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Ono6peno Hayuno-npaktuyeckum CoBetom Munzapasa PO
KuarwueBble ciioBa

Cnucok cokpameHui

Anno-TI'CK — TpaHcriaHTalus aJUIOT€HHBIX T€MOMO3THYECKUX CTBOJIOBBIX KIIETOK
AJIT — anannHamMuHOTpaHChEepa3a

Antu-JIHK — antutena k JIHK

ACIJI-O — anTuctpentoiau3uH-0O

ACT — acnmapraTamuHOTpaHcdepasa

ATI" — aHTUTUMOUIUTAPHBIN TI00YIUH

AT-TIIO — anTuTENa K THPEOUTHON IEPOKCHIA3E

AYH — alGcoroTHOE YKCI0 HEUTPOUIIOB

AYTB — akTHBHpPOBAaHHOE YACTHYHOE TPOMOOTIACTUHOBOE BpEMSI
BJIPC — Gera-nakTramasbl pacIIupPeHHOTO CIIEKTPa

BUY — Bupyc uMMyHOACPHUITNTA YEIIOBEKA

BKJI — BosiocaToKJI€TOUHBIN JIEHKO3

BO3 — BcemupHnas opranu3zanust 34paBoOXpaHEHUs

I'M® — runokcueit MHIYIUPOBaHHBIN (aKTOP

I-KC® — pexoMOMHaHTHBIN Y€TIOBEUECKUN IPaHyIOIMTAPHBIA KOJIOHUECTUMYIIUP VIOMIHHA (PakTop
I'CK — remono3Tuyeckne CTBOJIOBBIE KIETKH

JTHK — ne30kcuprnO0OHYKIEHHOBAs KUCIOTa

XKKT — >xenya0uHO-KUIIEYHBIN TPAKT

Nb-1 — u3beiTok GmactoB-1

Nb-2 — u30piToK Gr1acToB-2

NI'X — IMMYHOTHUCTOXUMHUYECKUE METOIbI

HUMT — unnekc Macchl Tena

NCT — uMMyHOCYNIpecCUBHAs TEPAHS

KU — xknuHnYeckue uccienoBanus

KM — kocTHbIi MO3T

KC — xonb1ieBble cuiepo0i1acTsl
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KT — komnbrorepHas Tomorpadus

JIJI — nuHeliHas aucninaszus

JIAI' — makTaTaeruaporeHasa

M1 — MynbTWIMHEWHAS AUCIUIA3US

MJIC — MuenoucIiacTH4eCKUM CUHIPOM

MC-5q — MAC ¢ u3onupoBaHHOM Jeelueit JJIMHHOTO TIe4a 5-i XpOMOCOMBI

MJIC-H — M/IC nexnaccuuuupyemslit

ML — manbie 10361 IUTapabuHa

MOB — munuManbHas OcTaToYHasi 00JIE3Hb

MPT — MarHuTHO-pe30HaHCHasE TOMOTrpadus

OB — o011ast BBDKUBa€MOCTD

OJI — ocTpslit n€iKO03

OJUI — ocTppiit mumpoOIaCTHBIN JIEHKO3

OMUJI — ocTpblii MUEIIOUIHBIN JIEHKO3

IIK — nepudepuueckas KpoBb

[THI" — napokcu3mainbHas HOUHasi TeMOTJI00UHYPHS

[TP — nosnHas pemuccus

[IXT — nonmuxumuoTepanus

[TLIP — monumepasHas 1enHast peakius

CPB — C-peakTuBHBII 6ok

T3 — TpuitoATHPOHUH

T4cB — TUPOKCHH CBOOOTHBIH

TKM — TpaHcniaHTamms KOCTHOTO MO3ra

TTI" — TMpeoTpONHBIN TOPMOH

Y1 — ypoBeHb JOCTOBEPHOCTH JOKA3aTEIHCTB

V3U — ynbTpa3zByKOBOE UCCIIECIOBAHUE

YVP — ypoBeHb yOSIUTEILHOCTH PEKOMEH AN

XT — xumuotepanus

[HHC — uenTpasibHas HEpBHAs CUCTEMA

HCA — uuknocnopun A

YP — yacTuuHas pemMuccus

ObB — Bupyc Onureitna-bapp

OI'IC — 330¢aroractpo1yoIeHOCKOIHUS

OKI — sanekTpokapauorpadust

OI10O — >pUTpONOITUH

SOIICII — 3pUTpONOI3CTUMYIHUPYIOIINE MTPernapaTsl

Ox0KI" — axokapauorpadus

EBMT — EBpomnelickoe 00111€CTBO MO TPaHCILIAHTAIMK KPOBU U KOCTHOTO MO3ra

FISH — ¢uroopectienTHas in situ THOpU U3

Hb — remoro6un

IBMTR — MexayHapoanas 6a3a JaHHBIX PETUCTPOB MO TPAHCILIAHTAIIMM KOCTHOTO MO3Ta

IPSS — unTepHanmonanbHas MPOrHOCTUYECKAs IIKajIa

IPSS-R — nepecmoTpenHast nHTepHAMOHAIbHAS TPOTHOCTUYECKAs LIKaJla

MDS-CI — ciettn¢uusblii HHAEKC KOMOPOUAHOCTH

NCCN — HannonanbHas 0011ecTBeHHas POTUBOPAKOBAs CETh

WPSS — nporHoctrueckas mkana, ocHoBanHas Ha BO3 knaccudukanum

** — JKU3HEHHO HEOOXOJMMBIE U Ba)KHEHININE JIeKapCTBEHHBIE MTpermapaThl

# — mpemapar, TPUMEHSIOIIMHCS HE B COOTBETCTBHM C TIOKAa3aHUSAMHU K TPUMEHEHUI0 U
MPOTUBOTIOKA3aHUSAMH, CIIOCOOAMU TIPUMEHEHHUS U JI03aMH, COJACPKAIIMMUCA B HWHCTPYKIUU TIO
MPUMEHEHHIO JISKapCTBEHHOTO Tpemnapara (o ¢-neitdmn)
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TepMI/IHbI U onpeacJaIeHus

AHEMHUYECKHI CHHAPOM — aHEMHUYECKHe J>KanoObl (c1abocTh, TOJIOBOKPY)KEHUE, OBIIIKA IPH
¢bu3nveckoit HarpysKe, cepanedrueHne) MOryT ObITh Pa3HOI CTENEHH BBIPAKEHHOCTH M BeTpevaroTes B 80
—90% ciyuaeB M/IC.

B-cuMnTOMBI — CHM)KEHHE MACCHI Tela, CyOpeOpHInTeT B Be4epHee BpeMsi, IOTIMBOCTD

I'emopparudeckuii CHHAPOM — KIMHUYECKH 3HAUYMMasi TPOMOOIMTONICHHS B aHajM3aX KpPOBHU
oTMeueHa B 25-70% ciydaeB, reMOpparuueckue MmposiBJIeHUs B Je0r0Te 3a00JieBaHUsI OTMEYEeHBI B 15-
30% (meTexnanbHbIC BBICHITAHUS HA KOXKE M CIIM3UCTHIX, HOCOBBIC, JICCHEBBIC, MATOYHBIC, TTOYCUHBIC U
KEITYI0YHO-KHUIIEYHbIE KPOBOTEUEHUSI, KPOBOM3IUSIHUS B CKJIEPbl U TOJOBHOM MO3r) M OTpa)karoT He
TOJIBKO CTENEHb TPOMOOIIUTONIEHUH, HO U TPOMOOLIUTONATHH.

Hucnnasus (oT rped. Ovc dys — mapymenue u TAGO® plaseo — o6paszyro) — Mopdonaorudeckue
OTKJIOHEHHUS] OT HOPMAJILHOTO Pa3BUTHS, BBISBIISIEMbIE HA BCEX YPOBHSX OT KJIETKHU JI0 TKaHEH, OpraHoB U
oTHenbHBIX dYacTedl Tena. Ilog aMcMuenono’3oM MOJApa3syMeBalOT JIIOObIE KOJIMYECTBEHHBIE U
KAaueCTBEHHbIE HapYyILIEHUsS, KOTOPbIE OMPEIENAIOTCS B TE€MOMOITHYECKUX KIETKaX M KpPOBETBOPHOMU
TKaHU KocTHoro mosra. [lpu auddepeHnpoBaHHOM MOJCUETE MHUEIOKAPHOLUTOB B MHEJIOrpaMMe
HeoOxoaumo wuccienoBate He MeHee 500 smpocoiepkammux KIETOK KOCTHOTO MO3ra, MpPH IOJCUeTe
neiikonuToB B nepudepuueckoir kpoBu — He MeHee 200. JlmarHocTUYECKHM 3HAYMMOM JHUCIUIa3Hel
CUMTAETCSl CUTyalus, KOrJa Mol KJIeTOK C MNpu3Hakamu auciiazuu mnpesbimaer 10% ot 100
ITOJICYMTAHHBIX 3pUTpoKapruonuToB, 100 rpanynonnToB u He MeHee 30 MerakaprOLUTOB.

NmmynocynpeccuBHas Ttepanust (MCT) — kommiekc jedeOHBIX MEpPONpPHUSITHHA, MPOBOIUMBIX
MOATAITHO B TE€YEHHE rojaa u 6osee, Bmovaronuil mukiaocnopu (LICA), aHTUTUMOTIUTAPHBIN TIIOO0YTUH
(ATT) u mpyrue meroasl MUCT, mo3Boisromuii 100UTHCS MaKCUMAJIbHO TOJIOKUTENBHOTO 3 deKTa u
JUTMTEIIbHOW BBIKMBAEMOCTH TAIMEHTOB ¢ TUroriacTuaabiMu popmamu MJIC.

WHbEKIMOHHBIE OCIOKHEHUSI — YBEIHWYEHHE YacTOThl MH(EKIHOHHBIX ocnokHeHui (10-40%)
o0ycloBJ€HO HelTporneHue W AUCPYHKIMEH TpaHyIOLUUTOB, KOTOpas MPOSBISIETCS HapyIIEHHEM
¢darouuTapHolt aaresuu, xemorakcucom. Hanbosnee yactbiMu U3 UH(EKIIMOHHBIX MPOSIBICHUN SBISIOTCS
OakTepuanbHble THEBMOHUH, a0CLecChl KOXKHM U ONMOPTYHUCTHUYECKHE MH(EKINH, BKIII0Yas BUPYCHBIE,
MTHEBMOIMCTHBIE, MUKOOAKTEpHAIbHBIE.

KoctHOMO3roBas pemuccus — CHUKEHHE OJACTHBIX KJIETOK B KOCTHOM Mo3re 5% u MeHee, U 3TO
cHIbKeHue Oosiee yueM Ha 50% OT UCXOAHBIX 3HAUEHUH, IPU ITOM B nepudepudecKoil KpOBH HET MOJIHOTO
BOCCTaHOBJICHUS MOKa3aTeslell TeMOTPaMMBI.

Muenoaucmiactuueckuii curapom (MJIIC) — rereporeHHas rpymma KIOHaJbHBIX 3a00JIeBaHUN
CUCTEMbl KPOBH, BO3HHMKAIOUIMX BCJIEJACTBHE MYTAllUM TE€MOIO3TUYECKOW CTBOJIOBOW KIETKH U
XapaKTEepU3YIOMINXCS IUTONEHUEH, Kak pe3ynbTaT HedPPEeKTUBHOTO TeMOI033a, MpHU3HAKaAMU
JMICMHENIOTNI093a U BBICOKUM PUCKOM TpaHc(opmalimu B ocTpslii neiiko3 (OJI).

MJIC c nuneiinoit (ogHonuHeHON) aucinasueit — BapuanT MJIC, A KOTOPOro xapakTepHa OJ/IHO-
JIBYXPOCTKOBAas LIUTOTECHUsI, 0€3 yBENTUUYECHHUS MPOILIEHTA OJIACTHBIX KJIETOK B mepuepruueckoit KpoBu (<
1%) 1 xocTHOM Mo3re (< 5%), 6e3 yBelnuueHUs KOJBIEBBIX CUACPOOIACTOB U aOCOIIOTHOTO MOHOILIMTO3a
B nepudepuueckoil KpoBH, Ipu 3TOM auciiazusi Oosiee 4yem B 10% KJIETOK BBISBIAETCS TOJIBKO B 1
pocTke KpoBeTBopeHHs. Hanbosnee yacTo y 3TUX MallMEHTOB BEAYILIUM CUMIITOMOM SIBJISI€TCSI QaHEMHSL.

MJIC ¢ konbreBsiMu cuaepobiactamu (KC) u nuHeiHON (0JHOMMHEHHOM) quciia3ueil — BapuaHT
MJAC, s KOTOpOro XapakTepHa aHEMus, 4Yallle HOPMO- WM MAaKpOIMTApHOTO XapakTepa;
JIMarHOCTHYECKU 3HAYUMBIM SIBJISIETCS OOHApYXEHHE KOJIBLIEBBIX CHJIEpOOIacTOB B KOCTHOM Mo3re B 15%
u Oojee OT KJIETOK KpPacHOTo psjia, BHE 3aBUCUMOCTH OT Hannuus Mmyrauuu resa SF3B1, a npu ee
HAJINYUU TUArHOCTUYECKU 3HAYMMBIM SBJISIETCS OOHapykeHHue 5 1 0oJiee KOJbIEBBIX CUAEPOOIacTOB; 63
yBEJIMUEHUS MPOLIeHTa OJIACTHBIX KJIETOK B nepudepudeckoit kpou (< 1%) u koctHOM Mo3re (< 5%), 6e3
a0COJIIOTHOTO MOHOLIMTO3a B Nepu(peprudeckoil KpOBH, MpPU ATOM JUCIUIA3Usl BBIABISETCA B KJIETKaX
KpacHoro psfa 6osnee yem B 10%, B rpaHyIOLUTApHOM M MErakapUOIMTAPHOM POCTKaX — MEHEe YeM B
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10%.

MIC ¢ KC u wmynpTunuHedHod nucrnazuet — BapuanT MJIC, ansg koToporo xapakrepHa
[UTOTICHUST JIIOOOW CTENEHH BBIPAKEHHOCTH; JAMATHOCTUYECKH 3HAYMUMBIM SIBIIICTCS OOHApYXKCHHE
KOJIBLIEBBIX CHIEPOOIaCTOB B KOCTHOM MO3re B 15% 1 GoJiee OT KIIETOK KPacHOTO psijia, BHE 3aBUCUMOCTH
or Hammuus Myranuu reHa SF3B1, a npu ee HaIWYMM JUATHOCTHYECKHA 3HAYMMEBIM SIBIISICTCS
oOHapyxeHHe 5 u 0osiee KOJIBIEBBIX CHUAECPOOIACTOB; 03 YBENIWYECHHs MPOLEHTAa OJACTHBIX KIETOK B
nepudepudeckoir kpoBu (< 1%) m koctHOM wMmosre (< 5%), Oe3 aOCONIOTHOrO MOHOIIMTO3a B
nepudepruIecKoi KpOBH, TIPU ATOM JMCILIA3US BBIBIISCTCS B KIETKaX 3PUTPOUTHOTO, TPAHYITOMUTAPHOTO
W/WJIM METaKapUOLUTAPHOTO POCTKOB Oostee uem B 10%.

MIC c¢ wmynbTUnMHEWHOW (MHOXKECTBEHHOM) muciuiazueit — Bapuant MJIC, mis koToporo
XapaKTepHa UTOTIEHUS JTFOOOUW CTENEHU BBIPAXKEHHOCTH, O€3 YBETMUYEHUS TIPOLIEHTA OJIACTHBIX KIETOK B
nepudepudeckoit kpoBu (< 1%) um xoctHoM wmo3sre (< 5%), 6e3 aOCOJIOTHOrO MOHOIIMTO3a B
nepudepudeckoil KpoBH, MpH 3TOM AMCIIA3Us BblsiBIseTcss Oosnee ueM B 10% kieTok nByx u Ooiee
POCTKOB KPOBETBOPEHHUSI.

MJIC ¢ usbbitkoM OmactoB-1 — Bapuant MJIC, aisi KOTOpOTO XapaKTepHa LUTOMEHHUS 000
CTENEHU BBIPAKEHHOCTH Oe3 a0CONIOTHOTO MOHOIIMTO3a, MPU ITOM OyacThl Oe3 mamodek Ayspa B
nepudepudecKoil KpOBH COCTaBJISIIOT MeHee 5%, a B KocTHOM Mmo3re — ot 5,0 mo 9,9%, mporeHt
KOJIBIIEBBIX CHACPOOIACTOB MOXKET OBITH JII0OOH, BHE 3aBUCHMOCTH OT MyTanuu reHa SF3B1, Tak ke, kak
1 KOJIMYECTBO KJIETOK C TUCIUIa3HEeH.

MJIC ¢ wm30biTkOM OmactoB-2 — BapuanT MJIC, uIsi KOTOpOTO XapaKTepHa IMTOICHHUS JIFO0OM
CTETeHU BBIPAKXEHHOCTH 0€3 aOCOJIIOTHOTO MOHOIIUTO3a, NMPHU 3TOM OJacThl, BO3MOKHO C Majlo4yKaMu
Ayapa, B nepudepuueckoil KpoBU cocTaBisitoT oT 5 1o 19,9%, B xoctHoM mo3re — ot 10 mo 19,9%,
MPOLIEHT KOJIBLIEBBIX CHIIEPOOIACTOB MOXKET OBITh JIOOOW, Tak e, KaK U KOJMYECTBO KIIETOK C
mucrazuend. B cimydae, xorma mpu MJIC ¢ u30bITKOM OmactoB-1 B ONACTHBIX KIIETKaX BBISBISIOT
nanouku Ayapa, Bepudunupyrot nuarno3 M/IC ¢ n3osiTkoMm 61actoB-2.

MJIC ¢ usonmpoBanHoii genenueit (5q) (MAC-50-) — Bapuant MJIC, 11 KOTOpOro XapakTepHa
anemus (HB < 100 r/m), gaiie MakpoIUTapHOTO XapaKTepa, BO3MOKHO B COUCTAHUM C HOPMATbHBIM WU
MOBBIIIEHHBIM  KOJMYECTBOM TpPOMOOIMTOB, 0€3 yBEeNWYeHHs] TNpOIeHTa OJacTHBIX KIETOK B
nepudepudeckoit kpou (< 1%) u koctHOM Mo3re (< 5%), aOCOTOTHOTO MOHOIIMTO3a B MEepU(pEpUIECKOi
KpOBHU, IPHU ATOM [JUCIUIa3HUsl BBISABISETCS B KIETKaX SPUTPOUIHOTO pPsiia M MErakapuolMTax, MpH
LUTOT€HETHYECKOM HCCIIEOBAaHUKM KOCTHOTO MO3Tra ONpeAeNsieTcsl N30JUpoBaHHas Jenenus (5q), uiu B
COUETaHUH C JPYroil aHOMajKei, 3a UCKIIOYEHUEM /-i XPOMOCOMBI.

MJIC nexnaccudumupyemsiii (MC-H):

1. Bapuant MJIC, ¢ xkputepussmu MJIC-JIJ1, MIIC-KC-JI1, MJIC-KC-M/I, MAC-MJl u MJ1C-50-,
HO C KOJIMYECTBOM OJIaCTHBIX KIETOK B nepudepuueckoit KpoBu = 1%, npu AByX u 60jee U3MEPEHUsIX;

2. Bapumantel MJIC-JIJI, MJIC-KC-JIZT u MJIC-50-, npu KOTOPBIX BBISIBISACTCS KIMHUYCCKU
3HAYMMas aHIIUTOIICHUS,

3. BapuantT MJIC, mpu KOTOPOM BBISBIISICTCS KIMHUYECKHA 3HAYMMAas IUTOTICHUS C OJlacTeMuer <
2%, u OmacTHbIMU KiIeTKamMu < 5% B KOCTHOM MO3I¢, HO AMCIUIA3Hs BBIABIsACTCS MeHee yeM B 10%
KJIETOK B JIFOOOTO POCTKAa KPOBETBOPEHHMSI, IPU STOM OOHAPYKHBAIOTCS IIUTOICHETHMUYECKHUE aHOMAaJHH,
maToraoMmonndHbie 111 MJIC.

MJIC HHM3KOTO pHCKa — IpyIIa MalueHTOB, Y KOTOPBIX MPU MOJICUYETe MPOrHOCTUYECKUX UHIEKCOB
olpesieNieHa Ipymnna HU3KOTO pucKa U mpomexyrouHoro-1 mo mikane IPSS, oueHb HHM3KOTrO, HU3KOTO U
MIPOMEXKYTOYHOTO pricka o mkane [PSS-R.

MJIC BBICOKOTO pUCKa — I'pyIIa MalMeHTOB, Y KOTOPbIX MU MOACYEeTe IPOTHOCTUYECKUX HUHIEKCOB
ompeneNieHa Tpylmna MPOMEXKYTOYHOTO-2 M BBICOKOTO pucka mo Imkane IPSS, mpomexyrouHoro,
BBICOKOT'O U OYEHb BBICOKOTO pHcka 1o mkane |PSS-R.

HeittpounpHblil 0TBET — yBenuueHue uucia HedTpodmioB Oosnee yeM Ha 100% OT MCXOIHBIX
3HA4YCHUI.
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Heynaua nedenus — jneTanbHbIM HCX0 HA (OHE TEpAaNTK UIIH MIPOTpeccus 3a001eBaHuUs.

Oo6mas BepkuBaeMocth (OB) — mis ouenkn OB ananu3upyroT BpeMEHHBIE IMapaMeTphl BCeX
MAIMEeHTOB, BKIIOUEHHBIX B UCCIeI0OBaHKe. TOUKOW OTcUeTa sSBJseTcs JeHb Havana Tepanui. CoObiTHeM
CUMTAETCS TOJIBKO CMEPTh MallMeHTa OT JI000W NpUUYMHBI (paHHSS JIETAIBHOCTh, CMEPTh B IEPUOJ
peMHUCCHH OT JIF000# MPUUMHBI, CMEPTH B IEPUO]] PELIUINBA).

Octperit  neiiko3 (OJI) — rereporeHHas rpymnmna KIOHAJbHBIX 3a00J€BaHUNA CHUCTEMBI KPOBH,
BO3ZHUKAIOIIMX BCJEJICTBUE MyTaluu remornostndeckoil crBosioBoil kietku (I'CK) m mpuBomsmux x
YBENMYEHUIO OnacTHBIX KiIeTok Ooyee 20% B KocTHOM Mo3re w/wim mnepudepuueckoir kposu. Ilo
HaIpaBJIEHHOCTH OsiacTHBIX KieTok OJI pa3nenstor Ha:

OcTtpsliit MuenouaHbN Jeiiko3 (OMJI) — MuenouHast HAaNPaBICHHOCTh OJACTHBIX KJIETOK.

Ocrtperit tumpobaacTHbIi neiiko3 (OJIJ) — numdounHas HanpaBIeHHOCTh OJACTHBIX KIIETOK.

[Tonnas pemuccus (I1P) — cocrosiHre KpOBETBOPHOM TKaHH, IPU KOTOPOM remorio6us > 110,0 r/x,
HerTpodumer = 1,0 X 10%n, GracTHBIE KICTKH OTCYTCTBYIOT, TpoMOotrwmTsl > 100,0 x 10%/n, 6nacTHbIe
KJIETKU B KOCTHOM Mo3re < 5%, BO3MOKHA IEPCUCTUPYIOIIAsl TUCILIA3HSL.

[Homuxumuorepanus (IIXT) — nHaubonee onpaBIaHHOE COYETaHHWE IUTOCTATHUECKUX IPENapaTos,
KOTOpO€ TO3BOJIIET JOOUTHCS MAaKCUMaJIbHO MOJIOKHUTENbHOTO 3¢dekra, B uyactHoctu [IP, mpu
OHKOTe€MaTOJIOTHYECKHUX 3a00JIeBaHUSX.

[Iporpeccus 3aboneBaHUsT — yBENIWYEHHWE KOJWYECTBA OJIACTHBIX KJIETOK Oojee dyem Ha 50% wu
nepexo/1 u3 neppoHavaiabHoro Bapuanta MJIC B 6onee npoasunyrtsiit (MJIC-JI/I:PA B MAC-M/I, MJIC-
MO B MAC-UBb-1, MJC-Ub-1 B MJIC-Ub-2) (xapakrepuctuka BapuantoB MJIC mnpencraBieHa B
paznene 1.5. "Knaccudukamnus 3a00aeBaHusl WK COCTOSTHUS (TpyNIbl 3a00JI€BaHUIN WM COCTOSIHUIM)", B
Tabn. 1), mpu 3TOM B aHalIM3aX KPOBU MOXKET OTMEeYaTbcs CHIDKEHHE Mokazarened Ha 50% ot
MaKCUMaJbHBIX 3Ha4YeHWH M CcHmwkeHne HB Oosiee wem Ha 20 1/1, mosiBieHHE TpaHC()Y3MOHHON
3apucuMocTd. [Ipu cTaOMIBHBIX MOKa3aTeNsX OJIACTHBIX KJIETOK YCYryOJIeHWE LHTONEHHHM TaKXkKe
SBJIICTCS IPU3HAKOM IPOrPECCUH 3a00JI€BaHHUS.

Permue nocne 1P — yBennuenue konnuecTBa 0JacCTHBIX KIETOK > 5%; cHmkenne Ha 50% u 6osee
quciaa TPOMOOIMTOB M HEHUTPO(UIOB OT MAKCUMAJIbHBIX 3HAYEHHH BO BPEMs PEMUCCHM; CHIKEHHE
rmokaszaTtesnel remoryioOmHa Ha 15 1/m w Oornee, mosIBIECHWE TPAHCPY3MOHHOM 3aBUCHUMOCTH OT
SPUTPOLUTCOAEPKAILNUX KOMIOHEHTOB.

CruteHoMeranus — celle3eHKa MOXKET ObITh yBEJIMU€HA HE3HAYUTEIbHO, Ha 1-2 cM.

Crabunu3anus — OTCYTCTBME YaCTMYHOW PEMHCCHUHM, HO HET IMPU3HAKOB IPOTrPECCUPOBaHUS B
TedyeHue Oosiee 8 HENEb.

Tpancopmanus/nporpeccus — B OMJI koHcTaTupyeTcst Ipu 0OHAPYKEHUU B ITYHKTaTe KOCTHOI'O
mosra (KM) unu nepudepudeckoii kpoBu 0osee 20% G1acTHBIX KIETOK.

TpancnnaHTanuss reMONO3TUYECKUX KIETOK KPOBH — IMOJA JTUM TEPMUHOM OOBEAMHEHBI
tpancmnanTaius ['CK nepudepuueckoit kposu, KM u mynoBuHHOI (TU1alieHTapHOMN) KPOBH.

TpomOOLUTHBII KOHLIEHTPAT — KOMIIOHEHT IOHOPCKOM KPOBH, COAEpKALIUI TPOMOOIUTHI.

TpoMGOLMTapHBIH OTBET — yBENMUYEHHE YUcIa TpoMOouToB > 30 X 10%11, cCHUKEHHE 3aBUCMMOCTH
OT TpaHC(y3uil TPOMOOLIUTHBIX KOHIIEHTPATOB.

[{uToreHeruyeckass peMUCCHsl — 3TO TOJIHAs KIMHMKO-T€MAaTOJOrMyecKas peMHCCUs, IpU 3TOM
LUTOI€HETUYECKUMHU METOJaMU HE BBIABISAIOTCS MCXOJHbIE AHOMAIMM KapHOTHIA; KapUOTUI JOJDKEH
ObITh HOPMAJIbHBIM. YMEHBILIEHHE KOJMYECTBA KJIETOK C XPOMOCOMHBIMU HApYIIEHUSIMH MHUHUMYM Ha
50% oneHMBaeTCs KaK YaCTUYHBIN [IUTOT€HETUYECKUI OTBET.

Yactuunas pemuccus (UP) — te xe kpurepuu, uro u ais [1P, oqHako GiacTHbIE KJIETKH B KOCTHOM
MO3re COCTaBIIA0T 6osee 5%.

OpUTPOUIHBII OTBET — IOBBIINIEHHE YPOBHS TreMorjoOMHa Ha 15 1/m u Oojee, CHWXEHHE
3aBHCUMOCTH OT TpaHC(]y3Uil SpUTPOLUTCOAEPKAIIUMH KOMIIOHEHTaMH.
OpUTPOLUTCOAEPKAIINE KOMIIOHEHTHl JOHOPCKONM KPOBHM — KOMIIOHEHTHI JOHOPCKON KpOBH,

COJACPKAIIUC SPUTPOINUTEL (E)pI/ITpOI_II/ITHaSI Macca, S5puTponuuTHadg B3BECh U T.I[.).
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1. Kparkas nndgopmanus

1.1. Onpenenenne 3a00/1eBaHUs WJIN COCTOSIHU S (TPYNINbI 3200JIeBAHUI WJIN COCTOSIHMIA)

MuenoauciiacTH4ecKue CHUHAPOMBI IPEICTaBISIIOT COOOM T'€TepOreHHYI0 TpYIIy KIOHAJIbHBIX
3a00JIeBaHUI CHCTEMBbl KPOBH, XapaKTEPU3YIOMIMXCS LUTOMEHUEH, NpU3HAKAMH JUCMHEJION0d3a H
BBICOKMM pucKkoM Tpanchopmaruu B OMII [1, 2].

1.2. DTuHoJiorust M maToreHe3 3a0o0jieBaHMsl WJIM COCTOSIHMS (rpynnbl 3a00/ieBaHUNA WJIN
COCTOSIHM )

B 80-90% cnygaeB otuonoruss MJIC HeuwsBectHa, B 10-15% pasButuio 3aboseBaHUs
IpealiecTBOBajla LUTOCTaTHUECKas W/WIM JydeBas Tepamusi, KOTopass MpOBOJAWIACH 10 TIOBOIY
CUCTEMHOI'O TOPAKEHUS COEIMHUTENbHON TKAaHM WM JpPYyroro OHKOIeMaTOJOTHYECKOro WU
oHKoJiorndyeckoro mpoiecca. Cpeau (akTopoB, BO3JIEHCTBHE KOTOPBIX YBEIMUMBAET PUCK Pa3BUTHUSA
MJZIC, MOXHO BBIIENIUTh KYpEHHE, KOHTAaKT ¢ OEH3MHOM, WHCEKTULUIAMH, [EeCTULUAAMH,
OpraHMYECKUMU BEIIECTBAMH.

N3yuenne maroreHeza M/IC Ha NpOTSKEHUM HECKOJBKHX JECATKOB JIET IO3BOJIMIIO BBIJICIUTH
HECKOJIbKO OCHOBOIIOJIAraloIlIMX 3TaloB pa3BUTUS ITHX 3a0osieBaHuU. BozneiicTBue moBpexIaroninx
(GakTOpoB Ha IUIIOPUIIOTEHTHBIE remomnodThueckue cTBojioBele KieTku (I'CK) mnpuBoaur k
(GbopMHUPOBAHMIO KJIOHAJIBHOTO KPOBETBOPEHHS, BKIIIOYAIOIIETO BCE KIETOYHBIE JIMHUHM, PEAKTUBHOE
M3MEHEHHE CTPOMAJILHOTO MUKPOOKPYKEHHS U TUM(PATHUECKON CUCTEMBI, YTO MPUBOJIUT K YBEITUUECHUIO
npoiudepannn U anonto3a B kKocTHoM Mo3re (KM). IlosBneHne HOBBIX MyTanuil CrHocoOCTBYyeT
JAJIbHENIICH KIOHAJIbHON HBOJIIOLIMM YK€ MMEIOLIErocs MaTOJOTHYECKOTO KJIOHA, YTO CONPOBOXKAAETCS
yYMEHbIIICHHEM aronTo3a u Tpanchopmarmeii 8 OJI [1, 2].

1.3. DnuaemuoJiorusi 3a00J1eBaHUs UM COCTOSIHUSA (TPYNIbI 3200/1eBAHMH WJIN COCTOSTHU)

B EBpone u CIHIA 3a0osieBaeMOCTh B OOIIEH MOMYJSAIMKA COCTABISAET 0Koyo 4-5 cimydaeB Ha 100
ThIC. HaceneHus B rof. bonee 80% nauuentoB MJIC — sto mtoau crapuie 60 ner. [locae 60 et yactoTa
yBenmuuuBaercss 10 20-50 cioydaeB Ha 100 Thic. yenoBek B roa. B memom B EBpome exeroaHo
JIMAarHOCTUPYIOT MPUMEPHO 25 THIC. HOBBIX CIIy4aeB. YUMThIBAs HEYKIOHHOE 'cTapeHue" HaceleHus
EBpomnbl, mosarator, uro uncio manueHToB ¢ MJIC Oyaer B OnuxalIIme IeCATUIIETUS JIMIIb BO3PAaCTaTh
[1-6].

CrartucTuueckux JaHHBIX 0 3a0o0sieBaeMocTH U pactpoctpanennoctd MJIC B Poccuu Her.

1.4. Oco0eHHOCTH KOAMPOBAHHA 3a00/1eBAHMS WJM COCTOSIHUA (Irpynmbl 3a00/1eBaAHMI WJIN
cocTosiHMi) mo0 MexIyHAapOAHOH CTATHCTHYECKOH Kiaaccupukanum O0oJie3Hell H  mpodJiem,
CBSI3aHHBIX CO 310POBbEM

Muenonucninactuyeckue cuHapomsl (D46)

D46.0 Pedpakrepras anemus 6e€3 cuaepo01acToB, Tak 0003HAYCHHAS;
D46.1 PedpakrepHas anemus ¢ cugepoOiactamu;

D46.2 PedpakrepHas aHeMUs ¢ U30bITKOM 0JacTOB

D46.3 PedpakrepHas aHeMHs ¢ U30bITKOM 0JacTOB ¢ TpaHchopMmanyei
D46.4 PedpakrepHas aHeMUs HEYTOYHEHHAs

D46.7 dpyrue MIC

D46.9 M/IC HeyTOUHEHHBIH

1.5. Knaccndukanus 3a60/1eBaHusI MJIH COCTOSTHUSA (TPyNnbI 3200/1eBAHUI HJIH COCTOSIHUI)

C 2000 r. mpu Bepuduxammm nuarHoza MJIC wucnonp3oBanu kiaccupukanuu BcemupHoit
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opranm3zauuu 3apaBooxpanenus (BO3) (mepecmotp ot 2008 r. [7]), B xoTopyro B 2017 romy mocie
OUYEPEHOTO IepecMOTpa ObLIT BHECEHBI CYILIECTBEHHBIEC H3MEHEHUS:
1. Usmenenne Homenkimatypel MJIC. B Hacrosmeid kiaccupukalud HUCKIIOYEHO KITIOYEBOC
nousatue "pedpakrepHas anemus" st Bcex BapuanToB MJIC. s cOBpeMEHHOTO 0O0O3HAYCHWUS
BapuantoB MJIC kio4eBsIM cTasio moHsTHE "Muenoauciiactuyeckuii cunapom". Hampumep, MIC ¢
koJbIeBbiME cuaepobnactamu (KC) u mynpTiimaeiiHoM muctutasueit, MJIC ¢ n30biTkoM 01acTOB-2;
2. Ocobennoctu mojacyera OmacTHBIX Ki1eTok B KM oT Bcex sapocoaepiKanux KIETOK KOCTHOTO

MO3Ta;

3. HHTepmperanusi yBEIMYEHHOTO KOJMYECTBA KOJBIEBBIX CHAECPOOIACTOB B 3aBUCHMOCTH OT
HaJIM4uus WIK OTCyTCTBUS MyTanuu B reHe SF3BIl: npu nHammuuu myrauuu B reHe SF3B1 noporosoe
3HaYEHHUE KOJIBLIEBBIX CHUAEPOOIacTOB = 5%, MpHU €e OTCYTCTBUU WJIM HEBO3MOXKHOCTH OIpeAeNeHUs =

15%;

4. VY nammmentoB MJIC ¢ nenenueit JIMHHOTO IUieda S-M XpOMOCOMBI JOIYCTUMO BBISIBICHUE €IIe
OJIHO} aHOMaJINK KapHOTHUIIA, 32 UCKIIIOUEHHEM abeppalun 7-i1 XxpOMOCOMBI.

VYuuteiBas Bblen3noxkenHoe, Bapuantel MJIC B COOTBETCTBHM € aKTyallbHBIMH kputepusmu BO3

ot 2017 rona npejcraBieHsl HuKe [8].

1. MJIC ¢ nunelino# (ogHomHEHON) auctuiazueit (JI/1):
2. MJIC ¢ mynsTunuHeitHo# nucrnasueit (MIC-M/I).

3. MJIC ¢ kombueBsiMu cunepodnaactamu (MJIC-KC):

- MJIC ¢ xonbiieBbIME cuepoOiactamMu u auHelHo# nucmasueit (MIC-KC-JI).
- MJIC ¢ xonbIieBBIME cuaepoOiacTaMu U MyabTiimHeHHOU nuctiazuein (MIC-KC-M/).
4. MJIC ¢ u30JTMpOBAHHOM JeNEIHel JUIMHHOTO mieda 5-if xpomocombl (MJIC-50-)
5. MJIC ¢ u30bITKOM 01aCTOB
- MJIC ¢ u36sitkom 6mactos-1 (MJIC-KB-1);
- MJIC ¢ u36sitkom 6mactoB-2 (MJIC-UB-2);
6. M/IC nexnaccudunupyemsiii (MIC-H).

Kpurepun BapuantoB MJIC nipeacrapiens! B Tabmue 1.

Ta6auna 1. Knaccudpuxanus MIC BO3 2017 r. [8]

Bapuant Hucnnaszus, | LuroneHus Konbuessie bmactapie | OcobeHHOCTH
KOJIMYECTBO <a>, cuaepobnactel | kietkd B KM | kapuoTtuna
POCTKOB KOJINYECTBO (pu MmyTanuu u 1K, %
POCTKOB SF3B1), %

MJIC ¢ nuHeiiHoO# |1 1-2 <15(<5) KM <5, JIro6oii,
JUCILIa3uen I[IK < 1,|xpome 5¢-
(MIC-JIT) MaJ0YKH

Ayspa — HeT
MIC c|2-3 1-3 <15 (<5) KM <5, Jlroboti,
MYJIbTHIMHEMHOU IIK < 1,|kpome 5¢-
JTUCIUIa3uen MaT0YKU
MAC-MJD) Ayspa — HeT
MJIC c xonbueBbiMu cunepobdnactamu (MIC-KC)
M/IC-KC u nuneiiHoii | 1 1-2 215 KM <5, JIroboi,
JCTIIA3HeH (= 5) I[IK < 1,|kpome 5¢-
(MIC-KC-JI) MAJI0YKH

Ayaspa — HeT
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MJIC-KC u|2-3 1-3 215 KM <5, Jlrobot,
MYJIbTUITHHEHHO N (=2 5) I[IK < 1,|kpome 5¢g-
JUCIUIa3uen MAJI0YKH
(MIC-KC-MJ) Ayapa — HeT
MJIC c|1-3 1-2 Her wm mo6oit | KM <5, 50- +/- 1
H30JIMPOBAHHOMN I[IK < 1,/ no6aBoynas
JeNenre  JUIMHHOTO MaJ04KH aHoMaius  3a
meva 5 XpoMOCOMBI Ayspa — HET |HUCKIIOYECHUEM
(MAC-5g-) -7179-
MJIC ¢ u36biTROM OnactoB (MJIC-MB)
MIC-Ub-1 1-3 1-3 Her unu mo6oit | KM < 10 (5-|JIro6oii

9),

K <5

(2-4)1

MaJ0YKH

Ayspa — HeT
MJIC-UB-2 1-3 1-3 Her wnu mo6oit | KM 10-19, JIro0oit

IK 5-19,

MaJ0YKH

Ayapa -/+
MJIC nexnaccupunupyemsrii (MAC-H)
¢ 1% 6nacroB B IIK  |1-3 1-3 Her mim mo6oit | KM <5, JIro6oit

I[IK = 1 <6>,

MaJ04KH

Ayspa — Her
c JIMHEHHOI | 1 3 Het nmn moboii |KM <5, JIro6oit
IUCILIa3uei u [IK < 1,
MaHIUTOTICHUEH MaJ04KH

Ayspa — Her
Ha ocHoBanuu | 0 1-3 <15 <p> KM <5, M/IC-
[IATOT€HETHYECKNX [IK < 1, |aHOManmuu <r>
W3MEHEHUN MaJ04KH

Ayspa — HeT

KM — koctubiii mo3r; IIK — nepudepudeckass kpoBb. Jlucrnasusi cyuTaeTcs 3HAYUMOM, Korja
MpU3HAKA  JUCIUIa3ud  BbIsBIeHBI B = 10% KIETOK 3pUTPOMAHOTO, TPaHYIOLUTAPHOTO,
MErakapHOIUTAPHOTO POCTKOB.

<a> VposeHb remornoduna < 100 r/a, konudecTso HelTpoduaos < 1,8 x 10%1, TpombormTos < 100
x 10%1, monormToB < 1,0 x 10%/11.

<6> Ecnu Gnacts! B [IK onpenenens! B 2 1 6ojiee aHaIU3ax.
<> Eciu KC 2 15%, 1o 3r0 MJIC ¢ KC u nmuHEHHON qucIia3ue.

<r> AHOManMM KapHOTHIa, Hamboysee dwacTo Bcerpevaromuecs npu MJIC: -5/50-, -7/70-,
uzoxpomocoma 17q/t(17p), -13/13g-, 11g-, 12p-/t(12p), 9g-, idic(X)(ql3), t(11;16), t(3;21), t(1;3),
t(2;11), inv(3)/1(3;3), t1(6;9). Anomanuu kapuotuna +8, 20q-, -Y 6e3 MOP(OITOTHUECKUX KPUTEPHUEB HE
SIBJISIFOTCS TIOBOI0M Bepuduitmposats MJIC.

[Ipy rHCTONOrMUECKOM HCCIeA0BaHUM TpenaHoouonTaroB y mnamueHtoB ¢ MJIC wame Bcero
BBISBJISIIOT HOPMO- MJTH runepkierounsii KM, u Tosbko B 10-15% ciaydaeB oOHapyKUBaeTCs TUIOILIA3Us
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KpoBeTBOpHOU TKaHu U B 10-15% — ¢ubpo3 crpomsr 2-3 crenenu, yro mo3BoiisieT Bbiaenate MJIC c
runoruiazueii kpoerBoperus uian MJIC ¢ ¢ubpo3om crpomsl. JlanHbie ocobenHoctn teuenus MJIC
1esecoodpa3Ho  OTpakaTh B KIMHMYECKOM auarHose, Hampumep: MJC ¢ u30biTkOoM Gnactos-1,
nporekapmud ¢ ¢udpozom crpombl 2 creneHu; wim MJIC ¢ MyIbTHIMHEHHOW IUCIUTa3HEH,
MPOTEKAIOLINI C THNOIIIA3UEd KPOBETBOPEHUS.

JlaHHO€ YTOYHEHME MO3BOJISIET IPEANOJIOKUTh OCOOEHHOCTH TeueHHUs 3a00JIeBaHUS, ONPEEIIUTh
TaKTUKY Tepanuu U ee 3)(HEeKTUBHOCTH, a TAaKXKe BEPOSTHOCTH TpaHchopmarmu B OJI.

MuenoauciiacTH4eckue CUHAPOMBI, Pa3BUBLIMECS IOCJHE MPEAIIECTBYIOUIEr0 HUTOCTaTUYECKOIO
WIK JIy4eBOTO BO3JEHMCTBUS, paHee HasbiBaBluWecs "BropuuHbIMU", B kiaccu¢ukauuu BO3 2017 r.
OTHECEHBI B IPYIILy MUEJIOUIHBIX HEOIUIa3Uil, CBSI3aHHBIX C MPEALIECTBYIOLIEH Tepanueil.

C yuerom HOBOI HOMeHKIaTypsl MJIC B Tabnuiie 2 mpeacraBieHo cooTBeTcTBUE BapuantoB MJIC
no knaccudukaruu BO3 2008 r. u BO3 2017 r.

Tabamna 2. CoorBercrBue BapuantoB M/IC no knaccupuxkanuun BO3 2008 r. Bapuanram
MJIC no kiaaccupuxamuu BO3 2017 r. [7, 8]

BO3 2008 r. BO3 2017 r.
Pedpakrepnas uuroneHus ¢ IMHEHHON M/IC ¢ nuHelHON AucIuIa3suen
mucturazueii: PA, PT, PH
Pedpakrepnas anemus ¢ KC M/IC ¢ KC n nunelHO#M nuciuiasuei
Pedpakrepnas uuroneHus ¢ MyJabTHIMHEHHON M/IC ¢ MynbTHIMHENHON TUCIIIA3HEN
JwcTIasnei M/JIC ¢ KC u MynsTHIMHEHHON TuCIUIa3neit

M/IC ¢ u30aupoBaHHOM Aenenneit 5q
MJIC neknaccudumpyeMblit

Pedpaxrepnast anemus ¢ n30bITKOM 0s1acTOB-1 MJIC ¢ u36piTkoM GmactoB-1
Pedpaxrepnas anemus ¢ n30bITKOM 0J1aCTOB-2 MJIC ¢ n36piTkOM GactoB-2
M/IC ¢ uzonmpoBaHHOM Aenenueit 5q M/IC ¢ u3omMpoBaHHOM Aenenueit 5q

MJIC neknaccuduimpyeMbli

MJIC HexmaccuduiupyeMpli MJIC neknaccuduimpyeMbi

1.6. KiunHuuyeckasi kapTuHa 3a00JIeBAHUSI WJIH COCTOSIHMSI (TpPynmnbl 3a00J1eBAHUH HJIM
COCTOSIHMIA)

OcHoBHble KanHUYeckue nposiieHus MJIC Hecnenuduunbl ¥ HanboJiee 4acTo 00yCIIOBIEHBI KakK
KOJIMYECTBEHHBIMHU, TaK M KaueCTBEHHbIMM HM3MEHEHHSIMHM CHUCTEMbl KPOBETBOPEHMS: LIUTONEHUYECKHH
CHUHJIPOM (QaHEMHMUYECKHH CHHAPOM, TIeMOpparuyeckKuil CHHAPOM, JIEHKONEeHUs), HH(EKIHOHHbIE
OCJIOKHEHUs, B-cuMITOMBI, CrIJIeHOMeranus, ayTOUMMYHHbIE TIPOSIBIICHUSL.

AyrouMmMyHHBbIe nposiBiieHHs ~ B 10% ciaydyaeB MJIC MaHugectupyer ¢ ayTOMMMYHHOTO ITpolecca:
CUCTEMHBI BAaCKyJUT, HEKPOTUYECKHM IIaHHUKYINT, CEPOHEraTUBHBI AapTpPUT, pPEBMAaTHUYECKas
noyumuanrus, KyMOc-monoxuTeabHas TeMOUTHYECKAsT aHEMUS, IEPHUKAP/INT, IUIeBpUT [ 1-5].

2. ImarnocTuka

MHorue peKkoMeHJ0BaHHbIE METOJbl AMArHOCTHKHM 3a00JIeBaHMsS W CBSI3aHHBIX C HUM COCTOSIHMH
UMEIOT OrPaHUYEHHYIO0 JI0Ka3aTelbHYl0 ©0a3y B COOTBETCTBHM CO UIKAJIAMH OLIEHKH YpPOBHS
noctoBepHOCTH JokazarenbeTB (YIJ]) u ypoBHs yOeaurenbHOCTH pekoMenaanuil (YYP) no npuunne
OTCYTCTBHs IIOCBSIICHHBIX WM KJIMHMYECKMX HcciaenoBanui. HecmoTps Ha 53TO, OHU  SBISIOTCA
HEOOXOAMMBIMU 3JIEMEHTaMHU 00CIIeI0BaHMs MAIMEeHTa /ISl YCTaHOBJICHUS IMarHo3a M BbIOOpA TaKTUKH
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JIEYCHUs, TaK Kak OoJiee 23PEeKTUBHBIE U IOKA3aHHBIC METO/IbI B HACTOSIIIIEE BPeMsI HEe pa3pabOTaHEbI.

Hns Bepudukanmu numarnoza MJIC crnemyer yduThiBaTh HaOOp HEOOXOOMMBIX W PELIAIOIIUX
KpUTEPUEB.

1. Heo6xonumbie KpuTepuu

- CrabunpHast nuTorneHus B 1 win 6ojiee pocTKax B TEUCHHE = 4 MECSIIEB, B YaCTHOCTH:

ypoBenb remoriobuna < 110 /i1, konuuecTso HeliTpoduos < 1,8 x 10%n, TpombormTos — < 100 X
109/

- OrcyrcTBHE JpYrHX TE€MAaTOJIOTHYECKMX M HEreMaTOJIOTMYeCKHX 3a00JIeBaHHM, KOTOpHIC
MIPOTEKAIOT C UTONECHUSMHU.

2. Pewmaromiue kpurepuu

- Jucmnazus = 10% 0T BceX KIETOK JPUTPOUIHOTO W/WUIW TPaHYJIOIUTAPHOTO, W/WUIU
MerakapuoLUTapHOTO POCTKOB, BBISIBJIEHHAS IPU MOP(OJIOTHYECKOM HUCCIIEI0BAHUN KOCTHOTO MO3Ta.

- 2 15% KC umn 2 5% KC B couerannu ¢ myrarueit SF3B1.

- 5-19% 6nacTtHbIX K1eToK B KM nmm 2-19% 61acTHBIX KJIETOK B Iepu(pepruiecKoil KpOBH.

- Tunnuynele aHoManmuu kapuoTtuna (-7, 50- ¥ 1p.), BBIABIEHHBIE TMPH CTAHIAPTHOM
I[ATOT€HETUYECKOM HcciienoBannu win mertoaom FISH.

3. JlonoJsHUTENBHBIE KPUTEPUH

Ecnu ecte HeoOxoaumble kpuTepuu (1), HO HET pemaroKuX KpuTepues (2), HO €CTh KIMHHYECKas
KapTuHA, OOYyCIOBJIEHHAs MAaKpOIMTApHOW aHeMHel W TpaHC(Y3MOHHOW 3aBHUCHMOCTBIO, TO
MOATBEPKICHUEM JAHArHO3a MOTYT ObITh:

- ArtunuyHbeld ummyHodeHoTHnl KieTok KM co mHoxectBeHHbIMH MJIC-acconumupoBaHHBIMU
abeppallMsMU, BBISBICHHBIH NMPU UMMYHO(GEHOTUIIMPOBAHUM M TOATBEPKAAIOMNUNA MOHOKIOHAJIBHYIO
HOMYJISALUIO 3PUTPOUTHBIX U MUETIOUIHBIX KIETOK.

- 3menenus B rucronornyeckoil kaprtuHe KM, B TOM uucie U nNpy UMMYHOTHCTOXMMHYECKOM
uccrnenoBanuu, noarsepskaaromue MJIC [9].

Huarno3z M/IC noaTBep>KJal0T ¥ NMPH MEHEE 3HAYMMOUM IUTOIEHUHU (Hampumep, remoriodun 115
I/1, KOJW4YecTBO TpoMOormuToB > 100 X lOg/n), €CIM TPU LUTOTCHETHYECKOM wHcclieqoBannn KM
BBISIBJICHBI JOCTOBEPHBIE U3MEHEHUS KApUOTHIIA, XapakTepHbie st M/IC.

[Tpu3HaKM MHENIOUCIIIa3HH MOTYT BBIBIATHCS B KM win nepudepudeckoli KpOBH HE TOJILKO TIPU
MJIC, HO 1 ipu Ipyrux 3a00JeBaHUSX HEKJIOHAIBHOTO XapaKTepa.

1. Au33pUTpOII033 MOKET HAOIIOIAThCS TTPH:

- Bio/bonarnepunmTHRIX aHEMUSX;

- BPOXKICHHOM JTM33PUTPOIIOITUICCKOI aHEMHUH;

- ayTOMMMYHHBIX TeMOJINTHYECKUX aHEMUSIX;

- MapoOKCU3MaJIbHON HOYHOM remornoounypuu (ITHID);

- aJIKOTOJIbHON MHTOKCHKAIIUY;

- BUpycHbIX uHGekuuax (rematutsl B u C, Bupyc ummyHoneduuurta udeioseka (BUY), Bupyc
Onurreitna-bapp (9bB), mapsosupyc B19);

- HTH(QEKIIMOHHBIX 3a00JIeBaHUSAX (MUIHAPHBINA TyOepKyse3, MasIpus, JISUIIIMaHHO3);

- OTpaBJICHUU OCH3WHOM, CBUHIIOM U JIPYTUMHU TSDKCIBIMUA METAJIaMU;

- KaK TMPOSBJICHHE MapaHeOIUIaCTUYECKOW peakin, B TOM uucie mnpu BoBiedyeHMH KM mpu
muMQomax/nenkosax;

- AyTOMMMYHHBIX 3200JI€BaHMsIX (CHCTEMHas KpacHasl BOJTYaHKa, AyTOUMMYHHBINA TUPEOHUJINT);

- neurTe MeaH /MK W30BITOYHOM TIOCTYIUIEHUH 1MHKa ¢ mmreit [10, 11].

2. Jlucrpanynomnon3 MOXKeT HaOII01aThCS:

- TpPU HUCIOJIB30BAHMM  JIGKAPCTBEHHBIX MpernapaToB  (YENOBEUYECKHM  PEKOMOWHAHTHBIN
TPaHyIOIHUTAPHBIN KoJoHuecTUMyupyromuid pakrop (I'-KCD), ummyHOI€TIpECCaHTBI);

- ipu BUpYycHbIX uHpeknusx (BUY, ObB);

- KaK MposIBIIEHUE MapaHEeOIJIaCTUUECKON peaKiuu;

- mocne xumuorepanuu (XT) u B mepuon BoccranoBienust KM.
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3. JlucMerakapuonuTonod3 MOXKeT HaOII0JaThCs:

- npu BUY-undexmmm;

- peaKTUBHOM/TIApaHEOTIACTHYECKOM MHeNo(udpo3se;

- ocJie TpaHcIIaHTauuu koctHoro Mo3sra (TKM) u npoBeieHHOM XMMHOTEPAIIHH.

OueHp BaXHO TMpu MNpoBeAeHUU AuPPepeHunanbHo auarHoctukn MJIC  yuurtbiBaTh
AHAMHECTHYECKHE JaHHbIE 00 MMEIOIIUXCS XPOHHUYECKUX 3a00JIEBAHUAX, KOTOPbIE MOTYT NPOTEKATh C
LUTONIEHUYECKUM CHHIPOMOM, MPEIIECTBYIOIIUX XUMHUO- WM JIy4€BOW Tepanmuu, UMMYHOTEpaIuu,
JICYEHUU TIpenapaTtaMu paJdOaKTUBHOTO HoJa, Npo(ecCHOHAIBHBIX BPEAHOCTSX, CBSI3aHHBIX C
BO3/I€HICTBHEM BPEIHBIX BEHIECTB (0COOEHHO OeH3011a), yNOTPEeOICHUN aJIKOTroIsl, KypEeHHH, CKIIOHHOCTH
K CIIOHTaHHBIM KPOBOTEYEHUSIM U HHGOEKIMSIM. Y MOJIOJIbIX NAIMEHTOB HEOOXOJUMO MPHUHSITH BO
BHUMAHHE COCTOSIHUS, YKa3bIBalOIIME HA HACJIEJICTBEHHBbIE HApYIIEHHUs IeMOI033a, TaKue KaK aHeMHUs
®aHKOHM M 3a00JI€BaHUs, CBA3aHHbBIE C HApYyIIEHUEM JUIMHBI TeJloMep (HacIeICTBEHHBIM IUCKEpaTo3 U
ap.). s moXWIbIX MallMeHTOB HEOOXOIUMO HCKIIOUHUTh BTOPUYHBIN XapakTep M3MEHEHUH, B MEPBYIO
ouepeslb ACCOLMUPOBAHHBIA C CONMOHBIMM ONyxojsMu. [Ipu OTCyTCTBHMM yBeNMYEHHS KOJIMYECTBA
ONacCTHBIX KIJIETOK W/WJIM XapaKTepHBIX aHOMaiuil kapuoTtuna auarHo3 MJIC sBisieTcss TuarHozom
UCKIIIOYEHMsI, TpeOylollUM TIHIATEIbHOTO U MPHUCTAJIbHOIO OOCHEeNOBaHUS M JIMHAMHUYECKOIO
UCCIIEIOBAaHUS KOCTHOTO MO3ra.

2.1. 7/Kano0b1 1 aHaMHe3

VYV Bcex mamueHtoB npu nogo3pennr Ha MJIC ¢ 1enpr0 yrO4HEHHsl JAWarHo3a W BbISABJICHUSA
KIIMHUYECKH 3HAYMMBIX COIYTCTBYIONIUX 3a00JIEBaHHWN TIPH cOOpe Kalno0 M aHaMHe3a PEKOMEHIYeTCs
oOpailiaTh BHUMaHuE Ha BpeMs MOSBJICHUS MEPBBIX Kano0, TMHAMUKY pa3BUTHUsS 3a00JIeBaHUs, HAIMYHE
COITYTCTBYIOIIIEH MAaTOJOTHH, NpodEeCCHOHAIbHbIE BPEJHOCTH M YCIOBUS JKU3HM TNAlleHTa, paHee
MPOBOJMMYIO TEpalui0 10 TOBOAY JApyrux 3abojeBaHuidi (OCOOCHHO OHKOT'EMAaTOJOTHYECKHX,
ayTOMMMYHHBIX | 1p.) [1-5].

Yposens yoeaurenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — b)

KommenTapun: npu M/IC cnenuduryeckux xanod He cymiecTByer. Hanbomee gacto moBogaoM Jist
oOpallleHusl SBISAIOTCA aHEMUYECKUE KanoObl (C1aboCTh, YTOMIISIEMOCTh, CHUKEHHE TOJIEPAHTHOCTH K
¢buznueckuM Harpyskam), pexke — TeMOppardueckuid CHHIAPOM U HUHQPEKUHOHHBIE OCIIOKHEHUS;
MIPOJIOJKUTENFHOCTh aHAaMHe3a OT 1 Mecslia 10 HECKOJIBKHX JIET.

2.2. duzukajanLHoe 00cae10BaHue

- Bcem mnaunmentam c¢ mnopo3penrem Ha MJIC wunm noarBepxkaeHHbiIM MJIC pexomeHayercs
MIPOBOANTH (PU3MKATIBLHOE 00CIe0BaHNe [Tl BepU(UKALUK TUarHo3a U JUHAMUYeCcKoro HadmoaeHus [ 1-
4].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMenTtapuu: npu (U3MKaIbHOM OCMOTpPE HEOOXOJMMO OLIEHHUBATh: COCTOSIHHE KOXKHBIX
MIOKPOBOB, CIIM3UCTBIX; HAJIUYHE WM OTCYTCTBHE IMPHU3HAKOB I€MOPPArnYeCKOro U OTEYHOTIO CHHIPOMA;
CHenU(pUIECKOr0  TOPaKEHHUS  KOXH, TeMaToCIIEHOMETanuu, JuMdoageHonaThuu;,; MPU3HAKOB
muchyukuuu [THC, cepaedHo-cocyanucToi, TeroyHol, MOUYEBBIACTUTENbHOM, SHIOKPUHHON M KOCTHO-
CYCTaBHOM CUCTEM, OPraHOB XKEJYJIOYHO-KUIIEYHOTO TpakTa. ljis pacdera miomaay MOBEPXHOCTH Tena
HEO0OX0IMMO M3MEpPEHHE POCTa U MACChl TeNa, U Mepe] KaXAbIM KypcoM Tepaluu — Beca MalueHTa s
AKTyaJIn3alHUM JAHHBIX.

2.3. JIabopaTopHbIe IMATHOCTHYECKHE UCCIeJ0OBAHUSA

Benymumu cumnromamu MJIC sBIISIOTCS LUTONEHHUH, KOTOPBIE JUArHOCTUPYIOT IIPU CTOMKOM
CHIDKEHHHM TIeMaTOJIOTHYECKUX ToKas3aTejaed Huke MoporoBelx 3HaueHuit: Hb < 110 r/n w/mnm
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abcomoTHoro ymcna Heitpopunos (AUH) < 1,8 x 10%m, w/mmm tpomGonmtor < 100 x 10%m. Bcee
JUarHOCTUYECKUE IPOLEAYpPbl HANpaBICHbl HA MCKIIOUEHUE PEAKTUBHBIX LMTONEHUN WIM JAPYruX
KJIOHAJIbHBIX 3200JI€BaHNI KPOBETBOPHOI CUCTEMBI.

Cnextp nmaboOpaTOpPHBIX MCCIENOBAHWN, KOTOpBIA MOMOXeT B Bepudukanuu auaruoza MJIC,
IIpEJICTaBJIEH HUXKE.

[locie mOJIHOTO TepameBTUYECKOIO OOCIEI0BaHUS NAIUMEHTa, HWCKIOYMBIIETO '"BTOPUYHBIN"
XapaxkTep IMHUTOTICHUH, HEOOXOIMMO TPOBEICHHE TeMATOJIOTUIECKOTO 00CIeIOBaHNs, KOTOPOE BKIIOYAET
B ce0s:

- IIYHKIIMIO KOCTHOI'O MO3ra ¢ uccienoanvem acnupara KM:

- nurosnoruueckoe wucciaenoBanue KM s BbISIBICHHS KAyeCTBEHHBIX M KOJMYECTBEHHBIX
H3MEHEHHUH B KJICTOUYHOM cocTaBe KM;

- LUTOXUMHUYECKOE MCCIEJI0BAaHUE KIIETOK SPUTPOMIHOTO psiia Ha HaJIWYME KOJBLEBBIX (opM
CUAEpO0IIacTOB;

- IUTOT€HETUYECKOE UCCIIEJOBAHME [Tl ONIPEIENIEHUs] KapUOTHUIIA;

- UMMyHOQeHoTunudyeckoe uccienoanne KM ans BbISBICHHS LUTOMETPUYECKHX MPHU3HAKOB
JMCMHEIOIUIA3A;

- MOJIEKYJISIPHOE UCCIIEJIOBaHME IS BBISIBIIEHUS! 0COOEHHOCTEN 3a00JIeBaHuUs;

- TpenaHoOuoncuro KM ¢ mocienyromuM TUCTOJOTMYECKMM M MpU  HEOOXOAMMOCTHU
MMMYHOTHUCTOXUMUYECKUM HcciieqoBanneM KM.

[lepeuunoe moxarBepxkaeane MJIC menecooOpa3HO TPOBOAUTH B CICIMAIM3UPOBAHHBIX
reMaTOJIOTHYECKUX IeHTpax (oTaeneHusx). Jlms amexkBatHOW BepudUKAIMK JMArHO3a W OICHKH
TUHAMHUKU TeueHUs OoJie3HH TpeOyroTcs MOBTOpHBIE HccieoBaHus KM depe3 HECKOJIBKO HEIEINb,
MECSIIEB WU JaXKe JIET.

Huarnoz MJIC sBasieTcss MpaBOMOYHBIM, €CIM TIoclie 4 MecsAleB HaONIoJACHUs HE ObLIO
JTMArHOCTUPOBAHO JIF000€ JIPYyroe reMaroJIOrM4ecKoe WM HEreMaTOJIOTHUECKOe 3a00JIeBaHHME, KOTOPOe
MOTJIO OBl OOBSACHUTH HAJWYHE [UTOIICHUH.

st Bepudukanuu auarHosa, ONpeesiCHHs] BapuaHTa 3a00JeBaHUS W BhIOOpA TAKTUKH TEPAIuu
HEOOXOUMO MTPOBECTH MOJHOE TEPAIEBTHIECKOE U T'eMaToJIornueckoe odcenosanue [1-5].

- Bcem mammentam mpu momo3pennun Ha MJIC, a Tarke mocie BepuQHKanuu 3a00JeBaHUS B
TEYEHUE BCETO MEpHoJia HAONIOCHUS U JICYCHUS] PEKOMEHIYETCS BBITIOJHEHUE 00mero (KJIMHHUYECKOTO)
aHamM3a KPOBU PAa3BEPHYTOTO C IMOJICYETOM JICWKOIUTAPHOH (OPMYIIBI, C MOJCYETOM KOJHYECTBA
TPOMOOITUTOB M PETUKYJIOLUUTOB HA aBTOMATHYECKOM AaHAIU3aTOpe C LENbI0  OINpeIesIeHUs
MPUHAJISKHOCTH K IpyIe pucka (cM. pazzien 7.1 maHHBIX peKOMEHIAInii) U BEIOOpA TAKTUKHU JICUCHHSI
[12].

VYpoBeHb yOeaUTEIbHOCTH peKOMeHAaIuii A (ypOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KommenTapun: BbIsBIeHHbIE H3MEHEHHS (remorioOuH < 110 r/m w/umm aGCoONOTHOE YHCIIO
Heiitpopunos < 1,8 x 10%n w/mmu tpombGormroB — < 100 X 10%n mpu HaoMuMU IPH3HAKOB
mucmuenonossa u apyrux kpurepues MJIC) mosBonar BepuduuupoBars nuarno3 MJIC, ompenenutsb
MPUHAJISKHOCTh K TPYIIE PUCKA M MOMOTYT B BBIOOPE TAKTHKH Tepanmuu. YacToTa HCCIeI0BaHUS
3aBUCHT OT BapuaHTa MJIC, KIMHUYECKUX MPOSBICHUNA U IPOBOJAUMOM Teparuu U MOXKET KoJiebaTbes OT
©XKEITHEeBHOTO HCCIEAOBaHUS N0 €XeKBapTanbHOro. Ilpu yactom ompeneneHu#, 0COOEHHO B MEPHOJ
MIPOBEJICHUSI Tepanuu, BO3MOXKHO BBINOJIHEHHWE KIMHUYECKOTO aHAJIW3a KPOBHM HAa aBTOMAaTHYECKOM
aHanuzarope, 6e3 mojcuera JeUKOUUTapHOH (GOPMYITBI B PyYHOM pEKHUME.

IIpu TpomOommTomeHun ueiaecoodpazeH mepecueT mo meroay POHHO, OCOOEHHO Ha MOMEHT
Bepudukanun auardoza MJIC, Tak kak mpH HAIWYUH THUTAaHTCKUX (POpM TPOMOOIIMTOB BO3MOMKHO
3aHIKEHHOE KOJMYECTBO TPOMOOIIMTOB MPH MOJICYETE HA aBTOMATUYECKOM aHaIN3aTope.

- Bcem manmeHTam npu NOoAO3pCHHUU Ha MI[C, a TaKXC IIOCJIC BepI/I(I)I/IKaI_II/II/I 3a00JIeBaHUs B
TCUCHUC BCCro IMCpUOa Ha6J'IIOI[CHI/I}I n JICUYCHUA MI[C PCKOMCHAYETCA BbIIIOJITHCHUC 06].].[61"0
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(KIMHMYECKOr0) aHajlu3a MOYM JUIsl JUArHOCTUKM COIYTCTBYIOLIEH I1aTOJIOTHUH, a TAKXKE IS OLEHKHU
pa3BUTHS HEYPOTOKCHYHOCTU Ha (POHE MPOBOIMMOI Tepanui [1, 2].
VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
KoMMeHTapuu: yactoTa ucciieoBaHus 3aBUCUT OT BapuaHTta MJIC, KIMHMYECKUX NPOSBIECHUN U
IIPOBOJMMOM TEPANUU U MOXKET KOJIEOAThCA OT €KEIHEBHOIO UCCIIEOBAHMS 1O €KET0JHOTO.

- Beem nmammentam nipu nogosperann Ha M/IC, mocie Bepudukanuu 3a001eBaHUsS B TEYCHUE BCETO
nepuoja HaOJIOICHUS u Je4eHus peKOMEeHayeTCs BBIIIOJIHEHUE OMOXMMHYECKOTO
OOIIeTepaneBTUIECKOT0 aHaIM3a KPOBU C ONpEACIICHUEM YpPOBHS oOmero Oeika, albOyMUHOB H
roOyJMHOB,  MOYEBHHBI, KpEaTHHHWHA, OwinpyOWHa  oOmero, TOpsMOTO M HENPSIMOTO;
aJTaHMHAMUHOTpaHCcepassbl, acrapTaTaMUHOTpaHC(epassbl, HIEJIOYHOU docdarassl,
JAKTaTAECTUAPOTEHA3bl, YPOBHS  XOJIECTEpHUHA, TPUIJMULIEPUIOB, TJIOKO3bl S BBISBICHUS
COIMYTCTBYIOIICH NMAaTOJIOTHX U onpeneneHus Taktuku teparmuu M/JIC [1, 2, 4, 5].

YposeHb yoeauTenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMeHnTapuu: Bepudukanyst OTKJIOHEHUH OT HOPMAJIBbHBIX 3HAYEHHUH MTOMOXKET ONPEeNIUTh 00beM
OIYXOJIEBOW Macchl, HaJIMYME NMPU3HAKOB IeMOJIM3a U COMYTCTBYIOIIEH NAaTOJOTUH, a TAKXKE OLECHUTH
pa3BuTHE MOOOYHBIX SIBIICHWUA Ha (PoHE MpoBOAMMON Tepamuu. YactoTa HCCIEIOBAaHUS 3aBUCHT OT
Bapuanta MJIC, KIMHUYECKMX TMPOSBICHUM U TPOBOJUMON Tepamuu MU MOXKET Kojedarbcs OT
€XKeJIHEBHOTO MCCIIE0BAHUS JIO €KEKBAPTAILHOTO.

- Bcem manmenrtam npu nonpo3pennun Ha MJIC, a Taxke mocie Bepudukanuu 3a00JIeBaHUSA, BO
BpeMs BCEro Iiepwoja HAOMIOJACHHWS W JICYCHUS PEKOMEHIYeTCS WCCIICIOBAaHUE ChIBOPOTOYHBIX
mokaszaTesnel merabonm3ma xene3a (xene30, oOmas >KeIe30CBI3bIBAIONIAs CIOCOOHOCTh CBHIBOPOTKH,
dbepputrH, TpaHceppuH, HACHIIICHHE TpaHChEppHHA >KEIe30M), C MEePHOIUYHOCThIO 1 pa3 B 3-6
MeCsLEB UId OLEHKM HAJIWYUS WM OTCYTCTBHS JeduIuTa Keje3a, a TaKKe OMpEeIeseHUs UCXOAHOTO
YpOBHS (peppUTHHA CHIBOPOTKU KPOBH U €r0 U3MEHEHUs Ha (poHe Tepanuu, CBOEBPEMEHHOT0 Ha3HAYECHUS
XeJIaTOPHOM Tepanuu u oneHku ee 3¢ dexrtusHoctH [1, 2, 4, 5].

KoMMeHTapuu: mpu MOBBIIEHUH (QEppUTHHA  CBIBOPOTKH  LEJI€cCO00pa3HO  OMpPENeNsTh
koHIneHTpamuio C-peaktuBHoro 6enka (CPB) 1 uckimroueHns: BOCIATUTEIBHOTO XapakTepa H3MEHEHUM.

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Bcem manmentam npu nopospenun Ha MJIC, mocne BepuduKaluuy AUarHo3a B TEUEHUE BCETO
nepuoga HAOMIOAEHHWsT W JICYEHUS PEKOMEHJIYeTCs  OIpeleieHHe YpoBHS BuTamuHa Bl2
(unanoko6anamMuH) U (poIMEBON KUCIOTHI B CHIBOPOTKE KPOBU AJISl OLICHKH JIe(DUIIUTa BATAMHHOB TPYIIIIBI
B 1 HazHaueHMs COOTBETCTBYIOMICH Tepanuu npu ux aedunure [1, 2, 4, 5].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTtapuu: npu nposenennn tepanuu MJIC 1ienecoo0pa3Ho ompenensTh 3Ha4eHHUs BUTaAMHUHA
B12 u donmeBoit KUCIOTHI B CBIBOPOTKE KpoBU OT 1 10 4 pa3 B ro.

- Bcem nanuenTam nipu Bepudukamuu mquarsosa MJIC u3 rpynmnsl HU3Kkoro pucka (cm. pasaen 7.1
JTAHHBIX PEKOMEHIaIni ) pPEKOMEH TyeTCs, 10 Havaia TpaHCc(hHy3HOHHOU Tepanuu
APUTPOIUTCOICPKAIMUMU ~ KOMIIOHCHTAMH, HCCIICIOBAHUE YPOBHS JPUTPOIOITHHA KPOBU IS
oTpeJeNieHus] TAKTUKH TEPaIii, B YaCTHOCTH, BO3MOYKHOCTH HA3HAYECHHsS SPUTPOIMNOIZCTUMYIUPYIOIIHUX
npenaparo (DI1CII) s nanueHToB ¢ anemusimu [13].

VYpoBeHb yOeIUTETbHOCTH peKOMeHAaIuii A (YypOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

- Bcem nanmenTtam s Bepudukanuu avarsosa MJIC u Ha BceM MPOTSDKEHUM HAONIOJACHUS TPU
MOSIBICHUH KJIMHUKO-TA00paTOPHOM KapTHUHBI PAa3BUTHUA T'€MOJIMTHYECKOM aHEMUM PpPEeKOMEHIyeTCs
BBINOJTHEHUE MTpsiMoii TpoObl KymOca u rcciiefoBanre ypoBHSI ranTorioonHa kposu [14].

VYpoBeHb yOeAUTENbHOCTH PeKOMEHAaIHii B (YpoBeHb T0CTOBEPHOCTH JIOKA3aTENbCTB — 3)

KomMmeHTapuu: npHu MNOSBICHUU KIMHUKO-JIA0OPATOPHOW KApTHHBI PA3BUTHUS T'€MOJUTHYECKOM
aHEeMUHU HEe0OXO0IMMO MCKIIIOYUTh ayTOMMMYHHBIH XapakTep H3MEHEHUH.
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- [NaruenTam ¢ Komu4ecTBOM OnacTHBIX KiIeTok B KM menee 5%, a Takke Mpu HATMYUU KIMHHUKO-
1abopaTOPHBIX MPU3HAKOB BHYTPUCOCYAUCTOTO remosinza npu Bepudukammu auarnoza MJIC, a takxke
IIPY WX TIOSIBJICHUU B TEPHUO]I HAOIIONCHUS U JICYCHUS PEKOMEHIYETCSl MCCIEIOBAHUE KPOBH METOJOM
MPOTOYHON  UUTO(GIYyOPUMETPUU ISl  BBISBICHHS KJIOHA KJIETOK TApOKCHU3MAIbHOW  HOYHOM
remoryioounypun (ITHI') [15].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

KommenTtapun: nammuue [THI -kmona y nmanuentoB ¢ M/IC onpenensiercst B 18-25% ciydaes, u
pa3Mep KJIOHA MOXET BapbHpOBAaTh OT MHUHOPHOTO A0 KIMHUYECKH 3Hauumoro. [lpu oOHapyxeHuu
TpOMOOTHYECKHUX OCNOXHEeHHN mnarnuentaMm ¢ [THI-kimoHoM MokeT moTpeOoBaThCS COOTBETCTBYIOIIAS
Teparnus.

- Bcem maumentam mnpu Bepudukauuu MJIC pekoMeHIyeTcss HCCleOBaHHE KOaryjaorpaMMBI
(AUTB, nporpomOuH, GuOpuHOreH, arperamus TPOMOOLIMTOB) BO BpeMs MPOBENEHUS CHELMPUUECKON
Tepanuu, TIepel WHBAa3UBHBIMU BMeEUIATENbCTBAMHU (CTEpHAIBHON MYHKLMEH, TpernaHOOUOIICHEH,
YCTAaHOBKOM IEHTPaJIbHOIO BEHO3HOTO KaTeTepa, OINEpaTHUBHBIMU BMEIIATEIbCTBAMM), AJS OLIEHKH
COCTOSTHHSI CBEPTHIBAOIICH CHCTEMbI KPOBH, a TaKXKe OEIOK-CHHTETHYeCKO# (yHKInK neuenu [1, 2, 4, 5].

YposeHb yoeautenbHOCTH pekomeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: mpu BBISBIEHUM H3MEHEHHH B CBEPTHIBAIOIIEH CHUCTEME KpPOBHU IMPOBOJUTCS HX
KOPPEKIIHSL.

- Bcem mammentam ¢ nopo3penrieM Ha MJIC, a Taxke noarBepkaeHHbIM auarHozom MJIC npu
Pa3BUTHH TSDKEIBIX WHQEKIIMOHHBIX OCJIOKHCHHH BO BpeMs IPOBEICHHS cCrenu(pUUecKol Teparmuu
PEKOMEHIyeTCSI MMMYHOXMMHYECKOE WCCIEAOBaHUE OCJIIKOB CHIBOPOTKH C OIPEACICHUEM YPOBHS
HMMYHOTJIOOYTMHOB KiaccoB G, A, M, mapanmpoTenHoB, KpuoriooynmuHoB, C-peaktuBHOro Oenka [16-
18].

Yposens yoeaurenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeILCTB — 4)

KoMMeHTapuu: BBISIBICHHbIE W3MEHEHHUS TO3BOJISAT ONPEAETUTh TAaKTUKY COMPOBOAUTEIHHON
Tepanuu Ha pa3HbIX dTamnax npoBeaeHus crnenuduaeckoit Teparmmu MJ(C.

- Beem nanuentam ¢ nogospenuem Ha MJIC, a Takke MpH MOSBIEHUU CUMITOMOB, XapaKTEPHBIX
JUIS ayTOUMMYHHBIX 3a00JIeBaHUN COEIUHUTENbHON TKaHU, PEKOMEHIYETCsl HMCCIeIOBaHHE MapKepoB
BOCIIAJICHUsI COeNUHUTENbHON TKaHU (aHTucTpenTosm3uH-O (ACJI-O), peBmaTouaHblii (pakTop, aHTH-
JTHK) st AnarHOCTHKHM ayTOMMMYHHBIX 3a001eBanuii [19].

YpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: ayrouMMyHHBIE 3a00JI€BaHMSI COCIMHUTEIBHON TKAaHU HEPEIKO IPOTEKAIT C
LUTOTIEHUYECKUM CHHAPOMOM, 4TO TpedyeT mpoBeaeHus nuddepennnansHoil nuarnoctuku MJIC, B To
xe Bpems ipu MJIC B 10% ciyuaeB BBISBISIOTCS CUMITOMBI U MapKepbl ayTOUMMYHHBIX 3a00JI€BaHUIA
COEIMHUTEIILHOM TKaHMU.

- Beem nanmenTam ¢ nogo3penrem Ha MJIC u Bo BpeMsl JabHENIIEro ieueHus: He MeHee 1 pas3a B
roJl peKoMeHAyloTcs ompenenenue anturen kiaaccoB M, G (IgM, IgG) k Bupycy ummyHoneduuura
yenoBeka BUY-1/2 (Human immunodeficiency virus HIV 1/2) B kxpoBH; MoJIeKyIsipHO-OMOIOTHYECKOE
ucciesioBaHne KpoBHu Ha Bupyc renatuta B (Hepatitis B virus) u Ha Bupyc remartuta C (Hepatitis C
virus); omnpeneneHue aHTuten Kk 6iaennoil TpenoneMe (Treponema pallidum) B KpoBuU; A UCKITIOUEHUS
HAJIMYHUS COMYTCTBYIOIIEH maTonoruwu [1, 2, 4, 5].

VpoBeHb yoeauTenbHOCTH pekoMeHaaimii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KomMmeHTapuu: Ui HCKJIIOYEHHUS IMTONEHHH, CBs3aHHOM ¢ wuHpuuupoBanuem BHWUY, mnpu
BBISIBJICHUM TOJIOKUTEJBHBIX MapKepOB — Hayalo MPOTUBOBUPYCHON M aHTHOAKTEPHAIBHON TEeparuu.
[Ipy mnomo3peHMM Ha HaJIW4YMe OCTPOrO WM XPOHUYECKOTO BUPYCHOTO TeMaTUTa IPOBOAUTCS
onpenieNieHue peruMkanuu BUpycoB rematurta B u C B cbiBopoTke KpoBW. Ilpu BbIsBIEHUH
MOJIOKUTEIBHBIX MAapPKEPOB — HAYaJi0 MPOTUBOBUPYCHOM Tepamnuu.

Ctpanuua 14 u3 58


http://disuria.ru/

KnuHnyeckne pekomeHgauum — Muenogmucnnactundeckui cungpom — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl MuH3gpasom PO

- IlammenTam ¢ [UIMTENBHOM IMTONEHHWEH TPU HAIMYMK SIU30/0B CyO(PeOpUIbHON WM
(beOpunpHOI uxopaaku g Bepudukamun aquaraoza MJIC, a takxe npu nposenennu tepanuu M/IC ¢
LENBI0  HUCKIIOYEHHsS] HAJIWYMS ~ COMYTCTBYIOWIEH  MATOJNOTMHM  PEKOMEHIYIOTCS  MOJIEKYJSPHO-
OMoJorMYecKoe Mccle0BaHne KpOBU Ha BUpYC mpoctoro repreca (Herpes simplex virus); onpenencHue
aHTUTEN K BUpYCy npocroro repreca (Herpes simplex virus) B KpOBH; MOJIEKYJSIPHO-OHOJIOTHYECKOE
uccienoBanue kpopu Ha muromeranoBupyc (Cytomegalovirus); ompenencaune antuten kiaccoB M, G
(IgM, 1gG) k Bupycy Dnireitna-bapp (Epstein-Barr virus) B kposu [1].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

KomMeHTapuu: npy BBISIBICHHH MOJI0KUTEIBHBIX MAPKEPOB U HATMYUK XapAKTEPHOU KIIMHUYESCKOU
KapTUHBI — HA4YaJI0 TPOTHBOBUPYCHOHN TEPAIHU.

- Bcem manuentam ¢ He < 100 r/n 1 xpacHbsiM pocTkoM MeHee 10% pexoMeHayeTcsi MOJIEKYISIPHO-
Ouosoruueckoe ucciaenoBaHue nepudepuiaeckoil KpOBU W/MIIM MyHKTaTa KOCTHOTO MO3ra Ha MapBOBUPYC
B19 (Parvovirus B19) ans onpenenenus Hanuyus HTHQUIIMpoBaHus napBoBrupycom B19 [20].

YposeHs yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 4)

KoMMeHTapuu: mpu BbISBIEHUU MOJI0KHUTEIBHBIX MAPKEPOB — HAYAJIO CHENU(PUUECKON Tepanuu.

- [TaneHTaM ¢ U30JIMPOBAHHON aHeMUel, 0COOEHHO B MOJIOJIOM BO3pacTe, MPU HATMYUK MPU3HAKOB
remMosn3a st Bepudukanuu auarao3za MJIC pekomMeHIyeTcsl KOJIMYeCTBEHHAsi OIEHKA COOTHOIICHUS
THUIIOB IeMOTJI00MHA [Tl HCKITFOUSHHUS BPOXKJICHHON reMOIMTHYEeCKO# aHemuu [21].

VYposeHs yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KomMmeHTapuu: BBITTOJIHEHHE JAHHOTO BHJA WCCIIEAOBAaHUS BO3MOKHO TOJIBKO B HAYYHBIX IEHTpaxX
W/WIH B paMKax HAyYHBIX UCCIICTOBAHUM.

- [TanmenTam, y KOTOPBIX MPU ITUTOXUMHUYECKOM HCCIICIOBAHUH SPUTPOKAPHUOIIUTOB OTIPEICIISIFOTCS
KC ©Oonee wem B 15%, s wuckimodeHus AeduIMTa WIA H30BITKA MHUKPOAJIEMEHTOB C  IEJBIO
mudepeHIMaIbHON TUarHOCTUKA PEKOMEHYeTCs MCCIEOBAaHNE YPOBHEW MEIW M IIMHKA B CBHIBOPOTKE
KkpoBu [22, 23].

Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommenTapun: npu BBISBIICHMH U3MEHEHUN — IPOBEJICHNUE UX KOPPEKITUH.

- BceM manueHTaMm C IIUTONEHUYECKMM CHHAPOMOM, a TaKXkKe NpU UIMTEILHOM HAONIOIECHUH,
PEKOMEHJIyeTCSl MCCIICIOBAHNE YPOBHEHW TOPMOHOB IMMTOBHUIHOM skene3bl U Hanmmuus antuten (TTT, T3,
T4 cB.,, ATTIIO, anTHUTEena K THPEOTNIOOYIMHY) JUIS HWCKJIIOYCHHS THIIOTHPEO3a B paMKax
middepeHnnanbHON TuarHoctuku [24].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)

KomMMeHTapuu: mpy BbISBICHUU U3MEHEHHH — IPOBEACHHUE UX KOPPEKIIUH.

- Bcem manueHTam Juisi BepUQpHUKAIMKA JUAarHO3a, ONPEICIICHHS TPYIIIbI PUCKA 110 TIPOTHOCTHYECKUM
IIKanxaMm, BhIsIBICHUs mporpeccun 3aboneBanus B MJIC ¢ u3bbiTkom OnactoB mnu B OJI, koHCTaTtanuu
JOCTHDKEHUSI PEMHCCUU WM PE3UCTEHTHOCTH K TPOBOJMMOM TEpaluu PEKOMEHIYIOTCS IOJIydeHHUE
IIUTOJIOTMYECKOTO Tpernapara KOCTHOTO MO3ra IyTeM NYHKIUU TPYIUHBI WIH TOJB3IOIIHOW KOCTH C
acmupalMeil KOCTHOTO MO3ra U TMOCIEAYIOIMM IIMTOJIOTMYECKUM HccienoBaHueM wmaszka KM
(mMuenorpamma) ¢ mojcueroM coctaBa KM M OIleHKa CTENEeHHM MAWCINIA3UUM B KaXJIOM POCTKE
kpoBeTBopeHus. Ilpu momydeHun '"cyxoro" TyHKTaTa BO3MOXHO HCHOJIB30BaHUE OTIIEYATKOB
Tpenanobuonrtara KM [25-28].

VYpoBeHb yoeauTenbHOCTH pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: ToOJCYeT CTeMeHW JUCIUIa3MH HEeoOXOoAuM Uid BepuduKanuu AuarHosa,
BIIOCJICJICTBUU TIEPECUUTHIBATH CTETICHb JUCILIA3UU HEOO0S3aTeIbHO.

- HaL[I/IeHTaM, Y KOTOPBIX IIPpHU UCCIICAOBAHNU KM Bo1gBIICHA AUCIIIAa3us JIMIIb B OAHOM M3 POCTKOB
KpPOBCTBOPCHUA MCHEC YCM B 10% KJICTOK, HCT YBCIIMYCHUSA KOJIUYCCTBA 0J1acTOB B nepn(bepnqecxoﬁ

Ctpanuua 15 u3 58


http://disuria.ru/

KnuHnyeckne pekomeHgauum — Muenogmucnnactundeckui cungpom — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl MuH3gpasom PO

kpoBu unu KM, KC cocraBistor menee 15% OT 3pUTPOMIHBIX NPEALIECTBEHHUKOB U HE BBISBICHO
UTOTCHETUYECKUX AHOMAJIMM, PEKOMEHAYETCS IMOBTOPHOE HCCIEIOBAHME acmHupaTra KOCTHOTO MO3ra
(Muenorpamma) dyepe3 1-6 MecsneB, B 3aBUCUMOCTH OT JHUHAMUKHA KIMHUYECKHX IPOSIBICHUIM
3aboJieBaHus, Ul OKOHYaTebHOW Bepudukanun MJIC [25-27].
VpoBenb yoeautensHOCTH pekoMeHnanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmeHTapuu: Takue MNaIlMeHThl, Kak MPaBWIO, UMEIOT YMEPEHHYIO HUTOINEHUIO, U OBICTpOe
IPOrpeccupoBaHue 3a00JICBaHUS Y HUX MaJIOBEPOSITHO.

- Becem manmenTtam s Bepudukarmuu auardosa M/IC, BeIsBIeHUS mporpeccuu 3a00JIeBaHUS U B
psne ciydaeB Uil OMECHKH 3(PPEKTUBHOCTH TEpamuyl PEKOMEHIYETCS IUTOXUMHUYECKOE HCCIICIOBAHKE
MukpornpernaparoB KM it BRISBIICHUS M TIOJICUETa KOJBIIEBBIX CHJIIEPOOIACTOB OT OOIIET0 KOJNYIECTBA
APUTPOKAPHOIIMTOB [27-29].

YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommeHTapuu: ¢ ykazaHHOHU HENbI0 PUMEHSETCS peakius ¢ OepInHCKOM J1a3ypsio. Ha ocHoBaHuM
MOJIYYEHHBIX Pe3yJIbTaTOB MPOU3BOIUTCS omnpeneieHne Bapuanta MJIC 1 BEIOOp TaKTHKH TEPAITHH.

- BceMm manmeHTaM pekOMEHIyeTCsl IIUTOTCHETHYECKOe McCiieioBaHme (KapuoTun) kietok KM ms
Bepudukanun guarnoza MJIC, ompepeneHuss Tpynmbsl pHCKa B COOTBETCTBHH C KPUTEPUSMHU
MPOTHOCTHYECKUX  IIKaJ, BBIABICHWS  KJIOHAJIHHOW  DBOJIONHMH, KOHCTATaIllMd  JIOCTHKCHHS
[UTOreHeTuueckoi pemuccun [9, 30-38].

Yposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KomMmeHTapun: B COOTBETCTBHH C BBISBICHHBIMA M3MEHEHUSMHU KapHOTHTA OyJeT OTpeaeisThCs
BapruanT M/IC u pemarbcs BOIpOC O TAKTUKE TEPaIu.

- Bcem mammeHTamM ¢ HOPMANBHBIM KapUOTHIIOM, TOBTOPHBIM OTCYTCTBHEM MHTO30B MIpU
BBITIOJTHEHUH CTaHAAPTHOTO IIUTOTEHETUYECKOTO UCCIICIOBAaHUS HA MOMEHT BepU(UKAIIH TUATrHO3a, TIPH
MaJIOM KOJIMYECTBE MHTO30B WJIM MajoOM KOJIMYECTBE AHOMAIBHBIX MHTO30B, HE TO3BOJISFOIIUM
JIMAarHOCTHPOBATh aHOMAIMKM KapuoTHIiia, sl Bepudukanuu muarHoza MJIC w ompeneneHUs TPYIIIbI
MPOTHO3a, a Takke i oreHku dddekruBHOCcTH Tepanmuun MJIC, npu HaIMYUKU BO3MOXKHOCTH,
PEKOMEHYEeTCSI MOJICKYJISIPHO-TEHETHUECKOE MCCIIC0OBAHUE aclupara KOCTHOTO MO3ra ¢ MPUMEHEHHUEM
Merona (ayopecrieHTHOM THOpuau3anmu in situ (FISH) ¢ 3ommamu k 5-, 7-, 8-, 3-ii m apyrum
xpomocomam [39].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMmeHTapuu: BBISIBICHHE CKPBITHIX aHOMAaJIHM KapHOTHIIA TIOMOTAeT BepHU(PHUIMPOBATH BapUAHT
3a00JICBaHMS U OTIPEICISIET BEIOOP TAaKTHKHU Teparnuu. Ha ceroqHsImIHMI 1eHh BO3MOYKHOCTD BBITIOJTHEHUS
JAHHOTO BUJa HWCCIICAOBAHMS €CTh TOJBKO B HAay4YHBIX IIEHTPAaX WU B PsJic CHCIHUATH3HPOBAHHBIX
J1abopaTopHii.

- Bcem manmueHTaM  pEeKOMEHIYIOTCS  MOJy4eHHME THCTOJOrMuYeckoro mpemnapata KM
(TpenaHoOuorncus), B psage ciydaeB (mpu Bepuduxanmu npuarHoza MJIC, npu HEoObSICHUMOM
yCyryOJIeHUH  LUTONECHUYECKOTO CHHIApOMA) — OWiaTepalibHOEC, M  MAaTOJOr0-aHATOMHYECKOE
uccienoBanue OuorncuitHoro (omeparnuonHoro) marepuana KM mns Bepudukanuu auarHoza MJC u
JMHaMu4eckoro Habmoaenus [9, 40-44].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

KommenTtapuu: rucromorndyeckass kaptuHa KM mo3BonsieT mpoBoauTh auddepeHnaaIbHbINi
JIMarHo3 U B JajbHeimeM audepeHInpoBaHHO MOIXOAUTh K BEIOOPY TAKTHKHU TepaIuu.

- Bcem manumentram Ha MomeHT Bepudukammuu MJIC, a Takxke B mpoliecce JISYeHUsT U IMPOTrpeccuu
3a0oyeBaHMs, B ciydasx, TpeOymoommux Oojee To4yHOM Bepudpukanuu usmeHenuit B KM (Hammuue
JMCIUTACTUYHBIX METaKapUOIMTOB, AaTUIMHYHO PACHOJIOKEHHBIX HE3PEebIX MpPEIIIECTBEHHUKOB U
ONacTHBIX KJIETOK, CTeNeHb (uOpo3a CTPOMBI, XapakTep JTUM(OUAHBIX CKOIUIEHUH) pEeKOMEHIyeTcs
MaTOJIOro-aHaTOMUYECKOe  HCcleioBaHMe  OuorcuiiHoro (omepanuoHHOro) Matepuasia KM ¢
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NpUMEHEHHEM UMMYHOTHCcTOXUMUYecknx MeToioB (UI'X) [9, 45-47].

YposeHb yoeautenbHOCTH pekomeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTE/ILCTB — 4)

Kommenrapun: UI'X wuccnepoBanmss npu MJIC npoBomsaT Ha cpe3ax mnapaduHOBBIX OJIOKOB
tpenaHoonontatoB KM. Antutena k CD34 mpuMeHSIOT Uil BU3yaIM3allUd M TOJIYKOJIUYECTBEHHOMN
OIICHKM KJICTOK ¢ OylacTHOM Mopdosorueii BHE 30H dHAocTa; aHTtHTena kK CD61/CD42b  nmns
UACHTU(PHUKAIMH KJIETOK METaKapUOIIMTAPHOTO POCTKA, BBISBICHUS METaKaproOIacTOB, METaKapuOIUTOB
HEOOJNBIINX pPa3MEpPOB C THIOJOOYISPHBIMUA sAapaMu, MHUKpoopMm. I[Ipy HMMYHOTHCTOXHMHUYECKOM
WCCIIEIOBAaHUH MOXKHO BBISIBUTH: CHIKeHHe dkcrpeccun TdT+, CD19+ u PAXS+, uro xapakrepHo st
MJIC; npu muddepeHnanbHOl AUATHOCTUKE — MPHU3HAKM MOHOUUTapHOW auddepeHuupoBku mnpu
"nmeBoM caBure" TpaHYJIOLHUTAPHOTO POCTKA C XPOHUYECKUM MHEJIOMOHOUMTAPHBIM JIEHKO30M,
3a0oneBanueM u3 rpynnsl MJIC.

PekoMeHyemas maHenb aHTUTEN A UMMYHOTHCTOXMMYECKOTO HCCIIEIOBaHUS MPH NMPOBEACHUU
midpdepenunanbHoi nuarnoctuku MJIC cnenyrommast:

- TpaHyJOLMTAapHBIM poCTOK — wMmuenonepokcuaasa (anus MJC xapakTepHO CHUXEHHE
MHTEHCUBHOCTHU KCIPECCUN MUETONEPOKCHUIA3bl U KOJIMUYECTBA MOJOKUTENBHBIX KIETOK);

- MoHOUIUTapHAKIH pocTok — CD14, CD68 (PG-M1), CD163, nu3ouuwm;

- 3PUTPOUAHBIN pocTok — remorio6un, CD71, rmukodopun A niu C;

- Merakapuonutapusiii pocrok — CD61, CD42b, CD34;

- He3penble KIETKH ¢ OmactHoM Mopdonorueir — CDI117/CD34 (B coueranuum ¢ CD71 mis
BHU3YyaJIM3aI[M1 HE3PEJIbIX SPUTPOUIAHBIX MTPEAIIECTBEHHUKOB).

- Bcem manuentram npu nono3penuun Ha MJIC u mpu mporpeccuu 3a0osieBaHus, NMPU HATUUUU
BO3MOXHOCTH, B JabopaTopuu peKkoMeHayeTcs uccieaoBanue ouosorunyeckoro matepuaina KM metonom
MPOTOYHON IUTO(DIyOpUMETPUH AJISl ONpPENENICHUsT MPUHAATICKHOCTH ONACTHBIX KJIETOK M BBISIBICHUS
MMMYHOJIOTHYECKMX MPU3HAKOB JAMCIUIA3UM, a TaKKe OMNpeleleHUs Haluuusg MHUHUMalIbHOU
pesuayanbHOi 6ose3nn [48-53].

VYpoBeHb yOeAUTEIBHOCTH PeKOMeHaaIiii B (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — 3)

KoMMeHTapuu: mpoTovHas LUTOMETPUS TMO3BOJISIET OIMpPENEIUTh KOHKPETHBIE M3MEHEHMs KJIETOK
OTJIeNbHBIX pOCTKOB KpoBeTBOpeHust KM. Hu oaun u3ommpoBaHHbIi HMMYHO()DEHOTHUITHYECKUN MTapaMeTp
HE JI0Ka3all CBOIO JMAarHOCTHYecKyto 3HaunmmocTh Mg MJIC, HO ¢ momomipl0 aHaiu3a KOMOMHAIUN
OTJICTIbHBIX NMPU3HAKOB BO3MOXKHO OTJIWYHUTH 3TO 3a00jieBaHHE OT APYruX BHJOB HuTOoneHuu. OmHako
JAHHBIA METOJ JUArHOCTHKHU JOCTYIEH TOJbKO B DefepanbHbIX LEHTPaX WIM B paMKax KIMHUYECKUX
HUCCIIETOBAHUM.

- Bcem mnanuentam ¢ moaTBepkAeHHBIM auarHozoM MJIC npu Hanuuuu BO3MOXKHOCTH B
nabopatopu PEeKOMEHAYEeTCS MOJIEKYIIpHO-TEHETHYeCKoe uccienoBanue KpoBu wuiu KM s
BoisiBNieHuss mytaumii reHoB (SF3B1, TP53, ASXLI1, ETV6, RUNXI, GATA2, DNMT3A, TET2,
IDH1/2, FLT3) u onpeaeneHus mporuo3a 3adonesanus [54-56].

VYpoBeHb yOeAUTEILHOCTH PEeKOMEH Al B (YypoBeHb T0CTOBEPHOCTH JI0KA3aTEIbCTB — 2)

- Iamuentam ¢ MJC, mporekaromum ¢ (GUOPO30M CTPOMBI, PEKOMEHIYETCS MOJEKYISPHO-
reHeTHYeCKoe HccienoBanne kposu win KM st BeisBienuss myrtanuid B renax (JAK2, CALR, MPL),
OIpeJIeNICHHUs TPOTHO3a 3a00JIeBaHusI U BRIOOpA TaKTUKH Tepanuu [57, 58].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)

- Bcem manmentam monoxke 40 jieT ¢ MOA03pEeHUEM Ha KOHCTUTYLMOHAJIBHBIM XapaKTep aruiazuu
KpOBETBOpEeHUs, npeaumecTpyromend pa3sutuio MJIC, pekoMeHiyeTcs HCCae0BaHUE KPOBU Ha TECT C
JTMATIOKCHOYTaHOM JIjTsl UCKItoueHus anemun @ankonu [59].

YpoBeHb yoeauTenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- [Nanmentam MJIC u3 rpynmsl npomMexyrouHoro-1, -2 u Beicokoro pucka mno IPSS (cm. pazgen 7.1
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JAHHBIX PEKOMEHJALMI), KOTOPblE MOTI'YT pacCMaTpUBaThCs B KaueCTBE KaHIUJATOB JJISl BBIIOJIHEHUS
TPAaHCIIAHTALIUM AJUIOTEHHBIX TE€MOIIO3THYECKHX CTBOJIOBBIX KieToK (amno-TI'CK), pexomenmyercs
onpenenenne HLA-anturenos. [1, 4, 5, 60].

VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapun: TunupoBanue nanueHToB ¢ M/IC 1 moTeHMaabHbIX POJACTBEHHBIX TOHOPOoB KM 1
I'KC no HLA-anturenam I u II xmacca mpoBoauTcs ¢ LENbI0 MOMCKA HWISHTHYHBIX IO aHTUT€HAM
TKaHEBOW COBMECTHUMOCTH Hap Ui MPOBEJIEHUS TpaHCIUIaHTauuu. LlenecooOpa3sHo Takxke TUNHPOBaHUE
PELUIINEHTOB, HE HMEKIINUX NOTCHIUAIBHBIX POJCTBEHHBIX JIOHOPOB, UI OCYIIECTBIICHHS IIOMCKA
HEPOJACTBEHHOIO JIOHOPA B POCCUICKOM U MEXAYHAPOJIHOM PETHCTPAX.

- Bcem manmentam MJIC pexomeHnayercs ompeiesieHMe OCHOBHBIX TIpymnn no cucteme ABO,
antureHa D cuctembr Pesyc (pesyc-daxrtop), dbenoruna mo anturenam C, c, E, e, Cw, K, k u
AHTUAPUTPOLUTAPHBIX AaHTUTEN, TPYIIIBI KPOBU C (EHOTHUIIOM C LIEIbI0 NI0J100pa TpaHC(HY3MOHHBIX Cpell U
MUHHMH3AIMU TPAHCPY3UOHHBIX peakimii [61].

YpoBenb yoeaurensHoCTH pekoMeranuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIBCTB 5)

KoMMeHTapuu: yuuThIBasi BBICOKYIO 4YacTOTy TpaHCHY3UMl M pa3BUBAIOLIUECS BIIOCIEICTBUU
CEHCHUOMWIM3AIMI0 K JIOHOPCKUM KOMIIOHEHTaM KPOBH W SPUTPOLMTAPHBIA XUMEPU3M, MPOBEICHUE
TpaHc(y3uii SPUTPOLIMTHON MACCHI CJIETYET MPOBOJUTH C YU€TOM (peHOTHUIIA.

2.4. UucTpyMeHTAJIbHbIE JUATHOCTHYECKHUE UCCIeI0BAHUS

NHCcTpyMeHTaIBHBIE METOABl  MCCICOBAHUS TO3BOJISIOT  MPOBOAUTH A depeHITnaTbHYIO
JUATHOCTUKY IUTOTICHUYECKOTO CHHAPOMA W BBISIBUTH HAJUYHE COMYTCTBYIOMIEH maTtosioruu npu MJIC

[1-5].

- Bcem mammentam ¢ nomo3penueM Ha MJIC pekoMmeHIyeTcsi BBINOJHEHHE YIbTPa3ByKOBOIO
uccnepoanus (Y3M) OpromnrHOM MOJI0CTH W 3a0pIONTMHHOTO TPOCTpaHcTBa, ¥Y3U mMUTOBUIHON Kee3bl,
V3U opraHoB Majioro Taza Uil JKEHIIMH W MPEACTATeNbHOM Keye3bl st MyxkuuH, OXoKI' mis
OTIpeieNIeHUs COMMYTCTBYIOIIEH marosoruu [1].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: Y3U OpronrHoil MOJOCTH M 3a0pIOMIMHHOTO TMPOCTPAaHCTBA (TICUYCHb, CEJIE3CHKA,
MOJKETyI04YHAasl JKeJle3a, JKEIUHbIN My3blphb, JUM(daTHdeckue y3ibl, B TOM 4YUClIe U nepudepudeckue)
npoBoauTcs npu noao3peHnu Ha MJIC u B mporecce JiedeHust AJsl BbISBICHHS T'€aTOCIIEHOMET alluH,
nuMbaZeHONaTU W TAaTOJIOTMU JPYrHMX J>KU3HEHHO BaXKHBIX OpraHoB. i MCKIIIOUEHUS HaIUYUS
MATOJIOTUM IIUTOBUAHOM XKeye3bl (KOTopas MOXET NpOTeKaTh C aHeMHe u TPOMOOLUTOTEHHEH)
npoBoAaT Y3U mutoBuAHON Kene3bl, Y3 MONOYHBIX Kele3 WM MaMMOrpaduio — JUIsl UCKITIOYCHHUS
HOBOOOpa3zoBanus; DxoKI' 1 OLIEHKH COCTOSIHHSA CEPIIEYHO-COCYAMCTON CHCTEMBI MPU MOJO3PEHUU Ha
M/IC u B nporiecce JieueHus.

- Beem nanuentam ¢ nogospenrem Ha MJIC pexomenyercs nposeaenue kommeiorepaoit (KT) wnun
MarHutHo-pe3oHaHcHor Tomorpaduu (MPT) ronoesl ais uckimodeHus: narojoruu ITHC (B wactHOCTH
HoBooOpa3zoBanuii [IHC), koTopast MOKET COITPOBOKIATHCS IIMTOTICHUYECKAM CHHIpOMOM [62].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Bcem mnammentam c¢ momospennemM Ha MJIC M Ha BceX MOCHEYIOIIMX JTamax JICYCHUs
PEKOMEH/IYEeTCSl BBITIOJHHUTD: PEHTTCHOTpaHIo TPyAHOH KieTku B 2 mpoekiusax win KT rpymHoit kieTku
(JUTsT MCKITFOUEHMSI TTOPAKCHHUS JIETOYHOW TKAHW M OPraHOB CPEJIOCTEHUS KaK BOCHAIUTEIBHOTO, TaK W
HEBOCIAIMTENIBHOTO XapakTepa) [1].

YposeHs yoeautenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

-  Bcem  mnmammentam ¢ momo3penueM Ha  MJIC  pexkoMeHayeTcss  BBIIIOJIHUTH
a3o¢aroracrpoayonenockonuto (DI IC) ¢ uccnemoBanueM Ha Hanwmuue H. pylori ans uckmoueHus
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XPOHUYECKHX 3a00JIEBaHU MM HOBOOOPA30BaHUIl MUIIEBO/IA, JKENyAKa, 12-niepcTHOMN Kumku [1].
YpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Bcem mnanumentam c¢ mnopospenuem Ha MJIC Huskoro pucka (cM. pasgen 7.1 JaHHBIX
pEKOMEHAALNNH) PEKOMEHIYETCSl BBINOJIHEHWE KOJIOHOCKONUU Ui HCKIIOYEHHS] XPOHUYECKHX
3aboneBanuii 1 HOBooOpazoBanuii JKKT, KoTopbie MOTYT COMPOBOXAATHCS [IUTOIEHUYECKUM CHHIPOMOM
[1].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaiuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Bcem nanuentam ¢ nomo3spenueM Ha MJIC u B mpoiiecce Tepanuu peKOMEHIYETCSl MPOBEICHUE
OKT 17151 OLIGHKH COCTOSIHUS CEPICYHO-COCYIUCTOM cuctembl [1].
YposeHb yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 5)

2.5. Nnble AUATHOCTHYCCKHE HCCJICI0BaAaHUA

- Bcem manmentam ¢ nonospenneMm Ha MJIC, B mpouecce HaONIOA€HUS U JIEYEHMS MALEHTOB C
MJIC npu HalM4yuM MOKa3aHUM pEeKOMEHAYIOTCS KOHCYJAbTAllMU Bpaudel-crienuainucToB (odraapmorora,
HEBPOJIOTA, Kap/IMO0JIOTa, THHEKOJIOTa, YPOJIora, TaCTPOIHTEPOJIOra, B TOM YHUCIIE CHEIHATH3HUPYIOIIETOCs
Ha 3a00JIeBaHUSAX TI€YEeHHW (TermaroJiora), PEeBMAaTOJIOra, HSHIAOKPHHOJIOTA, OHKOJOra, B TOM YHCIE
CHEIUATTU3UPYIONIETOCS Ha pake MOJIOYHOW Kene3bl (MaMMoJora), OTOPHHOJIAPUHTOJIOTA) st
JIMAarHOCTUKY COIMYTCTBYIOIIEH maTojoruu [2].

VYposeHs yoeautenbHOCTH pekoMenaaiiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

3. JIeuenue

MuenoaucIiacTUYeCKUe CHHAPOMBI SIBJISIIOTCS YPE3BBIYAitHO T€TEPOTeHHOMN I'PYMIoi 3a00JIeBaHu,
HayuHass OT (OpM C MOYTH HOPMAIbHOM MPOJODKUTEIBHOCTHIO XU3HM W 3aKaHYMBas BapHaHTaMH,
cxomHeIiMU 0 TeueHuto ¢ OMJI. Puck-amantupoBaHHasi CTpaTeTys JICUCHUS SBJSETCS 00sS3aTeIbHBIM
YCIIOBHUEM TpHU Tako pasHOpojHOCTU. [IporHoctuyeckue (GpakTopbl MOKHO pa3feliuTh Ha TE€, KOTOpHIE
KacaloTCsl XapaKTePUCTHK CaMOro MalMeHTa, U T€, KOTOPbIE ONPEIEIIIIOTCS 0COOCHHOCTIMU KOHKPETHOTO
Bapuanta M/IC.

K coxanenuto, HeoOXOIMMO TMpH3HATh, YTO B HACTOSIIEE BpeMs HET YHHUBEpPCAIbHOU
MPOTHOCTUYECKOW IIKanbl, KOTOpas BKIo4asa Obl Bce 3Hauumble it MJC  mapamerpsl

(Mopgonornueckuii Bapuant, JIJI, P2-MHUKPOTTOOYIHMH | depputuH W T.1.), © B JTOH CBS3H IIPHU
MPUHATHH PELIEHUS O BBHIOOPE TAKTUKH TEpallid MOXHO OLIEHHWBATh MPOTHO3 Cpa3zy MO HECKOJIbKUM
mkanam (IPSS, IPSS-R, WPSS) (cm. pasnmen 7.1 maHHbIX pexomeHpaauuii). Haydnble noka3aTenbcTBa
3G deKTUBHOCTH U 0E30MACHOCTH JOCTYIHBIX TEPANeBTUUYECKUX OIUUNA IMOJYyYeHbl B KIMHUYECKHX
uccinenoBanusx (K1), B koTopbix cTpaTuduKanys NalueHToB MPOBOIUIACE Ha OCHOBE cucTteMsl IPSS, a
B mocneanue roasl 1 Ha ocHoBe IPSS-R. Kak cnenctBue, Bce dakTHueckue peKOMEHAIUU 10 JICYCHUIO
OCHOBBIBAIOTCSI Ha pa3JIeICHUU MAlMEeHTOB Ha rpynmbl iMeHHO coriacHo IPSS u IPSS-R, yto mo3Bosmser
POCCHIICKOMY 3KCHEPTHOMY COOOIIECTBY PEKOMEHJOBATh MX B KadyecTBE 0a30BOr0 MHCTPYMEHTa MpH
dbopMynupoBaHUKM JAMAarHO3a W BHIOOpPE TEPANEeBTUYECKOTO TOJX0Ja. Takke cleayer eme pas
MOAYEPKHYTH, YTO Ui (popMHpoBaHUs O0Jiee YETKOTO MPEICTABICHUS O TEUeHUHU 3a00JIeBaHUs U BEIOOpa
ONTUMATFHOTO TEPANEBTUUYECKOTO BO3/CUCTBUSI HACTOSTENLHO PEKOMEHIYETCS! BBITIONHATH MOBTOPHOE
oOcienoBaHUEe TAI[MEHTOB, a HE OCHOBBIBaTbCS Ha EAMHUYHBIX pe3ynbTarax. Ilkamel pucka
npejcTaBieHbI B pa3nerne 7.1 maHHbIX pekoMermanuii [1, 2, 30, 63, 64].

Jlis MalnMeHTOB C HEOUEHEHHBIM B CUJIYy TEXHUYECKUX TMPUYMH KapUOTHUIIOM IIpH BBIOOpE
TEPaNeBTUYECKOTO PEXHMMa CIeAyeT MPUHUMATh BO BHUMaHue Mopdomoruueckuit Bapuant MJIC mo
knaccudukanuu BO3, xonnyectBo O1acTHBIX Ki1eTOK B KM U muHaMHKy MX M3MEHEHHS, KIETOYHOCTh
KM wu 1sxecthb riuronienuit [1].

Brei6op Tepanmum 3aBUCUT OT BO3pacTa manueHTta, Bapuanta MJIC, mpHHAIIEKHOCTH K TpPYIIIe
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pUCKa, HAJIWYUS U TSKECTH CONYTCTBYOIIeW mnaTtojoruu, Hanuuus HLA-coBmectumoro nonopa. Ha
CErOJHSAIIHUN JIEHb PEKOMEHAYETCSI UCoJb30BaTh Kak mkainy IPSS, tak u IPSS-R nnsa Gosee Tounoro
onpe/iesieHus IPOTHO3a 3a00J1€BaHuUs.

B Tepanuu M/IC ¢ yueTom 0coOEHHOCTEH MaToreHe3a U pasHOPOTHOCTH 3a00JI€BaHUSI CYIIIECTBYET
HECKOJIbKO HAIPaBJICHUH, OHAKO Hanboiee Y3pPEeKTUBHBIMH U TIPU3HAHHBIMH BO BCEM MUPE SIBIISTFOTCS:

- CUMIITOMaTH4YeCcKasl Teparus:

- 3aMeCTUTEIbHAs Tepanusi KOMIIOHEHTaMHU KpOBH (JOHOPCKHUE JPUTPOLUTHL, JOHOPCKHE
TPOMOOIUTEI, CBEKE3aMOPOKEHHASI IJ1a3Ma),

- XeJlaTOpHas Tepanus,

- CTUMYJIAITOPBI T€MOII0334,

- aHTHOaKTEepHUaIbHAs TepaIus;

- IUTOCTaTUYECKas Teparus:

- IIXT no nporpammam neuenus OMIJI,

- Hu3kogo3Has XT,

- TUIIOMETUJIUPYIOIINE MTpenapaThl;

- IMMYHOCYIPECCUBHAs U UIMMYHOMOAYJIUPYIOIIAsl TEPATHSL:

- ATT,

- LCA,

- JICHAIUJIOMU I,

- CIJIEHIKTOMUS;

- aJJIOTeHHAas TPAHCIUTAHTALUS [eMOTIO3THYECKIX CTBOJIOBBIX KieTok (aywio-TI'CK) [1-5].

EmunacTBeHHBIM MeTOMOM Omosorunueckoro msnedenus ssisiercs TI'CK, ogmako Tonbpko B 5-10%
CllydaeB yJaeTcsl pealiu3oBaTh 3Ty Iporpammy, B CBsi3u ¢ oTcyrcTBHeM HLA-uaeHTHYHOTO IOHOpA,
COMATHUYECKUM CTAaTyCOM M BO3PACTOM MaIlUEHTa, a Takxke ocodennoctssmu MJIC.

[Tpu nevennn nauueHToB ¢ MJIC nomyckaeTcs coueTaHue BbIIIE TEPEUUCICHHBIX BUIOB TEPAIUH, a
TaKKe €€ TIOCIeOBAaTeIbHOE HA3HAUYCHHE B CB3M ¢ HEIP(HEKTHBHOCTHIO W/MIM TMpoTrpeccueit
3aboneBanus. Tak, y ogHOro manueHnta Bo3MoxkHo mpoBenenue MCT u mpu mporpeccun B MJIC-Mb-1
nnu Nb-2 — Ha3HaueHue runoMeTuaupyronux npemnapatos uian [1XT.

Heonnopoanocte MJIC ocioxHS€T Takke M OILIEHKY oOTBera Ha Tepanuio. B 2000 r.
Mexnaynapoanas pabouas rpymma (IWG) onpeaenuna cranmapTU3oBaHHbIe KpuTepun otBeta ipu MJIC.
B nocnenyromem onu Obutn niepecMoTpeHbl U 00HOBIEHBI B 2006 1. (cM. [lpunoxenue I'1). Kputepun
IWG ompenenstoT pa3InyHbIe acTIeKThl OTBETA C YYETOM IieJiel JieueHus U BKIO4aroT B ceds [IP u YP,
LUTOTEHETUYECKUI OTBET, reMaTOJOrMYecKUe YIY4IIeHHs M KauecTBO >KU3HH. VCIoyib30BaHME ATHX
KPUTEPUEB PEKOMEHIOBAHO KaK JUIsl KIMHUYECKON MPAKTUKH, TaK ¥ nipu npoBeaeHnn KU [65].

- [Tatmentam MJIC u3 rpynmnbl HU3KOTO U MPOMEXYTOUHOTO-1 pucka mo mikane [PSS (cm. pazmen
7.1 naHHBIX PEKOMEHJAIM) M OYeHb HU3KOTO M HHU3KOro pucka mo mikaige [PSS-R (cm. pasmen 7.1
JAHHBIX PEKOMEHJIaIuil) ¢ 6eCCUMITOMHOM IIUTONIEHUEH HE PEKOMEHIyeTCs crierupuyeckoe jJeueHue, a
MOKa3aHO JUHAMHUYECKOe HaOMI0/IeHNe MAallUeHTOB — TaKTHKA, Ha3bIBaeMas "HabOmomail u s au'", ¢ 1ebio
KOHTPOJIA 3a pa3BUTHEM 3ab0seBanus [ 1-5].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapun: B3pocnble nanueHTbl ¢ nepBuuHbiIM MJIC w3 rpynmbl HU3KOTO pHUCKAa C
0eCCUMIITOMHON IMTOTNICHUEH, HEe TpeOyIollell MpOoBEeACHUs 3aMECTHUTEIBHOM Tepanmuu KOMIIOHEHTaMU
KpOBHM, HE HYXKJAIOTCS B JICUEHWU U JHUIIb TPeOYIOT peryiaspHoro oOcienoBaHus. BepkugaTenbHas
CTpaTerusi MOKeT U3MEHUTHCS B OyAyIeM, B ciiydae pa3paboTKu 0e30MacHBIX, MEHEE arpeCCUBHBIX WU
TapreTHhIX METO/I0B JICYEHHUSI, CIIOCOOHBIX BIUATH HAa MPOTrHO3 3a0oneBanus. HeoOXxoammMo moquepKHyTh,
YTO TMAIMEHTHl U YJICHBl UX CEMbU JIOJDKHBI MTOHMMATh, YTO 0OE30MaCHOCTh HAOMIOJATENLHOTO MOAX0JIa
3aBUCHT OT pPEryIIpHOCTH MOHHUTOpHHra. llenmplo aUHAMHYECKOTO HAOMIOJCHUS SIBISETCS paHHEe
pacrmo3HaBaHHe MPHU3HAKOB YCYI'yOJICHUsS IUTONECHUU, TOSBICHUS TPaHCPY3MOHHON 3aBHCHUMOCTH,
YBEJIMYCHHS YnCiIa OacTHBIX KIETOK B KpoBU i KM, a Taxke OIleHKa SBOJIOIUU KapUOTHUIIA.
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3.1. KoncepBaTuBHOe JieueHHE

- Beem nmammentam MJIC ¢ aHeMHYECKMMH Kal00aMy ¥ CUMIITOMaMu TUnokcemun npu HB < 85 —
80 r/m pekoMeHIyeTCsl MPOBEACHNE 3aMECTUTEIILHON TEeparuu SPUTPOLUTCOACPKAIUMH KOMIOHEHTAMHU
JIOHOPCKO# KPOBH ISl KOMITCHCAIIMU/KYITUPOBAHUS CHMIITOMOB aHeMuH [66].

YpoBeHb yOeAUTEIbHOCTH PeKOMEH IaIiil A (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 1)

KommeHTapuu: naHHBIE O TIOKa3aHUSAX K MCIOJB30BaHHUIO TpaHCy3uu sputpormtoB mnpu MIIC
HOCSIT OIFPaHUYEHHBIN XapakTep. 3aBUCUMOCTb OT 3aMECTUTEIbHOW TEpanuy SPUTPOLIUTHOM Maccol y
nanueHToB ¢ MJIC accouuupyercst ¢ IUIOXMM IPOrHO30M M, Kak IpaBuilo, OOBbscHseTcs Ooiee
arpecCUBHBIM XapaKTepOM TE€UEHMsI O0JIE3HU, HAIMYUEM TSKEJION aHEMHE U TOKCUYHOCTBIO, CBSI3aHHON
¢ TpaHchy3usiMu. YpoBeHb remoriioouna Hmwke 90 r/n ansa myxuud u 80 T/11 ISl )KSHIIUH SIBIISIETCA
HE3aBUCUMBIM ()aKTOpPOM MPOTHO3a, CBA3AHHBIM C cokpamieHueM OB u BBICOKMM puCKOM (aTalbHBIX
CEPJIEYHO-COCYAUCTBIX OCIIOKHEHUM.

Hukakoii KOHKpETHBII ypOBEHb TI'€MOIJIOOMHAa HE MOXET ObITh PEKOMEHJIOBAaH B KadecTBe
[IOPOTOBOTO W ONPENENAIONIEro IOKa3aHus K TpaHCQY3MOHHOW mojlepkke. Pemienue crienyer
IPpUHUMAaTh HAa OCHOBAaHMM HUMEIOUIUXCSA Yy NalMeHTa CUMITOMOB M COMYTCTBYIOIIMX 3a00JI€BaHMM.
dopmanusys BbIIECKAa3aHHOE, JKCIEpPTHAsl rpylna Mo JWArHOCTUKE M JiedeHHIo nanueHToB ¢ MJIC
PEKOMEHAYET BBINOJHEHUE TpaHCHY3UH SPUTPOLUTCOAEPKAIMUX KOMIIOHEHTOB TMpPU CHHXKEHUU
remMoriiobnHa Hmwke 85-80 I/m M KIMHUYECKMMHM CHMIITOMaMHM yMEpeHHOM aHemuu. TpaHcdysuu
JOHOPCKHUX APUTPOLIUTOB HEOOXOIMMO MPOBOJIUTH C YUeTOM (PeHOTHUIA 0 pe3yc-(aKTopy.

- Tamumenram MJIC mnpm pa3sBuTHH KpHMTHYeCKOd TpomOommromenmn (< 10-20 X 10%n)
pEKOMEHAyeTCsl MPOBENECHUE 3aMECTHTEIbHOW Tepamuud TPOMOOIMTHBIMM KOHIEHTpaTaMu IS
MPOPUIAKTUKA TeMOPPArn4ecKUX OCJIOKHEHUH, a IPU WX HaJMYMU U IpU 0oJiee BHICOKMX MOKA3aTeNsIX
TPOMOOITUTOB, C IENTBIO0 KyITHPOBAHUS TEMOPPArHYSCKUX OCIOXKHEeHUH [ 1-5].

Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: ypoBeHb TpOMOOLMTOB, Mpu KOTOpoM Yy mnamueHToB ¢ MJIC Bo3HHKAOT
reMOpparu4eckre OCIIO)KHEHHS, YEeTKO He ONpelesieH M BapbuUpyeT OT NalMeHTa K NAalleHTy.
Nmeromuecs qanHbie 0 IOKa3aHUAX K TpaHcys3uu TpomOonuToB mpu MJIC kpaliHe orpaHUYEeHBI.

[Ipodunaktuyeckass TpaHchy3ust TPOMOOIMTOB PEKOMEHIyeTCsl MalUeHTaM C  YpOBHEM
tpombonmToB Hike 10,0 x 10%n wmm npu yposHe ke 20,0 x 10%1 npu Hammumu mo6oro dakTopa
pUCKa JJs pa3BUTHUS KpPOBOTEUEHHsS (IUXOpaaka, WHGEKUHs, OBICTpOE CHIKEHHE TPOMOOLUTOB,
WHBa3UBHBIE NPOLEAYpPHI), IpPHU YCIOBUU, YTO TPOMOOUUTONEHUA mpuxojsmas. MHoroneTHss
TpOMOOIMTONIEHUSI 6€3 reMOpPParnyeckoro CUHAPOMAa HE HYXKIA€TCsl B PETYISPHBIX MPOPHIAKTUYECKUX
TpaHCcy3UsiX TPOMOOILIUTOB.

- [Taunentam ¢ MJIC U3 rpynmnbsl HU3KOTO PUCKa M MPOMEKYTOUHOro-1 pucka no wmkaine IPSS u
TPYIIBI OYE€Hb HU3KOTO, HU3KOTO U MPOMEXyTouHOoro pucka mno mkane [IPSS-R (cm. pazmen 7.1 manubIx
pexomeHaanuii); BceM Kauaumatam Ha mnpoeneHue amwio-TI'CK; mamumentam ¢ MJC wu3 rpymimsl
MIPOMEXKYTOUYHOI0-2 M BBICOKOTO pucka mo mkaine [PSS u u3 rpynmbel mpoMeXyTOYHOTO, BBICOKOTO U
OuYeHb BBICOKOTO pHcka Mo mkane IPSS-R npu noctmxennn pemuccun M/IC, nocne tpancdysuu 10-20
703 JOHOPCKHX OPUTPOILIMTOB, TPHU TMOBBIIMIEHUU CHIBOPOTOUHOTO (epputuna Oomee 1000 Hr/min
pEKOMEHIyeTCsl TPOBECHNE XeIaTOpHOU Tepamnuu #aedepasupokcoM™ ™ s ycTpaHeHUsT U30BITOYHOTO
HAKOTUTIEHUS Xkene3a [67-74].

VYpoBeHb yOeAUTETbHOCTH PEKOMEHIaInil B (YypoBeHb T0CTOBEPHOCTH IOKA3aTEILCTB — 2)

KoMMeHTapuu: y marieHToB, KOTOPBIM PETYISIPHO MPOBOAATCS TPaHC(PY3UH IPUTPOIIUTHON MACCHI,
HEU3MEHHO pAa3BHUBAETCsl BTOPHYHAs Meperpy3ka xenezoM. OnHa eAMHHIA SPUTPOLIMTHOM Macchl
coaepxut ot 200 1o 250 mr xene3a, a neperpy3ka MOXeT BO3HUKHYTh yxe nocie 10-20 nepenuBanuid.
CornacHO pPOCCHICKUM U MEKIYyHAPOJIHBIM MYyONHUKAIMSIM BBISBICHO CTAaTUCTUYECKH JTOCTOBEPHOE
ymenbiienne OB B Tpymme ManueHTOB ¢ MEeperpy3Koil Kele3oM, CBS3aHHOW C TpaHC(Y3MOHHOU
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3aBUCUMOCThI0. KOCBEHHBIM OHOXMMHUYECKMM MapKepoOM IEPErpy3KH JKEJIE30M YCIOBHO IPHUHSITO
CUMTaTh TOBBIIIEHHE YPOBHA (epputuHa ChIBOpoTKH KpoBu Oonee 1000 ur/mi. IlpeBbimieHue 3TOro
rnopora oT4eTiiuBo koppenupyer ¢ orpannueHHot OB (HR 52,4; p < 0,0001) 1 NOBBIIIEHHBIM PUCKOM
tpancopmarmu B OMJI (HR 6,6; p < 0,0001).

Tepanuro xemaTtopamu >Kene3a CJeIyeT paccMaTpuBaTh B KadyecTBE HEOOXOIUMOW OIIHU
Tpancdy3nonHo3aBucuMbiM manueHtam ¢ MJIC-JII, MJC-KC, MJC-MJI u MJC c¢ 5q-. YpoBeHb
dbeppuTHHA HEOOXOIWMO OMNpPENSIHTh B AcO0Te 3a00JICBaHUS W OTCICKHBATH KaXKIble 3 Mecsla B
nuHamuke. MccnenoBaHue (peppOKMHETHKH JKENaTelbHO MPOBOAWUTH HE paHee ueM uepe3 10-14 nueit
1ocJie mocjienHed TpaHCPy3UHu JOHOPCKHUX 3PUTPOLMUTOB, BHE MH(EKIMOHHOrO 3nu3o04a. [lanuentam c
MJIC, koTtopble SBISIOTCS TOTCHIMAIBHBIMU KaHaugaTamMu Ha mnpoBenenue amio-TI'CK, Takke
MIPOBOJMTCS TEpanusl XeJaTopaMu Kejle3a B MPEATPAHCIUIAHTALIMOHHOM IEPUOJE U MOCJE BBINOJIHEHUS
anno-TI'CK nipu coxpaHeHHH IPU3HAKOB NEPETPY3KU KEIE30M.

Jia 6onppix MJIC-UB npu gocTtuxeHUHM KIMHUKO-TEMATOJIOTMYECKONM PEMUCCUU TNPU HAIUYUU
MIPU3HAKOB BTOPUYHOMN NEPETPY3KU KEIE30M BOZMOKHO Ha3HAUEHHUE XEeJIaTOPHOM TepanuH.

Pexomennyemas HauanbHas 103a #nedepazupokca™*:

1. ucnieprupyemasi tadnerka — 20 Mr/Kr/cyTr., a TIpH BBIPAXXCHHOU meperpyske xkemezom — 30
Mr/kr/cyTku. Jlo3y mpernapara OKpyrisioT 10 O1u3koro pazmepa uenoi tadbnetku (125, 250 u 500 mr).

2. TabneTka, MOKpbHITasl MJIEHOYHOUW 000J0YKON — 14 MI/KI/CyT., a MpU BBIPa)KEHHOM NEeperpyske
xene3oM — 21 mr/kr/cyt. Jlo3y npenapara OKpyristoT 10 0imM3koro pazmepa memnoit tadmerku (90, 180 u
360 mr).

KoHTpoIb 32 TOKCHYHOCTBIO XENaTOPHOM Tepanuu MPOBOJAT €KEMECIYHO, a 3a 3(PPEKTUBHOCTHIO —
1 pa3 B 3 mecs1a, OpUEHTUPYSCh HA YPOBEHb (PeppPUTHHA B KPOBH, XkenaTenbHo B couetanuu ¢ CPb. Jloza
mpernapaTa MEpecYUTHIBAETCS KaKaple 3-6 MecsAlleB Kak B CTOPOHY YBEIUYEHUS 03Bl IIpH
HeA(pPEKTUBHOCTU Tepanuu, TaK U B CTOPOHY CHUKEHHUS CYTOYHOM 03Bl NMPHU CHIKEHUH TOKa3aTess
dbepputrHa Menee 1000 Hr/Ma w/uiau pa3BUTHHM MPHU3HAKOB TOKCUYHOCTH mperapata. [Ipu cHuXeHUU
dbepputrrHa menee 500 HI/MII TpenapaT OTMEHSETCS.

- [Nauuentam ¢ MJIC u3 rpynmnbsl HU3KOTO M IPOMEXYTOUHOTro-1 pucka no mkaine IPSS u rpynms
OYECHb HHM3KOT0, HHM3KOTO M IMPOMEXKYTOYHOro pucka mo mkaie [PSS-R (cm. pazmen 7.1 nmaHHBIX
pEeKOMEHJalui) mpu HSHAOTeHHOM s3putrpornodtuHe < 500 ME/Mn u remorinobune < 100 r/x
pEKOMEHAyeTCsl MPOBEACHUE Teparuu SpUTpono’3cTumyinupytomumu npenaparamu (JIICII) — snostun
anbha**, smodTuH Oera*™*, #mapOomodTuH ambda** (mo3upoBkM — cM. npuioxeHue A3.2) ¢ IENbio
MOBBIIICHUS TOKa3aTelell TeMOrjoOWHa, CHIDKEHUS 3aBUCUMOCTH OT TpaHCPy3uid JOHOPCKHX
SPUTPOLUTOB. [75-77].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH I0KA3aTEIbCTB — 2)

KommenTtapun: npumenurensHo k MJIC Hu3koro u mpomexyroyHoro-1 pucka no mkane [PSS
OJIHUM W3 TOJXOJOB K JICUEHHUIO pedpakTepHbix aHemuil siBnsiercss HazHauenue OIICIIL. Ilpumenenwue
IPUTPOINOATHHOB  (AMOATHH  anmbda** wum  Oera**, #mapOomosTuH anbda**) MO3BOISIET TMOBBICUTH
KOHLIEHTPALIMIO TeMOTNIOOWHA, YAY4YIIUTh KAaueCTBO >KM3HU MAIMEHTOB, OTKA3aTbCs WM YaCTUYHO
CHU3UTh MOTPEOHOCTh B 3aMECTUTEIBHOW TEpANUU IPUTPOLUTCOJEPKAIIMMHE KOMIOHEeHTamMH. YacTtoTa
oTBeTa Ha MoHoTepanuio 3purponodtuHamu (IOI10) nmpu MJIC Oe3 ydera moxaszaTeneil 3HIOTE€HHOTO
OI1O HeBsicoka u He npesbimaer 20%. Haznauenune DIICII HE0OX0MMO OCYIIECTBIATH TOJNBKO IHOCTE
u3MepeHus koHuenTpanuu sugorensoro O110. Tak, npu ero koHuenTpauuu menee 500 ME/mi n gacrore
TpaHc(hy3uil TOHOPCKUMHU 3pUTpolUTaMHu < 2 no3/mec. 3pPeKTUBHOCTH cocTaBiseT okojo 60%. [Ipu
conepxanun D110 B ceiBopoTKe KpoBu 60see 500 ME/Ma Tepanus D110 manosddexrusna (~ 10%). [Ipu
"y3koMm" (MeHee 10%) kpacHOM pocTke mo AaHHbIM Muenorpammsl OI1O He HazHawaroT. OJHAKO, €CIH
IPU THCTOJIOTUYECKOM MCCIIEJOBAHUU KPACHBIH POCTOK HOPMAJIbHBIX pa3MEpoOB WIIM JaXKE PaCIIUpPEH,
tepanus IIICII npoBoaures.

Pexomennanuu no Hasnauenuto DIICII npencrasnensl B [lpunoxenun A3.2.

ITpu noctmwkenun uenesoro yposas Hb 110-120 r/n D110 oTMeHsIOT.
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B ciydae orcyrerBust oTBeTa mocie nmoBeimeHus 10361 110 w/mm nodasnenus [-KCD B Teuenue
6-8 Henmenb Tepanuio OCTaHABIMBAIOT.

Takum o00pa3oM, TO MHEHUIO 3KCHEpTHOro coodmiectBa, mnamuenram ¢ MJIC HE3KOro
npomexxyrounoro-1 pucka mo IPSS (cm. paznen 7.1 maHHBIX peKOMEHAALMI), C YMEPEHHON U TSHKEION
anemueit (remornobun < 100 r/m), HU3KUM ypoBHeM sHaorenHoro OIIO (< 500 mE/mn) w/wmm c
OTPaHUYEHHONW TOTPEOHOCTHIO B TeMOTpAaHCRY3UsAX (MeHee 2 eAMHUI] SPUTPOLUTHON MAcChl B MECSII)
clleqyeT HauyWHATh TEpaIuio MpenaparaMmy 31Mo3ThHa anbda** wimm Oera** B HauvanpHOU 03¢ 40-30
Thicsia ME B HeJelmo WK UCTOIh30BaTh SKBHBAJICHTHBIC 10361 AapOonodtuHa** (150-300 Mkr/Henemnto),
COIOCTaBUMBIE 10 KIIMHUYECKOH 3P (HEKTUBHOCTH ¢ TAKOBOM 3M03THHA anb(a** wmu 6era** [76, 77].

Jia nanuentoB MIC-MJ] u MIC-Ub u3 rpynmbl NpoMeKyTOYHOIO-2 U BBICOKOI'O PHUCKA IO
mkane PSS, rpynnel npoMexyro4HOro, BEICOKOIO M OY€Hb BBICOKOTO pucka mo mkane IPSS-R, Taxxke
BO3MOKHO HA3HAY€HHWE B KA4eCTBE CONPOBOAUTENBHOW Tepanuu, npu ImposeneHnn XTI wu
THIIOMETHIIHPYIOIIECH TePaTH.

- ITaumentam ¢ MJIC npu HeapdexktuBHocTu Tepanuu OIICII B MOHOpexMMe peKOMEHIyeTCs
N00aBJICHHE K TEPANMUKU KOJOHUECTUMYIUPYIOMINX (PaKTOPOB ISl TOBBIIICHUS Y(PPEKTUBHOCTU TE€panuu
sputponosTrHOM [ 78-80].

YpoBeHb yOeaUTEIbHOCTH PeKOMEH A A (YpOBEHB IOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KoMMeHTapuu: BeposITHOCTh OTBeTa Ha KOMOMHHPOBAaHHYyIO Tepamnuio ¢ mnomoibio OIIO u I'-
KC®** ppime y manueHToOB ¢ HU3KUM ypoBHeM sHAoreHHoro D10 (< 500 mE/mMn) u orpannyeHHOM
MOTPEeOHOCTHIO B reMOoTpaHCchy3uax (< 2 eIuHUI] SPUTPOLMTCOACPKAIUX KOMIIOHEHTOB B Mecsll). [lpu
HaJU4YUH JBYX HEOJIAroNnpUATHBIX TPU3HAKOB BEPOSITHOCTh OTBETA COCTABISIET 7%, ogHOTO — 23%, a Ipn
uX OoTCyTCTBUU — (4%.

Crnenyer mom4epkHyTh, uTo coderanHoe npuMenenue DI10 u I'-KCO** nanbonee r3pdpexTuBHO ¥
MAIUEHTOB ¢ pedpakTepHOi aHeMuen ¢ kKosbleBbiME cunepobiaactamu (PAKC) npu orcyTcTBUM OTBETA
Ha moHotepanuto DI10. I'-KCD** pponutcs moakoxHO oT 1 10 2 MKI/KT eXeIHeBHO win 1-2 pasza B
HEEII0 B TeueHue 6-8 Henemb.

[Ipu nmpoBeaeHNM Kak CTaHAAPTHOM, Tak U HU3K0A03HOU X T Bo3moskHO npumMenenue [ -KCD** npu
0KUJAEMOM TUTEILHOM HEUTPOIIEHUH B KQUECTBE COMPOBOIUTENBbHOM Tepanuu y nanueHToB ¢ MJIC.

Momnotepanus ['-KCD** B HacTosiee BpeMsi HE pacCMaTPHUBAETCSl KaK CaMOCTOSATEIBLHOE JICUSHUE
HelTponeHuu y nanuento ¢ MJIC.

- Ilammentam ¢ MJIC Huzkoro pucka 0e3 HEOJArONMPUATHBIX AaHOMAJIWM KapUOTHUIIA C
TPOMOOLIMTONICHUENH DPEKOMEHJIYeTCsI PacCMOTPETh BO3MOXHOCTb HA3HAYEHUs AHTUIEMOPpParuyecKux
MpenapaToB — CHCTEMHBIX T'e€MOCTaTHKOB (#anrpombOomara** ot 50 go 300 wMr BHYTp WIH
#pomurnoctuma™* 750 Mr nmoAkoxkHO 1 pa3 B HEAENIO) C LIEIbIO MOBBIIICHUS KOJIUYECTBA TPOMOOIUTOB,
CHIKEHHMSI 3aBUCHUMOCTH OT TpaHC(hy3uil TpOMOOKOHLEHTPATOB W YMEHBLICHHMS IPOSBICHHM
remMopparu4eckoro cuuapoma [81-89].

VpoBeHb YOeAUTEINbHOCTH PeKOMEHauii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KomMmeHTapuu: npoBeIeHO HECKOJIbKO PaHIOMU3UPOBAHHBIX UCCIENOBAaHUM, PE3ylbTaThl KOTOPHIX
JEeMOHCTPUPYIOT 3P PEKTUBHOCTh TaHHOTO B Tepanuu y nanueHToB ¢ MJIC U3 rpymmnsl HU3KOro pucka
B BHUJE TOBBIMIEHUS KOJMYECTBA TPOMOOLMTOB M YMEHBIICHUS THPOSIBIEHUH TI'eéMOpparunuyeckoro
cunapoma B 46-65% ciyuaeB. Ognako y mauueHToB ¢ MJIC U3 rpynmsl BBICOKOTO PHUCKA, B YaCTHOCTH
MJIC ¢ wu30biTkOM OnacToB, qoOaBieHHe #anaTpoMOomara*™* Kk Tepanuu a3zalUTUIMHOM™®* CHU3MIIO
3pPEeKTUBHOCTh TEPATUM TUIIOMETIIIMPYIOIIUM MPENapaToM U YBEIMUMIIO 4acToTy mporpeccun B OMIL.
VY namuentoB ¢ MJIC W3 rpynmbl HU3KOTO pHCKa NMPH Tepamuu H#POMHUILIOCTUMOM** BepOSTHOCTD
nporpeccun B OMJI B Teuenue 5 et Oblia conocTaBuMa ¢ KOHTPoJIbHOM rpynmnoit — 12% u 11%.

- [Tanuentam ¢ M/IC u3 rpynnsl HU3KOrO U MpOMEKYTOo4HOro-1 pucka no mkane IPSS u rpynmst
HU3KOTO M TNPOMEXYTO4YHOro pucka mo mkane IPSS-R (cm. pasgen 7.1 nmaHHBIX pekoMeHAanuil) c
TUIOIUIA3UEN KPOBETBOPEHMS, HOPMAJIbHBIM KaPUOTUIIOM, aHOMAJIUAMH XOPOLIErO WU IIPOMEXYTOYHOT'O
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pHuCKa, 3a HCKIIYeHueM 7(q-, iso(17(q), pekoMeHayeTcss MPOBEICHHE WMMYHOCYIPECCUBHOUN Tepamuu
(UCT): #uuknocmopua™* (LICA**) +/- #Hanturumormrtapueii rioOymua** (ATI**) ¢ wensto
JOCTUXKEHUSI MOJIO)KUTEIBHOIO OTBETA, B TOM YMCJIE U MOJHON KIMHHUKO-TEMATOJOIMYECKONH PEMHUCCHU
[90].

YpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KommeHTapuu: ompeneneHHOe CXOACTBO KIMHMYECKHMX W MOPQOJOTHMYECKHX IPOSBICHUN
runormnactaueckux opm MJIC m AA, a Takke KIMHUYECKHE HAONIOJCHUsS, Kacaromuecs d¢dekra
MMMYHOCYIIPECCUBHOTO BO3ACUCTBUS y OTACIBHBIX IMALIMEHTOB, JIETJIA B OCHOBY TecTupoBanusi AT ** B
KagectBe Mertona Tepanuu B AByX KW 2-it u 3-ii ¢a3. [lo oObenuHEHHBIM NaHHBIM 3THX IPOEKTOB,
OoTBETUIM Ha Tepanuto 30% MmanueHToB ¢ KoM4yecTBOM OnacTHbIX KiIeTok B KM menee 5%. B cutyanuu
PAKC unu PAUDB BeposATHOCTH OTBETa HEe3HauuTeNlbHA. B pe3ynpraTe rpynna Hu3koro pucka no IPSS,
runokieTounbii KM 1o  JaHHBIM — THCTOJIOTHYECKOTO  HWCCJENIOBaHMs, HEOONBIION  TEpHo.
npeAmecTByome Tpanchy3suonnoit Ttepanuu u dkcnpeccus HLA-DRI1S5  saastores  daxTtopamu
BeposiTHOrO oTBeTa HAa MICT. Haunyumine pesynabTaTsl JaeT komOuHupoBanHas Tepanust ATI** u LICA.

Ha ocnHoBe umeromuxca naHHbIX, komMOuHupoBanHyio MCT c¢ nomompio ATT** u opanbHOro
npuema LICA** B TeueHne 6 mecsieB cleAyeT paccCMaTpuBaTh B KayecTBE BbIOOpA ISl MAIMEHTOB C
MJIC, xonuuectBoM OnacTHbIX Ki1eTok B KM menee 5%, HOpMaJIbHBIM KapHOTUIIOM WJIU TpUCOMHEH 8
XPOMOCOMBI, FeMOTPaHC(PY3MOHHON 3aBUCUMOCTBIO MEHEe 2 JIET, KOTOPhIE HE SBISIOTCS KaHIUAATaMU Ha
JIeYEHWE POCTOBBIMHU (hakTOpamu, WIM Tepamusi KOTOPbIMHM OKa3anach HedI(P(PEKTUBHOH, C T€HOTUIIOM
HLA-DR15, muanmanbsasiM [THI -kmoHOM.

Ha ocHoBaHuM ombITa POCCUHCKUX HCCIIEIOBATEIbCKUX IEHTPOB MPEACTABISAETCS BO3MOXKHBIM
pekoMeHmoBaTh TpoBeneHue MmoHorepanuu [[CA** nmsg ToWl ke KaTeropuu MalMeHTOB, a TaKkKe
MaIUEeHTaM C OJIaronpUsSTHRIMU BapraHTamMu kKapuoTuna u tpucomueit 8. [Iposenenne UCT namuenTtam ¢
MJIC mosxno HaunHath ¢ Ha3HaueHust LICA** B mo3e 5 Mr/Kr/cyT. BHYTpb, pa3ae/uB 103y Ipernapara Ha
2 mpuema. [Ipu ero HeapdexTuBHOCTH B TeUeHHE 3-6 MecsIeB 1eraecooOpa3Ho mposeaeHne Kkypca AT B
no3ze 20 wmr/kr/cyr. B 1-5 gHM B BHAE UIMTCIIBHOW BHYTPUBEHHOW HWH(PY3MH C TOCIEIYIOIIUM
Bo3oOHOBIeHHEeM mpuema [[CA**. Bo3MOXHBIM BapuaHTOM JICUCHHS SIBIIACTCS HAYajao Tepamuu ¢
BBegcHUss ATI** B moze 20 mr/kr/cyr. B Teuenue 5 mHed ¢ mocnenyromum HazHaueHueMm L[CA. Tlpu
otcyrcTtBuH 3¢dekra or komObuaupoBanHoit CT B TedyeHue 6-9 MecsieB M OTCYTCTBHUU MPOTPECCUU
3a00JieBaHUS B BUJIE YBEIMUEHUs OJACTHBIX KJIETOK U MOSBICHUSI HOBBIX IIUTOT€HETUYECKUX U3MEHEHUH,
BO3MOYHO BBIMIOJHEHHUE CIUICHIKTOMUU HIJIM MOBTOpHOTO Kypca ATI™**. O0mas AMUTeNbHOCTh Tepanuu
JUIs TTanueHToB, oTBeTHBIIMX Ha L[CA**, momxkHa cocraBisaTh He MeHee 24 MecsueB. MCT nambOoiee
omnpaBllaHa MpH THUIOIJIA3UU KPOBETBOPEHUS WM HEPAaBHOMEPHOIN KIETOYHOCTH C y4YacTKaMu
runornazun wim amwiazuu KM. Ilpu MJIC-Mb-1 ¢ OnmaronpusTHBIMA aHOMJIMSIMH KapUOTHIIA H
TUNOIIa3uell KpoBeTBOpeHUs Takke MoxeT HazHadaThess MCT, ogHAKO TONBKO MOCIE KOHCYAbTAIlUU B
®denepalibHOM IIEHTpE.

IIpu HesddextuBHocTt MCT © coxpaHeHUM BBIPAKEHHOW 3aBUCHUMOCTH OT TpaHc]y3uit
KOMITIOHEHTaMU KPOBH LI€JIECO00pa3HO pelIeHre BOIIPOca O BOZMOKHOCTH BhinoHeHus amio-TI'CK.

- Manuentam ¢ MJIC ¢ u30JUpOBaHHON Jeenued JmMHHOTO Twieya S-if xpomocombl (MJIC ¢ 5q-)
IIPH HEBO3MOXKHOCTHU TpoBenaeHus win HeapdexktuBHocTH Tepanuu JIICII pekomenayercs npoBeaeHue
Tepanuy JICHATUAOMUAOM™** ¢ LeNbl0 JOCTHMXKEHUS MOJO0XKUTEIBHOTO OTBETa, B TOM YMCJIE U MOJIHOH
KJIMHUKO-TEMATOJIOTHUECKON M IIMTOTeHETHYECKO# pemuccuu [56, 91].

VpoBeHb YOeAUTENbHOCTH PEKOMEH/IaIHii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KommeHTapuu: B XoJe MpOBEACHUS HCCIENOBaHMNA Oblia JOKa3aHa BbICOKass 3(PQEeKTHBHOCTD
neHanuaomuaa** y manuentoB ¢ MJIC c del(5q). Mexanusm geiictBust mpemnapara mpu MJIC
OOBSICHAETCS MPSAMBIM LIUTOCTATUYECKUM BO3JEWCTBHEM Ha MATOJOrMYeCKHi KJoH kinetok ¢ del(5q) u
CTUMYJHUPYIOMUM 3((HEeKTOM B OTHOIIEHUH HOPMAJIbHBIX 3pUTpouIHbIX KieTok KM. He3aBucumocts oT
TpaHcdy3uii 6buta JokymMenTupoBaHa B 61 u 70% ciydaes (p > 0,05). Mennana BpeMeHU /10 TOCTHKEHUS
oTBeTa cocraBmwia 4-6 nexens. Y nauueHtoB ¢ MJIC 6e3 del(5q) 3¢ dexkTHBHOCTh HECKOJIBKO HIKE — 25-
27% ciydaes.
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[Tpumenenne neHamuaoMuaa™* Hambojee ompaBaaHO y TPaHC(HY3MOHHO3ABHCHUMBIX TMAIlUCHTOB C
MJIC c del(5q) (Makcumym ¢ OqHOW OJIATONPUSATHOW TMOJIOMKOHN) WIIM YBEIHUYEHHUEM 4YHcla OJacTHBIX
kieTok MeHee 10% u3 rpynnsl HU3KOro WIK NpoMeKyTodHoro-1 pucka no IPSS, kotopelie He sBisitoTcs
KangugaramMu Ha Ttepanuio OO wim He momyumnu >¢dexkra oT ux npumeneHus. Jlemammmommmo**
HazHayaetcs B 103¢e 10 mr BHYTpb B 1-21 auu, kaxaeie 28 nHeit. [Ipu pa3BUTHM Kak reMaToJIOrMYECcKOi,
TaK ¥ HETeMaTOJIOTUYECKON TOKCHYHOCTH IIeTIeCO00pa3HO CHIKEHUE JI03BI 10 S5 Mr/cyT. uin 10 Mr depe3
JIeHb, B TaKOH 7103€ BO3MOKEH MOCTOSIHHBIN mpreM 0e3 mepepbiBa. OnNTUManbHas MPOA0JDKUTEIBHOCTD
Tepanuu JICHAIUJOMUIOM™* He ompeseneHa, HO, 10 BCEH BUJIMMOCTH, JOJKHA OBITH OrpaHHYEHA
BpPEMEHEM IOBBIIICHHUS MOKa3aTeleld TeMOorioOnHa 10 BepXHEW I'paHHIbl HOPMBI, 10 MOMEHTAa Hadaia
IIPOrpPECCUPOBAHUS WK 24 MecsueB o0Iel NMPOoJOJIKUTEILHOCTH JIEUEHHUS B CIIy4ae COXPaHSIOUIErocs
orBeTa. B HacTosmee Bpems BOMPOCHI OTMEHBI JICHAIWJIOMHAA TIPH JIOCTHKEHUH CTOHKOTO
reMaTOJIOTHIECKOTO U TIOJTHOTO IIUTOTEHETHYECKOTO OTBETA JOJDKHBI PACCMATPUBATHCS MHINBUIYAIBHO.

Jlo Hauama Tepanmuu JICHATUIOMHAOM™* 11e1ecoo0pa3Ho HcCCleoBaTh HAIWYUE MYTallid TeHa
TP53, Tak kak npu ee HATMYUKM OTMEUEHa 0oJiee KOPOTKask MPOAOLKUTEIbHOCTh MOJIOKUTEIBHOIO OTBETA
Y BBICOKAs BEpOATHOCTH mporpeccuu B OJL.

- IMaumentam ¢ MIC-Ub nnn MJIC 6e3 Ub ¢ HeOGmaronmpuaTHBIMM aHOMANMSIMHU KapUOTHIIA,
KOTOpBIE€ TPHU CTPATH(UKAINK OTHECEHBI K TPYIINE MPOMEKYTOYHOT0-2 M BBICOKOTO PHCKA MO IIKaJe
IPSS u rpynne npoMexyTouHOT0, BBICOKOTO U OUY€Hb BBICOKOTO pucka 1o mkane IPSS-R (cm. paznen 7.1
JMAHHBIX PEKOMEHJAIMK) I JOCTIDKEHUS PEMUCCHU WM JIPYroro  TOJIOKHUTEIHHOTO OTBETA
PEKOMEHIyeTCsl TTPOBEICHUE TEpaluy aHaJIOTraMd MUPHUMUANHA — a3alUTHANHOM** WM aeruTaOnHOM
[92-96].

YpoBeHb yOeaUTEIbHOCTH PeKOMEH Al A (YpOBEHb TIOCTOBEPHOCTH JTOKA3aTEIbCTB — 1)

KommenTapun:  azanutuauH**  w  genuTabuH  OTHOCATCS K =~ OPUTHHAIBHOMY  KJaccy
XMUMHOTEPANEeBTUUECKUX TMPENapaToB — TUIOMETHIUPYIOUIMX areHTtoB win wuHruouropos JIHK-
MetunTpaHcdepasbl, epMeHTa, OTBEUAIOIIETO 3a METHIIMPOBaHNE BHOBh cuHTe3upyeMoi JJTHK.

B cBere oOTCyrcTBHS NpPSMBIX CpPaBHUTEIBHBIX HCCIEAOBAHUM MEXIy a3alUTHAMHOM®* u
NeIUTa0MHOM HEBO3MOJKHO CJ/ejaTh OKOHYATENbHBIM BBIBOJ O MPEUMYILIECTBE TOr0 WU JPYroro
npernapara.

AzanutuauH** Ha3HA4YaeTCsl B HECKOJIBKUX PEeKUMaX:

- 75 Mr/m? oakoHO 1 pa3 B CyTKHu 1-7 gHuU Kaxaple 28 aHEH uin

- 75 Mr/m? nmoakoxkHO 1 pa3 B cyTku 5-2-2 (mpemapat BBoguTcs 1-5-i u 8-9 nuu xypca, 6-if u 7-if
IHU — TepepbiB) KaxJple 28 NHEH — 3TOT peXHUM MOXHO HCIOJB30BaTh IPHU JICYEHUHU B JTHEBHOM
CTallOHape MPU HEBO3MO>KHOCTH BBE/ICHUS IIperapara B BBIXOJIHBIE THU, B TAKOM CJIy4ae HAYMHATh KypC
1enecoo0pa3Ho ¢ MoHeIeNbHUKA, U

- 75 Mr/mM? oaKoKHO 1 pa3 B CyTKHU B 1-5 auM kaxaple 28 qHed Win

- 75 Mr/m? BHYTPUBEHHO | pa3 B cyTku B 1-5 aHu kaxaple 28 nHEN.

Haubonee npeAnoyTuTensHbIM SBISETCS 7-THEBHBIA KypC Tepaluu a3aluTUINHOM ¥,

[Ipu otcyrcTBUU mporpeccuu 3aboneBaHust 3()(HEKTUBHOCTH Tepanuu HEOOXOAMMO OIIEHHUBATH
nocie 4-6 kypca (KOJIMYECTBO PEKOMEHAYEMbIX KypcOB — MUHUMYM 6). [Ipu MON0XKHUTENIEHOM OTBETE
(monHas1, yacTUYHAS UM KOCTHOMO3TOBAsi PEMHUCCHS, TeMaTOJIOTUYECKOE YIyUIlIeHNEe) TePauio CIeayeT
MPOJOJDKUTh IO MOMEHTA pa3BUTUS BBIPAKEHHOM THUIIOIUIA3UM KPOBETBOPEHMSI WJIM IPOTPECCUU
3a00JieBaHUs, TIPU OTCYTCTBHUH 3(pPeKTa UIu mporpeccuu nokaaHa CMeHa TAKTUKH TEeParvH.

JlennTaOuH MOXHO MCIOJIB30BaTh B 2 PEXKMMaxX BBEACHUS:

- 20 mr/m? B BHIE 60-munyTHOM MH(pY3uU 1 pa3 B neHb B 1-5 quu kaxasie 28-35 aHel umm

- 15 Mr/m? 3 pasza B JIeHb B BHJIE 3 4acOB BHYTPUBEHHOU MH(]Y3uu B 1-3 qHU, KaXKabie 6 HEJelb.

ITpu oTcyrcTBUUM mporpeccuu 3aboseBaHusi 3PpPEeKTUBHOCTD TEpanuM cielyeT OLleHUBaTh mnocie 4
KypCOB (KOJMYECTBO PEKOMEHIYEMbIX KYPCOB JeHUTa0MHA — MUHUMYM 4). IIpu moJI0KUTETHHOM OTBETE
(monHas1, yacTUYHAs UM KOCTHOMO3IOBasl PpEMHUCCHS, T€MAaTOJIOTUYECKOE YIYUIIEHNE) TEPAIHIO CIEAYET
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MPOJOJDKUTH IO MOMEHTa pa3BUTUsA BBIPAKEHHOM THIIOIUIA3UM KPOBETBOPEHMS HIIM IPOTPECCUU
3a001eBaHMSL

Bonpoc 0 cpokaXx OKOHYaHHUS JUIMTENBHOM Tepanuyd TUIOMETHIIMPYIOIIMMH IIpernaparamu 0e3
BoimonHeHus: awio-TI'CK  okoH4aTenpbHO HE pEmeH W HAaXOAWTCS Ha CTaJAuu OOCYXACHUS B
MEXIyHapOJAHOM IeMaToJIOTHYECKOM COOOIIECTBE.

- IManuentam ¢ MJIC u3 rpynnsl NpoMeKyTOYHOIO-2 U BBICOKOTO pucka no mkaie IPSS u u3
IPYNIbl IPOMEXYTOUYHOIO, BBICOKOTO M OYEHb BbICOKOro pucka no mkaire I[PSS-R B kauectse
WHAYKIIMOHHOW Tepanuu npu Hed(pHeKTHBHOCTH HU3KOJ03HOHW wim crannaptHod XT mpu mporpeccuu
MJIC pekoMeHIyeTcss TpOBEIEHUE Kypca MallbIX 103 #iurapabuHa** wu  #umapyounmHa** ¢
TUIOMETWIMPYIOIUM — MpaliMUHIOM  JenuTabuHa WM  a3alUTUAMHA™® ¢ Lelabl0  JOCTHXKEHUs
MOJIOKUTEIILHOTO OTBETA, B TOM YHCIIE M MOJHOW KIMHUKO-TreMaToiorunieckoi pemuccuu [97, 98].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTeIbCTB — 4)

Kommenrtapun: mnposenenue IIXT no mnporpammam nedenus OJI y mnanmentoB ¢ MJIC
COMPOBOXKIAETCA YMEpEHHOU 3 PEKTUBHOCTHIO, JUIATETbHBIMU MUEJIOTOKCHYECKUMU
arpaHyJolMTO3aMHU, BBICOKOW paHHEW JneTalbHOCThIO (~ 20%) ¥ HeOOodbLION MNpPOAOKUTEIBHOCTHIO
pemuccuu. [unoMerunupylomuid NpaliMUHT [epel KypcoM MaiblXx 103 #HuTapabuHa*™* u
#unapyOuimHa** yBelMYMBaET anonTo3 B OIMYXOJIEBBIX KIETKAaX M TMPUBOJAUT K YBEIMUEHUIO
LUTOTOKCHYECKOTO 3PdeKTa Ha jeikemuueckue kieTku. BepostHocTs goctmxkenus [IP y nmanueHToB c
MJIC u3 rpymbl HeOaaronpuaTHoro pucka cocrasisieT 40-60%, npu HEBBICOKOM paHHEH JIETaIbHOCTH.

B ®I'bY "HMMUI] rematosorun" M3 P® pazpaboTtan u BHEAPEH B KIMHUYECKYIO MPAKTHKY KYpC
Aza/Dac-lda-Ara-C: azanutuaua** 75 Mr/mM? moakokHO | pa3 B neHb uinu jaenutabun 20 MT/M?
BHyTpuBeHHO | pa3 B neHb 1-3 muu, #umrapadbua™** 10 mr/m? 2 pa3a B JI€Hb MOJIKOXHO 4-17 nHwu,
#unapyoumua** 3 Mr/mM? BHyTpUBeHHO 1 pa3 B 1eHb 4-10 muu. IIpu pasBUTHH amuia3uy KPOBETBOPEHHS,
TSDKEITBIX MHPEKIIMOHHBIX MM TEMOPPAru4ecKuX OCIOKHEHUI BO3MOXKHO YKOpoUeHHe Kypca 10 10 muei
o01el MpoAOKUTENBHOCTH (#IuTapaOuH™** BBoAUTCS B TeueHue 7 nHer B 4-10 gau, #unapyounuu™* B
Teuenue 5 aueit — 3-8 aum) [99].

Ornenka 3>dgdekra mpu OTCYTCTBHHM MPOTPECCHH 3a00JIEBaHMS OCYIIECTBIISIETCS TOCHE 2-TO Kypca
Tepanuu 4epe3 28-35 nHeil mocne okoHuyaHus Kypca. IIpum moctwxkenun I[IP mpoBomsat 2 Kypca
koHcosmaaruu KMP no Toit ke cxeme. Ilammentam, y kotopeix ectb HLA-coBMecTHMBIH HOHOp,
HEO0OXOMMO KaK MOYXHO paHbIiie BBITIOMHATE ayio-TI'CK.

[Ipu nHeBo3MoxHOCTH BbIIONHEHHS amio-TI'CK monnepkuBaronyro Ttepanuto Aza/Dac-Ara-C
mpoBo AT B Teyenue 2 yet (M. [Ipunoskenne A3.1) [99].

- [Maumentam ¢ MJIC-Ub tipy HOpMaibHOM KapHOTHUIIE WM OJMHOYHBIX aHOMAIIMSX W3 TPYIIIIbI
ONaronpusATHOIO WM MPOMEXKYTOUHOTO PUCKA PEKOMEHJYETCs C JIeYeOHOMN IIeNbl0 MPOBEIEHUE Kypca
MaJibIx 103 #uurapaduna** (MJIL]) [100].

VYpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

Kommenrtapuu: neuenue MJIL] 3a npenenamu PO npoBoast B Teuenue 14 nueil. B PO nannas
Tepamnusi 4acTo MCIOJIb3yeTCsl B KauecTBe MeTojia BeiOopa y manuenToB crapiie 60 ner ¢ MJC-Ub-1 u
WNb-2 npu HOpMmO- wiu runepkietoyHoid mopdosorun KM. OOmenpunsateiv B PO pexumom
vcronb3oBanus MJIL] siBnsieTcsl HazHaueHue mpenapara B no3e 10 mr/m? (dame 20 mr) 2 pasa B JeHb
noakokHo B TedeHwe 21-28 nmmeit [1]. BepositHocts noctmwxenus [Py mammentoB ¢ PAUNB-2
CYIIECTBEHHO BBILIE, €CIU JUINTENIHOCTh Kypca Obuia He MeHee 23 aHell. OOHapyXeHue, 1Mo JaHHBIM
TpenaHoOuorncun KM, rumo- uiam amia3uud KpOBETBOPHON TKaHU IMOMOXET CKOPPEKTUPOBATh BBIOOP
TEpaneBTUYECKOTO MOAX0Ma: JUIMTeNbHOCTh Tepanuu MLl moxxeTr ObITh yMeHblieHa 10 10-14 aneit (u
no3a #urapabuna*™* moxxer ObITh peayrupoBana 10 10 mr 2 pasa B aeHb) MHTepBaibl MexAy HUKIAMU
coctaBisitoT 28-30 nHel, a Tepamnus NPOBOJUTCS BIUIOTH A0 IPOTPECCUPOBAHMS WIHM TOSBICHUS
MPU3HAKOB HENpUEMJIEMOH TOKCHMYHOCTH, HO He Oosnee 3 ner. Ilpumenenne MJILl nHaumboisee
1eNeco00pa3Ho y MAEHTOB C HOPMaJIbHBIM KapUOTHUIIOM WIIM ¢ OJaronpusTHeIMA abepparusivu [1].
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- Ilaumenram c¢ MJIC-Ub-2 monoxe 45 ner npu HEBO3MOXKHOCTU IPOBEICHMS TEparnuu
TUIOMETWIIMPYIOMMHU TIperapaTtaMi PEKOMEHIYETCsl MPOBEAECHUE Kypca HMHIAYKIMOHHOM TEpanuu 1o
nporpammam OMJI ¢ UCTIONBb30BaHUEM PA3IMUHBIX COYETAHUH CIEAYIOMNX MPErapaToB: #uTapadua™*,
#unapyOunua™**, #murokcantpon™*, #mepkanronypun**, #punrpactum™** (cm. Ilpunoxenue A3.1, a
TaKxke cM. mpoduabHbIe pekoMeHaanuu 1o Jieuenuro OMII) [1-5, 101].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- [Marmentam ¢ MIC-UB nipu HOpMaIbHOM KapUOTHIIE M THUIIOIJIa3UK KPOBETBOPEHUS B BO3PACTE
crapuie 70 JieT mpu HEBO3MO>KHOCTHU IPOBEJIEHUS MIPOTrPAMMHOM Tepanuyu peKOMEHIYeTCsl IPOBEIEHUE
Kypca HHU3KHX /103 #Mendanana™* 2 mMr/neHp A JOCTHIKEHHUS TOJIOKUTEIBHOTO OTBETA, B TOM YHUCIE U
nosiHOM pemuccun. [102, 103]

VYpoBeHb yOeIUTEILHOCTH PeKOMEHAaIHii B (YpoBeHb I0CTOBEPHOCTH JIOKA3aTEIBCTB — 3)

KoMMeHTapuu: wucnonb3oBaHMe ManblX 703 MendanaHa™® Obulo  HMCCIEI0BaHO B JIBYX
MIPOCIIEKTUBHBIX KOTOPTHBIX MCCIEI0BAHUAX, KOTOpble CymMMapHO Bkitouanu 29 manuentoB ¢ MJIC
BBICOKOTO pucka. O6muii oTBeT npu 3ToM coctaBuia 38-40%, oTmeuanach MUHUMaibHas TOKCUYHOCTb.
BeposTHOCTh OTBETa Ha Tepanuio ObliIa CaMOU BBICOKOM y MAIIMEHTOB ¢ TUTMOKIeTOUHbIM KM, n30bITkOM
0J1aCTOB U HOPMaJIbHBIM KAPUOTUIIOM.

- Ilammentam ¢ MJC-Ub B Bo3pacte crapme 70 neT npu HEBO3MOXKHOCTH IPOBENCHMS
MIPOTPaMMHOM TEpaM PEKOMEHIYETCSl TPOBEACHUE TAJUIMATUBHOW Tepanuu #MmepKanTomypuHomM™* [1,
2].

YposeHs yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTtapun: y mammenToB ¢ MJIC, mpoTekarommm ¢ 01acTO30M, BO3MOXKHO OCYIIIECTBIICHHE
Tepanuy MepkanTormypuHoM**. Ilpemapar HasHauator B 103¢ 60 Mr/mM? BHYTph 3a 2 TIpHeMa B
MTOCTOSTHHOM PEXHUME C KOPPEKIMEH 03bl WM OTMEHOW NPH Pa3BUTHU TIyOokoW mnuromneHuu. [lpum
CHIDKCHHU YHCJIa JISHKonuTOB MeHee 3,0 X 10%n1 no3a npemnapara cHuxaercst Ha 25%, menee 2,0 x 10%m —
Ha 50%, a npu majgeHuW A0 ypoBHS MeHee 1,5 x 10%1 oTMeHsIETCSl 10 BOCCTAHOBJICHHS MOKA3aTeyei,
KOrja JIEYeHHWE MOXXHO OyJeT BO300HOBUThH. Tepamus MEpKanTOMmypuHOM™*, Kak mpaBuio,
paccMaTpuBaeTCs UCKIIOUYUTEIbHO B Ka4eCTBE MaJUTHATUBHOTO Toaxoza [1, 2].

- Ilarmentam ¢ MJIC w3 rpynmbl MPOMEKYTOYHOTO-1 pHCKa, IPH HATWYUU HEOJArompUSTHBIX
AHOMAJIUM KapUOTHUIIA, MPOMEXKYTOUYHOr0-2 WJIM BBICOKOrO pucka mno mkaine IPSS wiam u3 rpynmsl
MIPOMEKYTOYHOTO, BBICOKOTO M OYEHb BBICOKOTO pucka mo mkane IPSS-R (cm. pasmen 7.1 maHHBIX
peKoMeHanuii) B Bozpacte < 60-65 neT, mpu OTCYTCTBUM TSDKEIBIX COMYTCTBYIOIIUX 3a00JICBaHHH, a
taoke nanuentaM ¢ MJIC 6e3 u30bITKa 0;1aCTOB M3 TPYIIIBI MPOMEKYTOYHOTO-1 prcka o mkaie IPSS u
MPOMEXYTOUHOrO prcka no mkaie IPSS-R monosxe 40-50 ner, pe3uCTEHTHBIM K IIPOBOUMOM Teparuu, ¢
BBIPKEHHOW 3aBUCHUMOCTBIO OT TpaHC(y3uil KOMIIOHEHTAMH KPOBH, PEKOMEHAYETCS MPOBEACHUE aJLIO-
TI'CK ¢ 1menbro JO0CTHKEHHS IMOJIHOTO Onosoruueckoro uaieuenus [104].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapun: pexomenganuu no nposeneHuto amwio-TI'CK y nmauuentoB ¢ MIC onuparorcst Ha
MIPOCHEKTUBHBIE PAaHAOMHU3MPOBaHHbIE U HEPAHJIOMU3HPOBaHHbIE, a Takke rpynnossie KU. [lo nanHbIM
Mex1yHapOHOTO PEerucTpa Mo TpaHcIaHTtauuu koctHoro mosra (IBMTR), ocHoBanHOM Ha aHanmmu3ze
pe3ynbraToB jeueHus: 387 B3pocibix mamueHToB ¢ MJIC, xotopbiM Obuta BhimonHeHa amno-TI'CK ot
HLA-uneHTHYHOTO CUONMHTA, KyMYIATHBHAas CMEPTHOCTb, CBS3aHHAs C TPaHCIUIAHTAllUEH, COCTaBUiIa
32% B Teuenue 1 roma u 37% B TedueHue 3 neT, KyMyJIATUBHAs 4yactoTa peuuauBoB 17% u 23%, OB —
53% u 40% cootBercTBeHHO. KonmdecTBo O6macTHbIX Ki1eTok B KM u puck no IPSS nokazanu oO6patHyro
3aBUCHUMOCTh C O€3peIJAuBHON BBDKMBAEMOCTBIO TIIOCJIE TpaHCIUIAaHTAlMU. BbIKMBaeMOCTh 0e3
MIPOTrPECCUPOBAHUs y MALMEHTOB U3 IPYNIbl HU3KOTO WM MPOMEXYToyHOro-1 pucka no mkane IPSS B
TeueHue 5 et cocraBuia 60%, npomexxyrounoro-2 — 36-44% u Beicokoro pucka — 28-30%.

Onrtumaneueie cpoku A BeinosiHeHust amwio-TI'CK ot HLA-coBmectumoro gonopa npu MJIC
ompeseneHsl B aHanu3e KiaunHuudeckux pemeHuid IBMTR. B atoMm uccnenoBanuu ObIIO MOKa3aHO, YTO
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IIPOJIOJKUTENBHOCTD JKU3HH Y MAllUEHTOB U3 TPYIIIbI HU3KOIO WIK MIPOMEKYTOYHOI0-1 pucKa 1o mkasie
IPSS Obuta BhImle, KOTJA TpaHCIUIAHTAIMA ObLIa OTCPOYCHA BO BPEMEHM, HO BBINOJIHSIACH JI0
tpanchopmarmu B OMJL. HanpoTus, Ui ManeHToOB U3 TPYNI IPOMEKYTOUYHOTO-2 U BBICOKOTO pUCKa
MMEHHO HEMEJJICHHas TpaHCIUIAHTAlMsl CYLIECTBEHHO YIy4YlllaeT I0Ka3aTeld BbI)KUBAEMOCTH.
[IpuBneyeHue HEPOACTBEHHOIO JOHOpa B Ciydae OTCYTCTBUS coBMecTHMoro mno cucreme HLA
POJICTBEHHOTO JIOHOPA HE MPUBOJUT K YBEIMUEHUIO JIETAIbHOCTH.

Puck 3aboneBanust B coorBercTBuHM ¢ IPSS, Bo3pacT m Hammume COMyTCTBYIOMICH IMaTOJIOTHH,
oueHeHnHble Mo uHuekcy komopouaHoctu TI'CK (HCT-CI — cwm. Ilpunoxenne I'3 [105]) smustorcs
HanboJiee 3HAYMMBIMU KJIMHHUYECKHMMH JaHHBIMH MPH PACCMOTPEHHH BOIPOCA O MPOBEICHHUM IMAIEHTY
aino-TT'CK.

IIposenenune anno-TI'CK n0mKHO OBITH COBMECTHBIM pEIIEHHWEM Bpauda, MAallMeHTa U €ro CeMbH,
MTOCKOJIBKY UX OTHOIIEHHE K PUCKY SIBJIETCS OMPEEIISIONINM.

3.2. ConpoBoanTebHasl Tepanus

- Beem nanmentam ¢ MJIC nipu niposenienuu XT pekomeHayeTcs ¢ 1ebio NPO(QUIaKTUKU TOITHOTHI
¥ PBOTHI BBEJICHUE MPOTHBOPBOTHBIX mperaparos [106].
YpoBeHb yOeIUTEIbHOCTH PeKOMEeHAaIHii B (YypoBeHb T0CTOBEPHOCTH JIOKA3aTEIbCTB — 3)

- Bcem manmentam ¢ MJIC mpu npoBeneHMn HHAYKIUMOHHBIX KypcoB XT i mpoduimakTuku
THIIEPYPUKEMUH PEKOMEHIyeTC sl TipueM ayutonypuHoiaa** [107].
YposeHs yoeautenbHOCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Bcem mamumentam ¢ MJIC npu pasButhu GeOpUIbHONW HEUTPOTICHMH PEKOMEHIYETCs
WCIIOJIb30BaTh B KaUe€CTBE aHTUOMOTUKOB TEPBOU JTMHUU IiedoTiepa3oH + cyabpOakTam™*, muneparunuinH
+ TazobakTam, nepenum**, nedrazuaum* * s KynupoBaHus HHOEKITHOHHBIX ocokuenui [ 108, 109].

Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIILCTB — D)

KommenTtapun: npu HedhHEKTUBHOCTH aHTUMHUKPOOHOW Tepanmuu | JTUHUM €€ MOJAU(PHUKAIIUIO
HEOOXOMMO TIPOBOJUTH C YYETOM AaHHBIX TMpoBeaeHHoro obciemoanus (KT, mukpoOuonorndyeckue
uccienoBaHuss U T.1.). HasHayenuwe kapOarneHeMOB B KauecTBE aHTHUOMOTHKOB MEPBOrO 3Tama IpH
(beOpuiIbHOM HEUTPONIEHUH 0O0CHOBAHO Y MAIIMEHTOB C CEMTUYECKUM IIOKOM, a TAK)KE B KIIMHUKAX, e B

ATHOJIOTUM WHQPEKIUI TpeolnagaroT SHTEpOoOaKTEpUn ¢ TMPOJYKIMeH OeTa-laktamas pacuIMpeHHOTO
cnekrpa (BJIPC).

- Bcem manmentam ¢ MJIC npu npoBenennn kypca ATI** pekomenayeTcss mpopuIaKTHISCKUN
preM aHTHOAKTEePHAIbHBIX U MPOTHBOTPHOKOBEIX mpemaparos [110].

VYpoBeHb yoeauTenbHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

Kommenrtapuu: mpu mpoBeneHun kypca ATI** pexomenmoBan mnpodunaktudeckuii npuem 480
Mr/cyT. #Kko-TpuMokcazona**, 200 mr/cyt. hiaykoHazoma**.

- Bcem mamuentam ¢ MJIC ¢ 5q- ¢ TpomGommramu > 200 x 10%1 npu nposeneHuu
MMMYHOMOAYJIUPYIOIIEH Tepanuu JCHATUIAOMUIOM™* peKOMEeHIyeTcsi MpOBEIeHHE aHTHArperaHTHOM
Tepamnuy B CBSI3M C BO3MOXKHBIM Pa3BUTHEM TpomOo3a riyookux BeH [111].

VpoBeHb yoeautenbHOCTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KomMmeHTapuu: nmpHu yka3aHUU Ha Hajludue TpoMOO30B B aHaMHE3e IIeJeco00pa3HO Ao00aBlieHHE
aHTUKOATyJISHTHONH Tepanuu. [Ipy mnpoBeneHMM HWMMYHOMOIYJIUPYIOIIEH Teparnuu TpPOMOOTHUYECKHE
OCJIOKHEHUsI MOTYT pa3BUBaTbCs HE TOJBKO B Haudaje TEpaluud HOpU TPOMOOIMTO3aX, HO U IpH
MOBBIIIEHUH FeMOTI0O0MHA IO HOPMAJIbHBIX 3HAYEHUH.

- Bcem manueHtam MI[C nepe BLIINOJIHCHUEM TpaHC(I)y31/II/I KOMIIOHCHTOB KpPOBH C MCJIbIO
HpO(bI/IJ'IaKTI/IKI/I HUTPATHBIX U APYTUX peaKL[I/Iﬁ PCKOMCHAYCTCA BBCACHUC AHTUTUCTAMHWHHLBIX IIPCIIapaTOB
OJHOKpPATHO B HJO3UPOBKAX B COOTBCTCTBHUU C HHCTPYKLOUSAMHU II0 IMPUMCHCHUIO COOTBCTCTBYROIIUX
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npenaparos [61].
VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Bcem manmmentam ¢ M/IC, y KOTOpPBIX BBISIBJICHBI MIPU3HAKY AJIJIOCEHCUOMITU3AIINHT, PEKOMEHTYEeTCS
MepeuBaTh KOHIICHTPAThI TPOMOOIMTOB [0 HHAWBUAYATHPHOMY IMOJOOPY IS TIOBBIIICHHUS
addexkruBHOCTH TpaHchy3uii [112].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTapun: npeogosnenne aioceHcnommmzanuu y nanueHtoB ¢ MJIC tpebyeT KOMIUIEKCHOTO
MOIX0/1a, KOTOPBIH MOMUMO WHAMBUAYAIBHOTO TOI00pa TPOMOOIIMTOB BKIIOYAET B CEOS BBHITIOJHCHHE
nedeOHBIX TuTazmMadepe3oB (4-5 ceaHCOB C 3aMelleHHeM aTbOYMHHOM) C TIOCICAYIOIIeH TpaHcdy3uen
00JBIIUX 103 TPOMOOKOHIIEHTpaTOB (12-16 103).

- Bcem manmentam ¢ MJIC, cocTrosiHMe KOTOPBIX MPENSATCTBYET JAOCTaTOYHOMY E€CTECTBEHHOMY
MUTAaHUIO, PEKOMEHJyeTCs OOecCeueHUue SHEPreTMUYeCKMMM M IUIACTUYECKMMH CyOcTpaTaMu 3a CYEeT
SHTEPATLHOTO W/WJIM apeHTepaibHOTO nuTanus [113, 114]

YpoBeHb yOeaUTEILHOCTH PeKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KoMMeHTapuu: HEZOCTaTOYHOCTh NHMTAHUS — OTATrOMIAOIIMKA  (aKTop MpU  MPOBEICHHUU
uutoctatnyeckol tepanuu u amno-TI'CK. O6mas cyrounast sHeprermyeckas emkoctb Ol u I y
MAUEHTOB cTapiie 18 JeT paccYMThIBaeTCS Ha WJCalbHYI0 Maccy Tejla, B TOM YHWCJE NpU HaJIUYUU
0’KMPEHHUsI, COTJIaCHO ypaBHEHUIO Xappuca-benenukra (25-30 kkan/kr, 6enok 1,2-1,5 r/kr/cyt.), a Takxke
C y4eToM K03(pPUIIMEHTOB, MOBBIIIAIOIINX I MOHKAIOIINX SHEPTeTUYECKUE TOTPEOHOCTH OpPraHu3Ma,
Hanpumep npu PTIIX kumeunuka — 6emok 1,5-2,0 r/kr/cyr. U KojJn4yecTBa €CTECTBEHHOTO MUTAHMUS.
Kputeprem oTMeHBI HYTPUIIMOHHON TEepaIuu SIBJISIETCS BOCCTAHOBJIEHHE €CTECTBEHHOIO MUTaHUs Oolee
60% oT He0OXOAMMBIX CYTOYHBIX TOTPEOHOCTEHN B TEUCHHE 3-X TMOCIEI0BATCIBHBIX JTHEH.

- Becem mammentam ¢ MJIC BBeneHHE TIIFOKOKOPTHUKOUIOB PEKOMEHAYETCA TOJBKO MPU Pa3BUTHU
TSOKEITBIX JKU3HEYTPOKAONIMX cocTosiHmin [115].
Yposens yoeaurenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 4)

3.3. Xupypruueckoe JieieHue

- Ilarimentam ¢ MJIC w3 rpynmbel HU3KOTO puicka (cM. paszen 7.1 JaHHBIX pPEKOMEHIAIUH) C
runorasueil kpoBeTBopeHUs: npu orcyrcTBuu dpdekra or MCT wnm mamueHTam ¢ MOpU3HAKAMU
ayTOMMMYHHOH aHeMuu wid TpoMOomuTonieHnn B coueranud ¢ MJIC, wimm mammentam MJC c
YBEJIMYEHHBIMU pa3MepaMu CeJIe3eHKHU C JIeYeOHO-AMarHOCTUYECKO 1IeNIbI0 PEKOMEH IyeTCs BBIIIOJTHEHHE
cruteHakromu [1, 116].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 4)

Kommenrtapuu: crnenskromus y nanueHtoB ¢ MJIC B crpanax EC mnpumensiercss penko, B
OCHOBHOM Yy TMAallMEHTOB C TIJIyOOKOH TpomOouuToneHueil. B P® HakoIIEH OMNBIT BBIMIOJIHEHHS
cruienskromuu y 33 marnuentoB ¢ MJIC. Yaie onepaiusi mpoBOIUIACH MPU TUIOIIA3UU KPOBETBOPEHHUS
[0 JaHHBIM TUcToJoruyeckoro ucciepoBanus KM (75%). B 16 (48%) ciaydasix 10 CIIICHIKTOMHH
npoBoauiack komOounupoanuas MCT. B 6 (18%) cinydasx JOKYMEHTHPOBAHO YBEIHUEHHUE Pa3MEpPOB
cenezeHku Oozee 15 x 8 cm. Kak sddexr ot mpoBeneHus criieHskromuu y 16 (48%) manueHToB
OTMEYEHO CHM)KEHHUE 3aBUCUMOCTHU OT reMoTpaHc(y3uil.

CILIEHAKTOMMIO JKEJIaTeIbHO BBIMOJIHSATH JanapOCKOMUUECKUM JI0CTYIIOM.

Crnenyer ydecTh, YTO y MallM€HTa MOTYT OBITh HECTaHAAPTHBIC MPOSIBICHUS OOJE3HH, a TaKKe
coueTaHHe KOHKPETHOW OO0JIE3HH C JAPYrMMH MaTOJIOTUSIMH, YTO MOXKET AMKTOBAThH JieHalleMy Bpady
W3MEHEHHUS B alTOPUTME BIOOPA ONTHUMATBHOW TAKTUKU JTUATHOCTHKY M JICYCHHUS.
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4. PeaOuauranug

- Becem mammentam ¢ MJIC pexomeHayeTcss MPOBEACHUE MEIUITMHCKOW peabHiIUTaIK, KOTopas
BKJTIIOYAET B ce0s APPeKTUBHYIO 00€300IMBAIOIIYI0 TEPANINIO, HYTPUTHBHYIO TOJIEPKKY, oOecreueHune
MICHUXOJIOTUYECKOTO OJIaronorydust 1 MaKCUMaJIbHO BO3MOXKHOE (U3ndecKoe PyHKIIMOHUPOBAHHUE HA BCEX
JTamnax JCYCHUs M Mo yiepxuBatonierd Tepamnuu [117].

YposeHb yoeautenbHoCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTe/ILCTB — 4)

KoMMeHTapuu: MequiuHcKas peadbunuTanus npu JiedeHuu nanueHToB ¢ M/JIC sBisieTcss 4yacThio
MO/JIEP’KUBAIOILIEN Tepalnuy, HaIpaBJICHHON Ha YMEHbBILIEHNUE OCI0KHEHUH, MaKCUMaJIbHOE 00ecrieueHue
(U3NIECKUX, SMOIIMOHABHBIX M COLMAIBHBIX TIOTPEOHOCTEH, Yay4llIeHHe KaueCTBa KU3HU NAllMEHTOB U
wieHOB uX ceMed. [lpuHIUNBI peaOunuTanMyd JOJDKHBI OBITh OCHOBaHBl Ha MeXIyHapoHOU
KJaccupuKauuu (QyHKIMOHUPOBAHUS, OrpPaHUYEHUHN KU3HeAedaTeabHOCTH U 370poBbsi (MKD),
paspabotanHoii BO3 B 2002 roxy. ['nmaBHble yCIOBHS BKIIOYAKOT pabOTy MYJIbTHAWCHUIUIMHAPHOM
opuransl (M/IB), panHee Havasio, MAMEHT-OPUEHTUPOBAHHBIN IOJXOJ, UIMTEILHOE HAONIOACHUE W
MPEEMCTBEHHOCTh TI0 MECTY JKUTeNhCTBa marueHta. B cocta MJ/Ib npu pabote ¢ mnamueHtamu,
crpagatromumu MJIC, BXonsT Bpau mo (u3nueckodl peadMIMTallMOHHONM MEIUIIMHE, Bpad IeMaroJior-
OHKOJIOT, KJIMHUYECKUH TIICHXOJIOT, METOAUCT-UHCTPYKTOpP, JProTepameBT, MEIULUHCKas CecTpa,
POJICTBEHHUKH TAIlMEeHTa U caM MalueHT. B pe3yibTare AMarHOCTUKHM HapylIEHUN CTPYKTYP U (PYHKIMMA
OpraHu3Ma, OrpaHMYeHUN aKTHUBHOCTH W y4acTHUsl MAllMeHTa, a TakXe OLIEHKH (HaKTOPOB OKpyKarollen
Cpelbl U epCOHANbHBIX (DAKTOPOB MALIMEHTA, BBICTABIISETCS peaOUIUTAIIMOHHBIM TUArHO3, ONpeAeseTcs
MOTEHIIMA U pa3padaTbiBaeTCs MHAWBUIYAIbHBIA IUIaH peaOWIMTAalMM MalUeHTa, OCHOBBIBAsCh Ha
KpPaTKOCPOYHbIE U JI0JITOCPOYHBIE LENIH peaduINTalUH.

5. llpopunakruka

- Bcem manuentam ¢ MJIC pekoMeHIyeTCsl MOCTOSTHHOE TUHAMUYECKOE HAOI0ICHUE Y TeMaTOoJIora
B TeueHue Beel sxu3nu [1, 118].

Yposens yoeaurenbHoCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: rpaduk aucriaHcepHOTO HAOMIOACHHS HE  OTpadOTaH, YCTaHABIMBACTCS
WHJIMBHIYAIBHO KaXIbIM BpadyoM I KaKJIOTO MallMeHTa B 3aBUcHMMOCTH OT Bapuanta MJIC, Bo3pacta
MalMEeHTa U HAJTWYHS COMYTCTBYIOIIEH MaTOJIOTHH.

6. Opranmszaunusi oKka3aHusi MeIUIMHCKOW MTOMOIIU

MenuuuHcKass TOMOIIb, 33 HCKIIOYEHHWEM MEIUIIMHCKOM TOMOIIM B paMKax KIMHHUYECKOU
anpoOanuu, B cootBeTcTBUU ¢ DenepanbubiM 3akoHOM OT 21.11.2011 N 323-®3 (pen. ot 25.05.2019)
"O6 ocHOBax OXpaHbl 3I0pOBbs IpaxaaH B Poccuiickoii @exeparun opraHu3yeTcsl U OKa3bIBaeTCs:

- B COOTBETCTBUHU C IOJIO)KEHHEM 00 OpraHu3aliy OKa3aHUs MEAULMHCKON MOMOIIM MO BHIaM
MEIUIIMHCKOM TOMOINM, KOTOpOE YTBEPXKAAeTCs  YIOJHOMOYEHHBIM  (eAepalbHbIM  OPraHoM
WCIIOJIHUTENBHOM BIIACTH;

- B COOTBETCTBUHU C MOPSAKOM OKa3aHUS MOMOIIH MO MPoQuiio "remMaTosorus”, 00s3aTebHbIM IS
ucnojHeHus: Ha Tepputopun Poccuiickoit denepanuu BceMu METMIUMHCKUMU OPTaHU3ALUSIMU;

- Ha OCHOBE HACTOSIINX KIMHUYECKUX PEKOMEHIallN;

- C YU4ETOM CTaHJIapPTOB MEAMIIMHCKOW MOMOIIH, YTBEPKACHHBIX YIOIHOMOYEHHBIM (heJiepaibHbIM
OpPraHoOM MCHOJIHUTEIbHOM BIACTH.

HepBI/IqHaH ClicuaJIn3upoOBaHHAA MCANKO-CAHUTApPpHAA IIOMOIIb OKa3bIBACTC BPA4YOM-TCMATOJIOTOM
U HWHBIMHA BpadaMU-CIICHUAIMCTAMU B TCHTPC aM6yJ'IaT0pH01>i reMaToJ0THYECKONH/OHKOJIOTHYSCKOM
IIOMOIITH 60 B NEPBUIHOM reMaToJIOTMYeCKOM/OHKOJIOTHUECKOM Ka6I/IHCTC, NEPBUIHOM
réMaToJIOTHIYCCKOM OTACICHUH, MMOJIMKIIMHUYCCKOM OTACIICHUU OHKOJIOTHYCECKOTO AUCITaHCCPa.

HpI/I BBIABJICHUH Y MMAllUCHTA MUCJIIOJUCIIIACTUYCCKOTIO CUHAPpOMaA (I[aJ'ICC — MI[C) HJIK TIOAO3PpCHUN
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Ha HErO Bpayu-TEPareBThbl, BpAunu-TEPANEeBThl YUAaCTKOBBIC, Bpaun OOIIel NPaKTUKU (CeMelHbIe BpauH),
Bpauu-CIEIUAINCTBI, CpPEeIHUE MEAMLMUHCKUE paOOTHUKM B YCTAHOBJICHHOM IMOPSIKE HAIMPABISIOT
00JBLHOTO HAa KOHCYJBTAIUIO B IICHTP aMOyIaTOPHOHN TeMaToJIOTMYeCKOM/OHKOIOTHIECKON TTOMOIIH THO0
B TEPBUYHBI T€MAaTOJIOTUYECKH KaOMHET, MEPBUYHOE TIeMAaTOJIOTUYECKOE OTAEICHUE METUIIMHCKOM
OpraHu3aliy JUIsl OKa3aHUs eMy IEPBUYHON CHEUATN3UPOBAHHON MEINKO-CAaHUTAPHON OMOILIH.

Bpau-remaTonor amOynaTOPHOTO WM CTAallMOHAPHOTO 3BEHA TE€MATOJOTMYECKOW TOMOUIH
OpraHu3yeT BBITIOJHEHNE TUArHOCTHYECKUX MCCIeTOBAaHUN, HEOOXOAUMBIX ISl YCTAaHOBJICHUS JMArHO3a,
BKJIIOUAsi PaCIpOCTPAHEHHOCTh M CTAIUIO 3a00JI€BaHUS.

B ciydyae HEBO3MOXXHOCTH NPOBEAEHUS AUATHOCTUYECKUX HMCCIEJOBAaHUM MAlMEHT HaIpaBJIAeTCs
JIe4aluM BpayoM B MEIUIIMHCKYIO OpraHU3al{Io, OKa3bIBAIOIIYI0 MEIMIIMHCKYIO ITOMOIIb MallUeHTaM C
reMaToJI0rH4ecKUMHM 3a00JIEBaHUSAMHU JJIs YCTAaHOBJIEHUS TUArHo3a M OKa3aHUs CIelHUaIu3upOBaHHOM, B
TOM YHCJI€ BBICOKOTEXHOJOTUYHOMN, METUIIUHCKOM TOMOIIH.

[Tpu BeisiBneHnr MJIC win NOJ03pEHNN HAa HETrO B XOJI€ OKa3aHHUsl CKOPOW MEAMIIMHCKON MOMOIIN
ManueHTa MepPeBOAAT WIM HANpaBlAIOT B MEIUIMHCKHE OpPraHU3allMd, OKa3bIBAIOIIME MEIULUHCKYIO
MOMOIIb OOJBHBIM C TEeMaTOJOIMUECKUMHU 3a00JIEBAHUAMM, JUIS ONpPENCIICHHUS TAaKTUKU BEACHUS H
HEOOXOMMOCTH  TMPUMEHEHMs]  JIOTIOJHUTEIbHO  JPYTMX  METOJIOB  CHEHHaTU3MpPOBAHHOIO
MIPOTUBOOITYXOJIEBOTO JI€UEHHUS.

Crienmanu3upoBaHHasi, B TOM 4YHCII€ BBICOKOTEXHOJIOTUYHAS] MEIUIIMHCKAs MOMOIIb OKa3bIBAETCS
BpauaMH-Te€MaTojoraMiM B MEIUIUHCKAX OpraHu3alusiX, OKAa3bIBAIOIIUX MEIUIMHCKYI0 IOMOIIb
6ompHpIM  MJIC, wuMerOImUX  JIMIEH3UIO, HEOOXOAMMYI0  MaTepHalIbHO-TEXHHYECKylo  0a3y,
cepTU(ULIHUPOBAHHBIX CHEIHATMCTOB, B CTAI[MOHAPHBIX YCIOBHUSIX M YCIOBHSIX THEBHOTO CTallMOHapa U
BKJIFOYAET B ceOst MPOPUIAKTUKY, TUATHOCTUKY, JIEYCHUE TEMATOJOTHYECKUX 3a00JIeBaHUM, TPEOYIOMHNX
WCIIOJIb30BAHUS CHELMAIBHBIX METOJOB M CIIOXKHBIX YHHKAJIbHBIX MEIUIMHCKUX TEXHOJIOTHM, a Takke
MEUIMHCKYIO peabuIuTAaIIHIO.

B meaumuHCcKkOM opraHu3aliiy, OKa3bIBAIOIMICH MEIUIMHCKYIO Tomomb 0oiapHBIM MJIC, TakThka
MEIHUIIMHCKOTO OOCIEeOBAaHUS U JICUCHUs YCTaHABJIMBAETCS BpauaMU-T€MaTOJIOraMH C IMPUBJICYECHUEM
npu  HEOOXOJUMOCTH JIPYTMX Bpadel-ClelUaiucToB, MPH HEOOXOOUMOCTH — C MPOBEICHHEM
KOHcWIMyMa. PerieHune koHcuiamyma Bpauel o(opmiisieTcss MPOTOKOJIOM, MOIMUCHIBAETCS YYaCTHHUKAMU
KOHCWJIMYMa Bpayeil 1 BHOCUTCSI B MEIULIMHCKYIO TOKYMEHTALUIO OOJIBHOTO.

[lokazaHud K TrocOMTAIM3alMU B KPYIJIOCYTOYHBIM WJIM JIHEBHOW CTAallMOHAP MEIULIMHCKOMN
OpraHu3aliy, OKa3blBAKINEH CHEHUAIN3UPOBAHHYHO, B TOM YHCIE BBICOKOTEXHOJOTHYHYIO
MEUIMHCKYIO MOMOIIb 10 MpoduiIo "OHKOJIOTHS" ONpPEeAesstoTCS BPauoM-TeMaToI0rOM/KOHCHINYMOM
Bpaueil ¢ MpHUBJIEYCHUEM ITPH HEOOXOIMMOCTH JPYTHUX Bpayei-CIeIHaliCTOB.

IToxa3zanus Jis NJIAHOBOM rOCIUTAJIN3AIUN

1. OGcnenoBanue ¢ nensto Bepudukanuu auartoza MJIC y nauuenta ¢ nojgospenuem Ha M/IC,
IIPU HEBO3MOXKHOCTH 00CJIeZIOBaHUS B aMOYJIaTOPHBIX YCIOBUSX.

2. Nuar"octuka peuuguBa MJIC, ycyryGieHus amnja3suy KpOBETBOPEHHUS WM TpaHchopMaluu B
OJIL.

3. Ilpoenenue ouepennoro kypca MCT wim XT B ycioBusSX KpYIJIOCYTOYHOIO JIMOO JHEBHOI'O
cTalMoHapa.

4. BpInosiHEHNE TUTAHOBBIX XUPYPTrUYECKUX BMEIIATEIbCTB.

5. BrinosHeHue MIaHOBBIX JKCTPAKOPIOPAIBHBIX METOJIOB OYMILEHHUS KPOBU U 3aMECTUTEIIBHOU
[IOYECYHOU Teparuu.

6. IIpoBenenue 3amnannposannoi TT'CK.

7. IIpoBeneHne 3aMECTUTENIBHON TEMOKOMIIOHEHTHOU TE€paIuu.

IMoka3anust A1 IKCTPEHHON IOCHUTAIN3ALUU
HeoTtnoxueie cocrosinug y narmentoB ¢ MJIC u npu nogo3penuun na MJIC:
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- peOpunbHas nuxopaaKa ¥ MH()EKIIMOHHBIE OCIIOKHEHHUs Ha QoHe HelTponeHuu nocne kypca XT
wi Ha pone UMT/UCT;

- TEMOPPArnYeCKUii CHHIPOM,;

- TPOMOOTHYECKUE OCIIOKHEHHS,

- He00OXOAMMOCTD IPOBEICHUS IKCTPEHHOM 3aMECTUTEIILHOM TEpaui KOMIOHEHTAMU KPOBH;

- JIpyrue CHCTEMHBIE HAapyIICHUs, OOYCIOBJICHHBIE TEYEHHEM OCHOBHOTO 3a00JICBaHUS WU
OCJIOKHEHHUSIMH, Pa3BUBIIMMUCS BCIIEICTBUE MPOBECHHOTO JICYCHUSI.

Iloxa3aHusa K BbIIHCKE NAIIHEHTA U3 craguoHapa

1.

1. BoccranoBneHne mnokasateneil mepudepuueckoii kpoBu (yeiikonutel Gomee 1 x 10%m,
rparynonutsl 6o1ee 0,5 x 101, TpomGomuTel 6omee 30-50 X 10%m, remornobun Gonee 80 r/m) mocie
ouepenHoro kypca XT, UMT wiu UCT.

2. Hopmortepmusi B TedeHue 3-5 CYTOK M OTCYTCTBHE HEKOHTPOJUPYEMBIX HH(DEKIIMOHHBIX
OCJIOKHEHU .

3. KynupoBaHue reMopparuueckux OCiI0KHEHHH.

4. KynupoBaHue TpOMOOTUUECKHUX OCJIOKHEHHUH.

5. KynupoBaHue CUCTEMHBIX HapylIeHHH, 00YCIOBIEHHBIX TEYEHHEM OCHOBHOTO 3a00JIEBaHUS WU
OCJIO’KHEHUSIMHU, Pa3BUBIIMMHUCS BCIIEICTBUE TPOBEJCHHOTO JICUECHUSI.

3akiioueHue O 1eJecooOpa3HOCTH mepeBoja OoNbHOTO B NPOGWIbHYID MEAWLHHCKYIO
OPraHM3alHUI0 OCYLIECTBISACTCA TIIOCJIE IPEABAPUTENBHON KOHCYABTAMM IO TPEIOCTaBICHHBIM
MEIUIMHCKAM JTOKYMEHTaM W/MIM HpPEABAPUTEIFHOTO OCMOTpa OOJBHOTO BpadaMU-CIICHHATINCTAMU
MEIUIIMHCKOW OpraHn3aliiy, B KOTOPYIO IUNIAHUPYETCS TIEPEBOI.

[Ipumeuanue.
Hywmepanus pa3zienoB 1aHa B COOTBETCTBUH ¢ O(UIIHMATBEHBIM TEKCTOM JIOKYMEHTA.

6. lonosiHuTebHASE MH(OPMAaIUs, BJAMSIOMIAs HA TeYeHHe U UCX0/l 3200J1eBaHMs

7.1. ®aKkTOpHbI, CBA3AHHBIE ¢ 00/1€3HbI0 (IIKAJIbI IPOTrHO32)

Ompenenenue pucKa, CBS3aHHOTO ¢ XxapakTepuctukod Bapuanta MJIC, Oasupyercs Ha
UCIOJIb30BAHUU TPOTHOCTUYECKUX CHCTEM OIICHKH, OOBEIUHSIONINX OTHAeIbHbIE KIMHUYECKUE U
remarojoruueckue mnapamerpel. B 1997 r. mox srumoit MexayHapoAHOW IIKOJBI aHAIM3a PHUCKOB
muenonuciazun - (IMRAW) P.  Greenberg u  coaBTOpsl  pazpabortanu  MexayHapoIHYIO
nporHoctuyeckyro OamnpHyro cucreMy (IPSS), yuurtbiBaromryro konumdectBo ©OmactoB B KM,
IIUTOT€HETUYECKHE aHOMAJIMU M BBIPAXKEHHOCTh NepudepruecKux muroneHui (tadi. 1) [63].

Taoauna 1. [Ipornocruyeckas mkajna [PSS

Kpurepun nporsosa basnbt
0 0,5 1,0 1,5 2,0
baacter B KM, % <5 5-10 - 11-20 21-30
Kapunotun Xopowui IIpomexyTouHbIi ITnoxon
[utonenun 0/1 2/3
CymmMma 6annoB Kareropus pucka Menuana obuieit Menuana BpeMeHHU 110
BBKMBAEMOCTH, Tpanchopmaru B OMJI
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JIeT 25% mamueHToB, JIeT
0 Huskuit 5,7 9,4
0,5-1,0 [Ipomexyrounbrii-1 3,5 3,3
1,5-2,0 [TpomexyToUHBIN-2 11 1,1
=25 Bricokuii 0,4 0,2
|
[Ipumeuanus:
y Iuronenus: Hb < 100 r/m; abcomornoe uncio Heirtpoduuos < 1,5 x 10%1; TpombomuTsr < 100 x

10°/7.

Kapuotum: xopomuii — HOpMaJIbHBIN KapuoTHTI, -Y, -20, -5; TU10X0#i — aHoManuu 7-if XpOMOCOMEBI U

KOMILJIEKCHBIE abeppanin (= 3 XpoMOCOM); IPOMEKYTOUHBIN — BCE OCTAJIbHBIE.

Cucrema PSS okaszanach mnosie3sHOW JUIsi MPOTHO3UMPOBAHMS OOIIEH BBDKMBAEMOCTH U pPHUCKa
Tpanchopmainuu B ocTpbiii muenoieiiko3d (OMJI) mamuentoB ¢ MJIC, 4yTo moMmoraetr B NPUHSITHH

KJIMHHYECKHUX perrenuit [63].

HOHOJ’IHI/IT@J'II)HBI@ (l)aKTOPI)I, KOTOPBIE TAKXKE HMCIOT IMPOTHOCTUYCCKOC 3HAYCHHUE, B TOM YHCIIC
My.]'II)TI/IJ'II/IHeI\/'IHaﬂ JUCIIIIa3us, TsOKEIad aHEMHs C 3aBUCHMOCTBIO OT TpaHC(l)YSHfI, ObLIIM BKIIIOYEHELI B
[IporHoctuyeckyro OamibHyto cuctemy BO3 (WPSS), koTopas mo3BossieT pa3fenuTh MallMeHTOB Ha 5
TPYIIl pUCKAa C PA3IUYHBIMU IOKA3aTeIsIMU BBDKMBAEMOCTH M BEpOSTHOCTU TpaHchopmauuu B OMJI
(Tabm. 2). Dra mkana mo3BojsieT 00jiee TOYHO OMPENETUTh MPOTHO3 OTAENbHBIX manueHtoB ¢ MIC, B

0COOCHHOCTH U3 TPYIIN HU3KOTO M MpoMexyTouHoro-1 pucka mo IPSS [64].

Taouauua 2. [Iporuocruyeckas mkana WPSS

BBIDKMBACMOCTH, MCC.

[TapameTpsl bambt
0 1 2 3
Bapuant o | PA, PLIM[], PAWB-1 PAUB-2
knaccudukanmuu  BO3 | PAKC,
<1> 5Q-
Kapuotum <2> Xopoumi [Ipomexxyrounsiii | [Lnoxoi -
He < 90 r/m pmua|Her Ja - -
MyxarH U < 80 /71 11s
YKEHIITUH
Cymma OannoB Kareropus pucka Menuana oOmei BeposiTHOCTB

nporpeccuu B OMJI
(6e3 neueHus)

2 rona 5 net
0 OueHb HU3KUH 103 0 0,06
1 Huszkui 72 0,11 0,24
2 [IpomexyTouHbIN 40 0,28 0,48
3-4 Bricokuii 21 0,52 0,63
5-6 OueHb BLICOKUH 12 0,79 1
|

IIpumeuanus:

1. Mopdonornyeckue Bapuantsl no BO3: PA — pedpakrepnas anemusi; PAKC — pedpakrepnas
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aHeMUs ¢ KOJBIEBBIMU cujiepobnactamu; Sq-cuaapom — MJIC ¢ u3onupoBanHoit aenerueit Sq; PLHM/L —
pedpakTepHas IUTONEHUS C MyIbTWIHHEWHOU nucruiasuert; PAUB-1 — pedpakrepHas aHemus ¢
n30bITKOM OmactoB 1 1 PANB-2 — pedpakrepHast anemMusi ¢ U30BITKOM 0J1aCTOB-2.

2. KapuoTum: xopomuii — HopManbHbId, -Y, del(5q), del(20q); mmoxoit — KOMITJIEKCHBIE aHOMAITUU
2 3 abeppauuii ¥ JOOBIC M3MEHEHHS 7-W XPOMOCOMBI; TMPOMEXYTOUYHBIH — BCE APYrHe aHOMAIHUU
KapuOTHIIA.

3. Tpancdy3nonHass 3aBHCUMOCTh (PEryIsipHAs) — 3TO MUHUMYM OJHA TpaHC(Y3HS JOHOPCKUX
IPUTPOLIUTOB KAXK/IbIC 8 HEJeb Ha MPOTsHKEHNH 4 MecseB [5]

OtHocuTenbHO HemaBHO MexayHapoaHass pabouass rpynma no mnporHosupoBanuto MJIC,
MIPOAHATM3UPOBAB OTNAICHHBIEC PE3YIBTATHI OOJIBIIIOT0 MHOTOIIEHTPOBOTO MCCIIEIOBAHUS 110 TIEPBUYHBIM
nanuentam ¢ MJIC, nepecmotpena cucrtemy IPSS. B paGoTe Obuia npoaHann3upoBaHa MPOTrHOCTHYECKAs
3HaYMMOCTh OOJIBIIIOTO KOJHMYECTBA JaX€ BEChbMa PEAKHX aHOMAJMi KapHOTHIIA, YTO MO3BOJIHIIO
KJIaccu(UIMpPOBaTh MX Ha S5 HUTOTCHETHYECKUX TPYIN pUCKAa. B KOHEYHOM BHIE TEepecMOTpEHHas
nporuoctuyeckas OamibHast cuctema (IPSS-R) mo3Bosisier kmaccudunumpoBaTh 3a0osieBaHHE Ha S
MPOTHOCTUYECKUX TPYII, TOYHO YYHUTHIBAs KAPHOTHIL, KOJUYECTBO OJACTHBIX KIETOK H TSDKECTh
OT/IEJbHBIX nuToneHui (Tadu. 3) [30].

Ta6auna 3. [Iporunocruyeckas mkasaa [IPSS-R

[TapameTpsl bambt
0 0,5 1 1,5 2 3-4
Kapuotun OueHb - Xopommi - [TpomexxyTtoun |[lmoxoit u
XOPOIIHI bIN OYEHb
TI0XOU
baacter B KM, % <2 >2-<5 - 5-10 >10
I'emornoOuH, /1 = 100 - 80-99 <80 - -
TpomOOIUTHI, x| 2 100 50-99 <50 - - -
10%n
Hetitpoduibl, x| 20,8 <0,8 - - - -
10%n
I'pynna pucka Cymma Menuana o0meit Menuana BpeMeHu 10
OayIoB BBDKMBAEMOCTH, MEC tpancopmaruu B OMII 25%
MAIUEHTOB, MEC
OueHb HU3KUU <15 9,3 He nocturnyra
Huszkuit >1,5-3 6,3 He nocturnyra
[Ipomexyrounsrii | > 3-4,5 34 2,4
Bricokuit >4 5-6 1,2 0,8
OueHb BLICOKHH >6 0,6 0,6
Bapuant JlaHHBIE ITUTOT€HETUYECKOTO UCCIIeI0BAHMUS
KapuoTHIIa
OueHb XOpoMIuii -Y; del(11q)
Xopommui Hopmanensiii; del(5q); del(12p); del(20q); del(5q) ¢ momonHuTENbHOMN
XPOMOCOMHOM abepparueii
ITpomexxyrounstii | Del(7q); +8; +19; i(17q); nrobas apyrast ©30JIMpoBaHHAs UM BOHAs abeppanus
[Tnoxo# -7; inv(3)/t(3q)/del(3q); nBoitnas abepparus ¢ -7/70-; KOMIUICKCHBIN KaproTHI (3
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abeppanun)

OueHb MmI0X0M1 KommnnekcHelii kapuotur (> 3 abeppauuii)

HoBas mpornoctuueckass cucrema IPSS-R Gonee coBepuieHHa W yaydmiaeT crpaTthdukanuio
narueHToB. OIeHKa MPOrH03a MOXKET TEXHUUECKH OBITh YIPOIIeHA C IOMOIIbI0 MHTepHET-KaIbKyIATOpa
(http://advanced.ipss-r.com) wiu OecrutatHoro npuioxerus [IPSS-R mis cMapTdoHOB M IUTaHIIETHBIX
KOMIIBIOTEPOB.

7.2. lpyrue paxkTopsbl

OTtnenbHBIE TIApaMETPBI, XapaKTEPHU3YIONINE COMATUYECKUM CTaTyC MalMeHTa, MOTYT BIIUSTH Ha
€CTECTBEHHOE TeUeHHEe OOJIE3HH U TPHUHATHE TEPANeBTUYECKUX pemeHuid. K HuUM OTHOCSTCS BO3pacT,
COMYTCTBYIOIINE 3a00JeBanMsl, (PU3NUECKre pe3epBbl, HyTPUTUBHBIN U TICUXUUECKHUM CTaTyC MAIlMEHTA.

IIpn BbeisBaenun MJIC Bospact crapuie 60 5eT sBiseTcs HE3aBUCHUMBIM HEOIAronpUsTHBIM
MporHocTuyeckuM QaxtopoMm. Koppekius Ha BO3pacT MpH OLEHKE BEPOSITHOCTU JIOJTOCPOYHOU
BBDKMBAEMOCTH Oblia MpenocTaBieHa A OOJBIIMHCTBA MPOTHOCTUYECKMX CUCTEM. TeMm He MeHee,
XPOHOJIOTHYECKUN BO3PACT MOXKET OTIUYATHCS OT OMOJIOTHYECKOTO, YTO HEOOXOJMMO YUWUTHIBATH MPHU
BBIOOPE TAKTHKH TEPaIUH.

Bricokas gactoTa comyTCTBYIOMMX 3a00JIEBaHUN — OOBIYHOE SIBJICHHE y TOXIIIBIX Jtojed. OmaHo
WM HECKOJIBKO COITYTCTBYIOLIMX 3a00JI€BaHUI UCXO/IHO BCTpedaeTcsi O0jiee YeM y MOJOBUHBI MAIUEHTOB
¢ M/IC, 9TO OKa3bIBaeT 3HAYMTEIHHOE BIIMSIHUE HA BBDKMBAEMOCTh. bOJIE3HU cepiia — 3TO CaMble€ YacThIe
COIMyTCTBYIOIIME 3a0oJieBaHus, ompenenstomue koMmopOuaHocts mnarmueHtoB ¢ MJIC. Cepaeuno-
COCY/MCThIE OCIIO)KHEHUs HauOoJiee BBIPRXKEHBI y MAI[MEHTOB C TXKENOW aHeMued W TpaHc(y3MOHHON
3aBUCHUMOCTBIO.

[IpoGnemsbl, cBsi3aHHBIE C HAJIMYKMEM COMYTCTBYIOUIMX 3a00JieBaHUM, MO-Pa3sHOMY MPOSBIAIOTCS Y
nanueHToB ¢ M/IC u3 rpynn HM3KOro M BbICOKOrO pucka. Y manueHToB ¢ MJIC w3 rpynmbsl HU3KOTO
PHUCKa COIYTCTBYIOLIUE 3a00JI€BaHUS BIUSIOT HA MPOTHO3, HETMIOCPEICTBEHHO YBEIUUMBAsl PUCK CMEPTH,
He cBsi3aHHOW c TpaHchopmamuein B OJI. M1 HaoOOpoT, y MalMEHTOB W3 TPYMIIBI BBICOKOTO PHCKa
KIIMHUYECKOE 3HAUEHUE HETSHKEION COMYTCTBYIOUIEH MAaTOJOrMM HE TaK BEJIMKO IO CpPaBHEHUIO C
HeOmaronpusaTHeIM mporHo3oM camoro MJIC. OnHako U y 3THUX MallMEeHTOB KOMOPOUIHOCTH BIIMSIET Ha
Pe3yNbTaThl JICUCHHUS, OTPAHUYNBAs BEIOOP BO3ZMOXKHBIX BAPUAHTOB TEPAITUH.

JJi1 IpOTHO3MPOBAHKUS BIUSHUS COMMYTCTBYIOIIMX 3a00JI€BaHUI HA KOHEUHbIE PE3Yy/IbTAThI JICUCHUS
y 6ospHBIX MJIC Hambonbmuii uHTEpec npenactasiser MJIC-cnenuduunbiii WHIEKC KOMOPOUIHOCTH
(MDS-CI), mns omnpefeiacHHs KOTOPOIO HEOOXOAMMO OIECHHTh (YHKIHOHAJIBHOE COCTOSIHUE H/HJIH
HaJIM4Yue MOPaXKeHUsI Ceplla, eYeHH, MOYEK U JIETKUX, aKTUBHBIX WM U3JI€UEHHBIX COJMAHBIX OMyXOJieh
(ITpunoxenue 1'2).

[To cymme GaioB, IPUCBOEHHBIX KaXA0MY IMOKA3aTEII0, ONPEIENISIeTCs MPOTHOCTHYECKUN BapUaHT
MDS-CI: nuskuit (0), nmpomexxyrounbiii (1-2) u Beicokuii (2 3 Gamnos). [locnemyromee npuMeHeHHE
UHJEKCA KOMOPOMJHOCTH TO3BOJSET CTPaTUPHUIMPOBATh MAlMEHTOB W3 TPYIIbl HU3KOTO H
MIPOMEXYTOYHOTO pUCKA (HO HE BHICOKOTO U OYEHb BBICOKOTO) Ha I'PYMIBI C Pa3HOW BBIKHBAEMOCTHIO.
[Ipu npoumnx paBHBIX yCIOBUAX BbICOKOE 3HaueHHe uHaekca MDS-CI kak yBenuMuMBaeT pucK CMEpPTH OT
NPUYMH, HEe cBs3aHHbIX ¢ TpaHcdopmarmeit B OJI (HR 2,46; p < 0,001), Tak 1 ymMeHbIIaeT MmoKa3aTesu
OB B nenom (HR 2,09; p < 0,001).

Takum obpa3om, ydeT (hakTOpOB, CBSI3aHHBIX KaK C 3a00JIeBaHUEM, TaK M C CAMHM MAllMEHTOM,
3HAYUTENBHO YAy4lllaeT MPOTHOCTHYECKYI0 MOIIHOCTh OTAENbHBIX MoOjJeNeil, 0coOeHHO B Tpymmax
HU3Koro pucka [119].

Hogeie npenapats! B 1euenuun M/IC

B nacrosimee Bpems B ctpaHax EBpomnbsl u CIHA mpoBojmsrcs ucciepoBanus (6onee 100) mo
n3yueHHIo 3(h(hEeKTUBHOCTH PUMEHEHHUSI HOBBIX JIEKAPCTBEHHBIX MpenaparoB uist geueHust MJIC:
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1. Jlycnmarepcent (MHTrHOUTOP CUTHAJIBHOTO MTYTH TGF-B),

2. Pokcanycrar (MHruOuTOp TUNIOKCHEH MHIYIIMpoBaHHOTO (akTopa (I'D)).

3. NmerencraT-uHruOUTOP TEIOMEpasbl.

4. IlpaumHOocTaT, DSHTUHOCTAT, MAHOOWHOCTAT, BAJbIPOEBAs  KUCIOTAa  (MHTUOHTOPHI
TUCTOH/ICAIIETUIIA3HI).

5. Dnacunenn0, nsocunennd (narudurop IDH1/IDH2).

6. Benerokiakc (crienuduueckuiit ”HruoOuTOop Oenka Bel-2).

7. Munocrayput (MyJIbTUKHHA3HBIA HHTUOUTOP MPOTEHHKUHA3).

8. 'eMTy3yMar o30raMuiiuH (MOHOKIOHaNbHOE aHTUCD33 antureno).

9. Puroceptu® (uHruburop curnaipHoro nytu kuHas PI3K u PLK).

10. I'yanenutabuH (rUMOMEeTHIIMPYIOLIUI Npenapar) 1 JIp.

KpuTepuu OLICHKH KayecTBa MeIUIIUHCKONA MoMoIIH

N Kpurepun kauectsa YpoBeHb YpoBeHb
JOCTOBEPHOCTH | yOeIUTENbHOCTU
JI0Ka3aTeNIbCTB PEKOMEH Talit
1 [ManmenTty npu nogo3pennu Ha MJIC, a Taxke MaryeHTy | 2 A

¢ ycraHoBieHHelM MJIC B mpouiecce yeyeHUs W NpuU
KOHTPOJIBHOM O0OCJI€I0BaHWU BBINIOJHEH KIMHUYECKUI
aHaJIM3 KPOBU C TMOJCUETOM JIEHKOIMTapHOU (hopMyIibl
HE Ha aBTOMAaTMYECKOM aHaJIM3aTope, ¢ MOACYETOM
KOJIMYECTBA TPOMOOLIUTOB U PETUKYJIOLUTOB

2 [Tanmenty pu noxo3penun Ha MJIC, a Takke manueHTy |5 C
¢ ycranoBieHHeiM MJIC B mpouecce JiedeHUSI U MpPHU
KOHTPOJIbHOM o0cIieIoBaHNU BBITIOJTHEH
OMOXMMUYECKUH aHAIIN3 KPOBH C OTIPEICIICHUEM YPOBHSI
obmero Oeinka, aTbOYMHUHOB M TJI00YJIUHOB, MOYCBUHBI,
KpeaTHHMHa, OwiaupyOMHa O0Omero ©  MpsSMOTO,
akTuBHOCTH amuHOTpancdepas (ACT, AJIT), menouHoi
docdaraspl, JIAT, YpOBHS XOJIeCTEpHHA,
TPUTIIMLIEPUIOB, TITFOKO3BI

3 [Tanmenty npu noxo3pennn Ha MJIC, a Takke MmamueHry |5 C
¢ ycranoBiieHHbiIM MJIC B mpouecce JieueHus, nepen
WHBA3UBHBIMU BMEIIATEIbCTBAMHU M TPU KOHTPOJIBHOM
oOcienoBaHuu BBITIOJTHEHO UCCIIeIOBaHHE
koarynorpammbel  (AUTB, npotpombun, ¢ubdpuHoreH,
arperanus TpoOMOOITUTOR)

4 [Maruenty mnpu Bepudukanuu guarHoza MJIC wu3|?2 A
TPYNIBl HU3KOTO pHUCKA BBHINIOJHEHO HCCIEA0BaHUE
nokasarelst 3anorenoro 2110

5 [ManmenTy npu nogo3penuu Ha M/IC, a Takxke ManueHTy |5 C
c ycraHoBieHHsIM MJIC B mpouecce JedeHuUs
BBITIOJTHEHO MCCIIEIOBaHHE CHIBOPOTOYHBIX MOKa3aTeien
MeTaboHM3Ma xKenesa (xemneso, oOmast
KeNe30CB3bIBAOIIAs CHOCOOHOCTh CBIBOPOTKH,
beppuTHH, TpaHc(hEeppHH, HACBIIIEHHE TpaHchepprHa
KEJIE30M)
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[Tauuenty npu noxo3penuu Ha MJIC, a Takxe naiueHTy
¢ ycraHoBieHHbiIM MJIC B mpouecce jeueHUs
BBIIIOJIHEHO UCCJIEI0BAHUE COJIEpKaHusl BUTaMuHa B2 u
(onaToOB B CHIBOPOTKE

[Manmenty npu noxo3penun Ha MJIC, a Takke manueHTy
¢ ycraHoBieHHbIM MJIC ¢ KIMHUKO-1aOOpaTOpHOU
KapTUHOM IeMOJUTHYECKON aHEMHM BBIIIOJHEHa Mpoda
Kymbca

HaIII/IeHTy C OUTOIICHUYCCKUM CUHAPOMOM npu
nono3pennn Ha MJIC wunu ¢ ycranoiaeHHsiM MJIC
BBITIOJTHEHO  HCCIIEIOBAHUE TOPMOHOB IIIUTOBUIHOM
KeJe3bl

[Tanmenty ipu nono3penuu Ha MJIC, a Takke ManyueHTy
¢ ycra"oBieHHbiIM MJIC B mpouecce Tepanuu
BBITIOJTHEHO IUTOJIOTHUECKOE HcciieqoBanne KM

10

[TarmenTty mpu nono3pennn Ha MJIC, a Takxke marueHTy
¢ ycraHoBieHHBIM MJIC BBITIOJTHEHO NHUTOXMMHYECKOE
HCCIIEIOBAaHUE KJIETOK KpacHOro psiaa ¢ OepiIMHCKOM
J1a3ypbIO

11

[Tanmenty 1npu auarHoctuke MJIC  BBIOIHEHO
MATOreHeTHYEeCKOe nccinenosanne KM

12

[Tatmenty npu mnopo3penun Ha MJIC BbIIOTHEHO
rucrojiornueckoe uccienoanne KM (TpemanoOuornicus)

13

[Tammenty ¢ momo3penniem Ha MJIC BbimonHeno Y3U
OpIOIIHOM TOJIOCTH M 3a0pIOIIMHHOTO TPOCTPAHCTBA,
V33U mmToBUaHOM kene3bl, Y3 opraHoB mMajioro tasa
Y JKEHIIUH | MPEJCTATSIIBHOM JKeJe3bl Y MY)KUHUH

14

[Tatmenty ¢ mnoxpo3penuem Ha MJIC BeInoJiHEHA
pentreHorpadus uinu KT opraHoB rpyIHON KIETKH

15

[Tarmmenty ¢ nono3penuem Ha MJIC BeimonHena KT wiu
MPT ronoBsl

16

[Tarmmenty ¢ nogo3penrnem Ha MJIC Beimosinena OI'JIC

@)

17

[Taumenty ¢ nopo3pennem Ha M/IC u3 rpynmnsl HU3KOTO
pHUCKa BBINOJHEHA KOJIOHOCKOIHUS

@)

18

[Tauuenty npu nono3penun Ha MJIC, a Takke nauueHTy
¢ ycraHoBinenHsiM MJIC B mpomecce Tepanuu
BeInosHeHa OKI

19

[Tanmenty c¢ BepudunupoBanusiM MJIC Hu3KOTO MU
npoMexyrouHoro-1 pucka mo IPSS ¢ OI10 < 500 Ex/mn
C 4acToTOM TpaHC(y3uil KOHLIEHTpaTa S3pUTPOLUTOB < 2
nposeneHa Tepanus JIICII

20

[Maumenty ¢ MJAC w3 rpynmbl  HU3KOTO U
IIPOMEXyTO4HOro-1 pucka no mkane IPSS u manuenty ¢
MJIC u3 rpymnibl HU3KOTO M MPOMEKYTOYHOIO PUCKA 10
mkane [PSS-R ¢ runomnmasueli  KpoBeTBOpeHUS,
HOPMaJIbHBIM KapUOTUIIOM, AHOMAJIMSIMH XOPOILIETO WIH
IIPOMEKYTOYHOIO  PUCKA, 3a UCKIIOYEHUEM /(-
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iso(17q), mpoenena UCT

21 |Hammenty ¢ MIAC w®3 Trpymnmel  HU3KOTO U |2 B
IpoMexyrouHoro-1 pucka no mkane IPSS u mauuenty ¢
MIAC w3 rpynmbl OYEHb HU3KOTO, HHU3KOTO H
IIPOMEXYTOUYHOro pucka no 1mkaie I[PSS-R; mmbo
nauuenty ¢ MJIC-kanaumaTty Ha TPOBEACHHUE aJljo-
TI'CK mocne Ttpanchy3uun 10-20 1003 JTOHOPCKHX
SPUTPOIUTOB, TIPU  MOBBIIIEHUH  CHIBOPOTOYHOTO
¢depputuna Oosee 1000-HT/MII TIpOBeICHA XelaTOpPHAS

Tepanus
22  |Iammenty ¢ MJIC B Bo3pacte < 60-65 net 0e3 TsHKeTbIX | 5 C
COIYTCTBYIOIINX 3a0oJeBaHUN u3 TPYIIIBI
MIPOMEXKYTOYHOT O~ 1 pHUCKa pu HaJIMYuU

HEOMaronpusATHBIX aHOMAJIUN KapuUOTUIA, WIA U3
IPYNIbl TPOMEXYTOUYHOTO-2 WM BBICOKOTO pPHCKa IO
mkane IPSS, wnm w3 rpynmel  MPOMEXYTOYHOTO,
BBICOKOTO U OY€Hb BBICOKOTO pucka 1o mkane [IPSS-R, a
takke mnamuenty ¢ MJIC, monoxe 40-50 ner, 0Oe3
n30bITKa 0JIaCTOB M3 IPYMIBI MPOMEXYTOUHOTO-1 prcka
no mkaire IPSS m mpomexyrodHoro pucka mo mikasue
IPSS-R, pe3ucTeHTHOMY K IPOBOAMMOW TEpamnuu, C
BBIPAKEHHOM 3aBUCAMOCTBIO OT TpaHchy3ui
KOMITIOHEHTaMu KpoBH npoBeaeHo HLA-TtunupoBanue u
MPUHSATO PEIIeHUE BOIpoca 0 Bo3MOkHOCTH aiio-TI'CK

23 |IManmmenty ¢ MJIC w3 rpymnmbl mpoMeXyTodHOro-2 u |4 C
BbICOKOTO pucka 1o mkaie IPSS u marmenty ¢ M/IC u3
TPYIIIBI TPOMEXYTOUYHOTO, BBICOKOTO U OUY€Hb BBICOKOTO
pucka no mkaine IPSS-R nmposenena XT wim Tepanus
TUIOMETHWIMPYIOLUMU TIpernapaTaMu
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reMaToJ0oTuYeckoro obmecrtsa, wicH EBMT.

2. baiikoe B.B., a.m.H., mnpodeccop kadenpsl MaTOJOTUYSCKOW aHATOMHH, 3aBEIYIOIIUN
naboparopueii matomopdonoruu HUM neTckoil OHKOJIOTHH, TeMATOJIOTHH W TPAHCIUIAHTOJIOTHH WM.
P.M. T'opGauesoii, ®I'bOY BO "llepBoiii Cankr-lIlerepOyprckuii rocyqapCTBEHHBIH MEIUIIMHCKHIA
yHuBepcureT uM. akajgemuka W.II. IlaBnoBa" MunznpaBa Poccum, unen Poccuiickoro oOmiecta
[1aTOJIOr0aHaTOMOB, WwieH HanmoHnaneHOro o01iecTBa OHKOreMaToJioroB, wieH EBpomnelickoro o0uiectsa
natoJsioroB (ESP), unen EBponeiicko-AMepuKaHCKOM acCOLUAIMM FeMaTONaTOJIOTOB.

3. I'punaeB C.B., A.M.H., TJIaBHBIM Hay4HbII COTPYIHUK OTIEJIEHUS XUMHUOTEPAUU TeM00IacTO30B,
JENpPecCHii KpPOBETBOPEHUSI M TpaHCIUIaHTauu KocTHoro wmo3ra @DI'BY  "Poccuiickuit Hay4HO-
WCCIIEIOBATENIbCKUH  WHCTUTYT remaroniorud W tpaHchysuonorun” OMBA  Poccum, unen
HanmonaieHOro reMaTosIoru4eckoro oo1ecTna.

4. Jeupueik B.H., x.M.H., 3aBemyiomas IEHTPAIM30BAHHON  KJIMHHUKO-JUATHOCTUYECKON
naboparopueit ®I'BY "I'emaronornueckuit Hayunslil neHTp" Munsnpasa Poccun, wien HannonanbHoro
reMaToJI0rH4ecKkoro o0miecTBa.

5. Hymuna T'.A., K.M.H., crapmmii Hay4dHbli coTpyaHUK ['BY3 "MockoBCkuil KIMHMYECKUN
HayyHbIl 1eHTp M. A.C. Jlorunosa JI3M", unen HanmoHanbHOTO reMaToJIornyeckoro oo1ecTna.

6. Kospuruna A.M., n.M.H., ipodeccop, 3aBenyromuii nadoparopuun ®I'BY "I'emaronmornueckmii
HayyHbli 1eHTp" MunsapaBa Poccum, unen Poccuiickoro ooOmiecTBa MaTOJOTOAHATOMOB, YJIEH
HanmonaneHoro o6miectBa oHkoremaTosioros, wieH EBpomelickoro o6miectBa marosnoros (ESP), unen
EBponelicko-AMepuKaHCKOM aCCOIMAMKA I€MaTONaToJIOTOB.

7. KoncrantmHoBa T.C., k.M.H., 3aBeayromuid OONaCTHBIM T'e€MAaTOJOTHYECKUM IIEHTPOM
CepioBckoi 00sacTHOM KiIMHWYeCKOW OonmbHUIBI N 1, unen HarmumoHambHOTO reMaToIOrHYecKOTO
oOmiecTBa.

8. Koxno A.B., k.M.H., BeIyluii HAyYHBI COTPYIHUK OTACIECHUS XUMHOTEPAITUU TeMO00JIaCTO30B U
nenpeccuii kpoetBopeHust @I'bY "I'emaronmornueckuid HayuHblid 1eHTp" MuHn3zapaBa Poccun, uinen
HanmonansHOTo reMaToIoOru4eckoro oo1ecTna.

9. Kyspmuna JILLA., KM.H., 3aBEIyIOUIMA OTAEICHUA BBICOKOJO3HOM XHMHOTEpanuu U
TpaHCIUIaHTauuu KocTHOoro Mo3ra ®I'BY "I'emaronornueckuit HayuHslii neHTp" Mun3znpasa Poccun,
yyied HanmoHanbHOro reMaTo0ruueckoro o0mniecTsa.

10. Mopo3sosa E.B., K.M.H., pyKOBOJUTEb OT/EJa OHKOJIOTHH, F€MATOJIOTMU U TPAHCILJIAHTOJIOTUH
HUM JOI'uT um P.M. TopbaueBoii, nomeHT kadeapbl TI'eMaToJIOTHH, TPAaHCPY3UOJOTHH H
tpanciianTosorun ®I'BOY BO "[lepsoiii Cankt-IlerepOyprckuii rocyaapCTBEHHBIH METUITUHCKHMA
yHuBepcuter uM. akagemuka W.II. IlaBnoBa MunsapaBa Poccuu, unen HanuonanmbHOrO
reMaToJI0rH4eckoro o0IIecTBa.

11. O6yxoBa T.H., k.M.H., 3aBeIyOIIM{ Hay4HO-KJIMHUYECKOW JabopaTtopuu kKapuojoruu OI'BY
"I'emaTonornueckuii HayuHblil HeHTp" MunznpaBa Poccuu, unen HanumoHaibHOTO reMaTOJIOTMYECKOro
oOrecTBa.

12. ITapoBuunukoBa E.H., A.M.H., pyKOBOJIUTEIb HAYyYHO-KJIMHUYECKOIO OTENIa BBICOKOJO3HOMN
XUMHUOTEPAIMMK TeMOOIacTO30B W TpaHCIUIAHTaMK KocTHoro wmosra @PI'BY '"I'emaromormyeckuit
HayuyHbli 1eHTp" MunsapaBa Poccun, unen HampoHanbHOro reMaToJIOTHYECKOro OO0IIecTBa, HKCHEPT
EBpornelickoil Tpymiibl o U3y4eHUI0 OCTPBIX JIUM(OOIacTHBIX JIeiiko30B B3pocibix (EWGAALL).

13. CaBuenko B.I'., axamemuk, mnpodeccop, I.M.H., TeHepaiabHblii aupektop PIBY
"I'emaTonornueckuii HayuHblii neHtp" Mun3apaBa Poccum, npencenarens HabmromatenbHOTo coBeTa
HanuonansHoro remarosioruueckoro odmiectsa, wieH ASH.

14. CamoitnmoBa O.C., k.M.H., 3aBeaywmuii remaronorudeckuMm otaeneHuem [bY3 HO
"Huxeropoackass obnacTHas kinuHudeckas OonpHHIa M. H.A. Cemamko", unen HanwmonamsHOTO
reMaToJIOTHYECKOro 001IecTBa.

15. Cemoukun C.B., 1.M.H., pyKOBOAUTENIb YHHUBEPCUTETCKON KIMHUKU T'€MaTOJIOrHH, Ipodeccop
Kadeapsl OHKOJIOTHH, remarojioruu U jdydeBod Tepamuu @I'BOY BO "Poccuiickuii HalMoHaJIbHBINR
MEJIMUMUHCKUN uccienoBarenbckuii ynupepcurer uM. H.M. Iluporoa" MunzapaBa Poccum, unen
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HanuonansHOTo reMaToJornyeckoro oomecTsa, wieH HapoHansHOro o0mecTBa JeTCKUX IeMaToIorOB
1 OHKOJIOrOB, WwieH HalproHanbHOro o0IecTBa OHKOJIOTOB U reMaTtosaoros, uieH EACR.

16. Tpouukas B.B., k.M.H., 3aBenylOIIMi HAyYHO-KIMHUYECKUM OTIEIIEHUEM XUMHUOTEpAIUU
remo61acTo30B 1 aenpeccuii kpoBerBopeHuss ®PI'BY "I'emaronornueckuii HayuHslid eHTp" MuH31paBa
Poccun, ynen HanmpoHaasHOTO reMaTOI0TMUECKOTO 00I1IeCTBa.

17. laroxun 10.B., n1.M.H., mpodeccop, 3aBeayromuil kKadeapoii reMaToJorui U TPaHCHY3UOIOTUN
®IIK u IIIIC PocTtoBCKOro rocynapCTBEHHOIO MEIUIIMHCKOTO YHUBEpcuTeTa, ujieH HaumonanbHOro
reMaToJI0r14ecKoro o0IiecTBa.

18. Mupun A.J., k.M.H., crapmuii HayuHblii ®I'BY "Poccuiickuil OHKOJOTMYECKUN Hay4yHBIH
unentp" um. H.H. broxuna MunsapaBa Poccun, wien HammoHanbHOTO reMaTosIOrH4ecKoro oOIIecTBa,
yiieH HarmoHansHOro 00111eCTBa OHKOJIOTOB U F'€MaTOoJIOTOB.

baok no opraumsanuu MeAMIMHCKOM MOMOIIIM:

1. 'eBopksiH Turpan ['aruxoBud, 3amectutens agupekropa HUU KOP ®I'BY "HMMUIL] onkonoruun
nM. H.H. brnoxuna", rimaBHbIi crienuaIMcT-OHKOJI0I MOCKOBCKO# 001aCTH.

2. VBanoB Cepreit AHatonbeBuY, 1.M.H., 1po¢d. PAH, nupexrop MPHII um. A.®. Ilp16a — ¢punuana
OI'bY "HMMUL] pagnonorun" Munszapasa Poccun.

3. HeBonbckux Anekceit AnekceeBud, J1.M.H., 3aMECTUTENb AUPEKTOPA Mo JeuedbHoit padore MPHI]
uM. A.®. [Ip16a — punmana ®I'BY "HMUIL] paguonoruun" Munzapasa Poccun.

4. XainoBa JKanna BiaguMupoBHaA, K.M.H., 3aMECTUTENIb JHUPEKTOpa MO OPraHU3alMOHHO-
Metoaudeckoit padore MPHI[ nm. A.®. 1pi6a — ¢unmmanma ®I'bBY "HMUL] paguonorun" MuHn3npasa
Poccun.

Koudaukt unTepecoB: aBTOpbl HE UMEIOT KOH(DIUKTA HHTEPECOB.

[Tpunoxenune A2
MeTono/10rusi pa3padoTku KJIMHUYECKUX PeKOMeHauii

LeneBas ayauTOpHs NaHHBIX KJIMHUYECKUX PEKOMEHIAIINNA:
- Bpauu-reMaToJioru;

- Bpauyu-OHKOJIOTH;

- Bpauu-TepaneBThl;

- Bpauu-aHeCTe3UO0JIOTH-PEaHNMAaTOJIOTH;

- Bpay — KIMHUYECKHe (papMaKoIoTH.

PeiiTunroBas cxema /1Jis OLlEHKH YPOBHS /I0CTOBEPHOCTH [10KA3aTeJIbCTB

Ikana oneHkH YpOBHel J10CTOBEPHOCTH JAoKa3atejbcTB (Y /) miis MeTogoB IMAarHOCTHMKH
(IMarHOCTU4YeCKUX BMEIIATEJIbCTB)

Y PacmndpoBka

1 Cucrtemarnueckue 0030pbl HCCIEIOBAaHUH € KOHTpPOJEeM pedepeHCHBIM METOJO0M WU
cUCTeMaTHYeCcKHii 0030p paHIOMM3MPOBAHHBIX KIMHMUYeckuX wucciaenoBanuii (KH) c¢
IIPUMEHEHUEM METaaHalIn3a

2 OT,I[CJ'ILHLIG HCCIICAOBaHUA C  KOHTPOJIEM pC(I)CpCHCHBIM METOJOM HJIM  OTACIIBHBIC
PAaHAOMU3UPOBAHHBIC KN u cucreMaTuyeckue O630pLI HCCIIeJOBaHU J1I000r0 ,[[I/I33.I>'IH3., 3a
HUCKIIIOYCHUCM PAHIOMHU3UPOBAHHBIX KI/I, C IPUMCHCHUEM METaaHaAJIM3a
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3 HccnenoBanus 63 mocieoBaTeIbHOTO KOHTPOJIS pe(hepeHCHBIM METOI0M WIIH MCCIIEAOBAHHUS
¢ pedepeHCHBIM METOJIOM, HE SIBJISIOIIMMCS HE3aBHCUMBIM OT HCCICAYeMOTO METOJa, HJIH
HEPaH/IOMU3UPOBAHHBIC CPAaBHHUTEIIbHBIC MCCICAOBAHMS, B TOM UYHCI€ — KOTOPTHBIC
UCCIICIOBAHUS

4 HecpaBHuTENbHBIC UCCIICOBAHMS, ONMCAHIE KIMHMYECKOTO CIIydast

) Nmeercs mumis 000CHOBaHNE MEXaHU3Ma JICHCTBHS WIM MHEHHE SKCIIEPTOB

IlIkana oueHKH ypOBHeﬁ AOCTOBEPHOCTH JO0Ka3aTe/JILCTB JsA METOA0B l'lpO(l)H.]'IaKTI/IKI/I,
JCUCHUA U peaﬁu.ﬂnTamm (l'lpO(l)I/IJ'laKTI/I'leCKHX, JIe'leﬁHbIX, peaﬁvmvnaunonﬂblx BMeIIIaTeJ'[bCTB)

YA Pacumgposka

1 Cucrematnueckuii 0030p pangomusrupoBanHbix KU ¢ npumeHeHrnemM MeTaaHanusa

2 OtnenpHble pannomusupoBanHble KW u cucremarnueckne 0030pbl MCCIIEIOBaHUM JTH0O0TO
JU3aiiHa, 3a UCKII0UeHneM panaoMusupoBanHbix KU, ¢ mpumeHnenneMm Metaananmsa

3 HepannomusupoBaHHble  CpaBHUTENbHbIE HCCIEAOBAHHSA, B TOM UHUCJIE KOTOPTHBIE
UCCIIeIOBAHUS

4 HecpaBHuTensHble MCCIEIOBaHMSA, ONUCAHME KIMHUYECKOTO Cllydas MM CEpUM CIIydaes,

HcclieIoBaHus "'ciy4ai-KOHTPOJIb"

5 Nmeercst numbs 000CHOBaHME MEXaHHW3Ma JIHCTBHS BMEIIATEILCTBA (IOKIMHUYECKUC
WCCTIEIOBaHUS) WUIM MHEHHE SKCTIEPTOB

Hikana omeHku ypoBHeil yoOenuTeabHOCTH pexkoMenaanuii (YYP) aas  meromos
NPOPUIAKTHKH, TUATHOCTUKH, JICYeHUS U peaduauTanuu (MpopuiIakTHIeCKUX, TUATHOCTHYECKUX,
Jle4eOHbIX, peadMJINTANMOHHBIX BMEHIATEIbCTB)

YVP Pacmdposka

A CunbHasi pekoMmeHmanusi (Bce paccMaTpuBaeMble KpuTepur S(OPEKTUBHOCTH (MCXOIBI)
SIBIISIIOTCSL BOKHBIMH, BCE HCCIICOBAHUS HMMEIOT BBICOKOC WJIH  YJIOBJICTBOPUTEIHHOE
METOJIOJIOTHYECKOE KayeCTBO, HMX BBIBOJBI II0 HWHTEPECYIOIIMM HCXOJaM  SIBIISIOTCS
COTJIACOBAHHBIMHU )

B VYcnoBHas pekoMeHnanus (He Bce paccMarpuBaeMble Kputepuu 3((HEKTUBHOCTH (MCXOIBI)
SIBIISIIOTCSL BaXHBIMH, HE BCE WCCJICIOBAHUS HMEIOT BBICOKOE WM YIIOBJIETBOPUTEIHHOE
METOJIOJIOTHYECKOE Ka4eCTBO H/WJIM WX BBIBOJBI IO MHTEPECYIOIIUM HCXOJaM HE SIBISIOTCS
COTJIACOBAHHBIMH )

C Cnabas pexkoMmeHgaius (OTCYTCTBHE JOKa3aTeNbCTB  HaJJIekKallero KadectBa (Bce
paccmarpuBaeMble  Kputepuu d(PPeKTHBHOCTH (MCXOMAbI) SBISIFOTCS HEBAaXHBIMHU, BCE
HCCIIEIOBAaHUSI UIMEIOT HU3KOE METOJ0JIOTMYeCKOe KaueCTBO M MX BBIBOJIBI IO MHTEPECYIOIIUM
HCXOJIaM HE SBJISIOTCSI COTJIACOBAHHBIMHU )

MeT010/10rUsl BATUAM3ALMH PEKOMEHAALMI

MeToapl Banmuad3aiu peKOMeHHaHHﬁl
- BHCIIHAA OKCIICPTHAA OLICHKA,
- BHYTPCHHAA SKCIICPTHAA OLICHKA.

Onucanue MeTOAMKH BAJIUAU3ANMN PEKOMEH Al

Hacrosmue pPEKOMEHAaIuu B HpCI[BapHTeHBHOﬁ BEpCUHU ObLIN PCUCH3UPOBAHBI HC3aBUCUMBIMU
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JKCIIEpTaMHU, KOTOPBIX MONPOCWIA IPOKOMMEHTHPOBATH, HACKOJIBKO KAaYECTBEHHO WHTEPIPETUPOBAHBI
JI0Ka3aTenbCcTBA U pa3paboTanbl pekoMeHaanuu. Takxke Oblsla IpoBeIeHa SKCIIEPTHAS OLIEHKA U3JT0KEHUS
PEKOMEHIALUK U UX TOCTYIHOCTHU JUIsl IOHUMAaHUs.

[IpenBaputensHas BepcHsi pPEKOMEHAAIME NpEACTaBIsLIach W 00CyXKZajnach Ha 3acedaHuu
DKCIEPTHOTO COBETA MO IeMaTOJIOTUH M HAayYHBIX KOH(pepeHIusaXx HarroHaIbHOTO reMaToIoTn4eckoro
o01ecTna.

Pexomennammm 06CyXaeHB B OJ0OPEHBI BEAYIIMMH CHENUAINCTaMH MPOoGMiIbHEIX DenepanbHbIX
LHEeHTpOB P u IpakTHYECKUMH BpAYaMU.

OxoHuyaTeabHasA peaakuus

Jlnsi  OKOHYATENbHOW pEeJaKIMd M KOHTPOJS KauyecTBa PEKOMEHJAIMH OB  TOBTOPHO
MPOAHAIM3UPOBAHBl WIEHAMH AaBTOPCKOTO KOJUIEKTHBA, KOTOpPHIE MPUIUIM K 3aKIIOUYEHUI0, YTO BCE
CYILIECTBEHHBIE 3aMEUYaHUsI U KOMMEHTAPHH DKCIEPTOB MPUHATHI BO BHUMAHHUE, PUCK CUCTEMATHYECKUX
omuOO0K MpH pa3zpaboTKe CBEACH K MUHUMYMY.

[Tocnennue u3MeHEeHUs U OKOHYATEIbHAS PEIAKIMs TaHHBIX PEKOMEHIANN ObUIN PacCMOTPEHBI U
YTBEPKICHBI Ha 3aCEAaHUH MYJIbTHAUCIHUIUIMHAPHOTO DKCIEPTHOTO COBETA IO T'€MAaTOJIOTHH B ampesie
2018 r.

IMopsinok 00HOBJIEHUS] KIMHUYECKUX PEKOMEHAalM i

MexaHu3M OOHOBJICHHSI KIMHHUYECKHUX PEKOMEHIAIUN TPEeaycMaTpUBAET MX CHCTEMAaTUYECKYIO
aKTyaJIM3allii0 — HEe PEeKe YeM OJIMH Pa3 B TPH T'OJla WK MPHU TOSIBJICHUH HOBOW MH(POPMAIIUN O TAKTHUKE
BEJICHUS IMAIIMCHTOB C JIAHHBIM 3a0oJieBaHueM. Perierre 00 0OHOBIIEHHH NTprUHMUMaeT Mun3apaB Poccun
Ha OCHOBE MPEJIOKEHUH, MPEICTABIICHHBIX MEIUIIMHCKUMU HEKOMMEPUYECKUMHU TPO(ECCHOHATBLHBIM U
opraam3anusmMu. CHopMHUPOBAaHHBIE TPEUIOKCHHUS JIOJDKHBI YUUTBIBATh PE3YJIBTaThl KOMIUICKCHOMN
OIICHKH JICKAPCTBEHHBIX TNIPENapaToB, MEIUIIMHCKUX W3JICIIHHA, a TakkKe pe3yJbTaThl KIMHHUYCCKOU
ampoOaruu.

[Tpunoxenne A3

CBs3aHHbIE AOKYMCHTDBI

[Tpunoxenue A3.1

BapuaHThl KypcoB HHAYKIUH U KOHCOJIUAALNT

IIporpamma [Ipenapatsr
UHYKIIMH/KOHCOJIN
Aanuu
7+3(1) #1{urapabun** 100 mr/mM> B/B 2 pasa B cyTku B 1-7 1Hu

- #JlaynopyOunua** 60 mr/m? B/ 1 pas B fieHs B 1-3 16U wH
- #MutokcanTpou** 10 mr/m? B/B 1 pa3 B JieHb B 1-3 nHU min
- #napyounun** 12 mr/m? B/ 1 pa3s B 1enb B 1-3 qan

7+3(2) #1{urapabun** 200 Mr/mM> B/B KpyriocyTouHo B 1-7 qHK

- #Jlaynopy6unua** 60 mr/m? B/B 1 pas B fieHb B 3-5 HM WU
- #MuTokcanTpor** 10 mr/mM? B/B 1 pa3 B ieHb B 3-5 THU WU
- #¥ napy6uuun** 12 mr/m? B/ 1 pas B aeHb B 3-5 1HU
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Azarmruaua** Azarraaua** 75 mr/m? 7 mHeit, w/k 1 pa3 B JieHb, uHTEpBaN 21 1eHb
JleruraOuu Jetmra6un 20 Mr/m? B/B 5 Hei, HHTepBaN Kaxple 28-35 nueit
Aza-lda-Ara-C Azartuaue** 75 Mr/m? /k 1 pas B feHb, B 1-3 quu
#U napy6unua** 3 Mr/m? B/B cTpyiiHo, 1 pas B 1eHb, B 4-10 qun
#1{urapabur** 10 mr/m? /k 2 pasa B cyTku, B 4-17 1uu
Dac-lda-Ara-C Henuradbun 20 mr/m? B/B 1 pa3 B nieHb, 1-3 nuu

#Unapyoura** 3 Mr/m2 B/B cTpyiiHO, 1 pa3 B eHb, B 4-10 1K
#1{urapabur** 10 mr/m? 1/k 2 pasa B cyTku, B 4-17 guu

Mangsie 1035l
#l{utapabuna™*

#1{utapabun** 10 mr/mM? m/k 2 pasa B cyTku 28 nHei

BapI/IaHTbI KYPCOB MOAAECPKUBAIOIIETO JICUCHUSA

[Iporpamma [Ipenapar

5+ 6-MII (2) #1 urapabun** 100 mr/m? B/ 2 pa3a B eHb B 1-5 quu, wim 50 Mr/mM? Mo KOKHO 2
pasa B ieHb B 1-5 nHU
#MepxkanTomypur** 60 Mr/mM> B CyTKH B 2 TIpHeMa BHYTPb B 1-2 1HH

Azariutuauu** Azatmumua** 75 mr/m? 7 mHeit, n/k uHtepBan 21-35 nenn

Henurabuna Jermradun 20 Mr/™2, 5 nHEi, B/B, nHTEpBaN 28-35 nHel

Aza-Ara-C Azarraaua** 75 mr/m? w/k 1 pa3 B JeHb, B 1-3 qHU
#llurapabun** 10 Mr/mM? /K 2 pa3a B cyTku ¢ 4-ro 1o 10-17 xam

Dac-Ara-C Jennradun 20 mr/m? B/B 1 pas B JieHb, B 1-3 mHU

#llurapabun** 10 Mr/m? /K 2 pa3a B cyTku ¢ 4-ro 1o 10-17 xam

Mangsie 1036l

#l urapabun** 10 mr/m? /k 2 pasa B cyTku 21-28 naeit

#l{utapabuna**
[Tpunoxenue A3.2
Pexomenganuu nmo Hasuauenuro JIICII
[Ipenapatsl Craprossie 10361 JIICII [Tpu otcyrcTBUM 3ddekra <*> uepe3 6-8

Heaens yasauBatotT 103y DIICII w/mu
nooasistiror [-KC® 300 MKT B HEAETIO

#2mo0>THH 150 ex./kr 3 pa3a B HeJENIO 300 en./kr 3 pa3a B HEJCIIO

anbga** 40000 en. 1 pa3 B HEeemIO 60000 ex. 1 pa3 B Henenmo

#2nosTuH Oeta**

300 en./kr 3 pa3a B HEJCIIO
60000 en. 1 pa3 B Henemnr0

150 ex./kr 3 pa3a B HeJENIO
30000 exn. 1 pa3 B HEnento

#Jlap6omo3TUH
anbda**

150 mxr (2,25 Mkr/kr) 1 pa3 B

HEJIEINI0 300 mxkr (4,5 mxr/kr) 1 pa3 B Henem0
500 mxr (6,75 Mkr/kr) 1 pa3 B Jlo3y He yBenTU4MBaIOT
3 Henenu

<*> Het noBbImenus ypoBHst Hb = 10 /1 u/unu cHuKEHUS 3aBUCUMOCTH OT TeMOTpaHCc]y3uid.
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[Ipunoxenue b
AJTOpUTMBI BeJleHHUs NMaleHTa

OO0umii aropuT™M BeJleHUS MALMEHTOB ¢ Mogo3peHueM Ha MJIC

MNaumenT ¢ NogospeHUeM
Ha MOC

Npoaoroeesate
AMArMOCTINECKOND NONCKA B
PAMIKEN SDYTHX BOIMOKHISI

sadonesanst

Nedexste 8 COOTBETCTEMM C
AnropuTom neverna MOC
HAIXOND PHCKa

[Oevenne 8 COOTBETCTEMM C
AnroprTMoM neduesie MOC
BuICOXOID DWCEA

Mpynna Hitaxoro pecxa

AaroputMm BeaeHusi nanueHToB MJIC HU3KOro pucka:

- TPYIITBI HU3KOTO W MTPOMEKYTOUHOTO-1 prcka no mkaine IPSS;

- TPYIIBl OY€Hb HU3KOTO, HU3KOTO U MTPOMEKYTOUYHOTO prcKa 1o mkaie [PSS-R;
- TPYIIBI OYE€Hb HU3KOT0, HU3KOTO U MPOMEXKYTOUHOTO prcKa 1o mikaine WPSS.
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AnroputMm BeieHus nanueHToB MJIC BBICOKOr0 prcKa:

- TPYIIIBI IPOMEXYTOUYHOI0-2 U BBICOKOTO pHcKa 1o mkane [PSS;

- TPYIIIBI IPOMEXKYTOYHOTO, BBICOKOTO M OUY€Hb BHICOKOTO pucKa 1o mkaie [PSS-R;
- TPYIIIBI IPOMEXKYTOUHOT'0, BBICOKOTO M OUY€Hb BBICOKOIO pHcka 1o mkaie WPSS.

BepnTutipoaaneil SAarod MOC BCORND petxa
Miponsay Toupas- 2ssiconl pucx o IPSS
MiponsgoryToumssl, BaiCONA i Oalsy BaC0nRE Ducx N IPSS-R
Mipoasony TOumisti, BeatOasd 1 Oubve BealOund Pice no WIPES

Boapact crapwe 65-70 et

EcTe HLA-nZesTaal 20800
HCT-Cl = 3

Amne-TICK M= MXT no nporoconaw: OMN Marsie 200w uirapadusa FnOwTAMEYORIN CAMMTOMETINECKER
W W APANApETM +~ XT regares
THOOMETANNDYIOUS fAOUETANADOUR
npdndpate «~ XT PEENEDET
Decnaucepsos kadimonesus (4
Oomas
MauneHT
C NogospeHuem Ha
MAac
OduarHocTuka
MpogonkeHuwe
Aa OuarHos Het AMAarHoOGTUHECKOro
H NoKUcKa B paMiEax
nogreepxaoeH? ADYTIAX BOIMOKHBIX
aaboneBaHui
Mpynna NeweHwe nauveHTa
INeveHwe nayneHTa Da bynna Her P

rpynnel HM3KoOro K1
NPOMEXYTOMHOMO -1 < ®
pucKa no wkane IPSS

NpOMEeYToUHOMo -1
pPwvcCka No wKane
|

e npomMexyTodHoro- |l
M BLICOKOIO pycka
Ly
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Auaroputm Beaenns 60jabHbIX MIC (rpynmnsl HU3KOr0 ¥ MPOMEKYTOYHOIO -1 prcka mo mkase

IPSS)

IedeHue nauveHTa
TPYNNLI HW3KOTO U
NpoMexyTo4Horo -1
pwcka no wekane IPSS
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AJropuT™M BbIOOpPAa TAKTHKU Tepanuu y 00jbHbIX MJIC u3 rpynnbl MpoMe:KyTOYHOIo -2 U
BBICOKOI0 pucka no mkaiue IPSS

IleyeHue naumneHTa
1l

BepHyTbCca K
obLuen cxeme |

KOO [ a
PSS
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\4

Her - a

° Boapact cTapwe 60 'r‘]"

ner?
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® HLA-WAEHTUYHBIA L ] 4
[oHop?
A\ [a . Hert
® RONW4ECTBO r:arr:-aﬁ ®
no wkane ECOG 237
D'a bnacTHele KneTku Her
. el @
Uio
A 4
HuakopoaHan
XvmuoTepania unu
A\ TMMOMETUNMPYIOLLIME
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\ 4 \ 4
®
nxT H.ET [noxoi NporHo3s ,El.a
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[ucnaHcepHoe CumnTomaruyeckan
*» Habnioaexne <9 Tepanwus <

A

[Tpunoxenune B
Nudopmanus 1uisi HAIUEHTOB

Muenonucmnactuyeckue cunapombsl (MZC) — 3To rpymma pa3iuyHbIX 3a00J€BaHUN KOCTHOTO
mo3ra (KM), mposBistromuxcst B ToM, yTo KM He BbIpaOaThIBaeT JOCTATOYHOTO KOJMUYECTBA 3A0POBBIX
kieTok kpoBu. M/IC vacTo Ha3biBaloT "00JIE3HBIO HEJOCTATOYHOCTH KOocTHOTo Mo3ra". MJIC crpanarot
TJIaBHBIM 00pa3oM MOXHIIbIE JIFOJU (BO3pacT OOJIBIIMHCTBA MAIMEHTOB HPEBBIIAET 65 JIeT), OJHAKO U
cpeau aui MoJioxke 40 JeT BO3MOXHO BBISBJICHHE 3TOTO 3a00JI€BaHUSL.

OcHoBHbIMHU Npu3HakaMu MJIC sIBIIsI€TCS LIUTONIEHUST — ATO CHUKEHHE KOJIMUYECTBA SPUTPOLIUTOB U
reMOTrJIo0MHa, JEHKOIMTOB U TPOMOOIIMTOB; TOMUMO HU3KOTO KOJMUYECTBA KJIETOK KPOBH, 3peible KJIETKH
KPOBH, IUPKYJIUPYIOIIKE B CUCTEME KPOBOOOPAIIIEHHS, MOTYT HETPaBMWIbHO (PYHKIIMOHUPOBATh H3-3a TaK
Ha3piBaeMoil qucriasun. HecmoTps Ha 10O, uto MJIC — 3TO HEe cuHApOM, a 0OJe3Hb, U Jaxe Tpymmna
3aboJeBaHMii, 0003HaUeHue "CHHIPOM" JI0 CHX MOp OCTAeTCs B CHIIE.
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OCHOBHBIMHU THIIAMH LIUTOTIEHUH SIBJISIOTCS:

1. AHemMHus — CHMIKEHHOE COJEp’KaHUE SPUTPOLUTOB B 1 MKJI KpPOBHM, HO Yall€ HCIOJIb3YIOT
IapaMeTppl TIeMOIVIOOMHA: Yy TMAalMEHTOB MPOSIBICHUAMH AHEMHUHU SBJSIIOTCS OJEAHOCTh KOXKHBIX
MOKPOBOB, CJIa0OCTh, MOBBIIMICHHAS YTOMJISIEMOCTb, COHJIMBOCTb, TOJIOBOKPYXXEHHE, CepAleOHeHue,
OJIBIIIIKA, KaK B TOKOE, TaK W MpH (PHU3MUECKOW Harpyske. s KakIoro MaipeHTa CYIIECTBYET CBOE,
[IOPOrOBOE 3HAYEHHWE TeMOIJIOOMHA, MPU KOTOPOM HAYMHAIOT MOSBIATHCS WU YCUIMBAThCA JaHHbIC
CUMIITOMBI, KOTOPbIE 3aCTABJIAIOT 0OPATUTHCS K Bpauy U B JaJIbHEHIIIEM IOMOTAIOT OLICHUBATh COCTOSTHUE
ManueHTa.

2. JlelikoneHusi — HU3KOE COJEp)KaHHUE JIEHKOIMTOB B 1 MKi KpoBu. CHMIKEHUE NOKa3aTesen
JEUKOLIMTOB W HEUTPOPHUIOB, a TakKe HapylleHne WX (YHKIMHM HE CKa3blBaeTcs Ha o0mem
CaMOYyBCTBHH MALIMEHTOB, OJAHAKO MPUBOJUT K YBEIMUEHHUIO YAaCTOThI HH(EKIIMOHHBIX OCIOXKHEHHH.

3. TpombouuToneHuss — HU3KOE COJEpkKaHHE TPOMOOLUMTOB B | MK KpOBHU; Yy MAalMEHTOB C
TPOMOOIMTONIEHUEIN HEPEIKO BBISABIISETCS TeMOPparuyeckuii CHHAPOM (IOSIBJICHHE HA KOXKE U CIIM3UCTBIX
KpacHBIX MATEH-TEMOPparuii, KpOBOTOUYMBOCTh JI€CEH, 4Yallle BO BpPEMs IPOBEICHHS TUTMEHHYECKHX
MpPOLEAYp, KPOBOTEUEHHUS M3 HOCA, JKEIYJAOYHO-KHMIIEYHOro TpakTa M T.h.). C yuyeTroM HapyleHHOU
(yHKIME TpOMOOIIUTOB 3TH MPOSABJIEHHS MOTYT OBITH TIPH YpoBHE TpombomuTos > 20 x 10%m, ogmako
YaIe OHM BCTPEYAIOTCS MPH Moka3aTensx meree 20 x 109/

Jnst muarnoctukun MJIC HeoOXxoauMo BBITIOJNHUTE HccienaoBaHue kKpoBu, KM c ompenenennem
0COOEHHOCTEN KapuoTHUIa (OMPEACTUTh — €CTh MOJIOMKH XPOMOCOM WJIM HET), a TAKXKE MTPOBECTH TOJIHOE
TepaneBTUYECKOe 00CiIeI0BaHnEe. ITO TIOMOXET Bpady MOATBEPANTH Hajmuuue wim otcyrcteue MJIC,
BBISICHUTH HAIMYNE COMMYTCTBYIOIIEH MaTOJIOTHH, a TAKKE BHIOPATh TAKTUKY JAIBHEHIIICH Teparum.

B nacrosimmee Bpemsi cymiectByeT MHOTO MeTojioB jedeHuss MJIC. Beibop 3aBucHT OoT BapuwaHTa
MJIC, ocobGeHHOCTEW KpOBETBOPEHHS, TPYNIBl PHUCKA, BO3pacTa MalMeHTa, HAIMYAS M TOKECTH
CONYTCTBYIOIIEH MaToI0ruu, Hamnuus noaxosamero no HLA-cucreme nqoHopa.

Pemenne o Hawane TOW WM WHOW Tepamuu, OCOOEHHO O Hayaje peau3alu MPOTrpaMMBbl
TPAHCIIAaHTAMU AJUIOTEHHBIX T€MONO3TUYECKUX CTBOJIOBBIX KJIETOK, IPUHUMAETCS BPa4OM COBMECTHO €
MMallHEHTOM U €r0 POJICTBEHHUKAMU.

AJleKBaTHOE BBINOJHEHHE MAIEHTOM Ha3HAYeHWIl Bpada, CBOEBPEMEHHOE COOIIOJCHHE BCEX
YCTaHOBJIEHHBIX ITPaBUJI O3BOJISIET MTOJIYYUTh MAKCUMAJIBHO BO3MOKHBIN pE3ysIbTaT.

Bceem nanuentam ¢ M/IC pexomenyeTcst coOmoiaTh NpeucaHys FeMaToiora Mo JeUeHUIo U He
3aHMMATHCSA CAMOJICYCHUEM, HCKIIIOUUThH WHCOJIALINIO, MOCEIICHUE CayHbl/0aHu U PU3nOTepaneBTUIECKIe
npouenypsl. [Ipy Hanuuuu BpelHBIX YCIOBUN TpyJAa ’kejaTelbHa cMeHa yciaoBHil pabotel. K BpeaHbiM
YCIIOBUSAM TpyZla OTHOCSTCS: paboTa, CBA3aHHAA C TKEIBIM (PU3NYECKUM W 3HAYUTEIbHBIM HEPBHO-
MICUXUYECKUM HANpPsLKEHUEM, BO3ACHCTBIEM TOKCHYECKHX areHTOB, BUOpalluu, MpeObIBAHUEM Ha BBICOTE,
00CTyKMBAaHUEM JBUXKYIIMXCS MEXaHH3MOB, BOXJICHHEM TPAHCIOPTHBIX CPEACTB, JAUCIETYEPCKUE
npodeccuu u T.1.

[Tpunoxenue I

ITpunoxxenne I'1
Ounenka 3¢p¢pexrnBHocTu Tepanuu M/C

9(1)(1)6KTI/IBHOCTB Tepanununu MI[C AOJDKHA OLCHHUBATHCA COTJIACHO KPUTCPUAM OTBCTA HA JICUCHUA
Mexnynapoanoii padoueit rpynmst (IWG 2006) [3].

OpurunanpHoe HazBanue: International Working Group (IWG) response criteria in myelodysplasia
[65]

Tum: APYroe€ — KpUTCpruu OLICHKU OTBCTA HA JICUCHUC
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Haznauenwue: onenka s¢pexruBHocTH Tepanuu MC
ConepxaHue U UHTEPIIPETALINS:

Ouenka 3¢ppexruBHocTu Tepanuu (IWG 2006) [3]

Bug orBeta

Kpurepun

[TosHas pemuccust

KM: 5% u meHee OnacTHBIX KIETOK C HOPMAJIBHBIM CO3PEBAHHEM BCEX THUIIOB
KJIETOYHBIX JIMHUW; BO3MOKHA IEPCUCTUPYIOIIAs AUCILIA3US

Mepudepuueckas kpoBs: Hb = 110 r/m, Tpombomursr = 100 x 10%m,

neitrpodunsl > 1,0 X 10%1, 6mactable knetku 0%

YactuyHas
peMuccus

Bce kputepuu MOJTHONH pPEMUCCHH COOJIOMAIOTCS 32 UCKIIOYCHHEM TOTrO, YTO
KOJIMYeCcTBO OnacTHBIX KIIETOK B KM cuHmsminock Ha 50% u 0ojiee OT UCXOIHOTO
3HAYECHU, HO ocTaercs oonee 5%.

Knerounocts n Moposiorust He akTyaabHbI

KoctHO-MO3r0Bas
pemMuccust

KM: 5% u meHee OnacTHBIX KJIETOK M UX KOJUYECTBO B IPOILIECCE TEpanmuu
cHusmiock Ha 50% u OoJiee OT UCXOIHOTO 3HAYECHUS

[lepugeprueckas KpoBb: eciu HaOMIOAAETCS TeMaTOIOTNYECKOe YIydlIeHHUe, ero
cienyeT 100aBIATh K KOCTHO-MO3TOBOMY OTBETY

Crabummsanms

OTcyTcTBHE YAaCTUYHOM PEMHUCCHUH, HO HET MPU3HAKOB IPOTPECCHPOBAHUS B
Teuenne 0osee 8 HEXED

bes s dexra

JleranpHbli ucxoA Ha (oOHE Tepanmuu WIM MPOrpeccCUpoBaHuEe 3aboseBaHUS,
XapakTepu3yloluecs YCyryOJleHHeM LUTOTIeHUH, YBEITUYEHHEM KOJMYeCTBa
OmactHbIXx Ki1eTok B KM wunmm mporpeccupoBaHue B OoJiee "TpOABUHYTHIN"
Mopdosornueckuit BapuanT MJIC 1Mo cpaBHEHHIO ¢ TEM BapUaHTOM, 4YTO OBLI 10
Tepanuu

Permminus
MMOJTHOH
JaCTUYHOMH
peMHuccHH

IoCJIC
I

Heo6xomumo Hanmmuaue XoTs Obl 1 U3 Clieayrommux MprU3HaAKOB:

- MPOIICHT OJIACTHBIX KJIIETOK BEPHYJICS K HCXOJHOMY 3HAUCHUIO JI0 JICUCHUS;

- cHmkenne Ha 50% u 6ojiee 0T MaKCHMAILHOTO KOJIMYECTBA IPaHYIOMUTOB HIIN
TPOMOOIIMTOB BO BpEMsI PEMHCCHUN/OTBETA;

- cHWKeHHWe KoHueHTpamud Hb wa 15 r/m m Ooyiee WM TPHCOCIUHEHUE
TpaHC()Y3MOHHOM 3aBUCIMOCTH.

uToreneTnuecKkuia
OTBET

IlonHBIN: HCUE3HOBEHUE XPpOMOCOMHBIX W3MEHEHHUH U OTCYTCTBUC HOBBIX

YacTUUHBINA: YMEHBIICHUE KOJIMYECTBA KJIETOK C XPOMOCOMHBIMHU HapyLICHUSIMHU
MuHUMYM Ha 50%

IIporpeccus
3a00J1€BaHUA

JU1s nalMeHTOB ¢ KOJMYECTBOM OJaCTHBIX KJIETOK:

- MeHee 5% — yBenuuenue Ha 50% u Gostee, 1.€. 6o1ee 5%;
- 5-10% — yBenuuenue Ha 50% u 6onee, T.e. 6onee 10%;

- 10-20% — yBenuuenue Ha 50% u Gonee, T.€. 601ee 20%);
- 20-30% — yBenuuenue Ha 50% u 6oinee, 1.€. 6oaee 30%.

Hannuue 100010 13 cieayrommux Npu3HaKoB:

- CHIDKEHHE KOJIMYECTBa I'PaHyJOLMUTOB WIM TPOMOOLMTOB Kak MUHUMYM Ha 50%
OT MaKCUMaJIbHOTO 3HAUYEHUS BO BPEMsI PEMUCCHH/OTBETA;

- cHKeHue koHueHtpauuu Hb Ha 20 /1 u 6onee;

- 3aBHCUMOCTb OT TpaHC(Y3MOHHOH Teparuu.

I'ematonornueckoe

KpI/ITepI/II/I OTBCTAa (OTBCT JOJIKCH COXPAHATHCA HC MCHEC 8 HeZ[eHL)

Ctpanuua 55 u3 58


http://disuria.ru/

KnuHnyeckne pekomeHgauum — Muenogmucnnactundeckui cungpom — 2020-2021-2022 (31.01.2023) — YTBepxaeHsl MuH3gpasom PO

menee 110 r/m)

yIIydIIeHue
OpUTPOUIHBII [ossimenne Hb nHa 15 r/a1 u 6onee;
OTBCT (MCXOJTHO | CpykeHne aGCOIIOTHOTO YKCIIA €IMHHUL NePETUBAEMOM SPUTPOIIMTHOM MACCHI, IO

KpaiiHel mepe, Ha 4 eIWHUIBI B TeUeHUE § Heelb, M0 CPABHEHHUIO C MCXOJHBIM
YHCJIOM MEPEIUBAEMbIX €IMHUI] 32 MPEIIECTBYIOIINE § HEEIb;

[Tpu oleHKEe UHTEHCUBHOCTH TpaHC()y3MOHHOH Tepanuu HEOOXOJAUMO YYUTHIBATH
TpaHcdy3uu, BeimosHeHHbIe Tpr Hb < 90 r/n

TpomOouuTapHbIi
OTBET (ucxomHO
meree 100 x 10%/m)

AGComoTHOE YHCIIo TpoMOOIMTOB yBemmuuBaerca = 30 X 10%1, mpu mcxoaHbIX
3HageHusix 6omee 20 x 10%/x;

Veemnuenne ¢ Meree 20 x 10%/1 o 6omee 20 X 10%1 1 MuanMyM Ha 100%

Henitpoduneueiii | YBenuuenue Ha 100% u yBenndyeHue abCOIOTHOTO YKciaa HEUTpopuiioB 1o 6osee
OTBET (ucxonmo | 0,5 x 10%/n

menee 1,0 x 10%m)

[Iporpeccus  wmm | JlokazarenbCTBO XOTs OBl OJTHOTO U3 CAEAYIOUIUX IPU3HAKOB:

peuuaus nocye |- cHuxeHne Ha 50% u OoJjiee OT MaKCUMAJIBHOTO KOJIMYECTBA IPAHYJIOIUTOB WM
reMaToJIOTHIECKOTO | TPOMOOIINTOB;

yIIyqIlIeHUs - camwkenue Hb Ha 15 r/n1 u 6o:ee;

- TpaHC(y3MOHHAS 3aBUCUMOCTb.

[Tpunoxenne 12

Il kana komopouaHocTH 11 manueHToB ¢ M/IC

JI71s1 TPOTHO3UPOBAHUS BIIMSHUS COMYTCTBYIONIUX 3a00J€BaHNN HAa KOHEYHBIC PE3YJIbTAThI JICUCHHS
y 6onpHBIX MJIC HE0OX0IMMO OIIeHHBAaTh KOMOPOUIHOCTH manueHTa mo M/IC-cnenudpruanomy HHACKCY
komopouaaoctr (MDS-CI) [119].

OpwurunanpHoe Ha3Banue: MDS comorbidity index

Twurr: mkanza oneHKH

Haznavenwue: kmuHU4YeCKas olleHKa KOMOPOUIHOCTH

ConepxaHue ¥ HHTEPIIPETAIUS:

Il kana komopouaHocTH 1ist manuentos ¢ MJIC (MDS-CI)

ComnyrcTBytomue 3a0601eBaHus bael

bonesnu cepana
apUTMHUS

3a00J1€eBaHUs KJIAIIAHOB 2
uieMudeckas 0oJie3Hb WM HH(APKT MUOKapaa
3acToMHAas cepeyHasi HeI0CTaTOYHOCTh

[TopakeHue neyeHu cpeaHen U TSHKEIOW CTENEHU

middy3Has cnocoOHOCTh U/niaH 00beM (POPCUPOBAHHOTO BBIAOXA

LHAPPO3

¢bubpo3 1
nepcucTupyromias runepouanpyounemus > 1,5 x BI'H nin

ACT/AJIT > 2,5 x BI'H

[TopaxxeHue JIETKUX TSKEION CTENEHU 1
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321 ¢ £ 65% WM IUCHHO?D B IIOKOE WM HEOOXOAMMOCTh B OKCUT'€HALIU U

Bone3nn nouek
NEPCUCTHPYIOLIAast KPEaTUHUHEMHUS > 2 MI//i

1
reMO I AIIN3
TPaHCIIaHTall A
ConupHas ommyxosb 1

OITyXO0JIb B aHAMHE3E, 3a UCKIIIOUCHUEM HEMCIAHOMHOTI'O paKa KOKHU

[To cymme 6ayioB, MPUCBOCHHBIX KaXKIOMY MOKA3aTENI0, ONPEACISETCS MPOTrHOCTUYECKH BapUAHT
MDS-CI: mm3kwmit (0), mpomexxyrounsiii (1-2) u Beicokmit (= 3 6ammoB). [locnemyromiee mpuMeHeHHe

MHJEKCAa KOMOPOMJHOCTH TIO3BOJISIET CTPAaTUQHUIMPOBATh MNAUEHTOB W3 TPYIIIBI

HU3KOIO H

MIPOMEXYTOYHOTO pUCKa (HO HE BHICOKOTO U OYEHb BBICOKOIO) Ha I'PYMIbI C pa3HON BBIKHUBAEMOCTBIO.
[Ipu mpouux paBHBIX yCIOBHSX BbICOKOe 3HaueHue nHjaekca MDS-CI kak yBennuuBaeT pucK CMEpPTH OT
MIPUYKH, He cBsA3aHHBIX ¢ TpaHchopmanuei B OJI (HR 2,46; p < 0,001), Tak n yMeHbIIaeT noka3aTenn

OB & nenonm (HR 2,09; p < 0,001).

ITpunoxenne I'3

Ikana KOMOPOUIHOCTH /ISl NALUEHTOB, KOTOPBHIM IVIAHMPYETCS TPAHCIIAHTALUA

reMono3TH4Ye€CKMX CTBOJOBbLIX KJIICTOK

V manueHToB, KOTOPHIM ILIAHUPYETCS TPAHCIUTAHTAIMS T'€MOIOITHYECKHX CTBOJIOBBIX KIIETOK,
HE0OXOIUMO OIIEHHBATh KOMOPOMIHOCTH MalueHTa o uHaekcy komopouauoctu TI'CK (HCT-CI) [105].

OpurunanasHoe Ha3Banue. Hematopoietic cell transplantation comorbidity index
Tumn: mKkana oleHK!

Haznauenwue: kmuHuYecKas oleHKa KOMOPOUIHOCTH

ConepxaHue U UHTEPIIPETALIMS:

Hlkana KoMOpOMAHOCTH /JIA NANUEHTOB, KOTOPHIM IUIAHUPYETCHA TPAHCIVIAHTALMS

reMono3TH4YecKux cTBooBbIX KieTok (HSC-CI) [105]

KomopOuaHocTh bamner
[TaTonorus cepaeuyHo-COCYTUCTON CUCTEMBI
MepuarenbHast apuTMUs WM TpereTaHue, CHHIPOM c1a00CTH CUHYCOBOTO y3J1a MU 1
KeNyJJOUYKOBbIE apUTMHHU
WBC, 3acToiinas cepaedHas HeJ0CTaTOYHOCTb, HHGapKT Muokapaa unu OB < 50%: 1
ITopokwu cep/lia 3a HCKIFOUEHUEM IIPOJIanca MUTPAIbHOTO KilaraHa 3
[TaTonorus apIxaTebHON CUCTEMBI
O0beM popcrpoBaHHOTO BBIJIOXA 33 MEPBYIO CEKYHAY < 65% WM OJBIIIKA B TIOKOE WIIH 3
NOTPEOHOCTh B KUCIOPOTHON MOJIEPHKKE
O6bem GopcupoBaHHOTO BBIJIOXA 3a MEPBYIO ceKyHAY 66-80% niam onbllIka Ipu 5
HEOOBIION (U3UUECKON HAarpy3Ke
ITaTonorus XKT
XpOHUYECKUH TenaThT, noBbiIeHne ounnpyouna ao 1,5 nopm unu AJIT/ACT no 2,5 1
HOpM
uppo3s neuyenu, Ounupyoun > 1,5 nopm unu AJIT/ACT > 2,5 Hopm 3
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bone3np KpoHna mim si3BEHHbBINA KOJIUT 1
S3Be1 JKKT, TpeOyromiue geueHus 2

TlaTonorusg Mo4YeBBIAEINTEIHLHON CUCTEMBI

Kpearunun 6onee 200 MKMOJIB/JI, THATTN3 WITK TIOYEYHBIH TPAHCIUIAHTAT 2

[TaTosioryst SHAOKPUHHON CUCTEMBI
CaxapHhblii 1uader, TpeOyroluil JeyeH!s] HHCYJIIMHOM WIX NEepOopalbHbIMU IpenapaTtamu |1
VIMT 6ouee 35 kr/m® 1

IIaTonorus COCIII/IHI/ITGJIBHOﬁ TKaHHU

CucremHas KpacCcHasd BOJIYaHKa, peBMaTOHI[HBIﬁ apTpuT, NIOJIUMHO3HUT, 00JIe3HU

COCIMHUTEIILHON TKAHU 2
HeBponornuecknii 1 ICUXUYECKUIN CTATYC

Tpan3utopHas nmemMuyeckas ataka Wwin nepeOpoBacKysipHbIe "coObITHS" 1
Jlenpeccus win TpeBora, TpeOYIOIINe MCUXUATPUIECKON KOHCYIbTAIIUN WUJTH JICUCHUS 1
NHpekunoHHbIe 0CI0KHEHUS

WNndexunn, TpeOyromye npoaonkeHus Tepanuu nocie aas 0 1
OnyxoJieBble 3a001€BaHMs B aHAMHE3€

Tepanus conuaHbIX OMyX0Jeil B aHAMHE3€, 3a UCKIIIOYEHHEM HE MEJIaHOMBI KOXKHU 3

Hogeie, nuznannsie B 2020-2024 rr. u odunmansHo yrBepKaEHHbIe MuH3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalNnU (pyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILlEM caifTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau roe-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacreuartaH, JaHHoe n3oopaxenne QR-koma
ITOMOJKET BaM OBICTPO MEPEHTH 110 CCBHUTKE ¢ OYMaXKHOM KOITUU — B HEM HAXOJIUTCS dTa CChLIKA.
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