TIEPEBOJ.
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7. JonmosHuTebHAsE HHPoOpManus (B TOM 4Yucjiae GaKkTopbl, BJUSAOIINE HA

HUCXO0/ 3a00J1eBAHUSI WJIM COCTOSIHHSA)

7.1 Tepanusi 0c10:KHEHHMI BOJIOCATOKJICTOYHOIO JIeHK03a M ero cnennuueckoro JeyeHus

7.1.1. Heilitponenus npu BKJI

Helitponienus (a Takxe yacTo MOHOLMTONEHMs) XapakTepubl aias BKJI u 3HauntensHo
MOBBIMAIOT PUCK MH(EKIud, B T. 4. (atanpHeix. ['uneprepmus npu 3ToM 3a00JeBaHUU HE
SBIISICTCS CUMIITOMOM OITYXOJIEBOM MHTOKCHUKALIMH, @ WHQEKIUHN CIy>KaT OCHOBHOW HMPUYMHON
neransHOCTH Tipu BKJL, mosTomy nmo6ast runeprepmus, He CBsI3aHHAsI C MUPOT€HHON peakiuei Ha
pUMEHEeHHE HHTEP(HEPOHOB, TOJDKHA PACLIEHUBAThCA KaK HH(PEKIIMOHHOE OCIIOKHEHHE U TpedyeT
HEMEJUICHHOW aJIeKBaTHOM Tepanuy MPOTUBOMUKPOOHBIMH MpenapaTaMyu CUCTEMHOTO JIEHCTBHS,
B T. Y. aHTUOAKTEpHAJbHBIMH IIperapaTaMd CHCTEMHOTO JACHUCTBHUS (IO MOKa3aHUsIM —
NIPOTHBOBUPYCHBIMH IperapaTaMi CUCTEMHOTO JCHCTBUS, MPOTHBOIPHOKOBBIMH IpenapaTaMu
CHCTEMHOI'0 JCWCTBUS M HWHBIMHU) TMpemaparamu. Haumbornee 4YacTo BO3ZHUKAIOT 3aTsDKHBIC
OpOHXMTBI, THEBMOHMHU, WHQEKIMH MITKAX TKaHed (abcuecc, QuierMoHa, MapanpoKTUT),
CHUHYCHUTBI, TOH3WUIUTHI, WH(EKIMs, BBI3BaHHAs BHPYCOM IMPOCTOro repreca. TedeHue
uHpekmonHoro npouecca npu BKJI oTimyaercss cKIOHHOCTBIO K T€HEpaIu3aluu (Cerncuc) u
abcuennpoBanuio. Bo3aMoXxHO coueTaHue ¢ TyOepKyIe30M.

AnTHOaKTEepUanbHas Tepanus H NpopHIAKTUKAa TPUOKOBOW, BHUPYCHOW HH(pEKIui
MPOBOJISATCS] COTJIACHO TPHUHATHIM IMPOTOKOJAM JUIS JIeYeHHS MH(EKIMOHHBIX OCIO0XHEHUI B
reMaTrojiorui, B T. . B Iepuox arpanyigonuroza (cMm. pasmen 7.2 u  A3.1).
Kononunectumymnupytroumme dpakropsl (ATX: LO3AA) npu BKJI pyTuHHO HE TPUMEHSIOT, OJHAKO
OHM MOTYT TPUMEHATHCA B Cllydyae TSDKEIBbIX HMH(EKIHid, cencuca Ha QoHe TIiyOoKon
HEHTPOIIEHNH, arpaHyJIOIUTO3a.

7.1.2. I'emopparnyeckue ocjoxHenust npu BKJI

Hecmotps Ha TpoMOOLIMTONIEHHIO, BBIpa)KEHHBIE FeMopparndeckue nposisienus 1 BKII
HexapakTepHbl. OOBIYHO BCTPEYAETCS] YMEPEHHBIH KOXKHBIH TE€MOpPPAarHuecKuil CHHIPOM,
KyIHpPYEMbIii CHUMITOMATUYECKON Tepanuei, He TpeOyromuil 3aMeCTUTENbHBIX TpaHCY3Hi
TpoMbonMTapHOi Maccel. Ilpu riryGokoit TpomOouuronennn (<20x10°/1) ¢ BBIpaKEHHBIM
reMOpparu4eckuM CHHIPOMOM HIM Ha (oHEe HMH(PEKIMOHHOTO TMpolecca HEOoOXOAUMBI
TpaHchy3un TpoMOOIIMTapHOI Macchl (cM. pasznen A3.3).

7.1.3. Anemmnueckuii cunapom npu BKJI
Knuanyeckn xomneHcupoBanHas anemusi nipu BKJI ¢ ypoBHem remornmo6una >70 r/n

0OBIYHO HE TpeOyeT 3aMeCTUTEIbHON TpaHCPy3nOHHOM Tepanuu. OIHAKO MPU JIEKOMIICHCAIUH,
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CBSI3aHHOM C aHEMHeW, TeMOTPAaHCPY3UH SPUTPOLMUTCOACPKAIIUX KOMIIOHEHTOB KPOBHU
MIPOBOSATCS TPH JTFOOOM ypoBHE TeMoriobuHa (cM. pasaen A3.3). HeoOXoauMo yTOYHHUTH BHIT
aHeMHUH, TaK KaK MPUYMHA JAHHOTO OCIIOXKHEHHS MOXeT ObITh He cBsizaHa ¢ BKJI (wacro —
neuuuT xenes3a, BuTaMuua B12), u Ha3HAYUTH COOTBETCTBYIOINIYIO Tepanuio. [Ipu uckmoueHnu
UHBIX TPUYUH AaHEMHM, CTOMKOM CHIDKEHHM YpPOBHA TeMorjobomHa ao <50 r/m Tpebyercs
Ha3Hau€HWe IpenaparoB, cTUMyiupyoomux remonod3 (BO3XA [lpyrue aHTHaHEMHUYECKHE
Ipernaparsl) B 103aX, COOTBETCTBYIOLINX HHCTPYKLIUSIM.

7.1.4. UH(papKT U pa3pbIB cele3eHKH

WNudapkt u pa3pbIB cene3eHKH — penkue ocioxHenuss BKJL, HecMoTps Ha 3auactyio
3HAYUTENIBHO BBIPAXKEHHYIO CIUIEHOMeEranuio. Pa3peiB cene3eHkH (OOBIYHO MOCJE TPaBMbl) —
MOKa3aHWe K HKCTPEHHOW cruieH kToMuH. [Ipu pa3BuTHHM MHQapKTa CeNe3eHKH BO3MOXKHA
KOHCEpBaTHBHAs TAKTUKA JCUCHHS C MPUMEHEHHUEM aHTHOAKTepHaabHON Tepanuu. [IoBTOpHBIC
MH(APKTHI CEIE3EHKH TaKXKe SBISAIOTCS MOKa3aHUEM K CIUIEHIKTOMUH (CM. pa3znen A3.4).

7.1.5. OcioxHeHusi, CBfiI3aHHbIe ¢ BBeJdeHHMeM HHTeppepona auabda-2b** n
#mrunrepdepona aabpa-2a (40 k[da)**, kaagpubuna, CD20 (xiacrepoB
auddepenunposku 20) HHrHONTOPOB.

Humepdghepon anvepa-2b** u #nzcunmepgpepon anvpa-2a (40 k/la)**

OTuUM TpenapaTaM CBOWCTBEHHA IMUPOTEHHAas peakuusi (TPHUIIONOAOOHBIN CHHIPOM),
CTENEHb BBIPAKCHHOCTH KOTOPOW MHIMBHIyajdbHa M BapbUpyeT OT OECCHUMITOMHOIO
cyOhebpunuTeTa 10 TEKTHYECKON JTMXOPAIKUA ¢ 03HOOOM, OOJISIMU B CycTaBax M MbIiax. Yamie
BCTPEYAETCS YMEPEHHAsi MUPOTEHHAs pPeakiysi, BHIPAXKEHHOCTh KOTOPOH B TeueHHE 2 Helelb
MOCTETNICHHO CHIKAETCS 10 MUHHMYMa I10 Mepe «IPUBBIKaHU». [ mpoUIaKTHKN JaHHOTO
OCJIOKHEHUSI TepalMio JaHHBIMU TpenapaTamMH IMPOBOAAT C IpeMeAMKaluell HecTepOMIHBIMU
MPOTHBOBOCTIAJUTEIBHBIMA U MIPOTHBOPEBMATHUYECKUMU TpenapaTaMy, U HAYMHAIOT JICUEHHUE C
CHIDKEHHOH 10361 MHTEP(PEPOHOB, MTOCTETIEHHO 3a |—2 HeeNn NOoBhIIas ee 10 «padbodein» 10361
3 mun ME.

Kpaiine penxo mpu tepanuu uaTephepoHoM anbha-2b** u #rmrunteppepoHom anspa-2a
(40 x/la)** pa3BUBarOTCSI IMMYHOKOMITJIEKCHBIN BaCKYJIUT, HHIYPATUBHBIH MUO3HT, TPEOyIOIINe
OTMEHBI TIpenapaTa u Teparnuu IIIKOKOPTUKOUIAMHU U I1a3Madepesa.

[Tpu nmoBwieHnn Ha (oHE NedeHus: uHTeppepoHoM anbha-2b** u #myruntephepoHom
anb(a-2a (40 k/la)**akTuBHOCTH aMUHOTpaHC(epas TpeOyroTcs HckitoyeHne renatutos B u C,
OIpeJIeIeHHe AaKTUBHOCTH acrapTaTaMUHOTpaHC(pepa3bl B KPOBHU, ONPEAETICHHE AKTUBHOCTU
aJlaHMHAMUHOTpaHc(epa3sl B KPOBHM B JMHAMUKE C BPEMEHHOW OTMEHOM JieUeHUs Npu

npesbimieHnn AJIT u ACT BepxHel rpaHuibl HOPMBI Oojiee yeM B 5 pa3 U IpOBeIECHUEM
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renaToOTPONHON U IE3UHTOKCUKALIMOHHOM TEPAIUH.
Knaopubun

[Tpenapat He TokcuueH (B npuMensieMbix pu BKJI no3ax ve obnamaer kapauo-, remaro-,
HeppO- U HEHPOTOKCUYHOCTHIO), HE BBI3BIBAECT TOLIHOTY M pBOTY. Penkoe ocnoxuenue (2%
cllyuyaeB) — HEMH(EKIMOHHAs TUIIEPTEPMHUSI TIOCIIE BBEICHUS, KOTOpas yalle HabIroaaeTcs npu
CHUHJpOME JIM3Mca onyxonu. lIpenapar BeI3bIBa€T MHEIOTOKCHUUYECKUN arpaHyJIOLUTO3, OJHAKO
IpU €ro MPUMEHEHHUH IOCcie Kypca Tepanuu MHTep(epoHaMH 3TO OCIOXKHEHHE HaOII0IaeTCs
mumb B 5% ciydaeB W anurTces 2—5 nHed. B 3ToM ciyuyae mpoBOAMTCS CTaHIApTHas
npopmIakTuKa MH()EKIIMOHHBIX OCIOKHEHUH, KOJIOHHECTUMYIHpYIoNne (HakTopbl OOBIYHO HE
IIPUMEHSIIOT.
Monoxknonansnovie anmu-CD20 aumumena (LOI1FA CD20 (knacmeput oughghepenyupoexu 20)
UHZUOUMOpLY)

IIpenapaTsl BBI3BIBAET CTaHAAPTHBIE OCJIOKHEHHS, 4Yallle CBSI3aHHBIE CO CKOPOCTBIO
BBeleHUA. [IpUMEHSIOT AHTUTMCTAMUHHYIO TEpalnMio, Ha3HA4YaloT TJIIOKOKOPTHUKOW[BL,
YMEHBIIAIOT CKOPOCTh BBeACHUS #putykcumaba** (cm. [Ipunoxxenue A3.2).

7.2 IMarHocTHKA U JevyeHne NHPEeKIHOHHBIX 0CJI0KHEHUH BOJ0CATOKIETOYHOIO Jeiiko3a

Wndexnun sBisioTcs BeAyIMMHU ocioxHeHusMu npu jeuyennu BKIJI, 6onee Toro, onn
SBJISIIOTCSI OCHOBHOM MpuunHO# JetanbHocTH pu BKJL. OCHOBHBIM (hakTOpOM, ONpeaesIOnIM
pasBuThe UHPEKIMOHHBIX OCIOKHEHHH, SBJIETCS HeWTponenus (HedTpoduisl <0,5x10°/1) unu
nerikonenus (nerikorutel <1 000x10%/1), a TakkKe JIUTEILHOCTH HeWTporneHuu Oonee 10 mHE.
Puck pa3Butus MHQEKIH BO3pacTaeT MpHU MOBPEXKICHUU CIHU3UCTHIX O0OJIOYEK XKeNyI0YHO-
KUIIEYHOTO TpakTa, HAJIMYMU IIEHTpajbHOro BeHo3Horo karterepa (LIBK). [umarnoctuka u
JeyeHre WH(QEKUMOHHBIX OCJIO0XHEHUH, 3aKOHOMEPHO BO3HHUKAIOMIMX IPH HEUTPONECHUU Y
nanquentTa ¢ BKJIL, ocymectBiaseTrcs  HENOCPEACTBEHHO B IEPUOJ]  IPOBEICHUS
IIPOTUBOOITYXOJIEBOT'O JICUECHHUSI JIEUKO3a.

Jns  uHpeknuid nepuoga HEHTPOIICHUHU/JIEHKONEHUH XapaKTePHbBIMH PU3HAKAMU

SABJIAKOTCA:

® CKYAHOCTb KIIMHUYECKUX NPOSIBICHUN;

® BEPOSTHOCTh HAIWYMA OJHOBPEMEHHO pa3HbIX BO30OynuTeneil u pa3HOU
JIOKaJIU3alMy UHPEKIIMOHHOTO MpolLecca;

® BO3MOXHOCTb TNOSIBJICHHUS IPYrHX BO30yAWUTENEH W JPyroro Mo JOKaJIH3aluu

MHQEKIIMOHHOTO Tpoliecca 110 Mepe YAIMHEHUS Ieprojia HEeHTPOTICHUH.
HaunOonee yacTbIMM TpPOSBICHUSAMH KIMHUYECKU JIOKA3aHHBIX WHQEKIUN SBISIOTCS
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MHEBMOHUS, MH(EKIMs MATKUX TKaHed, MHQEKUus MPOMEKHOCTH (B T.4Y. MAPANPOKTHUT).
MuKpOOHOIOTHYECKUM  TIOATBEPKJICHHEM HWHQPEKIMH B MEPUOA TPaHYJIOLHUTONCHUU B
OOJIBLITMHCTBE CITy4YaeB SIBJISICTCS BBIICICHUE MUKPOOPTaHU3MOB U3 TEMOKYJIBTYPHI.

Bo Bcex cimyyasix BEpOSTHOTO MJIM YCTaHOBJIEHHOTO MH(EKIIMOHHOTO Mpolecca cienyer
aKTHUBHO MPOBOJUTH AMArHOCTHKY, HAIPABJICHHYIO Ha BBIBICHHUE, KaK 04aroB MH(EKIHNHU, TaK U
STHOJIOTUYECKUX areHTOB, HE3aMEIUTEIbHBIH 3a00p 00pa3loB KIMHUYECKOTO MaTepuaya OT
MalyeHTa A MPOBEACHUS MHUKPOOHOIOTMYECKHX HCCIIEAOBAaHUM (OCOOCHHO NpU aHAMHE3e
npueMa TIIOKOKOPTHKOUIOB, M B TOXHJIOM BO3pacTé — BO3MOXKHOCTh CENTHLEMHH C

HOPMOTEpPMUEN ).

[Ipu HeHTpomeHMH OCMOTp TNAIMEeHTa BKJIIOYAET: AaKTHBHBIM ompoc OOJBHOTO
OTHOCHUTEJIFHO BO3MOHBIX CUMIITOMOB WH(EKITUH, BKIIOYasi HAJTMYUe O0JIeH 1Mo X0y MUIIEBO/A,
B IIPOMEKHOCTH; OCMOTP CIM3UCTON O00O0JIOUKH MOJOCTU; OCMOTP KOXKH (CENTUKONMMEMHUYECKNE
Ouyarv); OCMOTP MECT YCTaHOBKHM KaTeTepoB (NP HAJIWYUM); ayCKYJbTallWsl I'PYyIHON KIETKU
(>kecTKOE NbIXaHHWE B OTCYTCTBHE XPHUIIOB, MUHUMAJIBbHOE KOJIMYECTBO BIAXKHBIX XPUIIOB Ha
OrpaHUYEHHOM YYacTKE MOTYT ObITh HauaJIbHBIM IIPOSBJICHUEM ITHEBMOHUN ); MAJIbIIALUs )KUBOTA
(Oonmu unu «yp4aHue» MpH Malblalldi B MPaBOW MOJB3IOLIHON OOJIACTH — MEPBbIE CUMITOMBI

MICEBJJIOMEMOPAHO3HOTO KOJIUTA ).

[Tpy runepTepMuM BBINOIHAIOT MUKPOOHOJIOTHYECKOE (KYIbTypalbHOE) MCCIECIOBAHNE
KPOBH Ha CTEPHJIBHOCTh; MHKpoOMoONIOrHueckoe wuccienoBanue ynaneHHoro LIBK (mpu
MOJIO3PEHUH Ha KaTeTeP-aCCOLMUPOBAHHYIO MH(EKIIMIO); MUKPOOHOIOTHYECKOE HCCIIeI0OBAaHNE
Ma3KOB U3 yYaCTKOB BOCIIAJICHUSI; MUKPOOHOIOTHYECKOe (KYIbTYpaIbHOE) UCCIICIOBAHUE MOYH;
MHUKPOCKOIMYECKOE, MUKPOOHOIIOTHYECKOe (KYIbTYpajJbHOE) M MOJEKYJISPHO-OHOIOTHYEeCcKOe
UCCIICIOBAaHHE CIIMHHOMO3TOBOM JKMAKOCTH (TMPU HAJIMYUKA CHMOTOMOB MEHMHIHTA, WU
oOHapykeHuH ouara (ouyaroB) B roimoBHoM wmosre npu KT wumu MPT). Hccnenoanue
cnuHHOMO3roBoM kuaAKocTH (CMIK) BKIIOYAaeT UUTOJOTMYECKOE HCCIEIOBAaHUE KIIETOK
CIIMHHOMO3TOBOM KHMJIKOCTH, MUKPOCKOIIMUYECKOE M MHUKPOOHOIOTHYEecKoe (KyJIbTypalbHOE)
UCCIICIOBAaHMS CIIMHHOMO3TOBOW KHMJIKOCTH, B TOM YHCIIE, MO MOKa3aHWSIM, HA MEHHHTOKOKK
(Neisseria meningitidis), mHEeBMOKOKK (Streptococcus pneumoniae), reMOPHIbHYIO MaI04YKy
(Haemophilus influenzae), wunble a’poOHble, aHa’poOHBIE U (aKyIbTATUBHO-aHA3POOHBIC
YCIIOBHO-TIATOTEHHBIE MUKPOOPTaHU3MEI, a Takke rpudbl — KpunTokokk (Cryptococcus spp.),
acriepruutyc (Aspergillus spp.) u ap.; 1 BUpYChl (MOJIEKYISIPHO-OHMOJIOTMYECKOE HCCIIEeI0BAHNE
Ha BHUpYyc npoctoro repreca 1 u 2 tunos (Herpes simplex virus types 1, 2), nuToMeraaoBupyc

(Cytomegalovirus), Bupyc Dmmreitna-bappa (Epstein-Barr virus) u ap. [Ipu Hanuuuy KIMHUKA
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SHTEPOKOJIUTA  HPOBOIAT MHUKPOOHOJIOTHYECKOe (KyJbTypaibHOE) UCCIIC/IOBaHHE
(bexanuii/pekTaJbHOro Maszka Ha BO30OyauTens audduuumansaoro knoctpuanosza (Clostridium
difficile) ¢ onpeneneHneM 4YyBCTBUTEIHHOCTH K aHTHOAKTEpUAIbHBIM IIperaparam; eciu
pe3yJIbTaT 3TOTO TECTa OKA3bIBACTCS OTPULIATENIEHBIM, TPOBOISAT KOJMUECTBEHHOE UCCIICI0BAaHHE
Ha YCJIOBHO-TIATOI€HHBIE MUKPOOPTaHU3MBI, a TAaKXKe Ha MUKPOOPTaHM3MBI POjia CalbMOHEIUIa
(Salmonella spp.), murenna (Shigella spp.) nucrepun (Listeria monocytogenes)., BO30yIuTens
uepcunnosa (Yersinia enterocolitica), potaBupycsl (Rotavirus gr.A), anenoBupycsl (Adenovirus),
rpu6bl poma kanauga (Candida spp). IIpm KonmMyecTBEHHOM HCCIEIOBAHMU Kajla CIeIyeT
oOpamath BHUMaHHWE Ha BblIeleHHE MmTaMMOB Pseudomonas aeruginosa, sHTepoOakTepuit
(Escherichia coli, Klebsiella spp.), npoaymupyronmx BJIPC unu kapbanenemasbl. Y G0JBHBIX €
nepcUcTUpyroue GeOpuiIbHON HEUTPOIIEHNEH U OTCYTCTBHEM IMOJIOKUTEIBHON TeMOKYJIBTYPBI
3TH MUKPOOPIaHU3MbI MOTYT OBITh IPUUUHON MH(EKIIHH.

[Ipy HanWuuM TPU3HAKOB CTOMAaTUTa (MYKO3UTa) MPOBOAAT  MHUKPOOHOIOTHYECKOE
(KyJbTYypajbHOE) MCCIEeI0OBAaHUE OTAEISIEMOr0 CIM3UCTON TMOJOCTH PTa U Ma3KOB CO CIU3UCTOM
00O0JIOYKH, OTAENSAEMOro, COCKOOa HOCOTJIOTKM — KyJbTypaJbHOE HCCIEIOBaHHE Ha
rpamorpunatensusie  Oaktepun  (Escherichia coli, Salmonella, Shigella u mnpounx
Enterobacteriaceae, Pseudomonas, Moraxella, Helicobacter, Stenotrophomonas, Bdellovibrio,
Legionella u np.) u MukpoOuonorudeckoe (KyJIbTypaibHOE) HCCIeTOBAaHUE COCKOOA TTOJIOCTH pTa
Ha JposkeBble TpuObI poaa kanauaa (Candida spp), uccinenoBanus Ha BUPYCHI (MOJEKYISIPHO-
Ouosiornueckoe uccieoBaHne Ha BUpyc npoctoro repreca 1 u 2 tunos (Herpes simplex virus
types 1, 2), uutomeranosupyc (Cytomegalovirus), Bupyc Dmmureiina-bappa (Epstein-Barr virus)
u JIp.

[Tpn wH)EKIUU TPOMEKHOCTH, BOCHAICHUHM WM TOBPEXKICHUU CIHU3UCTON MPSIMON KHUIITKH
(TpemuHa, TapanpoOKTHUT U JpP.) MPOBOAAT MUKPOOUOIOTHYECKOE UCCIIEIOBAHNE U MOJIEKYIISIPHO-
OMOJIOTHYECKOE UCCIIEIOBAHUE OTIENIIEMOTO CIU3UCTON 00OIOUYKH MPSIMON KUIIKH (PEKTaIBHBIX
Ma3KoB) C  LENbI0  JCTEeKUMH  KOJOHHM3AIMKM  CIM3UCTOH  OOONOYKM  KHUILIECYHUKA
MOJIMPE3UCTEHTHBIMU TPaMOTPULIATETILHBIMU OaKTepusiMu U rpudamu pona Candida.

C y4yeToMm BbIIETICHHBIX MUKPOOPTaHU3MOB MOXET OBITh ITPOBEACHA KOPPEKIIMS aHTUMUKPOOHOM
TEpanuu TMpH OTCYTCTBUM JTUArHOCTUYECKH 3HAUMMBIX pPE3YyJbTaTOB WCCIEAOBAaHUN U3
KJIMHUYECKH 3HAYMMBIX 00Pa3IoB y MALMEHTOB C IEPCUCTHPYIOLIEH (peOpHiIbHON HEHTpOTIEHUEH.
OOpamaoT BHUMaHUE Ha BBIJCIECHUE IMOJMPE3UCTEHTHBIX TI'PaMOTPULATEIbHBIX OakTepuil —
P. aeruginosa, A. baumannii, S. maltophilia, >utrepobakrepuii ¢ mnpoaykuuerr BJIPC wnm

KapOaneHemas.

[Ipy HanMUUUM CENTUKOMMEMHYECKUX 0YaroB KOXH (MHQUIBTPATHI B JepMe JTIOOBIX pa3MepoB,
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BO3HUKIIIKE MIPU THIIEPTEPMHH) IPOBOJIAT MUKPOOHOIOTHYECKOE (KYIbTypalIbHOE) UCCIICIOBAaHUE
cocko0a ¢ KOKM Ha Halnu4yue OakTepuil, rpu0oB, TyOepKyi€3a; MUKPOCKOIIMYECKOE UCCIIeI0BaHHUE
¢ okpackoit o I'pamy, Llmmto-Hunbceny, Kabkoaroopom OebIM.

[Tpu HaMUYMK U3MEHEHUH B JIETKUX MOKET BBIMOIHATHCS OPOHXO0-aJIbBEOJISIPHBIN JIaBaX C
MPOBEICHUEM MHUKPOCKOITUYECKOTO MCCIEIOBAHUS U MHUKPOOHOIIOTUYECKOTO (KYJIbTYpPaIbHOTO)
UCCIICIOBAaHUsI OpOHXOATBBEONIIPHON JIaBa)KHOM JKHUIKOCTH HA pa3jIMYHbIC BO30YIUTEIH
(GakTepuu, rpulBL, BUPYCHI), B TOM YHCIIE, MUKPOOHOIOTHYECKOE (KYJIbTYpalbHOE) UCCIIeI0BaHUE
OpOHXO0ANILBEOJSIPHON JIaBaKHOM JKUIKOCTH HA MHCTHI MHEBMOIMCT (Pneumocystis carinii),
MUKpOOHONIOTHYecKoe (KyJIbTYypallbHOE) HCCIIEOBAHUE JIaBAKHOW JKUAKOCTH Ha a’poOHBIC H
(baKynpTaTUBHO-aHA’POOHBIE ~ MHKPOOPTaHU3MBI, MHKPOOHOJIOTHYECKOEe  (KYJIbTYypalbHOE)
UCClIeIOBaHNE OPOHXOATHBEOSIPHON JIABXKHOW IKHUIKOCTH Ha MuKomiazMy (Mycoplasma
pneumoniae), MHUKpPOOHOJIOTHYECKOE (KYJIbTypalbHOE) HCCIEAOBAaHHE OpOHXOATbBEOISIPHOM
JaBAKHOW JKUAKOCTH HA TPUOBI (ApOxoKeBble W Mullenuanbubie), Chlamydophila pneumoniae
metonom IILP, onpenenenus JIHK repmec BupycoB u pecnupatopHbix BupycoB (Influenza,
Parainfluenza, RSV, Coronavirus, Human metapneumovirus, HIN1) metomom IIIIP. Ilpu
HQIMYMKA TTHEBMOHMM C O4YaraMM KOHCOJIMAALMU MPOBOJUTCS OIpEJeIeHHe aHTUI'CHA
Bo3Oynutens neruoHeme3a (Legionella/pneumophila) B mMode. Y mamueHTOB ¢ JUIUTENHHON
HEHTpoIeHNeH M XapaKTepHBIMU PaTUOJOTHUYECKUMH MPU3HAKAMU HEOOXOAMMO HCKIIOUEHHE
MHBA3MBHOTO aclepruiijie3a, MHBa3UBHOIO KaHHM103a, KPUIITOKOKKO3a. OmnpeneneHne aHTUTEN
kinaccoB M, G (IgM, IgG) x mukomazme nmHeBMoHuM (Mycoplasma pneumoniae) B KpOBH,
ompenenenue aHturen K xmamuauu nHeBMOHMHM (Chlamydophila pneumoniae) B KkpoBu
8bINOIHAemcs TIPU THEBMOHUH, BO3HUKIIIEH aMOyJIaTOPHO.

B tabn. 1 (pa3zgen A.3.1) cyMMHpOBaHbI IMAarHOCTUYECKHE HCCIICAOBAHUS Y OOJBHBIX C
reMaTOoJIOTHYECKUMHU 3a00JIeBaHUAMU M UH(EKLIUSMHU.

Iloka3anus k Ha3HaueHUo aHmu6aKm€DuaJle0L7 mepanuu nepeoco smana

B nepBblie cyTKH, KaK IpaBUIIO, €AMHCTBEHHBIM CUMIITOMOM HH()EKIIMOHHOTO OCTIOXKHEHUS
ObIBaeT JUILb MOBBIIICHUE TEMIIEPATYPHI Tea, a HHPOPMALHIO O OaKTEpPUEMHUN UM ITHEBMOHUU
y OOJIBHBIX ¢ HEUTPOIICHHUEH y1aeTCsl MOJTYYUTh HE paHbIlle, YeM Ha BTOPO J1eHb HH(PEKIIUOHHOTO
Mu307a. B CBSA3M C 3TUM OCHOBHBIM NPHUHIMIIOM TEPAanuM HWHQPEKIUOHHBIX OCIIOKHEHHH Y
reMaTOJIOTHUECKUX MAIMEHTOB ¢ (heOpMIIbHOM HEHTponeHne, 0coOeHHO U3 TPYIIIBI PUCKa, KyAa
OTHOCATCS TALMEHTHI C JIeHKo3aMH W JTUM(pOMaMu (OHKOT€MAaTOJIOTHs, UMMYHOJAS(PHUIIUTHBIC
COCTOSIHUS) SIBJISETCS] AIMIIMPHUYECKUI MOAXOJ K Ha3HAYCHHUIO aHTUOAKTEPHAJIBHBIX NPErapaToB
CHCTEMHOTI'0 IEHCTBHS, KOT/Ia MX IPUMEHSIOT IPH NMEPBIX MPU3HAKaX HH(EKIMHU, IPH JIUXOPAIKE

10 uneHTH(UKauuu Bo3OynuTeneil mHpekmuu. B To ke BpeMs SMIUpPHUYECKHH MOAXOA K
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Ha3HAYEHUIO aHTHOAKTEPUATbHBIX MPENapaTOB CUCTEMHOTO JCHCTBHUS SIBJISETCSI OTHOCUTEIBHBIM,
MIOCKOJIBKY BBIOOp aHTHOAKTEpHANBHBIX IPENapaToB CHCTEMHOTO JCHUCTBHUS ONpeAeseTcs
PETPOCIIEKTUBHBIM aHaJIN30M BepU(PULIIMPOBAHHBIX BO30yauTENCH 151 ux

aHTI/I6I/IOTI/IKO‘IyBCTBI/ITCJIBHOCTBIO .

[Toka3zanueM K Ha3HAYCHUIO aHTHOAKTEPHUATBbHBIX MPENapaToB CHCTEMHOIO JCWCTBUS
ABJIAETCS MOBBILIEHHE TeMuepaTypbl >38,0°C, coxpaHstolieecs B TEUEHHE 2 YaCOB U HE CBSI3aHHOE
C BBEJICHHEM NHUPOTECHHBIX MPENapaToB (HanpuMep, KOMIIOHEHTOB KPOBH, (PaKTOPOB pocTa U JIp.)
uau Hajauuue ovyara MHQeKkuuu (HarnpuMep, MHEBMOHUS, TAPATPOKTHUT U ApP.) BHE 3aBUCUMOCTH OT
MOKa3aTelie TeMIepaTyphl.

[Tpu mHGEKIMH BEepXHUX U HIKHUX JBIXaTEIbHBIX MyTeH, MH(EKIUU MOYEBBIBOISAIINX
nyteil B 1-ii NMHUM Ha3HA4Yal0OT BHYTPHUBEHHO aHTHOAKTEpHUalbHbIE Mpernaparbl CHUCTEMHOTO
JCUCTBUS C aKTHUBHOCTBHIO MPOTHB TI'PaMOTPHILATENIBHBIX OakTepuil, BKIOYas CHHETHOWHYIO
naynouky - [Iunepaummmun+|Tazobakram] (4,5 T x 3 pasza) unu Lleponepazon+|[CynpOakram]** (4
r X 2 pa3a). B k1MHHKaX ¢ HU3KOW YacTOTOM NETEKIUU SHTepoOakTepuil ¢ mpoxykmueir bJIPC
JOMyCTUMO HazHaueHue nepenuma™* (2 r x 2 pasza) wim nedrazunuma** (2 r x 3 paza). [Ipenapar
BbIOOpa 7151 OepEMEHHBIX ¢ 3a00JIeBaHUAMHU CUCTEMBI KpoBU — 1iepernum™**. IIpu HeapexruBHOCTH
U OTCYTCTBUM HMH(POPMATUBHBIX MUKPOOHOJIOIMYECKHX HCCIENOBAHUN NMpU MHMEKUIUAX HIDKHUX
IBIXaTeAbHBIX IyTEH, MOUYEBBIX MyTeH, KPOBOTOKa (OaKTepHaIbHOH CENTUIIEMHUU) TMPOBOMAST
3aMeHy aHTHOaKTepHUalbHBIX  MpPENapaToB  CHUCTEMHOrO  JAeWCTBUS  1-ii  JuHUM  Ha
aHTHIceBIOMOHanHbI KapOamenem (Mmunenem+|[lunactatuna]|**, wmeponeHem™**, wumu mnpu
BHYTPHOOJEHUYHOW THEBMOHHH, OCJIOKHEHHBIX HHTPAa0JOMUHAIBHBIX M MOUYEBBIX - IOPUIICHEM).
B 1-it nuuaum tepanun (pedOpmiIbHON HEUTPONIEHUN HE Ha3HavyaloT nedrpuakcon™**, nedomnepasoH,
(TOPXUHOJIOHBI.

[Toxazanusamu K Ha3HAuYCHUIO AHTHUIICEBJOMOHAIHBIX KapOaneHeMoB
(Mmunenem+[unacratun|**, meponenema**, mopumneHema) B 1-il TUHUU SBISIFOTCS TSDKEIBIC
MHQEKIUH JIbIXaTeJIbHBIX, MOYEBBIX IIyTeH, OaKTepHalbHBIA HHIOKAPAMT, OaKTepHaIbHAS
cenTuueMus (Cencuc); MHEBMOHUSI C HMCKycCTBEHHOM BeHTwsiiued nerkux (MBJI) u apyrue
TSKEIbIe MHPEKIHH.

Moaudukanuio TPOTUBOMHKPOOHOM Tepamuu NPOBOAAT HAa OCHOBAHUM KIMHMYECKHX
CHUMIITOMOB, HHCTPYMEHTAJIBbHBIX M MUKPOOHOJIOTHYEeCKUX uccienoBanuii. [Ipu HeapdexkruBroCTH
KapOaneHeMOB M COXPAaHEHMHM HEWTPONEHMH J0O0aBISIOT MPOTHBOIPUOKOBBIE IpENapaThl
CHCTEMHOI'O JCWCTBUS, B TOM YHCIIE IS JICYCHUs KaHAHWI03a MHUIIEBOAA U MPOPHIAKTUKU
KaHIU03a pu HelTporieHuu 6onee 10 nueit — sxunokanuHb! (JO2AX JIpyrue npoTUBOrpuOKOBBIC
npernapaTsl CUCTEMHOT0 neicTBUs) (kacmo@yHrun**, Mmuka@yHrua** unu anuaynaQyHIrut), B TOM
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qucie, Ui Npo(QUIaKTUKN WHBA3UBHBIX TPUOKOBBIX MH(EKIMNA U JICUEHUS TSDKENBIX TPUOKOBBIX
uHEKIi — BopukoHazon**, amporepuuun B**; opodapunreanbHom kaHauaose u 33o¢parure —
¢bykoHazom**.

Imnupuieckoe HasHayenue nDOmu@OZDM6K08le npenapamoes cucmemHrozo Oeticmeus

OMIuprUYeckoe HazHau€HHE MPOTUBOTPUOKOBBIX MPENapaToB CUCTEMHOTO JACHCTBHS IS
npodMIAKTUKY KaHIU103a WU IPU KaHAMI03€ MUIIEBOA, MHBA3UBHOM KaHIU/103€ IPOBOJAT MPU
JUTUTENBHO TepcucTupytomend GpedpuinbHoit Helitporienun y nanueHtoB BKJI ¢ kangumozom B
anamHese. [Ipenapat Bbi6opa — kacnoyHrua** (B 1-it nens 70 mr, ganee mo 50 Mr BHyTpUBEHHO 1
pa3 B cyTkH), Mukadyarua** (100 Mr oguH pa3 B CyTKH BHYTPHBEHHO), aHUAyIadyHrHH (B 1-i 1eHb
200 mr, nanee mo 100 mr 1 pa3 B CyTKH, BHYTPUBEHHO); albTePHATUBHBIC — BOPUKOHA301** (B 1-i
JIeHb TI0 OMI/KT BHYTPUBEHHO 2 pa3a B CyTKH, B ITOCIEAYIOIINE IHU 110 4 MI/KT BHyTPUBEHHO 2 pa3a
B CYTKH, C TEpEX0JIOM Ha mepopanbHblii mpueM no 200 mr 2 pasa B cyTkH), amdorepunud B
[TMmocoManbHbIN| (HauuHAst ¢ CyTOYHOUM 10361 1,0 Mr/Kr, moBwImIas mpu HeoOXoauMocTu 10 3,0
MT/KT; oA/IepkuBarotmas go3a cocrasiuset 1,0-3,0 r), Amdorepunua B [nmunuansiii komrieke]| B
(mauymnas c 0,25-0,3 Mr/kr, ¢ nmocreneHHbIM yBenuueHuem 10 0,5-0,7 Mr/kr BHyTpuBeHHO | pa3 B
CYTKH; IMMOA0Op J03 HMHIMBHIYaJbHO B 3aBUCHUMOCTH OT TsbKecTH MHGeknun). Kak mpasuio,
TeMIepaTypa HOPMalU3yeTcss B TEUCHHE IEPBBIX TPEX IHEH MPUMEHEHHsS MPOTHBOIPHOKOBBIX
MpermapaToB CUCTEMHOTO JEWUCTBUSA, U OOINas AIUTEILHOCTh MX NMPHUMEHEHHUs coctasisier 10-14
JTHEH.

Kpumepuu npexpawienusn npomusomukpooHou mepanuu

Ilpu  nuxopaoke HeAcHOU >muono2uy B~ TEPUOA  HEUTPONEHUM/IEHKONEHUU
aHTHOaKTepUallbHBbIE TpernapaThl CHCTEMHOTO NEHCTBUS OTMEHAIOT uepe3 72 dYaca, €cliu y
nalyeHTa He ObUIO 3MH30[a HECTaOMIBHOW TeMOJMHAMUKU B JAHHBIA 3MU30] MHOEKUUU U
HOpMaJjbHas TEMIIEpaTypa OTMeYaeTcs B TeueHue 48 .

Ilpu KnuHuuwecku U MUKpoOOUONO2UHECKU OOKA3AHHOU UH@eKyuu IITUTEIBHOCTD
NPUMEHEHHS aHTUOAKTEPHAJIbHBIX MPENapaToB CUCTEMHOTO JCHCTBHS COCTABIIET HE MeHee 7
THEW, pU COOIOACHNHU YCIIOBUH, YTO HOpMaJlbHasl TeMIleparypa Habiogaercss He MeHee 4-X
IHEW, ouarn HMH(EKUUU IOJHOCTBIO PErpecCUpoBaNIM, IOCTHUTHYTa (WJIM MpeanojaraeTcs)
MUKpOOHOJIOTHYECKas dpaguKaiys Bo30yanuTens noareepxaeHHon nHpekun. [locne oTMeHsl
aHTHOaKTepUalIbHBIC MpenapaThl CUCTEMHOTO JICHCTBUS MPOJODKAIOT HAOIOICHHE TallueHTa C
HEeHTpoIneHuel/neikonened B TedeHue mnocienyromux 24-48 4, U B cioyyae IOSBICHUS
TeMIIepaTypbl BHOBb Ha3HAYAIOT aHTHOAKTEpHUAIbHbIE MTPETapaThl CHCTEMHOTO JICHCTBUSI.

Jleuenue nauuernmos 6 aM6wzamoprlx YCI06UAX

48



AwmbynaropHoe JeueHue MHQPEKITMOHHBIX OCJIOKHEHUH B nepuos
HEUTPOIIEHNH/ICHKONIEHNH TPOBOAT B OOJBIIMHCTBE CIIy4aeB MPH YCIOBUHU, YTO OXXKUAaeMas
JUTUTENBHOCTh ee He OyneT mpeBblmath 5-10 qHEW W eAMHCTBEHHBIN CHUMIITOM HWHQEKIUH —
temneparypa Menee 39,0°C; mpu 3TOM HET 3HAYUMBIX W3MEHEHUH B JIETKUX [0 JAHHBIM
PalMONIOTHUECKUX HCCIEOBaHUM; OTCYTCTBYeT apTepHalibHasi TUIOTEH3US M JIbIXaTebHas
HE/IOCTaTOYHOCTh; HET KIMHUKU JIEKOMIICHCAIIMM XPOHWYECKHX 3a00JIeBaHUM JIETKUX U
caxapHOro nuabera; HET HApYUICHUs CO3HAHMSA; OTCYTCTBYET KPOBOTEUCHHE; HA MPEIBLAYIIHNX
Kypcax XUMHOTEpanuu He ObLI0O MHBA3MBHOTO acrepruuie3a. llpu yXyIIeHuu COCTOSHUS
00JIbHOM JOTKEH OBITh SKCTPEHHO TOCTIUTAIM3UPOBAH B CTAIIMOHAD B J1I000€ BPeMsI CYTOK.

AMOynaTopHO Tpy MH(EKIMK BEPXHUX U HIDKHUX JBIXAaTENbHBIX IyTeH, CPEIHEro yxa,
MOYETOJIOBOT0 TPAKTA, KOKM M MATKUX TKaHEH (BKIIOYas OCIOXXHEHHbIE MHPEKIUH KOXH U
MOJKOKHBIX CTPYKTYp), OJOHTOTEHHBIX WHQPEKIUSAX U Jpyrue, Ha3HA4YalOT COYETAHUE
Amoxcunmnua+|[KinaBynanoBas  kucioral** (625 Mr BHYTpb 3 pa3a B CYTKH) C
runpodokcannHoM™* (0,5 T BHyTpb 2 pasza B CyTKH) uru neBoduokcauun** (mo 0,5 r BHyTps 1
pa3 B cyTkH) uru Mokcudnokcarma™* (0,4 r BHyTph1 pa3 B CyTKH).

Hepuananvnas unghexuus

[epuananpHas HHPEKIHS OYCHb YAaCTO BCTPEYACTCsI MPU HelTporneHny y narrenTos BKIL,
pu 3ToM (HOPMUPOBAHHE BOCTIAIUTEIBHBIX U3MEHEHUH B TKaHIX MOXET ObITh OTCPOYEHHBIM H
UMETh aTUNH4YHble (OpPMBI; Tak, (OpMHpPOBaHHE aOCLECCOB B YCIOBHSIX HEHTPONECHUH
NPOUCXOIUT PEAKO, W3MEHEHHMS B TKAHAX MOTYT IMPEICTABISATh COOOH BOCHAIUTEIbHBIC
MHOUIBTPATHl U HEKPO3bl. JOMONHUTENbHBIE MEXaHU3Mbl HH(PULIIMPOBAHHS — PacIIpOCTPaHEHHE
MUKpPOOPTraHU3MOB B TKAHU M KPOBOTOK CO CJIM3MCTOM KHIIEYHHKA, YEPE3 MOBPEKACHUS KOXKU
aHAJILHOTO KaHaJla ¥ IepuaHagbHoi obmactu. OnacHoCTh nepuananbHoi nHpekun npu BKJI na
¢done HeWTporneHnu oOycioBieHa BbICOKOU (10 30%) BeposATHOCTHIO cemcuca. J[uarHocTHKa U
JeyeHune nepuaHaibHoi uH@peknuu y nanuentoB ¢ BKJI ocymecTBisieTcs: HemocpeaCTBEHHO B

[IEpUOJ IPOBEACHUS IIPOTUBOOITYXOJIEBOTO JICUCHHUS JIEUKO3a.
Knunuueckas kapmuna.

[Ipu3HakamMu mnepHaHaNbHON HWHQPEKIMH OOBIYHO SIBJSIOTCS AaHOpEKTalbHas OONb W
muxopasaka. OueHka xapakTepa U3MEHEHHH B TKaHSX SBJISAETCS OCHOBOW JUIS BHIOOpA TaKTHKH

JICUCHUS.
Jluaecnocmuka.

1. Ilpuem (ocMOTp, KOHCYJIbTALKS) Bpaya-KOJIOIPOKTOJI0ra HEPBUYHBIH, pHUeM (0OCMOTD,

KOHCYJIbTAII}s1) Bpaya-KOJIOMPOKTOJIOra IIOBTOPHBIH
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2. MPT opranoB manoro Tasa.
3. KT/CKT opranoB masnoro Taza

4. Wnentudukanus Bo30yauTens

JlnarHo3 mnepuaHalbHOW WH(EKIMH YCTAHABJIMBACTCS KIMHUYECKH HAa OCHOBAHHUU
CHUMIITOMOB, XapaKTEpU3YyIOIIUX BOCHAJCHHUE: IepHaHaibHas O0Jb, 3pPUTEMA, CKOILJICHHUE
KHUJIKOCTH WM oOpa3oBaHue cBHIIa. [10CKONBKY HMHBa3MBHbBIE IMArHOCTHUYECKUE IMPOIEIYPHI
(pexTanpHOE HccIenoOBaHUME W pekTockonuu) y mnanueHTtoB ¢ BKJI cBsizaHbl ¢ OMAacHOCTBIO
KPOBOTECUEHHS U JUCCEMUHANN MH(EKIMHU B TKAHU U KPOBOTOK, IIPU COMHUTEIILHON KIMHHUKE
npoBogutcst MPT nimu KT/CKT oprano manoro taza. MPT npusHaku nepuaHanbHOM HHPEKIUH
— IIOJIOCTH B MAPAPEKTAIbHON KIIETUATKE, CKOTICHUS KUAKOCTH, 1e(EKTHl CTEHKU MPSIMOM KUIIKH
U CBHIIEBBIE XOJAbl. Y OOJNBHBIX C HEUTpONEHHEW NpHU HATUYUM KIMHUYECKHX JaHHBIX
noctarouHbiM  MPT-mpu3HakoM mnepuaHanbHOM HMH(EKIMHM  SBISETCS HAJUMYUME OTEKa
napapeKkTaJbHOM KiIeT4aTKu. J[Is BBIABIEHUS Xapakrepa MHUKPOQIOpbI, Ha3HAUYECHUS H
MOTUGUKAIIMM  aHTHOAKTEpUATbHOM Tepanmuu NPOBOIAAT HISCHTU(PUKALMIO BO30OYAMTEINS,
NPUMEHSST MUKPOOHOJIIOTUYECKOE, MOJIEKYJISPHOE M Jp. HCCIEIOBaHUS MAa3KOB CO CIM3HCTOM
IPSIMON KHILIKH, OTAENIEMOI0 CBHINA, MOBEPXHOCTH pPaHbI, COCKOOA KOXHM IE€pHaHaIbHOU

00iacTH.
Jlewenue

1. AnTuOakTepuaigbHas Tepanus (CM. BbIIIE)

2. Xupypruueckoe rnocooue

Hns manuentoB BKJI anopekranbpHble MH(EKIMH paccMaTpUBAIOTCS KaK COCTOSHHE,
TpeOyrolee HEOTI0KHOTO JICYCHHs ¢ MOMOIIBI0 aHTHOAKTEPUAIBHBIX MPENapaToB CUCTEMHOTO
JCUCTBUS, YTO TO3BOJISICTCSI OCTAHOBUTH PA3BUTHE AHOPEKTAIbHOM HMH(MEKIHWH U Cercuca.
[Toka3zaHo mNpUMEHEHHE Ha TMEPBOM JTare NPOTUBOMHUKPOOHBIX MPENapaToB CHUCTEMHOTO
JeUCTBUS, TMPOSIBIISAIONINX aKTUBHOCTh B OTHOIICHWH I'PaAMOTPULIATENBHBIX OaKTepuid, BKIIOYAs
CHHETHOMHYIO MAaJIOYKy, BBEACHHUE NPOTUBOMHUKPOOHBIX IpEnapaToB CUCTEMHOTO JeHCTBHUSA

IIPOBOJIUTCA TOJIBKO BHYTPb U BHYTPUBEHHO.

[TokazanueM K ormeparu sBIseTcss GopMUpoBaHue adciecca Uil HeKpo3a. BBIMOIHSIOT
JPEHUPOBAaHKE TIOJIOCTEH, HEKPIKTOMHUIO. B psie cirydaeB (¢uiermona Ta3a, CBHUIMU 3-4 CTETICHU
CJIO)KHOCTH) ONEpPaTUBHOE JAPEHUPOBAHUE COUYETAIOT C HAJOKEHHUEM OTBOMSIICH KOJIOCTOMBI.

XUpypruueckoe BMEIIATENbCTBO JODKHO OBITh MpOBeACHO Ha (poHe aHTHOAKTEpUANIbHOM
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Tepanuu noj o0mmm o6e300MBaHeM. AHTHOAKTEpHUaIbHAs TepaMus JOHKHA ObITh MPOAOIKEHA

B ITOCJICOTICPpAlIMOHHOM NIEPUOAC 10 UCUC3HOBCHUA IIPU3HAKOB I/IH(I)GKI_[I/II/I.

[TarmenTsl ¢ aGCOMIOTHBIM KOIMYECTBOM HelTpoduios Gonee 1000x10%/1 umeror Gosee
BBICOKHE [TOKA3aTeNIN U3JICYCHUS IPU XUPYPrHUECKOM APCHUPOBAHUY, TIALUCHTHI ¢ 00JIee HU3KUM
KOJINYECTBOM HEHUTPO(PUIOB W/WIM OTCYTCTBHEM (QIIIOKTyallMu Oojiee YCIEIIHO JedyaTcs

IPUMEHEHHEM TOJIBKO aHTUMUKPOOHBIX MPENapaToB CUCTEMHOTO JICHCTBUSI.

7.3 JleueHne BOJOCATOKJIETOYHOrO JeiiK03a B IepHOa 0epeMeHHOCTH

[Tpu ycranoBnenun auarHoza BKJI y OepeMeHHOW TaKTHUKa JICUEHHUS OINpEAesIeTcs
CPOKOM OEpEMEHHOCTH M BBIPAXKEHHOCTHIO CHMITTOMOB 3200JICBaHHSI.

B ciyuae 6epemenHocty y manuentku ¢ BKJI 6e3 mokazanuii K HEOTJIIOKHOMY JICUSHHUIO
(mpu  HeriiyOOKOW IUTONEHMM W HE3HAYUTENbHOW CIUICHOMErajanu, ©0e3 HH(EKINOHHBIX
NPOSIBJIICHUI) BO3MOXKHO HabmioneHue. B To ke Bpems, KpailHE OMAacHO MACCUBHOE BEICHHE
NAIMeHTOK C YIIIyOJsfomieicsl IUTONEHWEH — HampoTUB, HEOO0XOAUM OBICTPBIA BBIOOD
aJIeKBaTHOW TAKTUKH JICYCHHS IJSI CBEICHHUS K MUHUMYMY OCIOXKHEHMH M PHUCKOB TEUCHUS
OepeMEeHHOCTH U POJIOB ISl MaTepu u pedeHka [43]. OcHoBHBIM moaxoa0M K seueHuto BKJI Ha
(oHe OEpPEeMEHHOCTH SIBIISICTCSI IPUMEHEHHE WHTEP(HEPOHOB, HO TAKXKE BO3MOXKHO IPOBEJCHUE
CIUICHIKTOMHH, DPEXe, TIIATEJIbHO B3BECHB BCE (DaKTOphI pHCKa M MPOTHO3a - NMPUMEHEHHE
#xnanpubuHa, #purykcumaba™*.

Huarno3 BKJI u ero seueHue B aHaMHE3€, B TOM 4YHUCJE aHAJIOraMu IypUHOB U
#putykcumabom**, He ABIAIOTCS NPENATCTBUEM I OEPEMEHHOCTH M POJIOB B IEPUOJT PEMHUCCHH.

PexoMeHyeMblil nepuo1 IpeJOXpaHeHUs OT 3a4aTusi cocTaBisieT 6—12 mec.

o [TanmenTtkam ¢ Bnepsble auarHoctupoBaHHbIM BKJI mnm peunpusom BKJI B mepuon
O0epeMEeHHOCTH, TIPY HAIWYMU KIMHUYECKUX TOKa3aHui K yedenuto BKJIL, MoxeT OBITH
PeKOMEeH/I0BaHO TpuMeHeHue wuHTepdepoHoB (#unTepdepon anbda-2b**  (wm

#mruatepdeponom anbda-2a (40 k/a)) [43, 44].

YpoBenb yOeautenbHocTH pexkoMenaanmuii — C  (YypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: npumenenue unmepgeponos (Hummepgepon anvgha-2b**  (unu
#nseunmepgeponom anvgpa-2a (40 «xlla)) 6 nepuoo OepemeHHOCMU AGNAEMCA
besonacuvim,; Hunmeppepon anvpa-2b** npumensemes 6 mom sice pesicume 003upoOBaAHUs,

umo u y HebepemenHvix nayuenmos — 3 maHn ME x 3 p/ned nookosicHo, nockoabKy 3mom
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npenapam He oKasbleaem ompuyameilbHoco 6IUAHUA HA meYeHUue 6epemeHHocmu, podbl,

paseumue niooa.

[Taunentkam c BrepBbie auarHoctupoBaHHbiM BKIJI wnu permanBom BKIJI Ha pannux
CpoKax OEpEeMEHHOCTH, TPU HATUYNH KIMHHYECKUX MOKazaHui K nedenuto BKJIL, moxer

OBITH PEKOMEH/I0BAHO BHITIOTHEHHE criieH KTOMuu [80].

YpoBenb yOeguteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: npu vinoiHeHuu CnieH3KmoMuu HA PAHHUX CPOKAX OepeMeHHOCmu
nposooumcs nocieoyroujee HabI0OeHue Oasi OnpedeneHus NOKA3aHUll K CUCTEMHOMY
newenuro BKJI 6 nepuoo bepemennocmu npenapamamu unmepgheponos (Hunmepgpepon
anvga-2b** (unu #nseunmepgpeponom anvgpa-2a (40 xk/la)), 1ub0o omcpouxoul reuerus 0o

pooopaspeuieHus.

[Tauuentkam c BrepBbie auarHoctupoBaHHbiM BKJI wnu permanBom BKIJI Ha pannHux
CpoKax OEpEeMEHHOCTH, TpPU HATUYMHU KIMHWYECKHUX TMoKazaHuii Kk JedeHuto BKII u
OTCYTCTBHUIO aJTbTEPHATUBHBIX BO3MOXKHOCTEH IJICUCHHSI, MOXKET ObITh PEeKOMEHI0BAHO

npuMeHeHue #knaapuobuna B 1o3e 0,1 Mr/kr/cyT nsatuaHeBHbIH Kype [82, 86].

YpoBenb yOeguteqbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: npumeHnenue ananoea nypunos #xiaopubuna 8 nepuoo depemeHHocmu
PYMUHHO He PeKOMEHOYemcs, HO MOdiCem Oblmb 8bINOIHEHO NO HCUSHEHHBIM NOKA3AHUAM
8 Mex e pedcUMax O003Upo8aHus, umo u y Hebepemenuvix nayuenmos ¢ BKJI — 0,1

me/xe/cym x 5 Ouell.

[TanmenTtkam ¢ Boepsble auarHoctupoBaHHbIM BKJI mnm peunpusom BKJI B mepuon
OepeMEeHHOCTH, MPU HAIWYUHN KIMHUYECKUX MoKazanwii k nedeHuto BKJI, B ocoObix

CIIydasix MOKET ObITh peKOMeH/I0BAaHO TIpUMEHeHne #putykcumada™** [43].

YpoBenb yOeguteqbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
A0Ka3aTeJabCTB — 4)

Kommenmapuii: npumenenue #Hpumykcumaba™* ¢ nepuoo bepemeHHOCmu pymuHHO He
PeKOMeHOYemcsl, HO MOdcem Oblmb GbINOIHEHO NO HCUSHEHHBIM NOKA3AHUAM 8 mex Jice
pedxcumax 003uposanus, umo u y HebepemenHvix nayuenmoe ¢ BKJI - 375 me/m2 4

GIUBAHRUA C UHMEPBATIOM 3 mec.
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[Tpumenenue npenapara #semypadenundo™* (rpynna ATX: LO1EC Muruburopsl cepun-
tpeonnnkuHasel B-Raf (BRAF)) B mepuon Gepemennoctu mpu BKJI He ommcano u
PYTMHHO HE PpEKOMEHIYeTCSl, HMEETCS OrPaHUYEHHBIH IIOJIOKUTENBHBIA  OIBIT
NpUMEHEHHs TMpernapara y OEpeMEHHBIX MAalMEHTOK C JAPYTHMMH 3JI0KaYeCTBEHHBIMU
HOBOOOpa3zoBaHusMu ¢ HanmuureM myTtaiud BRAFV600E (MHOXeCTBEeHHAss MellaHOMA) U

OTCYTCTBUH aJIbTEPHATUBHBIX BO3MOKHOCTEH JIEUEHHUS 10 )KU3HEHHBIM MOKa3aHusIM [81].
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KpnTeplm OIICHKH Ka4YeCTBa MeI[I/IHHHCKOﬁ INOMOIII N

Kpurepun xkavyecrBa

BrninosaneHo

Beimonmnen — oOmuit  (KIMHWYECKWIA) — aHaIM3  KPOBH,
pa3BepHYThI (IIpM YCTAHOBIEHWM JAWArHo3a WU MpHU

ycTaHoBJIeHHOM quarHo3e BKII)

na/Her

BBINOIHEHO IIUTOJIOTMYECKOE MCCIEN0BaHNE Ma3Ka KOCTHOTO
Mo3ra  (MuenorpamMma) WJIH — [aTOJOT0-aHATOMUYECKOE
MCClieIoBaHNE OHONCHIHOrO (ONEpaloOHHOI0) MaTepHuana)
KOCTHOro Mosra (mpu ycraHoBieHuu avarHosa BKJI, mpu

[MOI03PCHUH HA PEIUINB 3a00JICBaHNS)

na/Her

BrIOTHEHO — WCClIeIOBaHUE OMOJOTHYECKOTO0  MaTepHana)
(KpoBM WM  KOCTHOTO MO3ra) METOJOM MPOTOYHOM
uTodryopumeTpun (Mpu yctaHoBleHun nuarnoza BKJL, mpu

[MOI03PCHUH HA PEIUIUB 3a00JIEBAHNS)

na/Her

BrlnonHeHa KOMIBIOTEpHAss ToMorpadusi OpraHoB OpIONIHOM
[IOJIOCTU WJIM YJIbTPa3BYKOBOE MCCIEAOBAHHUE OPraHoB
OpIOIIHOM TONOCTH (KOMILIEKCHOE) (TMPU  YCTAaHOBIEHUH]
nuarno3a BKJI, npu 3aBepiienuy ieueHus, Ipy MoA03pEHUH Ha

peruauB 3a00JIeBaHNS )

na/Her

[Tanenty ¢ Bepu¢upoBanHbiM nuarnozom BKIJI nauato

cneruduIeckoe JieuyeHne (Mpu MoKa3aHusIX )

na/Her
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Hpuiaoxenue Al. CocraB padoueil rpynnsl o paspadorke u nepecMoTpy

KRINHUYCCKHUX peKOMeHIlaIIl/Iﬁ

1. Aab-Pagm JIrvo60Bb CaTTapoBHa, K.M.H., cTapiinii Hay4Hblil coTpyaHUK PI'BY «HMUILL
remaronoru» Mun3npaBa Poccum, uneH Accoumanuu COACUCTBHUS  Pa3BUTHIO
reMaToJIOTHH, TPAHC(QY3HOJIOTMH W TPAHCIUIAHTAlMM KOCTHOTO Mosra "HarmonanbHoe
reMaToJIoruuecKoe oomecTso"”

2. BaiikoB Baaum BajleHTHMHOBHMY, /1.M.H., Bpay-remMarojior, mnpodeccop Kadeaps
MaTOJIOTMYECKON aHATOMHUH, 3aBeAylouuii Jsaboparopueit mnatomopdonoruun HUUN
JETCKOI OHKOJIOTMH, TeMaTOJIOTHH U TpaHciuianTonoruu uM. P.M. I'op6auesoit ®I'BOY
BO «leperrit CII6GIMY um. akax. W.I1. [laBnoBa», unen mpesuamyma Poccuiickoro
o0I11ecTBa MaToJI0r0aHATOMOB, WieH Poccuiickoro odiiecTBa OHKOreMaToJI0rOB

3. KoBpurmna Asuia MuxaiyioBHa, 1.M.H., Bpay-maromopgoiior, npodeccop kadenpbl
[IaTOJIOTMYECKOM aHAaTOMUM, LUTOJIOTMM U MOJEKYJIIpHOW maroimorun HMucTuTtyta
noBbimieHust  kBanudukarmu OMBA  P®, 3aBemyromas maToNI0roaHaTOMUYECKHM
ornenenueM PI'BY «HMMUI[ remaronorum» MunsapaBa Poccuu, 4neH npesuauyma
Poccuiickoro  obmiectBa  MaTONOr0OaHaTOMOB, WieH mpaBileHus  Poccuiickoro
npoeCCUOHATBHOTO OO0IECTBA OHKOTEMAaToJIOTOB, WiIeH ACCOLMAIMH COJEHCTBHA
Pa3BUTHIO T'EeMAaTOJIOTUH, TPAaHC(HY3HOIOTUH M TPAHCIUIAHTALlMM KOCTHOTO MO3ra
"HarroHansHOE TeMaToJI0rMYeckoe o01mecTso"

4. Kpusojanos IOpumii AjexcaHApoBHY, A.M.H., mpodeccop, Bpau-MaToJIOr0aHATOM,
3aBEJYIOUINI OTACNCHUEM KIMHUYECKOH MojekyisipHoir mopdonorun ®I'BOY BO
«C3I'MY um. .. MeunukoBa» Munsapasa Poccuu, unen npesuauyma Poccuiickoro
o0I1IecTBa MaTOJIOr0AHATOMOB

5. MouceeBa Tarpsina Huko/siaeBHa, K.M.H., Bpa4-reMaToJIOr, 3aBEAYIOLIAs OTACICHUEM
XMMHOTEpANUy TEeMaTOJOTHYECKUX 3a00JeBaHUN ¢ JHEBHBIM cranuoHapom DPIBY
«HMMUII rematonorun» Munsnpasa Poccun, wieH Accolaliui COAEUCTBUS Pa3BUTHIO
reMaToJIOTHH, TPAHC(QY3HOJIOTMH W TPAaHCIUIAHTAllMM KOCTHOTO Mosra "HarmonanbHoe
reMaToJIornuecKoe oomecTso"”

6. Hukutun EBrenuii AnexkcanapoBuy, .M.H., Ipodeccop, Bpad-remMarosor, mpodeccop
kadenapel remaronoruu u Tpancoysuoiorun OPI'BOY IO PMAHIIO Munsnpasa
Poccun, 3aBemyrommii  IHEBHBIM — CTAallMOHAPOM  I'EMATOJIOTMM, OHKOJOTHH H
XUMHOTEPANUU ropoackoro remarosnornueckoro nentpa 'bY3 r. Mockssl «I'Kb um. C.I1.

borkuna JlenaprameHnTa 3apaBooXpaHeHus I. MOCKBBI», 4IEH NpaBiieHus Poccuiickoro
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o0IIecTBa OHKOT€MAaTOJIOIOB, YJIeH ACCOLMAIMN COACUCTBHUS Pa3BUTUIO I'€MAaTOJOTHH,
TpaHC(y3HOJIOTMM M TpaHCIUIAaHTAllMM  KOCTHOro  Mosra  "HanwmonanbHOE

reMaToJIOTHYeCcKOe 001ecTso"

7. ‘HI/IBHI/IK Aaekcanap BacuabeBu4, 1.M.H., mnpodeccop, PpPyKOBOAMTEIb OTAETa

OHKOT€MaTOJIOTMH M BTOPUYHBIX MMMYyHOAepUUUTHBIX 3a0osieBanuu I'bY3 r. MockBel
«MKHIL[ um. A.C. JlorunoBa J[lemaprameHTa 3apaBoOXpaHeHUs I. MOCKBBDY, 4jI€H
EBpomneickoi acconanuy reMaTojIoroB

8. Cragnmk EjeHa AJlekcaHApOBHAa, K.M.H., Bpau-TeMaTosoOr, JOLEHT Kadeapsl
¢daxynprerckoil Tepanuun ®I'BOY BO «llepreiii CIIGIMY um. akaxn. WM.II. [laBioBay,
crapunii HayuHbeli corpyaHuk HUJI onkoremaronorun ®I'BY «C3OMMUIL um. B.A.
AnmazoBa» Mun3zapasa Poccun, unen Poccuiickoro o61iecTBa OHKOreMaToJI0roB

9. JxynsksiH YHaH JIeBoHOBHY, K.M.H., yueHblii cekperapb PI'BY « HMUI] remaTonorum»
MunsapaBa Poccum, uneH Acconuanuu COACUCTBUS  Pa3BUTHIO T'E€MATOJIOTHH,
TPaHCY3HOJIOTMH U TPAHCIUIAHTALlMU KOCTHOTO Mo3ra "HannoHanbHoe reMaToa0ru4eckoe

o61recTBo"

10. HeBoibckux Autekceid AjlekceeBHY, J.M.H., 3aMECTUTENIb JUPEKTOpA IO JIEUeOHOM
pabore MPHIL] um. A.®. Ipi6a — punnana ®I'BY «HMMUL] papnonorun» MunH3apasa

Poccun

11. UBanoB Cepreii AnarosbeBu4, npogpeccop PAH, n.m.H., nupekrop MPHI] um. A.O.
[p16a — punuana ®PI'BY «HMMUL] paguonoruny Munsapasa Poccun

12. Xaitnosa 7Kanna BiaaaumMupoBHa, K.M.H., 3aMECTUTEIb JUPEKTOPA IO OPraHU3allMOHHO-
Metonudeckoit pabore MPHII um. A.®. [{p16a — punmnana ®I'bBY «HMULL paauonorum»

Munzapasa Poccun
13. I'eopksan Turpan I'aruxkoBu4, 3amecturens aupekropa HUM KOP OI'bBY «HMMUILL

onkonoruu uM. H.H. brnoxuna» Munznpasa Poccun

KondaukT HHTEpecoB — OTCYTCTBYET.
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Ipuioxenue A2. Metoaos10rust paspadoTki KIMHAYECKUX PEKOMEH Al

LlesieBasi ayAnTOPHUS JAHHBIX KJIMHUYECKHX PeKOMeHIALMIi:

Bpauu-reMaToJIOTu,

Bpaun-OHKOJIOT'U.

Metonosorus coopa 10Ka3aTeabCTB

MeTOILBI, HUCIIOJIB30BAHHBIC JJIA c60pa/ceﬂeKu1/m JA0Ka3aTCIbCTB:

ITouck Hy@]’[HK&HHﬁ B CIICHUATIU3UPOBAHHBIX TCPUOAUYCCKUX MMCUATHBIX U3IAHUAX.

IHonck B 3JIEKTPOHHBIX 0a3aX JAHHBIX

ba3nr JaHHBIX, UCIIOJIb30BaHHbIX JJIA CGOpa/CGHCKHI/II/I A0Ka3aTCIbCTB:

JI0Ka3aTeNbHON 0a30i Ui pEKOMEHAANUN SIBISIOTCSA MyONUKallMK, BOIIEIIINE B 0a3bl

nanabix PubMed u Medline. ['my6una noucka coctasisua 30 ner.

MeTOI[BI, HCIIOJB30BaHHBIC JJIA aHAJIN3a JOKAa3aTCIIbCTB:

0030pbI OMyOIMKOBAHHBIX METAAHAIU30B;

CUCTeMaTUYECKHE 0030PhI C TAOIHUIIAMU JOKA3aTEIIbCTB.

MeTOILBI, HCIIOJB30BaHHBIC JJIA KQUCCTBA U CHUJIBI JOKA3aTCIbCTB:

KOHCCHCYC 3KCIICPTOB;

OLIEHKA 3HAYMMOCTH JOKa3aTeJIbCTB B COOTBETCTBUU C PEUTHHTOBOM CXEMOM

J0Ka3aTenbeTB (Tabn. A1-A4).

Tabmmna Al. [llkana oneHku ypoBHEH TocToBepHOCTH JokazarenbeTB (Y /1) mns meronos

JIMAarHOCTUKH (AUAarHOCTUYECKUX BMEIIATEIIHCTB)

YA Pacuugposka

1 Cuctemaruueckre 0030pbl HCCIEIOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOAOM HIIH
CHUCTeMaTHYeCKUil 0030p pPaHIOMU3UPOBAHHBIX KIMHUYECKHX MCCICIOBAHUN C
MNPUMCHCHUCM MCTaaHaJIN3a

2 OTnenbHbIE UCCIEAOBAHHUS C KOHTPOJEM pe(EepeHCHBIM METOAOM WU OT/AEIbHbIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHE HCCICIOBAHUS M CHUCTEMaTHYECKUue 00305l
UCCIIeIOBAaHUM  J000ro  Au3aiiHa, 3a  HMCKIIOYCHHEM  PaHIOMU3MPOBAHHBIX
KIIMHHUYCCKHUX HCCHCﬂOBaHHﬁ, C IPUMCHCHUCM MCTaaHaJIN3a

3 HccnenoBanust 0e3 MOCIEIOBATEIBHOTO KOHTPOJIL pe(epeHCHBIM METOIOM MU

ucciacaoBaHus C peq)epeHCHBIM MCTOAOM, HEC MABIAOIMMMCA HCE3aBUCUMBIM OT
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HCCIICAYyCMOro METOJa NJIM HCPAHAOMU3UPOBAHHLIC CPABHUTCIIBHBIC UCCIICAOBAHUS, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HCCpaBHI/ITeJIBHBIe HCCIICAO0BaHNA, OITMCAHNUEC KIIMHUYCCKOTO ClIy4das

5 Nmeetcs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WIM MHEHHE KCIIEPTOB

Tabmmna A2. [llkana oneHKH ypoBHEH TOCTOBepHOCTH nokazarenbeTB (Y /1) mns meronos

npoUIAKTUKY, JICUSHUS ¥ peabmmuranuu (IpoQuiIakTHIECKUX, JeUeOHBIX, peaOMIUTaIIHOHHBIX

BMEIIATENIbCTB)
YA Pacun¢pposka
1 Cucrtemaruueckuii 0030p paHIOMM3MPOBAHHBIX KIMHUYECKHX HCCIEAOBAaHHMA ¢

MNPUMCHCHUCM MCTaaHaJIN3a

2 | OTnenbHBIE PaHIOMU3MPOBAHHBIE KIMHUYECKHE MCCIEAOBAHUS U CHUCTEMATHYECKHE
0030pBl HMCCIIEOBaHUIM J1000r0 [u3aiiHa, 3a MCKIIOYEHUEM pPaHIOMH3UPOBAHHBIX

KIIMHHUYCCKHUX I/ICCJIC,Z[OBaHI/II\/'I C IPUMCHCHUECM MCTAaaHAJIN3a

3 HepaHILOMI/BI/IpOBaHHBIG CpPaBHUTCIIBHBIC HCCJICAOBAaHUSA, B TOM UYHUCIC KOI'OPTHBIC

HUCCICI0OBaHUA

4 HCCpaBHI/ITeJIBHBIe HCCIICAOBaHMA, OTMCAHNUEC KIIMHUYCCKOTO ClIydasa Ujin CCpUuM Ci1ydacsB,

UCCIIEIOBAHMS «CITy4aii—KOHTPOJIb)

5 Nwmeercst nuinb 00OCHOBaHUE MEXaHHM3Ma JCHCTBHS BMEHIATEIbCTBA (JOKIMHHUYECCKUE

I/ICCHCILOBaHI/IH) HJIM MHCHUC SKCIICPTOB

Tao6auna A3. lllkana oneHku ypoBHel yoemutenbHOCTH pekomeHnpammii (YVYP) mis meronos
npodWIaKTUKK,  JUATHOCTHKH,  JIeYeHHs W peadbunurtauuu  (IpOQHIAKTHYECKUX,

JUArHOCTUYCCKUX, JIC‘-IG6HI>IX, pea6I/IJII/ITaL[I/IOHHI>IX BMeHlaTCJ'HJCTB)

YYP Pacuingposka

A CunbHas pekoMeHnanus (Bce paccMaTpuBaeMble KpUTEpuu 3(PPEeKTHBHOCTH

(I/ICXOI[BI) SABJIIAIOTCA BaXXHBIMHM, BCC HCCICAOBAHMA HMMCHOT BBICOKOC HIIN
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YAOBJICTBOPHUTCIBHOC METOJO0JIOTHYCCKOC Ka4dy€CTBO, ux BBIBOBI 10

HHTCPCCYIOIUM UCXOAaM SBJIAIOTCA COFJIaCOBaHHI:IMI/I)

B VYcnoBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpUTepun 3pGEeKTUBHOCTH
(McxXonpl) SIBISIFOTCSL BaXKHBIMH, HE BCE HCCIIEIOBAaHUS MMEIOT BBICOKOE WIIU
yIIOBJIETBOPUTEIHHOE METOAOJIOIMYECKOE KayeCTBO W/WIM HMX BBIBOJIBI 10

HHTCPCCYIOUM UCXOAaM HEC SBJIAIOTCS COT HaCOBaHHBIMI/I)

C Cnabas pexomeHmaius (OTCYTCTBUE JI0KA3aTeBLCTB HAITIEKAIIETO KauecTBa (Bce
paccmarpuBaeMblie KpuTepuu 3(HHEKTHBHOCTH (MCXObI) SBISIOTCS HEBAXKHBIMH,
BCE€ HUCCIIEIOBAaHUSI UMEIOT HU3KOE METO/I0JIOTUYECKOE KaY€CTBO M X BBIBOIBI 10

HHTCPCCYIOIUM UCXOAaM HEC SIBJIAIOTCA COT HaCOBaHHBIMI/I)

Iopsiiok 00HOBIEeHNS KINHUYECKHX PEKOMEH/IaIUii.

MexaHu3sM  OOHOBJIIEHHS  KJIMHHUYECKUX  PEKOMEHIALMK  TMpeaycMaTpuBaeT X
CHCTEMaTHYECKYIO aKTyaJH3alfIio — He pexe yeM | pa3 B 3 rona, a Takke Ipu MOSBICHUN HOBBIX
JaHHBIX C TIO3UIMM JIOKa3aTeNbHOW MEIUIMHBI 0 BONPOCAM JUArHOCTUKH, JICUCHHS,
npopWIaKTUKA W peabWIMTalMi KOHKPETHBIX 3a00JIeBaHWM, HaIMYUM OOOCHOBAaHHBIX
JIOTIOJTHEHN/3aMe"aHuil K paHee yTBEepKACHHbIM KIIMHIUECKUM peKoMeHIalisIM, HO He Jame |

paza B 6 Mec.
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HpHJIO)I(eHI/Ie A3. CnpaBqume MaTepuaJabl, BKJIKOYasg COOTBETCTBHUC
NOKAa3aHuM K INPUMCHCHUIO HpOTI/IBOIIOKaI}aHI/Iﬁ, crocoooB NPUMCHCHHUSA U
A03 JIEKAPCTBCHHLIX NpenapaToB HHCTPYKIUU IO NIPUMECHECHUIO

JEKAPCTBCHHOI'O IIPpCHapara

Ipuiaoxkenune A3.1. IIpodbuaaxkTuka NHGpeKIMOHHLIX 0CJIOKHEHUH npu

B0JIOCATOKJIETOYHOM JIEHKO03€e

WNudexpmonnsie ocnoxxHenus y nanuenton ¢ BKJI xapakrepusytoTcs pasHooOpazueM Kak
M0 ATHOJIOTUH, TaK M MO JIOKAIU3alUK MH(EKIMOHHOTO Ipolecca. Bricokast yactora pa3BUTHSA
TSOKENBIX MH(PEKIMOHHBIX ocnokHeHui y manueHToB ¢ BKIJI (ot 10 o 30%; Bblie B nepuon
WHAYKIIUM PEMHUCCHM, TpPU PE3UCTEHTHOM BapHaHTE 3a00JE€BaHUs, NPU COMYTCTBYIOIICH
TUIIOTaMMarjo0yIMHEMUH, B TEPUOJl BBIHYXKJIEHHON T'HIIOAMHAMHH), OCOOCHHO B MEPUOJ
HEUTpONIEHNH, JUKTYeT HEOOXOAMMOCTh HAa3HAYCHHUs IMpernaparoB i NPO(UIAKTUKH.
[TpodunakTuka nokasana s HH(QEKIKH, BBI3BAHHBIX TPUOaMH U BUPYCaMU B TPYIIIE BHICOKOTO
pucka. IIpodunaktika GakTepraTbHBIX HHPEKINI CTAHOBUTCS MEHEE aKTyallbHOU 10 MPUYHHE
YBEIUYEHUS MOJIMPE3UCTEHTHBIX OaKTEpPUN M TPOBOIUTCS y ONPEIEICHHON KaTerOpuH OOJIbHBIX.
Tax marentam ¢ BKJI ¢ Hanmu4rem HEHTPONIEHUH /WK 3MH30/I0B ITHEBMOILIMCTHOM THEBMOHUH
(B TOM umcie, B aHaMHe3€) MPOBOJUTCA NPOQPHUIAKTHKA ITHEBMOLMCTHONH IHEBMOHHUHU KO-
tpumokcazon [Cynbhamerokcazon+Tpumeronpum]** mo 480 Mr 2 p/cyt (mpemapat MOKET
IIPUMEHSTHCS B IEPUOJ LIUTOCTATUYECKON TEPANUU U B TEYEHHE BCETO NMEPHOAA HEUTPOIIEHUH;
OJTHOBPEMEHHO Tpenymnpexmaaer wuH(eKknun, Bb3bIBacMble Toxoplasma gondii, Listeria
monocytogenes, Nocardia asteroids [50, 70]. Taxxe manuentam ¢ BKJI ¢ Hanuurem HeWTporieHun
W/WIIN 31U30/10B TPUOKOBOM MH(EKIHU (B TOM YHCIIE, B aHAMHE3€ - OCTPBIA MJIM XPOHUYECKUN
JTMCCEMUHUPOBAHHBIA KaHIWA03, MYKOPMHKO3 WM WHBA3UBHBIA acHepruiuie3) MpPOBOIAUTCS
POTHBOIPUOKOBasl MPO(UIAKTHKA U Tepanus - Ha3HAYCHUE Ipernapara, Mpu HUCIOIb30BaHUU
KOTOPOTo ObUIO JIOCTUTHYTO M3JI€UEHHE OT MHBAa3MBHOTO MHKO3a, OOBIYHO OJMH Ipenapar u3
creayonmx — ¢uykonazon** (mo 400 Mr B CyTKH, BHYyTPUBEHHO WJIM BHYTPb); MAI[EHTaM C
(beOprbHON HEHTPOTIEHNEH PU MMOI03PEHUHU Ha TPUOKOBYIO MHGEKIHIO - KacnoyHrua** (mo
50 Mr B CyTKM BHYTPHUBEHHO); MuKapyHruH** (50 Mr B CyTKM B CYTKH BHYTPHUBEHHO, C
BO3MOXXHBIM yBeJIMYeHHEM J103bl 10 100 Mr B CyTKM); IpH HAJIMYMKM B aHAMHE3€ MHBA3UBHOI'O
acriepruiuie3a 0ObIYHO IPUMEHSIOT OJIMH Tperapar U3 clIeayoIuX — BOpUKoHa301** (mo 200 Mr
2 pa3a B CyTKH BHYTpPb HJIM BHYTPUBEHHO ); TI03aKoHa301** (cycnensus, mo 200 mr 3 pa3a B CyTKU
BHYTpb); UTpakoHa3ou (cycrensus, no 200 Mr 2 pa3a B CyTKU BHYTPb); IPU HAJTMYUH B aHAMHE3€
MYKOPMHKO3a — mo3akoHazon** (cycnensus), mo 200 mr 3 pasa B cyTku BHYTpS [51, 52, 70].
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[Tanmentam ¢ BKJI ¢ Hanuuuem HEHTpONEHHM W/WIM 3MM300B BUPYCHOM HH(pEKuuu (B TOM

qiucie, B aHaMHe3€) IPOBOJAUTCS MPO(PUIAKTHKA BUPYCHBIX MH(PEKIUA - HanpuMep, alluKIoBUp™*

(BHyTpuBeHHO 250 Mr/M? Win 5 MI/Kr kaxzpie 12 yacoB); aukioBup™* (tabnetku 1mo 400 mr x 2

pasa); BasaikiIoBup (Tadbnetku mo 500 mr x 2 pa3za); ¢pamiukioBup (tadbnaetku o 500 mr 2 pasza).

OOBIYHO TPOTUBOBUPYCHYIO MPO(UIAKTUKY NMPUMEHSIOT B TeUEHUE crenu(UIecKoi Tepanuu u

T0CJIE HEE 710 BOCCTAHOBJIEHUs Heltpoduios 6onee 1,0 — 1,5 x10%/11; nepeBox ¢ nepopaisHOi Ha

BHYTPHUBEHHYIO ()OPMY MPOBOAAT y MAIIMEHTOB ¢ MyKo3uToM [53,54, 70].

Tabmuua A3.1.1 AIropuT™M IMarHOCTUYECKHUX MCCIEIOBaHUN y OOJIBHBIX C BOJIOCATOKIETOUYHBIM

TEHKO30M U WH(EKIIHSIMH.

IHokazanus

HccaenoBanue

Temneparypa >38°C,

BIICPBBIC BO3HUKIIIAA

B3situe kpoBu B 2 ¢uiakoHa Ui TeMOKYJIIBTYPbI

(BeHa-KaTeTep WM BEHA-BEHA)

Temneparypa >38°C B TeueHue

> 5 nHeN U JIEUKOIEHU

[ToBTOpHOE MUKPOOHOIIOTUYECKOE (KynbTypanbHOE)
HCCIIEJOBaHUE KPOBU Ha CTEPUIIBHOCTH 1 pa3 B HEJEIIO
Muxkpobuonoruueckoe (KyJbTypajbHOE) HCCIEIOBaHUE
MOYM Ha a’poOHble U  (haKyJIbTaTUBHO-aHA’POOHBIE
YCIIOBHO-TIATOT€HHBIE MUKPOOPTaHU3MbI
Muxkpobuonoruueckoe (KyJbTypajbHOE) HCCIEIOBaHHUE
(dexanuii/peKTanpHOro Ma3Ka Ha BO30YIUTEND
muddunmansaoro kiaoctpuamnosa (Clostridium difficile) ¢
OIpEeICIECHUeM YYBCTBUTEIBHOCTH K aHTHOAKTEPHAIHHBIM
npernaparam;

HccnenoBanue Kajla Ha HalW4YMe TOKCHMHA KJIOCTPUAMU
mudpdunumne (Clostridium difficile)

KT opranoB rpyHo# N0J0CTH (C UCCIEA0BAaHUEM JIETOYHON
TKaHU B PEKUME BBICOKOTO pa3peIeHusi)

Temmneparypa >38°C,
JUTMTENIbHAS, COXPAHAETCS MOCIe
«BBIX0J1a» U3 HEUTPOIIEHUHU

VY3U opranoB OprouIHON MOIOCTH (KOMITJIEKCHOE)
Muxkpobuonoruueckoe (KyJIbTypajbHOE) HCCIEIOBaHHUE
KPOBH Ha JpPOXKEeBble TpuObl (OmpeieneHHe aHTUICHA
Candida (mannan) u antuten Candida (aHTHIMaHHaH))
KT wm MPT opraHoB OpromHONW MOJOCTH
HenH(opmatusHoM Y3U

pu

Karerep-accounnpoBanHast
UHpEKIUs

B3sartue omHoBpemMeHHO KpoBU M3 BeHbl M w3 LIBK nmns
MUKPOOHOJIIOTHYECKOTO MCCIEIOBAHUS

ITonoxxurensHas reMokynbTypa u3 LIBK nomyuena panbiue
Ha 2 yaca u Oonee ueM u3 BeHbl — ynanenue [[BK BBumy
BBICOKOW BEPOSATHOCTH €r0 HHPUITUPOBAHUS

O>xunaemas HEUTPOIICHUS
(nevikornienus) >10 gHew

OmpeneneHue aHTUTEN K TrpudaM pojxa aclepruiuibl
(Aspergillus spp.) B KpoBH (UCClIeJOBaHHE KpOBU Ha
aHTUTEH Aspergillus) 2 pa3a B HeeIIO
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[TomrydeHnne Ma3KOB CO CIIM3UCTON 00OIOYKH POTOTIOTKH (C
MOCIEAYIOIUM MHUKPOCKOIMMYECKMM M MOJIEKYJISIPHO-

CromaTut OMOJIOTUYECKUM HCCIICZIOBAHUEM Ha OaKTEpHH, BUPYCHI,
rpulbl, a TaKKe AN BBIABICHHS T'€HOB MPUOOPETECHHBIX
KapOaneHemas GakTepuii)
D30(aroracTpoayoieHOCKONHsS (TPOMOOIIMTOB HE MeEHEe
50x10°/m)

D30¢arut

HccnenoBanme - cockob (Opami-MeTon) €O CIH3UCTON
000JI0YKH U OUOTICHS

Hekpo3 camsuctoii 0001049KH
HOCOBOT'O X0/1a

Ma30K co CIIM3UCTON 000JI0YKH HOCA

Muxkpobuonoruueckoe (KyJIbTypajbHOE) HCCIEIOBaHHUE
THOMHOTO OTIEeNIeMOro Ha a’poOHbIe U (aKyJIbTaTUBHO-

I"aitmopurt aHa’pOoOHbIe MHUKPOOPraHU3MbI (uccnenoBanue
COZIEPKUMOT0 OKOJIOHOCOBOM Ia3yXH, IIOJIYYEHHOU IIpU
MTyHKILIUH)

CHMITTOMEI uH(eKLHn Muxkpobuonoruueckoe (KyJabTypajbHOE) HCCIEIOBaHHE

MOYCBBIBOAAIIINX HYTGP'I

MOYHU Ha 6aKTepI/IaJIBHI>Ie NaToréHbl € MNPUMCHCHHUCM
ABTOMATU3HUPOBAHHOT'O IIOCEBAa (MHKp06I/IOHOFH‘-IeCKO€

JlelikonuTypus UCCIIEJOBAHUE MOYH)
KT opranoB rpyHo# Noj0cTH (€ UCCIAEA0BaHUEM JIETOYHON
TKaHU B PEKHUME BBICOKOT'O pa3pelICHUs)
bpoHXx0-anbBeOISIpHBIN JTaBaXx
[Tonnoe uccnenoanue xxuakoct bAJI
[{uTosmornyeckoe ucciie10BaHue JaBAKHOM JKUIKOCTH
MHUKPOCKOIMYECKOE UCCIIEIOBAHUE JIaBAKHOW KUIKOCTH
Muxkpobuonoruueckoe (KyJabTypajbHOE) HCCIEIOBaHHUE
JaBaKHOW JKUIKOCTH Ha a’poOHbIe M (aKyJIbTaTUBHO-
aHa’pOOHBIE MUKPOOPTAHU3MBI
MUKpOCKOIIUYECKOE HCCIEAOBaHNE OPOHXO0AThBEOJISIPHON
JMaBAKHOW  KUAKOCTH Ha TpHOBI  (IpPOXOKEBBIE U
MHUIIETHATBHBIC)

[THeBMOHMS MonekysipHO-0HOIOTUYECKOe HCCIIEN0BAHUE

OpOHXOANbBEOJIIPHON JIABAXKHOW JKUAKOCTH HA BHPYC
rpurnma (Influenza virus)

Onpenenenne PHK koponaBupycos 229E, OC43, NL63,
HKUI (Human Coronavirus) B OpOHXOaJIbBEOJISIPHOU
JIaBaXXKHOM KUAKOCTU MeToaoM IIIIP
MonexysipHO-OHONIOTHYECKOE HCCIEI0BAHNE MOKPOTHI,

OpOHX0ATEBEOJISIPHOM JIaBa)KHOU JKUJIKOCTH Ha
utomeranoBupyc (Cytomegalovirus)

MonekysipHO-0HOIOTUYECKOe HCCIIeOBaHNE
OpOHX0AITEBEOJISIPHOM JIaBa)KHOU JKUJIKOCTH Ha

Mycoplasma pneumoniae
Omnpenenenne  JIHK  Mycoplasma  pneumoniae B
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OpOHX0ANILBEOJISIPHOM JTaBaXHOU KHUAKOCTH MeTogoM [TI[P
MornexysipHO-01oI0TnYecKoe UCCIIEIOBaHKE
OpOHXOANbBEOJIIPHON JTAaBRKHOM KHUJIKOCTH, MOKPOTHI,
SHJIOTpaxXeaIbHOro achupaTa Ha Pneumocystis jirovecii
Omnpenenenne JIHK Pneumocystis jirovecii B MOKpoTe,
AH/I0TPaXeaJIbHOM acnupare, OpOHXO0AIbBEOJIIPHOI
JTaBaXHOM KMAKOCTH MeTogoMm IIIP, KoaudecTBeHHOE
UCCIIEJOBaHKE

MornexymsipHO-01oNI0TnYecKoe UCCIIEIOBaHKE
OpOHXO0ANIbBEOJSIPHON  JTABAXKHOM KHUJKOCTH Ha HHBIE
BO30yAMTENN

Omnpenenenue aHTUTEN K TpubaM poaa acmepruiuIbl
(Aspergillus spp.) B kpoBu (uCClieOBaHHE KpPOBH Ha
anTureH Aspergillus)

CUMIITOMBI MCHUHTHTA

«Mo3sroBasp» cuUMNTOMaTHKa Ha
¢done JTUXOPaIKU u
HEUTPOIICHUU

OO6napy>xeHue odara (04aroB) B
TOJIOBHOM MO3Te

CnrHHOMO3T0Bast MMyHKITUS

MHUKpPOCKOIIMYECKOE  HCCIIEIOBAHUE  CIIMHHOMO3TOBOU
JKUJKOCTH, TOJACYET KIETOK B  CUETHOM  Kamepe
(ompezenenue UUTO3a)

Muxkpobuonoruueckoe (KyJbTypajbHOE) HCCIEIOBaHUE

CIIMHHOMO3TOBOM  JKMJAKOCTH ~ Ha  a’poOHBIE U
(baxynpTaTUBHO-aHA3POOHBIE YCIIOBHO-ITATOTEHHbBIE
MHUKPOOPIaHU3MBI (M Ipyrue 6akTepun)

MornexysipHO-01oI0TnYecKoe UCCIIeIOBAaHHE

CIIMHHOMO3T'OBOM JKUJIKOCTH Ha BUPYC MPOCTOro repreca 1
u 2 TunoB (Herpes simplex virus types 1, 2)

MoseKyIsIpHO-0HOIOTnYeCKOe UCCIICIOBAaHHE
CIIMHHOMO3T'0OBOU KUAKOCTU Ha HUTOMCETAJIOBUPYC
(Cytomegalovirus)

MoseKyIsIpHO-0HOIOTnYECKOe UCCIICIOBAaHHE

CIIMHHOMO3I'OBOM JKMAKOCTH Ha BUpyC OmniurteiiHa-bappa
(virus Epstein - Barr)

MornexysipHO-01oI0TnYecKoe UCCIIEIOBaHKE
CIIMHHOMO3IOBOM KMJKOCTH Ha BUPYC BETPSIHOM OCIBI U
omnosiceiBaroriero numas (Varicella-Zoster virus)
Muxkpobuonoruueckoe (KyJbTypajbHOE) HCCIEIOBaHHUE
CIMHHOMO3TOBOM JKUJIKOCTU Ha KpUNTOKOKK (Cryptococcus
neoformans)

Muxkpobuonoruueckoe (KyJIbTypajbHOE) HCCIEIOBaHUE
CIIMHHOMO3TOBOM KHUJIKOCTH Ha JIPOXIKEBbIE TPHOBI
Muxkpobuonoruueckoe (KyJbTypajbHOE) HCCIEIOBaHUE
CIIMHHOMO3TOBOM KHUJIKOCTH Ha MULIEIUATbHbIE TPUObI
Muxkpobuonoruueckoe (KyJbTypajbHOE) HCCIEIOBaHHUE
CIIMHHOMO3I'OBOM JKMJIKOCTH Ha Jpyrue NaToreHsl (Tpuobl,
BHUPYCBHI) 10 MOKA3aHUSIM

Huapes

HccnenoBanne kana Ha HATWYHE€ TOKCHHA KJIOCTPHINAU
mudpdunumne (Clostridium difficile)

[TapanpokTut
Tpemmna B o0macTu OPAMOi

MUKpPOCKOIIMYECKOE  HCCIENOBaHUE  OTAEISAEMOro W3
npsMOil  KMIIKM ~ (C MOJIEKYJISIpPHO-OMOJIOTHYECKUM
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KHIITKHX HUCCICAOBAHUEM Ha HGO6XO,Z[I/IMBI€ H&TOF@HBI)

buorncus xoxu

[TaTonoro-anaToMU4ecKoe HCCIEOBaHUE OUONICUITHOTO
(omepallMOHHOr0) MaTepualla KOXH C IPUMEHEHUEM
MMMYHOTMCTOXMMHUYECKHUX METO/I0B

Muxkpobuonoruueckoe (KyJIbTypajbHOE) HCCIEIOBaHHUE
OuomnTara KOXKH Ha JAPOXKIKEBbIC TPHOBI (a Takke OaKTepHH,
BHUPYCHI — IO NTOKA3aHUSM)

Oo6pazoBanus (MHGUIBTPATHI) HA
KOXKe

IIpuiaoxenne A3.2. ConpoBoauTeJbHAf Tepanusg NpH BBeaeHUH uHrnouropos CD20

(kaacrepoB A depeHnnpoBky 20) Npu BOJ0CATOKJIECTOYHOM JeHKO3e.

N3BeCTHO, YTO Ja)ke B IOJHON KIIMHUKO-T€MATOJIOIHYECKON PEMUCCHUHU T10CIIE JICYEHUS

aHajoraMu nypuHoB y 601pHbBIX BKJI coxpaHseTcss MUHUMAIbHBINA KJIOH OMYXOJIEBBIX KIETOK
B KOCTHOM Mo3re. B nanpneiimem npumepro y 25% 6onbabix BKJII mpu 5-netrnem u 'y 40%
6onpHBIXx BKJI npu 10-metHeM HaOIIOJEHUU PETUCTPUPYETCS peuuauB 3aboieBanus. J[is
nedyeHus pedpaxreproro unu peruausupyromero BKII ¢ cepenunbt 2000-x rr. Hcnonb3yercs
coueranue anainoros nmypuHoB ¢ CD20 (xmactepsl nuddepenunposku 20) uaruéutopamu. B
MoCJIeTHeE JECATHIETHE METOJbl TAapreTHOrO0 BO3JCHCTBHS HA OIYXOJIEBBbIE KJIETKH IpPH
3JI0KaYECTBEHHBIX HOBOOOPA30BaHUAX KPOBU IOKa3ajd CBOIO BHICOKYIO 3(()EKTUBHOCTH U
ObUTM BKJIIOYEHBl B MHOTOYMCICHHBIE HAlMOHAIbHBIE PEKOMEHAAIMH M0 JICUCHHIO
reMo0JacTO30B, KaK MpU PEIUANBE, TAK U BICPBON JIMHUH TEPAIUU.
Y4HUTBIBasI, YTO MOHOKJIOHAIbHBIE aHTUTEJA IPEICTABICHBI OEJIKOBOIM MOJIEKYJION, CIIOCOOHOM
BBI3BIBATh HEXKENATeJIbHbIE pEAKIUHU, TIJIaBHBIM oOpa3oM HH(Y3UOHHBIE, pa3paboTaH
aNTOPUTM, TMO3BOJISIONIUN YNPa3AHUTh MOOOYHBIC SBICHUS, CBA3aHHBIE C BBEJICHUEM
TEPaneBTUYECKUX MOHOKJIOHAJIBHBIX AHTUTEI M KOHBIOraTOB AaHTHUTENIO-JIEKapCTBEHHOE
cpencTtBo. MOHOKIOHANIbHBIE AHTUTENA M KOHBIOTAThl aHTUTENO-JIEKaPCTBEHHOE CPENICTBO
BBI3BIBAIOT PAa3BUTHUE HIMPOKOTO CIEKTPa MOOOYHBIX 3()(PEKTOB: OT TOJOBHON OOJIM U CHIITU 10
aHapunakcuu W TokcuaepMuu. VH(Qy3HMOHHBIE peakIMy Ha BBEJCHHUE MOHOKIJIOHAIBbHBIX
aHTUTEJ M KOHBIOTATOB AaHTUTEJIO-JIEKAPCTBEHHOE CPEJCTBO MPEANOJIOKUTEIBHO UMEIOT B
CBOCHl OCHOBE HMMYHHBIE MEXaHHU3MBI: MAaCCHBHOE BBICBOOOXKJEHHE HUTOKHHOB U IgE-
OTOCPEIOBAHHBIC MEXaHU3MBI.

Jns mpenynpexaeHusi pa3BUTHS HWH(QY3MOHHBIX pEaKIHi HEMOCPEICTBEHHO Nepen
BBE/JICHHMEM MOHOKJIOHAJBHBIX AHTHTEN M KOHBIOTATOB AHTHUTENO-JIEKAPCTBEHHOE CPENICTBO
PEKOMEHIOBaHO MPOBEIACHUE PEeMEIUKAIIH.

[Ipy BO3HMKHOBEHUM WH(PY3UOHHBIX pEAKLUMH: 3aJI0)KEHHOCTh HOCA, Kallelb,

aJNIEPTUYECKU PUHUT, O3HOO, MEplIeHHe B ropje, OABIIIKA, TOIIHOTA, OTEK, U3MEHEHHE
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apTepuajbHOrO JaBJICHUS — JIIOOOH CTENEeHW TSHKECTH, CIeAyeT HEMEIJIEHHO NPEeKPaTHTh
BBEJCHHE IpernapaTta M  YCTPaHUTh  BO3HUKIIME CHMITOMBI  IIYT€M  BBEACHHS
TJIIOKOKOPTHKOH/IOB, KHCIIOPOJa, MPEernapaToB As JEUYCHHs OOCTPYKTHBHBIX 3a0osieBaHUM
IBIXATENbHBIX IMyTeH, aHTUTUCTAMUHHBIX CPEJCTB CHCTEMHOTO JICHCTBHUSA, 3aTE€M PELIUTh
BOIIPOC O BO3MOXKHOCTH NPOJOJDKEHHUs BBeAeHUsA. [Ipu  pa3BUTHUM TSDKENBIX WIIU
TPYAHOKYIUPYEMbIX WH(Y3HMOHHBIX PEaKUMid MPOBOJUTCA OCMOTP BPauOM-aHECTE3HOJIOTOM-
peanumarosioroM. [Ipu pazButun aHapUIAKTUYECKOTO IIOKA IEPBBIM BBOJUTCA dNTUHEPpUH**
u uHPY3UOHHAs Harpy3ka C T[OCIHEAyIONIMM BBEICHHEM JeKcaMeTa3oHa**  wim

peaHUu30I0Ha™ *,

A3.2.1. #Putykcumad** [30, 31, 34, 75, 76, 82, 88]

[Tpumenenue #purykcumaba** npu BKJI mo3BomisieT ycuIuTh NMPOTHBOOIYXOJEBBIH
3¢ (DeKT neueHus, B TOM YHUCIIe, B YaCTU CIy4yaeB — ¢ gocTtmxeHneM MOB-HeraTHBHOCTH.

Beenenne #purykcumaba** MoKeT CONMpoBOXIATbCS MH(Y3MOHHBIMH PEaKLUSIMH, B
OCHOBHOM 3TO O03HO0, c1aboCTh, OJBINIKA, AMCIENCHS, TOIIHOTA, ChIb, apTepHalibHAS
TUINOTEH3USl WM THUIEPTEH3Us, JUXOpajaKa, 3yJ, KpaluBHHIA, TaXWKapIus, 4yTo TpelOyeT
Ha3HAYEHUS CTaHAapTHOU mpemenukaiuu (3a 30 — 60 MuH 10 HHGY3UH BBOAST HECTEPOUTHBIC
IIPOTUBOBOCHAJIIUTENIbHBIE M  IPOTUBOPEBMATHYECKHE IIpenapaThl, aHTUIMCTAMHHHBIE
CPeICTBa CHUCTEMHOIO JICHCTBUSA, TJIIOKOKOPTHKOWJBI), COOJIIOJCHHUS TaliMHMHIa BBEICHUS
npenapara (pacTBop craOujeH B TedeHUe 12 4 nmpu KOMHATHOW TeMIepaType Uid B TEUCHUE
He O6onee 24 4 npu Temmepatype ot 2 10 8 °C); mnpaBui BBeeHUs (BHYTPUBEHHO MEIJIEHHO C
HaYyaJIbHOU CKOPOCTHIO mepBoi nHpy3uu 50 Mr/4, ¢ mocnenyromen 3ckananueit Ha 50 Mr/g
kaxnaple 30 MuH, J0 MakcuManbHOW ckopoctu 400 wMr/4) u  Ha3HAYCHUSA
MPOTHUBOAJUIEPTUYECKON M MPOTHBOLIOKOBOM Tepamuu mnpu HeobxoaumocTu. Jlerkue wuiaum
YMEpPEHHBIE PEaKlUd MOTYT ObITh YCTPAHEHbl YMEHbBIIEHUEM CKOPOCTH BBEICHHS, KOTOPYIO
MOYHO BHOBb YBEJIMYMUTH IIOCJIE UCUYE3HOBEHUS CUMITOMATUKU. [Ipy MOJKOKHOM BBEIECHUU
MOCJIEAYIOIINX J103 Mpenapara y NAalUEHTOB C 3aTPyAHEHHBIM BEHO3HBIM JIOCTYIIOM TaKXKe
MIPOBOAMUTCS CTaHAApTHAas MNpeMeAUKanus (HECTEpOUAHBbIE IPOTUBOBOCHAIMUTENBHBIE W
IIPOTUBOPEBMATUYECKHUE IpENapaThl, aHTUTMCTAMHUHHBIE CPEICTBA CHUCTEMHOTO JAEHCTBHA,
IJIIOKOKOPTUKOUBI). B CBSI3M ¢ OMacHOCTHIO pa3BUTHUS TMIIOTEH3UU PEKOMEHIYETCS OTMEHaA
AHTUTHUIIEPTEH3UBHBIX CPEACTB 3a 12 4 10 Hayana v Ha NPOTSHKCHUH BCETO BpEMEHU UH(Dy3uH

#putykcumaba**.

A3.2.2. #00unyTy3ymad** [47-49]
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[Tpumenenue #oOuHyTy3ymaba*™* B CBSI3U C MOBBIIICHHBIM CPOJCTBOM K pPELENTOpaM
CD20-k1eTok, MOXKET NPHUBOJUTH K Oojiee MIyOOKOMY NPOTUBOOMYXOJEBOMY OTBETY, YTO
obocHoBBIBaeT ero npumenenue npu BKJI B ciyuae pe3aucTeHTHOro TeueHHs 3a00JeBaHUs WIN

PECOUANBUPYIOHICTO TCYCHHA C HCIIPOJOJZKUTCIIbHBIMU PEMUCCUSIMU.

[Ipu BBeneHun #00uHyTy3ymaba™** moryt HaOIr0AaThCS MH(Y3UOHHBIE PEAaKUUH (B TOM
qucne, Tshkenble). Hambollee yacTeie — TOIIHOTA, PBOTA, O3HOO, MOHWKCHHE / TOBBHIIICHUE
apTepHaIbHOTO JaBJICHHUS, TIOBHIIICHUE TEMIIEPaTyphl TeJa, OJbIIIKA, PUINBEI, TOIOBHAS 0O,
TaxuKapaus u quapes. s npenynpexaeHus pa3BuTHs HHOY3MOHHBIX PEaKIuii BceM MallueHTaM
cienyeT MPOBOJUTH MPEMEIUKAIUIO MpenapaTaMu u3 rpynnbsl aHanbreTukoB (N02 mo ATX),
AHTUTUCTAaMUHHBIX cpenctB cucreMHoro aeiictBus (RO6A mo ATX) u riaioKOKOPTUKOHIOB
(HO2AB no ATX); orMeHsTh nnpueM anturuneptren3uBHbix cpeAcTB (C02 no ATX) yTpom B 1eHb

nepBoil nH(Y3UH, a TAKXKE MO3TAITHO BBOAUTH 103y B | 1UKIIE.

[Ipu pa3zBuTuM MHPY3MOHHOH pEaKUUU CIEAYeT BPEMEHHO NMPUOCTAHOBUTH HUH(Y3HIO,
IIPOBECTH MEIMKAMEHTO3HYIO0 TEPAlMI0 OCJIOKHEHUN, 3aTEM CKOPPEKTHPOBATH CKOPOCTH

I/IHq)ySI/II/I B 3aBUCHUMOCTH OT CTCIICHHU TAXKCCTHU Ha6JIIOI[aCMOI>'I pcakuuu B COOTBECTCTBUMU.

[Ipu undy3un #obunytyzymaba** BO3ZMOKHO MOHMKEHHE apTEPUAIBHOTO JABJICHUS, B
CBSI3U C YeM JICUEHUE aHTUTHUIIEPTEH3UBHBIMU CPEACTBAMU NMPUOCTAHABIUBAIOT B TeueHue 12 4
nepes Kaxaou umH(y3ued, Ha NPOTSDKEHUHM KaxIoW uH(y3uu W B mpojpoipkeHue 1 9 mocie

BBelleHUs #OOMHYTy3ymaba™™*.

IIpunoxenne A3.3. OCHOBHbIE PeaKIINH U OCJI0KHEHUsI, CBAI3aHHbIE ¢ TPaHcPy3ueit

(mepesMBaHNEM) KOMIIOHEHTOB IOHOPCKOH KPOBH

OCHOBHBIM MEJHMIIMHCKUM IOKa3aHHEM K reMoTpaHcdysusMm y nanuentoB BKII sBisroTcs
HEa/leKBaTHAasl OKCUTEHAIMs OpraHOB W TKaHEW, reMopparudeckue OcJoXHEeHus. Brioop
KOHKPETHOT'O BHJa KOMIIOHEHTa KpPOBH JUIsl TeMOTpaHC(hy3uH (THUI SPUTPOIMTOCOAEPIKAIIETO
KOMIIOHEHTa KPOBH, THII KOHILIEHTpaTa TPOMOOIIMTOB, THII IpenapaTa Iia3Mbl) OCYIIECTBISCTCS
JIeYaIiyM BpauoM WJIM BPauOM-TPaHC(y3U0JIOrOM B COOTBETCTBHH C KIIMHUYECKON CUTYAIM 1 Ha
OCHOBAaHUHU HOPMAaTHBHBIX IOKyMEHTOB.

Tpancdy3un 3puTpounTocoaepxkammnx KoMnoHeHToB kpoBu (ICK)

B nensx npoduimakTHKM peakyii U OCIOXKHEHUN B CBSI3U C TpaHC(]y3ueil HCIONb3yIOTCS
OCK, uneHtnuHsle WM coBMecTuMmble 1o cucreme ABO, pesyc-npunamnexnoctd u K (mo
BO3MOXKHOCTH — 110 antureHam spurpouutoB C, ¢, E, e, CV). MumuBumyansHelii 1mogoop

KOMIIOHCHTOB KpPOBH OCYHICCTBIIACTCA PCUHUIIUMCHTAM, HWMCIOIIUM: HOCTTp&HC(l)yBI/IOHHLIC
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OCJIO)KHEHHUS B aHaMHe3e; OCpEeMEHHOCTb; POXJACHUE JeTe ¢ TI'eMOJIMTHYECKON O0Je3HbIO

HOBOPOXKJICHHOTO B aHAMHE3€; AJUIONMMYHHBIC aHTUTEA.
lloxkazanus k neperusanuro ICK

e [Ipu BKJI ¢ xponuyeckoit anemueii: npu ypoBHe remoriaoouna <60 — 80 r/m.

e [IIpu BKJI ¢ cencucom, uimemudeckoi Ooyie3HbIO cepAmna (B TOM YuCIe, HHPAPKTOM
MHOKap/ia, CTCHOKapAnuei HaNpsHKSHUS ), MUOKapIUTOM H IPYTUMH KapJAUOMHUOIATUSMH:
npu ypoBHe reMorioouna — <80 — 100 r/m.

e [Ipu BKJI y nauuenta crapiue 60 siet: npu ypoBHe remorinoouna <80 — 100 r/i.
e [Ipu BKJI u GepemeHHOCTH: PEKOMEHIOBaHHbIM ypOBEHb reMorioonna He menee 80 1/11.

e [Ipu BKIJI ¢ kpoBomnotepeit 15-30% ot oObeMa MUPKYIUPYIOUIEH KPOBU NPU HATUYHH
NPEIIISCTBYIONIE  aHEeMUHM  WIM  CONYTCTBYIOIIUX  KapJHOJOTMYECKHX WM
MyJIBMOHOJIOTHUECKUX 3a0oJeBaHusAx; remornoOu Hmwxe 70 — 90 1/1 mpu akTHBHOM
KpOBOTEUYEHUH; remornoomn  <100r/m  mWpM  YEpEemHO-MO3rOBOM  TpaBME,

Cy63.anHOI/II[aHBHOM KpOBOU3JIUAHUH, XpOHPI‘-IGCKOfI HLIX&TGHBHOﬁ HEOOCTAaTOYHOCTH.
Tpancdy3un KoHIeHTpaTa TPOMOOIUTOB

[ToporoBelii ypoBeHb TpPOMOOLMTOB Ui MPOPHUIAKTHUECKOW TpaHCPY3UM KOHLIEHTpaTa
TpoMGoIMTOB y anuentos ¢ BKJI cocrasnser 20-30 x10°/n npu yciaoBuu 0TCYTCTBUS (PaKTOPOB
pucka kpoBoteuenus. [Ipopunakrnyeckas Tpancy3ust KOHIIEHTpaTa TPOMOOIIMTOB IPOBOIUTCS
y nmanreHToB ¢ BKJI npu nHBa3MBHBIX MEIUIMHCKUX MaHUy siusax (ycranoBka LIBK, mynkuus,
Ouorcus U ap.) U KomudecTse TpombormToB Menee 30-50 x10%/1. YV GepeMeHHbIX HMalMEHTOK ¢
BKJI noporogsiii ypoBeHs TpomMGonutos cocrasisier 30-50 x10%/1. KpoBoTeuenue, BhIpasKeHHBIH
WM HapacTarouuil remopparuueckuii cuapoM npu BKJI — npsmoe nmokaszaHue K NepeauBaHuIo

KOHIIEHTpaTa TPOMOOIIUTOB HE3aBUCUMO OT JJa0OpaTOPHBIX MOKA3aTeeH.

[Toka3aHusa K TEpEeNMBAHUIO KOHIIEHTpAaTa TPOMOOIMTOB C MPOQPHIAKTUYECKOHN IEIbI0

npuBeeHsl B Tadn. A3.3.1.

Taboauna A3.3.1. [lokazanus K nepeJJMBaAaHUI0 KOHIEHTPATa TPOMOOLIUTOB

Konnuectso
ITokazanue TPOMOOITTOB B | [Ipumeyanus

nepupepuyecKkon KpoBU
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Bo Bpemsa wim mocie IIppu  cuHOpPOME  MOBBIIIEHHOTIO
XUMHOTEPANIUH, B IEPUOJ notpeOiIeHus TPOMOOIIUTOB*
Menee 20 x 10%/n
MHUEIIOTOKCUYECKOTO JaHHBI ~ TOpOr  HEOOXOIMMO
arpaHyJIoIHUTO3a MIOBBICUTD
Vcranoska [IBK Menee 30 x 10%/n -
CrniuHHOMO3roBast myHKIMs | Menee 50 x 10°/n -
OObemHBIE  Omepanuu | ITomumo npopUIAKTHIECKOM
Maj000bEMHBIC HHBA3HUBHBIC TpaHcy3uw, HE00X0IUMO
BMEIIIaTEIbCTBA pe3epBUpPOBaHUE KOHIIEHTpaTa
TPOMOOIIMTOB  JUISI  TIPOBEACHUS
Megnee 50 x 10%/n
onepauuu. Jloza ompenensercs
maccoit Tela MalyeHTa, a
KOJIMYECTBO TpaHchy3uii —
00BEMOM OTepaIiu
Bepemennble Megnee 30 x 10%/n -
[Marmentsi ¢ OTLT Megnee 50 x 10%/n -

JABC-cunapom

Menee 50 x 10°/n

Kak wacts ocHoBHOI Tepanuu JIBC-

CUHJIpOMa

* Cericuc, IMmyJTbMOHOJIOTUYECKUE 3a00IEBaHUS, TUXOPAJIKA.

Iloxazanus x nepeiusaruro Konyermpama mp0M6OI/}I/lm06 c 1e4edHoll yenvio.

Hanuune y manmeHTa reMoOpparMueckoro CHHApoMa — MPsSMOE IOKa3aHUE K IEPETUBAHUIO

KOHIIGHTpaTa TPOMOOIIMTOB HE3aBHCHMO OT JIAOOPATOPHBIX MokKa3aTeneil. OIeHKa TsHKeCTH

reMOpparu4eckoro cuHApoMa npoBoauTces no mkane BO3 (tadbn. A3.3.2).

Tabamna A3.3.2. lIkana kposoreuenunii no BO3

1 crenens (He TpedyeT TpaHCcPy3uN)

Ilerexun Mmenee 2 MM

KpOBOTO‘-II/IBOCTB KOXXH U CIIM3UCTBIX, BKJIIFOYAA IOJIOCTh pTa
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ITypnypa menee 2,54 cM B quamerpe

OkxumMo3bl (oyaru MeHee 10 cM B tuamerpe)

Potornorounsie KpoOBOTEUEHUS

KpoBonznusiHus B KOHBIOHKTHBY

HocoBble kpoBOTeUEHUS MTPOJOIDKUTEIBHOCTBIO MeHee | yaca, He TpeOyrolHe BMEIIaTeIbCTBa

AHOMaJIbHbIE AIMKIIMYECKUE MAaTOUHBIE KPOBOTEUEHHS (MEHEE IBYX IIPOKJIIAJIOK B CYyTKH)

2 cTeneHb (B OCHOBHOM He TPeOYIOT TpaHC(y3Hn)

OxxuMo3bl (6ornee 10 cMm B tnameTpe)

I'emaToMsbI

HocoBble kpoBoTEUEHHS MPOJOIDKUTENBHOCTRIO Oosiee 1 yaca it TpeOyIoIue TaMIIOHa bl
KpoBomsnusinus B ceTyatky 06e3 yXyIIeHus 3peHns

AHOMaJIbHBIE alMKINYECKUE MaTOYHBIC KPOBOTEUEHHUS (D0JIee IBYX MPOKIIAI0K B CYTKH)
MeneHa, pBoTa ¢ KpOBbIO, KPOBOXapKaHbe, FEMaTypusl, CTyJI C KPOBBIO

KpOBOTGLIeHI/ISI MOCJIC NHBA3MBHBIX BMCIIATCIILCTB, MBIIICYHO-CYCTAaBHBIC KPOBOU3JIUSAHUA

3 creneHsb (Tpe0yOT TpaHCPy3UHn)

Menena

PBora ¢ xpoBbtO

KpoBoxapkanbe

I'ematypusi, BKITFOUast HepeKpaiaromeecs KpoBoTeueHue 0e3 CBepThIBAHUS

AHOMaJIbHbIE MaTOYHBIE KPOBOTEUCHHUS

Cryn ¢ KpoBbIO

HocoBoe kpoBoTeuenune

Porornorounoe kpoBoTeueHne

KpoBoreueHus 1ocie HBa3UBHBIX BMELIATENLCTB, MBIIIEYHO-CYCTaBHbIE KPOBOU3IIMSHUS WU

KPOBOUSJIMAHNA B MATKHUC TKaHU

4 creneHsb (TpeOyOT TpaHCPy3UHn)

KpoBonznusiHusI B ceTUaTKy ¢ HapyILIEHUEM 3PEHUS
Hedatansubie kpoBomsusiHus B LIHC ¢ HeBposornueckoii CHMIITOMATHKOM

darannHbBIC KPOBOTCUYCHHS BHC 3aBUCUMOCTH OT UICTOYHHKA

Knunuueckumu kpumepusimu 3GGEKTUBHOCTH TpaHC(Y3UU KOHIEHTpaTa TPOMOOLUTOB
ABJIAIOTCS. TNPEKpAIlEHUE WIA YMEHbBIIEHUE BBIPAXKEHHOCTH CIIOHTAaHHOW KpPOBOTOYMBOCTH,

OTCYTCTBUC CBCIKHUX reMopparI/Iﬁ Ha KOXKC U BUIUMBIX CIIU3UCTBIX.
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Jlabopamopuvimu kpumepuamu >HPEKTUBHOCTH TEpeTUBAaHUS TPOMOOIIUTOB SBISIOTCS
YBEJIMYCHUE  KOJMYECTBA  IMPKYJIHPYIOIMIMX  TPOMOOLUTOB —  aOCONIOTHBI  IPUPOCT
TpoMOoIMTOB 4epe3 1 yac u 18—24 4 mocie oxkoHuUaHHs TpaHC(Y3UH, a TAKKe MOKA3aTeIH
MaKCHMAJIbHOW aMILUTUTY/ABI Ha TpomOoasnactorpamme. [Ipu BOZHMKHOBEHUHU pedpakTepHOCTH K
TpaHC]y3USIM WK HAJTMYUSI B aHAMHE3€ MOCTTPaHC(Y3MOHHBIX peakIMii 1 OCIOKHEHHI NOKa3aH

WHIMBUYATbHBIA TOJ00P TPOMOOIIMTOB IOHOPA, MPUMEHEHHE M1a3Madepesa.

KadecTBO KOMIIOHEHTOB KpOBH, IPMMEHsieMbIX IIPH CONPOBOAMTEJILHOH Tepanuu

reMaToJOrH4€¢CKHUX MalnmueHToB

[Tpu moka3aHusAX K HEOAHOKPATHBIM TPAHC(Y3UIM KOMIIOHEHTOB KPOBH, € IIEIIbIO MPO(UITAKTUKH
HEXKEJIATeNbHbIX PpEaKIMi M OCIOXHEHUH, CBS3aHHBIX C TPaHCHY3USIMH, PEKOMEHIYETCS

HCIOJIb30BAHNUEC KOMIIOHCHTOB KPOBHU CO CICAYIOIIMMHU XapAKTCPUCTUKAMU:

e JlelikopenyunpoBaHHbBIE — COAEP)KAHUE JIEMKOLMTOB B J103€ MEPEIMBAEMON CpEbl
cHIKeHO 10 1x10° kieTok.

e OOny4yeHHbIE SPUTPOLUTH U TPOMOOLUTHl (TaMMa-U3NMyYeHHE WIM PEHTICHOBCKOE
n3nyuenue B no3e 25—50 I'p).

e OrpaHMyeHHE  HCIIOJIb30BAHMA  JOHOPCKOW  IUIa3Mbl  IYTEM  MCIOJIb30BaHUSA
B3BEILIUBAIOIINX PACTBOPOB ISl 3PUTPOLIUTOB.

e [locne uccienoBanus TOHOPCKON KPOBU Ha MapKepbl BUPYCHBIX WH(EKINI TOCPEICTBOM

MOJICKYJISIPHO-OMOJIOTMYECKIX METO/IOB.

C uenpio MOBBIMIEHUS 0€30MACHOCTH TPAaHCQHY3UH JOMOIHUTEIBHO MOTYT TNPHUMEHSATHCS

CJICAYIOIUC TCXHOJIOTUHU:

e lHakTHBaNMs NATOT€HOB B KOHIICHTPATE TPOMOOLIUTOB.

e [IpumeHenue 100aBOYHBIX PACTBOPOB JUISI 3aMEILIEHUS JOHOPCKOH IIa3Mbl B KOHLIEHTpATe
TPOMOOIIUTOB.

e PacmupeHue criekTpa TeCTHPYEMbIX MapKepOB BUPYCHBIX HH(EKIUI (LIUTOMETaIoBUPYC,

BUpyc renaruta B, T-mumdoTponHbiii BUpYyC YeI0BEKa U APYTHE).

Jlnst mpo(hUITaKTUKK HEXKENAaTENbHBIX PEakiii Ha TpaHC(Y3HIO TPU HEOAHOKPATHOM MPOBEICHUH
TpaHC(y3Uil KOMIIOHEHTOB KPOBH MOXET IOTPEOOBATHCS MPEMETUKAIMs B COOTBETCTBUH C
o0muMu pekoMeHaanussMu. CTeneHb TSKECTH MOCTTPAHC(HY3HOHHBIX PEAaKUUU U OCIOKHEHUN

MO>KHO OIIPENEIUTH 110 COOTBETCTBYIOLIEH 1mIKane (cM. [Tpunoxxenune 172.1).

Hpuaoxenue A.3.4. Ciuienskromus npu BKJI
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IToxazanus k cminensktomun npu  BKJI  ompenenstorcss  BpauoM-reMaToJIOTOM.
B0O3MOXXHOCTE M CPOKM BBIIIOJIHEHHUS OIIEPATUBHOIO BMEIIATEIBCTBA, MEPONPUIATUS I10
MOJTOTOBKE K ONEpaIiH, TAKTHKA BeIeHUs] OOJBLHOTO JI0 U TIOCJIE OIIEPaTUBHOTO BMEIIATEIbCTBA
OIPEIENAI0TCS COBMECTHO BPauOM-T€MATOJIOIOM, BPa4OM-XUPYPIOM, Bpa4yOM-aHECTE3UOJIOIOM-

PEaHNMATOJIOIOM U BPauOM-TPaHC(Y3HOIOTOM.

Beibop goctyma ais CIJIGHSKTOMMH  (JTAIAPOCKONMMYECKUH WM JIAApOTOMHBIN) B
YCIIOBUAX KOMOMHUPOBAHHOTO SHIOTPAXEANbHOT0 HApK03a ONPEAEIIAeTCs pa3MepaMu CEIe3eHKH,
Tonorpado-aHaTOMUYECKIMHA COOTHOLICHUSMHU C JPYTUMHU OpraHaMH, HAJHMYUEM BBIPAKEHHBIX
CpallleHU C OKpPYXKAIIIUMH OpraHamMM W TKaHsaMH. [58—65]. Bo Bpems CIUIEHOKTOMUU
BBITIOJIHSACTCSL KpaeBas OHOICHS TI€UEHH OTKPBITas, MpH HATUYUK  a0JOMHUHAIBHOM
muMdaneHonaTuu — OHONCHS TUM(PATUYECKOTO y371a, BO3MOXHO, APYroro JOCTYIHOTO OdYara.
[TomyyeHHBI MaTepuan HaNpaBIsAETCS JUIS BBIIOIHEHUS LIUTOJIOIMYECKOTO, TUCTOJIOTHYECKOTO
(aToI0ro-aHaTOMUYECKOE MCCIEeOBAaHNE OMOTICUMHOTO (OTEepallMOHHOTI0) MaTepuala, B T. 4. C
PUMEHEHHEM UMMYHOTUCTOXHUMHUYECKHX METO/JI0B), MUKPOCKOIIMYECKOTO, TPU HEOOXOJUMOCTH
- MUKPOOHOJIOTHYECKOT0 (KYJIbTYPaIbHOTO, OaKTEPHUOIOTHYECKOT0) HCCIIEIOBAHUI.

I'nyGokas tpomGonurornenus menee 20 x 10°/1 He ABASETCS NPOTUBONMOKA3AHUEM LIS
BBITIOJIHEHUS CIUICHIKTOMHUH. KoaMyecTBO mepenuBaeMbIX 03 TPOMOOILMTOB 3aBHCHUT OT
nokasaresei o0mero (KIMHUYECKOr0) aHaInu3a KPOBH, HAJTMYUS TeMOPPAruueckoro CHHApOMa U
MH(EKIMOHHOTro mpouecca. s obecredeHus: reMocTasa JOCTATOYHBIM SIBISIETCS KOJIUYECTBO
tpoMborMToB  Gomee 50 x 10%/x [57, 58-60, 64]. HeobOxomuMo HWMETh 3amac
reMOTPAaHC(PY3MOHHBIX  CPEICTB Ui  TNPUMEHEHUs B clay4ae  HEOOXOJUMOCTH
(opUTpOLUTCOACPIKAIIIME CPENbl, KOHILEHTPAT TPOMOOILIMTOB, CBEXKE3aMOPOXEHHAs IjIa3Ma);
IIPOBOAMTCS MPEONIEpallMOHHAs IOATOTOBKA, B T. 4. HA3HAYEHUE HU3KOMOJIEKYJIIPHOIO renapyuHa
(BO1AB I'pynmna renapuna) B npo(MIaKTUYECKHX J103aX Y MALMEHTOB C MOBBIMICHHBIM PHCKOM
pasBUTH TEPUONECPALMOHHBIX TPOMOOTHYECKMX OCJOXHEHUH; TNpeMeIuKalus HaKaHyHe

OIrcpanuru 1Mo Ha3HAYCHHUIO Bpada-aHCCTC3NO0JI0Tra-pCaHnuMaToJI0ra.

st obecnieueHust MHTPAOTIEPALMOHHOTO TeMOCTa3a MPOBOIUTCS MOHUTOPUHT OCHOBHBIX
[IapaMeTpoB KOaryJorpaMMbl (OpUEHTHPOBOYHOE MCCIEAOBAHUE CHCTEMBl TI€MOCTa3a), IO
BO3MOXXHOCTH C OJHOBPEMEHHBIM HCIIOJIb30BAHMEM MHTErPaJbHBIX METOAOB MCCIIEN0BAHUS

CHCTEMBI reMocTasa (TpoMmboanacTorpadus, TpOMOOIIACTOMETPHS).

3a yac [0 Hayaia OINEPAaTHBHOTO BMEUIATENILCTBA BBOJAUTCS aHTHOAKTEpPHAIbHBIN
npernapar UIMPOKOro CIeKTpa AeHCTBHs (Hampumep, nedazomun** 2 r + merponunazon** 0,5 r,

nepypoxkcum™* 1,51 + merponumazon** 0,5 r, Amokcunuuina+[KnaBymanoBas kucmora]**
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1,2 r, AMokcunmnuH+ Cyns0akram] 3 1, #3praneHemMm™* 1 r mpu KOJIOHU3ALUN PE3UCTECHTHBIMU
MuKpoopranuzMamu. [lpu amneprum k OGeTa-makTaMaMHBIM aHTUOAKTEPHAIBHBIM IpenapaTam:
neHuIInHaM: #xmuaaaMuua** 0,9 v [67]. [pu onepamnmonHoit kpoBomotepe 6onee 1500 mi
PEKOMEHI0BAHO MOBTOPHOE BBEACHUE aHTHOAKTEPUAILHOTO Ipernapara CUCTEMHOTO JCUCTBUSL.
Jlanee aHTMOAaKTEepHAJIbHAS TEpanus MPOBOIUTCS TOJBKO IPHU BBIIBICHUU HHQEKIIMOHHBIX

OCJIOKHEHU.

B mnocne onepallnoOHHOM NEPHOAE MPOBOJIUTCS €XKEIHEBHOE HAOIIOACHHE COBMECTHO
BpPauOM-XMPYProM U BpadoMm-remarosioromM. OOs3areqbHO HAONIOJEHHE B YCIOBHUSX
peaHMMAalMOHHOIO OTHAEJEHMs (IajaThl MHTEHCUBHOW TEpaluu) B TEUYEHHE 2 4YacoB I10CIE
onepauuu. JlanpHeiinee npeObIBaHNE B PEaHMMALMOHHOM OTICJICHHH 3aBUCUT OT BO3pacTa U
COMAaTHYECKOT0 CTaTyca MalueHTa, oO0beMa KpOBOIOTEPH M HAIM4YMs HH(EKIMOHHBIX
OCIIO)KHEHUH. PyTMHHO NpOBOAMTCSA paHHAsS AakKTUBU3AaLMg DAlUeHTa - uepe3 2—4 uyaca
pa3penaercss CUIETh U CTOATH Y IIOCTENH, IIPU OTCYTCTBUU JUCIICIICUYECKUX SIBJICHUN pa3pelicH
IpUEM XKHUJIKOCTeH BHYTpPbh, BO30OHOBJICHHME NMuUTaHusA uepe3 12-24 wyaca mocne omepauuu. B
pPaHHEM IOCTIEONEPAMOHHOM MIEPHO/IE TPOBOAUTCS KOHTPOIb O0IIEro (KIMHUYECKOT0) aHaIu3a
KpOBH, KoOaryjorpamMmsl (OpUEHTHPOBOYHOE HCCIIEIOBAaHUE CHUCTEMBl TIeMocTa3a) M, Ipu
HEOOXOUMOCTH, MPOBEACHHUE  MPOPUIAKTUYECKONH  aHTHUKOATYJSTHTHOW/aHTHArperaHTHOM
TEpanuy MpH HAJTUYUM PUCKOB TPOMOOTHUYECKUX OCIOXKHEHUU (0KHpEHHE, TreMOoOJIacTO3bl,
ayTOMMMYHHBIH T€MOJIM3) — C Y4YeTOM KOJMYeCTBa M TEeMIla MpHpOCTa IMoKazaTeneil oOIero
(KIMHMYECKOT0) aHajli3a KPOBM, BBIPAXKEHHOCTH IeMopparuueckoro cusipoma. Jloza HMIT

(BO1AB I'pynna renapuna) pacCUMTBIBA€TCS B 3aBUCUMOCTH OT Macchl Tena. [57, 58, 60, 61, 64].

B ciydae runepTepmMun B OCIEONEPAIMOHHOM NIEPUOJIE IPOBOJUTCS 00CIeI0BaHNE ISt
UCKJTIOUEHHs HauboJiee BEpOSITHBIX OCIIOKHEHHI: TIOCIeonepaliioHHast THEBMOHUS, TPOMOO03 BeH
MOpPTabHOM  CHUCTeMBbI,  moaauadparManbHbli  abcuecc W Hayalo  AMIIMPHYECKOM
IPOTUBOMHUKPOOHOI Tepanuu ¢ mocjenyromnei KoppeKIuen ¢ yueToM BhISIBICHHBIX BO30YIUTENeH
Y aKTHUBHOCTBIO MMPOTUB MHEBMOKOKKOBOU nHpekmu (cMm. [Ipunoxenne A3.1) [59, 60, 67]. Ilpu
MOCJICONEePAIIMIOHHOM TPOMOO3€ BOPOTHOM BEHBI NMPOBOJUTCS AHTUKOATYJISIHTHAsI TEparus JUIs
pekananuzanuu Tpom6a [57, 58, 64]. Ilpu hopMupoBaHHM KHCT MOJHKETYJOYHOM JKeJe3bl WIH
abcrieccoB OPIOIIHOMN MOJIOCTH MPOBOAUTCS JPEHUPOBAHHE KUCT, a0CIeccoB o KOHTpoieM Y3U

[58, 60, 63].

[Tokazanus K Hayaly CHEHU(PHUECKOW Tepanuu TI'eMaTOJOTHYECKOro 3a00JeBaHus
OIIpEAEIAETCS BPAUOM-IT€MaTOJI0OIOM M HAUYMHAETCSI B CPOKH, YCTAHOBJICHHBIE B COOTBETCTBUHU C

KIIMHUYCCKUMHU PCKOMCHAANUAMU B 3aBUCUMOCTHU OT KIIMHUYCCKUX MMOKa3aHUM.
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Hpuiaoxenue A3.5. Ouenka 3¢pPeKTUBHOCTH JIeHeHHUS BOJIOCATOKJIETOYHOI 0

JeHKo3a

D¢ dexr ot neuenns BKII nposBisercss mocTeneHHo, 0 Mepe YMEHBIIEHUS TUM(OUIHOM
MHOWIBTPAUU B KOCTHOM MO3T€ M CEJIE3€HKE U MapajuleIbHOI0 BOCCTAHOBIICHUS 3JIEMEHTOB
HOPMAaJIbHOTO KPOBETBOPEHUS, MOATOMY CYAMTH 00 3((PEKTUBHOCTH TEpanuu HEOOXOAUMO MO
JTMHAMUKE TaOOpaTOPHBIX MOKa3aTesaei U pa3Mepa Cele3eHKH B TCUYCHHE JIUTEIBHOTO MepHoa

BpPEMEHH.

Onenka 3¢ (heKTHBHOCTH PUMEHEHUSI HHTEPPEPOHOB WK #BeMmypadenuda™* mpoBoautcs
HE paHee 4YeM uepe3 8 HeJ. Mocie Hayajna JICYCHHs; Tepamnus cuyuTaercss 3((GEeKTUBHOU IpH
HIMYUKA TOJIOXKHUTEIBHON NWHAMHMKH IO BCEM WJIM HECKOJBKUM IMapaMerpaM (yMEHbILICHHE
UTONCHUH, TUM(OIIMTO3a U MOHOIIUTOTICHNH, YMEHBIIIEHUE pa3Mepa CeJIe3€HKU U BUCIICPAIbHOM
mumbanenonatun). [lpu cHwkeHun numdormMTo3a B KpoBU mpuMepHo a0 50% wu mpupocte
Heiirpopunos npumepro g0 1,0 - 1,5x10%1, neyenne unTepheponamu anbha 3aBepIIAIOT U

MPOBOJAT KYPC XMMHOTEPAHU KIaApHOUHOM.

Ha ¢one xypca nedeHus KiIagpuOMHOM OTMEUAIOTCS 3aKOHOMEpHas JUMQOIEHUS H
OJTHOBPEMEHHO TPUPOCT TPOMOOLIUTOB M YPOBHS remoriioOnHa. B TedeHue mepBoro mecsua
OTMEYaeTCsl yBEIMUYCHHE (POPMEHHBIX 3JEMEHTOB KpPOBH, OJHAKO IOJHOE BOCCTAHOBJICHHE

réMorpaMmMsbl MOXKET HOTpC6OBaTB HCECKOJIbKHUX MCCAIICB, IO3TOMY IIPU HAJIMIUHA MOJI0KUTEILHOM

AMHAMUKY ITOKa3aTeiae KpOBU MOJIHOTa KOCTHOMO3TOBOM pPEMUCCHUU OLUCHUBACTCA HC PAHCC UCM

yepe3 6—12 Mec. nocie OKOHYaHUS XUMHOTEPAIINH.

B Hacrosmiee BpeMs IPUHATHL CIEAYIOIIME KPUTEPUU PEMHUCCUM U  MHUHUMAJIbHOU

octaTtouHoi 6one3nu (pemioxensl B 2006 1. u mogudunuposansl B 2011 1.) [5, 12]:
Kpurepun nonnoi pemuccun:

® OTCYTCTBHE LIUTONECHHM: YpPOBHHM remorinoduna >120 r/n, neditpoduno >1,5 X
10°/n, TpomGonmToB >100 x 10%/1;

® OTCYTCTBHE OpraHOMETAJIMU: HOpMAJIM3allUsl pa3Mepa CeJe3eHKH, BHUCLEPATbHBIX
JIY;

® OTCYTCTBHE «BOPCHHYATHIX» JTUM(OLUTOB B nepudepuueckoil kposu u <1% B

KOCTHOM MO3I€.

HGKOTOpre HNCCIICOA0OBATCIIN BBIACIAOT NOJHYIO PEMUCCHUIO C pe3uayaabHOU 00JIe3HBIO npu

Hamuuu 1-5 % «BOpCHHYATHIX» TUM(OIIUTOB B KOCTHOM MO3TE€.
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Kpurepun yacTH4HON peMHUCCHM:

® OTCYTCTBHE LUTONECHHM: YpPOBHHM remorinoduna >120 r/n, neditpoduno >1,5 X
10°/n, TpomGonmToB >100 x 10%/1;

® yMCHBIICHHE OPraHOMETAIMU M WHQWIBTPALMU KOCTHOTO Mo3ra Oosee 4eM Ha
50%;

® OTCYTCTBHE «BOPCHHYATHIX» JTUMQOLUTOB B nepudeprueckoir kKposu, HO >5% B

KOCTHOM MO3T€.
YiIydnieHueM CYUTAETCs] HOpMalu3alys OJHOTO U3 ITapaMeTpoB 0e3 yXyALICHUS APYTUX.
JinutensHOU cuntaercs pemuccus BKJI 6onee 5 ner.

Pe3ucreHTHOCTD (Pe)paKTepHOCTD)

[Mockonbky mpu BKJI ahekTnBHOCTS TEpanuu OLEHUBAETCS B JUHAMUKE HA MIPOTSHKEHUH
HECKOJIbKUX HEJIENb JICUYCHHS, CYyTUTh O PE3UCTEHTHOCTH K MHTEpPEpOHaM MOKHO HE paHee 4eM
yepe3 2 Mec. HeMpPEephIBHON TEpaIuy, a O PE3UCTEHTHOCTH K TEPaINuu KIaJApuONHOM — HE paHee
yeMm yepe3 | Mec. mocie mpoBefeHMs] Kypca (IpU YCIOBMM HCYE3HOBEHHS «BOPCHHYATBHIX

TUMQOIUTOB U3 KPOBU HA (hOHE JICUCHHUS).
Kpurtepnu pe3ucCTEeHTHOCTH K Tepanum:

e ypoBeHb remMornobuna <120 r/i, konmudecTBo HelTpodumos <1,5 x 10%/11,
KOJIMYECTBO TpoMOormToB <100 x 10%/x;

® B KpOBH >5% «BOJIOCATHIX KIIETOKY;

® YMEHBIIIECHUE YUCIIa «BOJOCATHIX KIETOK» B KOCTHOM MO3re MeHee 4yeM Ha 50%;

e yYMEHBIIECHHUE pa3Mepa celne3eHKr MeHee yeM Ha 50% wim HapacTaHue pa3mepa

CCJIC3CHKH, ITIOABJICHUC BPICLIGp&JIBHOfI JII/IM(baI[eHOHaTI/II/I, HECMOTPA Ha JICUCHUC.
Kpurepun pennausa:

¢ Hanuyue KIoHa TuMGOIUTOB ¢ Mapkepamu BKJI B KpoBU WM KOCTHOM MO3Te,
WIJIA WHOM JIOKATU3allnu;

e HapacTaHHe pa3Mepa CeJe3eHKH, 00yCIOBICHHOE JEHKO3HBIM MMOPAKEHUEM.
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IIpuioxkenue b. AlropuTmsl AeHCTBUH Bpaya

MaymeHT C BONOCATOKNETONHEIM
NeKo3IoM

anspa™ Imm EAx3
pasa 8 Hepeno x 3-4 mec.

—

B \
Kynuposanme Heittponesm?

HeT
flocrurHyTa pemmccnn ?
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Ipunoxenue B. Uudopmauusa 1151 nauMeHToB

BonocatokneTouHbli JeMK03 OTHOCUTCS K XpPOHMUYECKUM 3a00JI€BaHUSAM. DTO 03HAYAET, YTO
Ha CErONHAIIHUNA [EHb H3ICUMBAIOINIMX METOIMK JUIL 3TOH Ooiie3HM He HakaeHo. OQHako B
neuennn BKJI 1oCcTUTHYT OrpOMHBII TIporpece — nmogo0paHa Takas KOMOMHAIINS JIEKapPCTBEHHBIX
MpermapaToB, KOTOpas MO3BOJISIET OoJiee ueM y 95% maimeHToB 1OCTHYh PEMHUCCHU 3a00JIeBaHNUS,
qaiie JIUTEIHHOW, BO BpeMsi KOTOPOH JieueHHe He TpeOyercs u O0Je3Hh HUKAaK HE MeEIIaeT

HOPMAaJIbHOW KU3HU.

OnacHOCTh U JKU3HHM MOXKET MPEJCTaBIATh TOJBKO HMH(MEKLHsS B TEPHOJ| CHIIBHOTO
CHIDKCHHMSI YPOBHS JIGHKOIMTOB. BOT mouemMy BaXHO B MEpUOJ JIeUeHHs COONMOAaTh Bce
PEKOMEHJALMU Bpaya W HEMEIJICHHO cooOmath 00 OTKJIOHEHHSIX B COCTOSIHHUHM, OCOOCHHO O
MOBBILIEHUM TeMIlepaTypsl Tena. Korna nedeHne ycrnemHo 3aBeplIeHO0, BaKHO OCTaBaThCS MOJ
HaOJIOIGHUEM Bpava-reMaTosiora, peryJsipHO MPOBOJUTH aHAIM3 KPOBH M OLIEHWBATH paszMep
CeNe3eHKU. DTO JaeT BO3MOXHOCTh BOBpPEMs YBHAETh HAualo peuuanBa OOJE3HM, €Ie A0
MOSIBJICHHUSI CUMITOMOB OOJIE3HH, U TPOBECTH KOPOTKUU KypC JICYEHHUs, YTOOBI CHOBAa BBECTH
Oose3Hb B cocTosiHME peMuccuu. [Ipy HEoOXOOMMOCTH Bpad NPEATIOKHUT JOTOIHUTEIbHBIC

CpEICTBA JIeUeHUsI (HaIpUMeEp, YAAJIEHUE CEJIE3EHKH).

[Tanent B pemuccun BKJI Moxer BecTu 0ObIUHBINA 00pa3 *KU3HU — 3aHUMATHCS CIIOPTOM,

paboTatk, 3aBOJUTH ACTE U Ip.
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Hpuaoxenus I'l-I'N. HHIkaJbl oeHKH, BONPOCHUKH U APYyrue OLeHOYHbIE

HHCTPYMEHTDBI COCTOSAHUA NMAIIMCHTA, IPUBCACHHLIC B KIMHHYCCKHUX

pexomenaauusax Ipunoxkenune I'l. [lIkaja oneHKkn 001Iero COCTOSTHUS

nanuenta ECOG

Knunnueckass oneHka obmero coctosHus mnamuenta ¢ BKJI mpoBoaurcs mo mikane,

pa3pabortanHoii Bocrounoil oObeanHeHHOH oHKomorumdeckoil rpymmoit (Eastern Cooperative

Oncology Group) [45]

OpurunansHoe HazBanue: The ECOG Scale of Performance Status

Hcrounuk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology

Group // Am. J. Clin. Oncol. 1982. Vol. 5, Ne 6. P. 64965 [45]

Tum: mKasaa olleHKH

HaznaueHue: KIMHUYECKas OILICHKa OGH.ICI‘O COCTOsAHHA ITallMCHTA

CopnepxaHue U UHTEPIIPETALINSA:

Craryc (0anab1) | Onucanue 001Iero COCTOSIHUA MALMEHTA

0 [TareHT NOTHOCTHIO AaKTUBEH, CITOCOOEH BBITIOJIHATH BCE, KaK U 710
3a0oseBaHus

1 [TareHT HECTIOCOOEH BBIMOJHATH TSKEIYI0, HO MOXKET BBITIOJIHSTD
JIETKYIO WJTU CUJSUYI0 paboTy (HarmpuMep, JIETKYI0 JOMAIIHIOW WU
KaHIEJISPCKYI0 padoTy)

2 [Mamuent neunrtcst aMOyIaTOpHO, CIOCOOEH K CaMOOOCTYKUBaHUIO, HO HE
MOJKET BBIOIHATH paboTy. bonee 50% BpeMeHU MPOBOAUT aKTUBHO — B
BEPTUKAJIHLHOM ITOJI0KEHUH.

3 [areHT cnocoOeH JHIb K OrpaHHYEHHOMY CaMOOOCITy>)KHBaHUIO,
MPOBOJUT B Kpeciie uity nocrenn 6osee 50% BpeMeHH 001pCTBOBAHUS

4 WuBanuz, coBepiieHHo He CI0coOeH K cCaMo0OCTy)KUBAaHHIO, TPUKOBAH K
Kpeciy WIH MOCTENN

5 CmepTh
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Ipunoxkenue I'2.1 OneHkKa cTeneHu TAKECTH NOCTTPAHCPY3NOHHBIX PeaKIUU

M OCJIOKHEHU

OneHka CTENEeHN TAKECTH PEAKIUI U OCJI0KHEHUH, BO3HUKIINX y PELUIIMEHTOB B CBA3H C
TpaHc(y3uei (mepeimBaHrueM) JOHOPCKON KPOBU U (MJIN) €€ KOMIIOHEHTOB ITPOBOJIUTCS B
COOTBETCTBUM ¢ npuiiokeHneM K [Ipukazy Ne 11281 ot 20.10.2020 «O nopsiike npeacTaBiaecHus
MHPOPMALIUU O PEAKLHUAX U 00 OCIIOKHEHHSIX, BOSHUKIINX Y PELUITHEHTOB B CBS3H C
TpaHcgy3uei (mepermBaHreM) JOHOPCKOM KPOBU U (MJTH) €€ KOMIIOHEHTOB, B YITOTHOMOUYEHHBIH
(benepanbHbIil OpraH UCIOTHUTEIBHOM BIACTH, OCYIIECTBISAIOMNN (PYHKIINHU 110 OpraHU3aliu
JESITeIbHOCTH CITY>KOBbI KPOBM».

Ucrounuk: caiit Munzapasa Poccun. 3apeructpupoas 06.11.2020 Ne 60773. Homep
omyoiukoBanus: 0001202011060026. [lata onyoaukosanusi: 06.11.2020

Tumn: nikana oleHKH

Haznauenue: KIMHUYECKAs OLEHKA OOIIET0 COCTOSHUS MAI[eHTa
CopnepxaHue U UHTEPIIPETALINSA:

Tabmuma [2.1. CreneHp TSHKECTH PeaKIuil U OCIIOKHEHUH, BOSHUKIIINX Y PEIIUITUEHTOB B CBSI3U C

TpaHcdy3uel (mepenTuBaHreM) TOHOPCKOM KPOBH U (MJTH) €€ KOMIIOHEHTOB

Kareropus Onpenenenue
0 Peakuuu n ocnoxHEeHUN HET
1 Jlerkoii cremenu: Temmeparypa <38°C, gpyrue HeE3HAuUMTEIbHbBIC

CUMITOMBI, 0€3 JOITOCPOYHBIX MMAaTOIOTUYECKUX mociencTBuii. He Tpedyet
TEpaeBTUYECKOTO BMENIATEIbCTBA

2 Cpenneil  cTemeHu:  CHUMOTOMBI,  TpeOylolIMe  TEparneBTUYECKOTO
BMEIIATEIbCTBA, CTAOWIIbHBIE TE€MOJUHAMUYECKHE M BEHTHJISALMOHHBIE
MoKa3aTear, BO3MOXHBI JIOJTOCPOYHBIE MOCJIEICTBHS  (Hampumep,
AIUIOCCHCUOMNIN3asl B KauecTBe MPHUYUHBI  pepakTepHOCTH K
TpaHchy3usIm)

3 Tsoxenol creneHdW (HEMOCPEJACTBEHHAsl Yrpo3a KU3HU PELUIIUEHTA):
HECTaOUITbHBIC TEMOJUHAMIYECKHUE U BEHTIISIIMOHHBIC TTOKA3aTEeIH

4 CMepTh OT OCJOKHEHHS, BBIBICHHOIO B INEpBble 24 yacoB IOCIE
TpaHchy3un
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