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KIMHUYECKHUE PEKOMEHJIAIIUN
(IMPOTOKOJIbI IEYEHUSA)
/{MarHocTUKa M Jie4eHre 0CTPOro JUM@o0/I1aCTHOIO JIeiiKo3a y AeTel U
MOJAPOCTKOB
Clinical recommendations (Protocols for patient's cure). Diagnosis and
treatment of childhood acute lymphoblastic leukemia.

1 Oo0aacTh NnpUMeHEHUSA

Hacrosimuii cranmapT ycraHaBIuBaeT KIMHMYECKHE PEKOMEHAAUUU (TPOTOKOJBI JIEUEHUS)
MO TMarHOCTHKE W JICYCHUIO OCTPOro JuM(oOIacTHOrO JielKo3a y JeTei M MOAPOCTKOB (manee —
MIPOTOKOJIBI), OTPEACIIAIONUX 00BEM M MOKa3aTed KauyecTBa BBHITIOJHEHUS MEIUIIMHCKON TOMOIIH
0O0JILHOMY TPH TIOJ03PEHUH/HATHYUHA OCTPOTro TUM(OOIACTHOTO JIeHKO3a.

HaCTOXHII/Iﬁ CTaHAapT NpC€aHasHauYCH I MPUMECHCHUA MCIUIMWHCKHMU OpraHu3aliusaIMHu H
yUpexXJIeHUSIMU (eliepaabHbIX, TEPPUTOPUAIBHBIX W MYHUIUNAIBHBIX OPraHOB YIPaBJICHUS
3PaBOOXPAaHEHHEM, CHUCTEM O0053aTeJIbHOTO W JOOPOBOJBHOTO MEIMIIMHCKOTO CTPaXOBaHHS,
IPYTUMH  MEIWUIUHCKHUMH  OpPTraHW3allMsIMH  Pa3jMYHBIX  OPTaHU3alMOHHO-TIPABOBBIX  (opM

NEeSITeTLHOCTH, HAPAaBJICHHON HA OKa3aHWE MEIUIIMHCKOM TIOMOIITH.

2 HopMaTuBHBIE CCHLIKH

B HacrosiieM cTaHgapTe UCHOIh30BaHa HOPMATUBHAS CCHIITIKA HA CIICIYIONIHIA CTaHIapT:
I'OCT P 56034 — 2014. Knuauveckue pekoMeHIAIMu (MPOTOKOBI JeueHus). OOmue

IIOJIOXKCHU .

HN3nanue opunmaabHoe



HpI/IMe‘IaHI/Ie — HpI/I MOJIb30BAHUN HACTOAIINM CTaHAApTOM uenecooGpa3H0 IMPOBEPUTH HeﬁCTBHe
CCBIJIOYHBIX CTaHAAPTOB B HH(bOpMaHHOHHOP'I CHCTEMC 0611161"0 IIOJIB30BaHUA — Ha 0(1)I/IIII/IaJ'H)HOM caiirte CDeI[epam,Horo
Ar€HTCTBA IO TCXHUYCCKOMY PCrYJIHMPOBAHUIO U METPOJOTHMHA B CETH I/IHTepHeT WK 10 CXKEroJHO H3JaBa€MOMY
I/IH(l)OpMaHI/IOHHOMy YKasaTejiaro «HaHI/IOHaHLHLIe CTaHdapTbD», KOTOpBIﬁ OHy6J'II/IKOBaH II0 COCTOSHHIO Ha 1 sTHBaps
TEKYILIEro rojia, v Mo COOTBETCTBYIOIIUM €KEMECAIHO U3 JaBACMbIM I/IH(l)OpMaHI/IOHHHM YKa3aTeiisMm, OHy6J'II/IKOBaHHI)IM
B TCKYLIEM TIoAy. Ecnm cchunouHbIi JOKYMCHT 3aMCHCH (HSMeHeH), TO HIPpU IMMOJB30BAHHWKU HACTOALIIUM CTaHAAPTOM
CJICAYCT PYKOBOJACTBOBATHCA 3aMCHCHHBIM (HSMeHeHHLIM) JOKYMCHTOM. Ecnmu ccpumounsnii JOKYMCHT OTMCHCH 0e3

3aMECHBI, TO IMOJIOKCHHUE, B KOTOPOM JlaHa CChIJIKa Ha HEro, MIPUMEHACTCA B 4aCTU, HE 3anal"PIBaIOIJ.[eﬁ OTY CCBLIKY.

3 O0mme MoJI0KeHus

[TpoTokon BeaeHUst 00MBHBIX «J{MarHOCTUKA U JIedeHUE OCTPOro JMM(OOIACTHOTO JIEHKO3a Y
JIETE ¥ TIOIPOCTKOBY pa3paboTaH /ISl PEIICHHUH CISAYIOMNX 3a/1a4:

— OIpCACIICHUA aJITOPUTMOB JUAIrHOCTUKHU U JICUCHUSA MAIUCHTOB C COTPbIM JII/IM(1)06J'IaCTHBIM
JIEHKO30M:

— yHU(HUKAIMU pPACYETOB 3aTpaT Ha MEIUIIMHCKYIO TIOMOIb, pa3pabOoTKH MporpaMm
0043aTeNbHOTO0 MEIMIITHCKOTO CTPAaXOBaHUS U TApHU(POB HA MEAUIIMHCKUE YCIYTH;

— OCYHIECTBJIEHUSI KOHTpPOJSI 0OBEMOB, OCTYMHOCTH M KauecTBa MEAMUIMHCKOW MOMOIIH,
OKa3bIBa€MOW MAalMeHTy B MEIWLUHCKONW OpraHu3alud, B TOM UHCIE B paMKax
roCy/IapCTBEHHBIX rapaHTU 00ecreueHUs rpakjaH OeCIIaTHOM MEIUIIMHCKONW MOMOUIBIO.

B nacrosmiem cranaapTe MCHOIb3yeTCs YHU(PHUIIMPOBAHHAS IIKajla OLEHKH yOeIUTeIbHOCTU

JI0Ka3aTesIbCTB IPUMEHEHHS MEAUITUHCKUX TexHoorui B coorBeTcTBuu ¢ 'OCT P 56034 — 2014.

OTBETCTBEHHBIE UCTIOJTHUTENH:

— Kapauynckuii Anekcannp HMcaakoBuu — [JOKTOp MEIWIIMHCKUX Hayk, Mpodeccop,
3aMECTUTENB IEHEPAIIBHOIO TUPEKTOpA — IUPEeKTOP MHCTUTYTAa OHKOJIOTHH, PAJUOJIOTUN U
snepHoit MmeauiuHbl PI'BY «OHKI JAI'OU um. [Imutpus PoraueBa» Munznpasa Poccun

— Pymsnnesa FOnus BacuibeBHa — JOKTOP MEAUIIMHCKUX HAYK, 3aB. OTJEJIOM HCCIIEIOBAaHUSA
mumdonponudeparuBubix 3a6oneBanuil PI'BY «OHKIL[ AI'OU um. Imutpus Porauea»

Munsapasa Poccun

PenensupoBanue, o0Cy)xaeHHE COIepkKaHUA peKoMeHaaluii npoxoauio Ha caiite HOAT'O,

3aceJaHMsIX MYJIbTULIEHTPOBOM IPYIIIbl, HAIMOHAJIBHBIX COBEIIAHMSX U che3aax B 2012-2014 rr.
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3.1 O6mme BONpocsl

Octperit mumdoOmactaeiii neiiko3 (OJIJI) — 310 3/10KadecTBEHHOE 3a00JIEBaHHUE CHUCTEMBI
KPOBETBOPEHHSI, COCTOSIIIEE B MOSIBICHHH OITyXOJIEBOTO KIOHA M3 KJIETOK JMHHNA JUMGOUTHON
(G GEepeHINPOBKH, COCTABJIAIONIETO He MeHee 25% OT OPYrux sICPHBIX KIETOYHBIX 3JICMEHTOB, U
B CBOEM €CTECTBEHHOM TCUCHUH HEM30€KHO MpHUBoIsiiee K ¢paTanbHoMy ucxoay. OJIJI ccocrapser
oKk0JI0 25 % OT BceX 3JI0KaUeCTBEHHBIX OIMyXO0Jiel y OOJBHBIX B BO3pacTe 10 18 neT u sBusercs
CaMbIM YacThIM OHKOJIOTMYECKHUM 3a00JI€BaHMEM JIETCKOTO BO3pacTa. 3a00JIeBAEMOCTb COCTAaBJISIET
okosio 4 Ha 100 000 merckoro Hacenenud. Iluk 3abosneBaemoctn OJIJI y nmereit mpuxoautcs Ha
JIOTIKOJIBHBIN BO3pacT (2 — 5 met npu Mmenuane 4,7 roga). Heckonpko yare 00JICl0OT MaTbUUKUA —
1,4:1. TIlockonbky OJIJI sBnasercs «HEPBUYHO JUCCEMHHHPOBAHHBIM»  OHKOJIOTMYECKUM
3a0o0JIeBaHMEM, TaK KaK ¢ CaMOro Hadalla OIMyXoJieBble JTMM(oOIacThl MUPKYIUPYIOT B KPOBH, TO
OCHOBHBIM ~ METOJIOM JICYCHHS SBISETCS TOJMXMMHOTEPANHs, TMPOBOJMMAs B  paMKax

TE€pPaneBTUYECKUX MTPOTPAMM HJIU IPOTOKOJIOB.

3.2 Kiimnu4yeckasi kapTuHa u JudepeHiuaJabHbIi THATHO3

JUTUTenpHOCTh aHaMHe3a 3a00JIeBaHUS OT MOMEHTa IMOSIBJICHUS TEPBBIX KIMHHYECKUX
MIPU3HAKOB JI0 MOP(OIOTHYECKON BEpHUPHUKAIMU THATHO3a COCTABIISET OT HECKOJBKHX HENENb JI0
HECKOJIbKUX MecsieB. KimHMYeckas KapTHHA OIPENeNseTCsl CTENEHBbI0 HapyImIeHHs (QYHKIUH
KOCTHOTO MO3ra B BHJIE aHEMHH, TeMOPPAruiecKoro CHHIpPOMAa M Pa3BUTHEM UH(EKIMHA pa3IMIHON
CTETIEHU TSHKECTH; HAJIMYMEM OITyXOJIEBOM MacChl B BHJC OPraHOMETajiiH, OOJBIIOT0 KOJINYECTBA
OITyXOJIEBBIX KJIETOK B MEpU(PEpPHUUECKON KpoBH, JUM(OAICHONATHH W MacC B CPEIOCTCHUU; B
HEKOTOPBIX CIIydasiX C Pa3BUTHEM OOJIEBOTO CHHIPOMA, CBS3aHHOTO C TMOPAKEHUEM KOCTEH, C
MOSIBJICHUEM KIMHUYEeCKNX mpu3HakoB nopaxkenus LIHC u ¢ nopaxkenneM Koxu.

JuddepeHnnanbHbId JUArHO3 B PsI/ie CIy4aeB MOKET MPOBOAUTHCS:

— C  wuHbekuusMH  Tpexae BCero  BUPYCHOM  (MH(EKIIMOHHBIH  MOHOHYKIIEO3,
uuTomeranoBupyc, Parvo B19, amenoBupyc, a Takxke OakTepHalbHON (TOKCOILIIA3MO3)
ATHOJIOTUU

— C wHeomnasusMH B KOCTHOM Mo3re (OCTpbIi MHENOONacTHBIN JIeHKo3, JTUM(OMBI,
MUEJOTUCTLIA3UH )

— MeracTaTu4ecKUMHU MOPAKEHUSIMHU KOCTHOTO Mo3ra (HeipobiacToMma, pabroMuocapkoma,

capkoma FOwunra)



— AYTOI/IMYHHLIMI/I U PCBMATOJIOTHYCCKUMHA 3a00JIeBaHUSIMU (aHJIaCTI/I'-IGCKI/Ie aHCMMHH,

PEBMAaTOUJIHBIN apTPUT, CUCTEMHAsI KpacHasi BOJTYAHKA)

3.3 O0mue moaxoan! (MPUHIMIBI) K THATHOCTHKE 0CTPOro JuM¢o00/1acTHOTO JIeiiko3a

BepmbHKaum{ AvarHo3a MnpoBOAUTCA C IMOMOIIBKO HUTOJIOTMYCCKOTO M HUTOXUMHUYCCKOI'O
WCCJICIOBAHUSI MAa3KOB KOCTHOTO MoO3ra W Tepudepudeckold KpOBH, MYJIBTHIIAPAMETPUUICCKOM
HpOTO‘-IHOI\/II IIPITO(l)J'II-OOpOMeTpI/II/I KJIICTOK KOCTHOI'0O MO3ra M HUTOTCHCTUYCCKOTO W MOJICKYJISAPHO -

TEHETUYECKOTO aHaJIN3a OMyX0JIEBBIX JTMM(POOIIaCTOB.

Ocnogenble Meponpuamus 6 OUAZHOCMUYECKUTL NePU0O:

[lepBuuHbIli OCMOTp OOJIBHOTO C OLIEHKONW HH(EKIHOHHOTO CTaryca U HMHQEKIMOHHOTO
aHaMHe3a, a TaK)Ke HEBPOJIOTHYECKOTO CTaTyca, C KIIMHUYECKOH OLIEHKON MaccChl OIyX0JH (pa3Mepbl
MEYEeHU U CeNe3EHKH, OLIEHKa OIyXO0JIEBOTO JICHKOIINTO3a, MAaCChl B IEPETHEM CPEIOCTEHUN).

— Oo0ecrieueHre BEHO3HOTO JOCTyna W 3a0opa KpPOBU JUISI HCCIECIOBAHUS OCHOBHBIX
OMOXMMHUYECKHX TIIOKa3arenael (MOYEBHMHA, KPEATWHHWH, DJIEKTPOJMTHI, OOMMIA OEINoK,
OmMpyOUH, TIII0KO03a) U ISl IIUTOJIOTHYECKOTO aHaIu3a

— IlpoBenenue peHtreHorpaduu TPyAHOW KIETKM KakK B TPSIMOM, Tak M 00sS3aTeIbHO B
MpaBoii OOKOBOM MPOEKIIHSIX.

— IlpoBeneHne MyHKIIMU KOCTHOTO Mo3ra M 3a00opa KOCTHOTO MO3ra Ha LUTOJOTHYECKOE,
LHUTOXUMHUYECKOE, UMMYHOJIOTHYECKOE U MOJIEKYIISIPHO-OMOJIOrM4eCKOe UCCIe0BAHNUS.

— IlpoBenenue moMOanbHONM MyHKIUU C 3a00poM JIMKBOpa Ui IIUTOJIOTHYECKOTO
WCCIIeIOBAHUS

— VY3U opranoB OprOUTHON MOJIOCTH;

— OKI', 9XO-KTI’; 90T

— Ceponoruueckue (Bupycojoruueckue) uccienonanus: HBs, anti-HCV, CMV

— IIpoBeaenue xkoMmmnproTepHOi TOMorpaduu wim MPT rosoBHoro mosra.

— B cayuae BoipakenHoi anemuu (Hb<80 r/m; a B ciyuae Hamuuust uHGEKIIMH, OJBIIIKH,
Taxukapuu, runotonun npu Hb<100 r/n) — HemeieHHas TpaHC(y3us S3pUTPOLIUTOB.

— Ilpy HamUUUM TreMOpparuyeckoro CHUHAPOMA, W MPH HAIWYUA TPOMOOLUTONEHUU
<50.000/Mm® (yauTBIBas HEOGXOMMMOCTH MPOBEACHHS MEPBOH TIOMOANBHON MYHKIWH K,
KaK MMpaBUJIO, KaTeTEepU3alluH LIEHTPAJIbHOI BEHBI YK€ B OMKaiiiine CyTKi) — TpaHcdys3ust

TPOMOOIIMTOB.



— B cnydae nuxopanku u/miv 04aroB WHGEKIIUA — HEMEUICHHOE Ha3HAYCHHE aHTHOMOTHKOB

LIMPOKOTO CIEKTpa ACUCTBUSA

Mopdhonozuueckana Knaccugpuxkayua QJIJI 0Gasupyercs Ha npemioxeHusx DpaHKo-

Awmepukano-bputanckoit rpynmnsl (FAB-rpynma). CornacHo FAB-knaccudukanuu Beigenstor L1,
L2 u L3 Bapuantsel OJIJI, koTOpble OomnpeenstoT Ha OCHOBE CyMMapHOM 3HaYMMOCTH pa3IU4HbIX

MOP(HOJIOTHYECKUX TPU3HAKOB:

IIpu3Haku Bajbl
SAnepHo-1MTOIIIA3MAaTHYECKOE OTHOIIIEHUE BBICOKOE OoJiee ueM B 75% kieTok™ +1
SAnepHo-1IMTOIUIa3MAaTHYECKOE OTHOIIIEHUE HU3KOE OoJiee ueM B 25% KIIeTOK -1

S IpBIIKK OTCYTCTBYIOT MJIM HE3aMETHBI OoJiee 4yeM B 75% KIIETOK +1
Anpeiky uMeroTcs 6osee ueM B 25% KIIeTOK -1
SAnepnast memOpaHa HepoBHast MeHee 4eM B 25% KIIeTOK 0
Anepuas memOpana HepoBHas OoJiee 4em B 25% KIIeTOK -1
Bonbmme knetku coctaBisitor MeHee 50% oT unca Bcex KIeTok™** 0
Bbonbine knetku cocrapisioT 6osee 50% oT ymnciia Bcex KIETOK -1

* [urorurazma 3aanMacT <20% Bcel IIoImaan KISTKH.
** JlmameTp 3TUX KJIETOK B 2 pasa u 0oJiee MPEBBIIIaeT JUaMETP MaJIbIX TUM(OIIUTOB

CymmMma 6amtoB 0-2 cootBeTcTBYeT BapuaHnty L1, cymma 6amioB 1-4 COOTBETCTBYET BapUaHTy
L2. Bapuant L3 xapakrepusyercs numdoOIacTaMu KpyImHOTO pa3Mepa co CTporo 0a30(pHIbHOM,
BaKyOJIM3UPOBAHHOM IMHMTOIIA3MOMU, SAPO OKPYIJIOW WM OBaJbHOW (POPMBI C HEKHO-CETYATHIM
XPOMAaTHHOM, COJICPIKUT OJHY WJIH HECKOJILKO HYKJICOJL.

OpHako BbIAETICHHE DPA3IMYHBIX IUTOJOruueckux BapuaHToB OJIJI mMeer orpaHudyeHHOE
3HaYCHHWE, TaK KaK OHM HE KOPPEIUPYIOT HH C HWMMYHOJOTHUYECKUMH M MOJCKYJISIPHO-
TCHETUYECKUMU XapaKTEPUCTHKAMK, HU C OTBETOM Ha XHUMHOTEPAIUIO U C MPOTHO30M, U IMO3TOMY
HE MOTYT HCIIOJIb30BaThCS ISl OTPEACICHUS PA3IMYHBIX TPYIIT pUCcKa (YPOBEHb YOCIUTEIBHOCTH
nokazatenbctBa A-B). MHGOpMaTHBHBIM IIUTOJIOTHYECKOE HCCIECOBAHHUE SIBISETCS JIHUIIb IS
BBbIZIETIEHUS 00Jiee PEAKOTo IIUTOJIOrHYecKoro BapuanTa L3, mpencrasinsromniero co0oii COBEPIIEHHO
JPYTyI0 HO300J0THYECKyI0 dopMy — nelikemuro/nuMmdomMy tuna bepkutra. OqHaKo B 3TOM Ciiydae
pe3yNbTaThl IIUTOJOTUYECKOTO HCCIEAOBaHMsS HEOOXOTUMO 00s3aTeIbHO MOATBEPAUTH JaHHBIMU
MOJIEKYJISIPHO-TEHETUYECKOTO aHajiu3a W MYJIbTHIIAPAMETPUUYECKON MPOTOYHON IUTOMETPHH

(ypoBeHb yOeaMTENbHOCTH J0Ka3aTenbeTBa A-B).
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Humoxumuueckoe uccieoosatnue OITIYXOJICBBIX KJICTOK SABJIACTCA Ba)XKHBIM JJIsL

muddepeHInanbHOW JUarHOCTUKA C JAPYrUMHU BapHaHTaMH JielikeMuu. JIBe HUTOXMMHUYECKUX
pPCaKkiuu JOJI’KHbBI 00s13aTeJIbHO IMPOBOAUTCA IJIA HHHHH&HBHOﬁ JUArHOCTHUKHN JICUKEMHUH — pCaKknus
Ha MHUEJIONEPOKCH/Ia3y M peakius Ha Hecrenupuieckyro sctepa3y. OcTanbHble peaKkiuu, BKIIOYas
WCCIICIOBAaHUE TJHMKOTeHa, ompeneicHue kucion Qocdaraszpl, amanmus Ha TdT (TepmuHATBHAS
ne3okcuTpancdepasa) U APyrue B CHIY Pa3BUTHS METOJOB MPOTOYHON MYJIbTHUIIAPaMETPHUSCKON

LIUTOMETPUU CBOE 3HaUCHHE MOTEPSIHN (YpOBEHb YOEAUTEIHLHOCTH JJOKa3aTelbcTBa A-B).

Mynsmunapamempuueckas _npomouHas uumomempusa, 1npoBoanMas, MNpeKIAEC BCCro, C

LEJIBI0O TOYHOTO ONpPENENCHUs] UMMYHO(EHOTHIA JICHKEMUUYECKOTO KJIOHA 3aHMMAeT LEHTPAJIBHOE
Mecto B quarnHoctuke OJIJI, sBnsisich OueHb BaXKHBIM M 00s13aTENIbHBIM METOAOM JJIsi AMATHOCTUKU
paznuuHbix BapuantoB OJUJI, mig crparudukanuu Ha TpyNnbl pucka U Ui MOCIETYIONIEro
oTpe/ieNieHUs MUHUMAJIbHOM pe3uayalbHOM 0051€3HH (YpOBEHb YOSIUTENbHOCTH J1I0Ka3aTeabCcTBa A-

B). Paznuunble ”UMMYHO(QEHOTUITUYECKHE BapUAHThI O0JIE3HU MPEACTABICHBI B Ta0IHIIE:

Nmvmynodenotunuueckas kinaccudukamus octpoi numdoobmactHoit neiikemun no EGIL
(EBpormeiickas rpymmna MMMYHOIMarHOCTUKH JICHKO30B) 1995

B-OJLJI

CD19" n/mmu CD79a" n/mm CD22¢cyt”
DKcrpeccust He MeHee JIBYX U3 TpeX MaH-B-Ki1eTouHbIX MapKepoB
Bonbmunctso ciaydaes TAT" u HLA-DR”, 3pensiit B-OJIJT gacto TdT-

ITpo-B-OJIJI (BI) Her sxcnipeccnn apyrux MapkepoB

«Common»-OJLJI (BII) CD10"

ITpe-B-OJUJI (BIII) Iuronnasmarugeckue IgM™

3pensrii-B-0OJI (BIV) [{uTonna3MaTHdecKye Ieny Kamma Hiiu 1aMona”
T-OJLJ1

CD3" uuTomnasMaTHYecKuii WITH MeMOpaHHBINH, OONBIIMHCTBO CIYy4aeB: TdT", HLA-DR",
CD34", Ho 3TH MapKepbl HE UTPAIOT POJIM B IMATHOCTUKE U KJIaCCU(UKALIUU.

IIpo-T-OJUI (TI) CcD7*

[Tpe-T-OJUI (TII) CD2" u/umu CD5" n/unu CD8”
Koprukansusiii T-OJIT (TII) CD1a"

3pensiit T-OJT (TIV) CD3mem"*, CD1a-
Anbda/6era’ T-OJ1J1 (a) TCRo/B"

I'amma/nensra’ T-OJ1JI (6) TCRy/5"
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Humozenemuueckoe ucciedoséanue JIENKEMUUECKUX KIETOK OJDKHO BKJIOYATh B CeOA

KapHOTUIIMPOBAHUE U MCCIICOBaHNE METOIOM uryopeciieHTHO# IN Situ rubpuansanuu (FISH) ms
BBISIBJICHUSI XapakTepHbIX nepectpoek. MccnenoBanue meronom [P st BBISIBIEHUS OCHOBHBIX
TPAHCJIOKAIMKA TakXe HEOOXOJIMMO MPOBOJIUTH BCeM OOJBHBIM. B Hacrosiiee Bpems JIMIIb JBE
TPaHCIOKALMU OJTHO3HAYHO UMEIOT KinmHuueckoe 3HaueHue — 1(9;22)(q34;q11) wium BCR-ABL npu
B-nmuuerinom OJIJI w t(4;11)(921;923) y nmereit muammie rojga (ypoBeHb YOEAMTEIBHOCTH
nokazarenbctBa A-B). OmnpeneneHue Apyrux TpaHCIOKAIM >KeTaTeIhbHO OCOOCHHO B paMKax
MYJIBTHIIEHTPOBBIX KIIMHUYECKUX MCCIIETOBAHUM, OJTHAKO MX KIMHUYECKOE 3HAUCHUE JJIsI IPUHSTHS

TEPANEBTUYECKUX PEIICHUN OCTAETCS HESCHBIM.

3.4 Kputepuu Anarsosa
Juarno3 OJIJI ctaBuTCS Ha OCHOBAaHWM OOHApPYKEHUsS B IyHKTaTe KOCTHOTO MoO3ra Oosee
25% nelKeMHUYEeCKUX KIETOK, JJIi KOTOPBIX C IMOMOIIBI0 MYJIbTUIAPAMETPHUUECKONH MPOTOYHOM
IIUTOMETPUU W JIAHHBIX [IUTOXUMHH JO0Ka3aH OJWH M3 BapHAHTOB JTUMMOMTHOHN TuhHepeHIIMPOBKA
OJaCTHBIX KJIETOK M TOKa3aHO OTCYTCTBHE AaKTMBHOCTH MHEJIONEPOKCHIAa3bl U HecHelUpUUecKon
3CcTepasbl, Kak KIIOYEBBIX MapKEPOB HEMUM(POUAHBIX KIIETOK-TIPEAIIECTBEHHUKOB
JAmnarno3 HeiipoJieiiko3a (mHunuaabHoe mnopaxkenue I[HC) craButTcs Ha OCHOBaHUU
Hanuuus ONACTHBIX KJIETOK B JIMKBOPE W/WIM HAJMYHS Mape30B YEpErmHO-MO3TOBBIX HEPBOB, HE
CBSI3aHHBIX C JAPYrUMH 3a00JI€BaHUSIMH WU MOBPESKICHUSAMHU W/ uiu Hanuuus oopa3zoBanus B [THC
unu obosoukax nmo gaHHeiM KT/MPT. B pesynbrare aHanm3a JUKBOPA BO3MOXKHBI CIIEAYIOIIHAE
BAapUAHTHI:
— CNS1 OyHKIHUS He TpaBMatuuHasg (<10 SpUTPOLUTOB/MKI), OTCYTCTBHE
TEHKEMUYECKUX KIETOK
— CNS2 NYHKIHS HEe TpaBMaTHuHa, <10 IEeHKOIUTOB/MKIJ, BO3MOKHO HAIU4HE
NEeHKEeMUYECKUX KIETOK
— CNS3 OyHKUUS He TpaBMaTuyHa, >10 JEeWKOLUMTOB/MKI, Halu4yue
NeHKeMUYEeCKUX KIETOK MOCTe IUTOIEHTPUDYTUPOBAHUS
— TLP* TpaBMaTHYHas MYHKIUS C TPUMECHIO IEHKEMUYECKUX KIETOK

- TLP™ TpaBMaTU4HAas MyHKIHS, OTCYTCTBUE IPUMECH JIEHKEMHUUECKUX KIETOK

Kpurtepuu nocrmxenus: nonHoii pemuccuu (CR):

[J menee/paBHO 5% OIaCTHBIX KJIETOK B PETEHEPUPYIONIEM KOCTHOM MO3TE;
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[ mepudepuueckas KpoBb C MPU3HAKAMH PETeHEpAIiy, OJIACTHBIX KIIETOK HET;

[J oTcyTCTBHE 3KCTpaMEAYJUIIPHOTO MOPaKEHUSI.

JAuarno3 peunausa OJLJIL:

Kocmnomoszeoeou peyuous: nzonupoanublii KMP nuarHoctupyercst npu oOHapyXeHUHU B
KoCcTHOM Mo3re 25% wm Oonee nmmdoOmactoB, 6e3 omHoBpeMeHHoro mnopaxeHus LHHC w/wnm
JPYroro SKCTpaMmenysispHoro nopaxeHus. OJIHOBPEMEHHO YBEIMYEHHE II€YEHH, CEJIE3E€HKH,
UM ($OY3JI0B WIIM MUHAAIUH JIOIYCTUMO P JAaHHOM JIMarHo3e.

L[HC-peyuous: nzommpoBanusii [IHC-penuauB nokaspiBaercs coaep:kanueM JIuM@o01acToB
B JINKBOpE IpPH IUTOJOTMYECKOM MCCIEJI0BAHMHU, a TAKXKE€ HEBPOJIOTMYECKUMHU CHMITOMAaMHU, HE
CBSI3aHHBIMU C JPKTUMHU 3a00JIeBaHMSIMM M MOBpexeHusMU. [Ipu BHyTpuuepenHoM oOpa3oBaHUU
Ha KT/MPT u mnpu orcyrcTBUM O5acTOB B JIMKBOpE, KPOBH M KOCTHOM MO3Te, JUId
JIMarHoCTUpoBaHUs u3oiupoBaHHoro peruaua [IHC HeoOXonuMO MOJNYYUTh THCTOJOTHYECKOE
MOATBEPKJICHUE WM MPOBECTH 0aHOGOTOHHYIO 3MuccuoHHYI0 KT romoBHoro mosra. B koctHOM
MO3T€ YUCJIO OJACTHBIX KJIETOK JOJKHO COCTaBIATh MeHee 5%.

Tecmukynapuelii peyuoug: TUArHO3 U30JUPOBAHHOTO PEUUINBA SIMYKA JUATHOCTUPYETCS MpU
MOSIBJICHUH OJIHO- WJIU JIBYCTOPOHHETO 0e300J1e3HEHHOr0 AUYKa U 3HAUYUTEIbHOTO YBEITUYEHHUS €ro
IUIOTHOCTHU TpU Haybnanuu (00beM siMuKa ¢ OTKIOHEHHEM OT HOpPMbI Oojiee ueM Ha 2 eJAMHHIIBI,
u3MmepsieMoe  opxunomerpom Ilpagep) u  TpeOyer THCTONOTMYECKOTO  MOATBEPKACHUS
Manugectarun OJIJI B ogHoM wmnM ABYyX siMukax. J(MarHo3 M30JMPOBAHHOTO PELMIMBA SUYKa
CTaBUTCS TOJBKO B TOM Cllydae, KOrJa B KOCTHOM Mo3re MeHee 5% muM(oOIacToB U HET
nopaxenus LIHC.

Ocobvie noxanuzayuu peyuougos: IEPBUYHBIN PEIUINB B KOXKE, KOCTH, OPOUTE, CPEIOCTEHNUH,
U30JMpoBaHHOM JuMdoys3ie, MuHpanune. Ilopaxkenue koctHoro wmosra (25% wu Oonee
numpobracToB) mpenctaBisaoT coboit KMP ¢ onHOBpeMEHHBIM yBenW4YeHHEM TUM(GOY3JIO0B U
MuHAAIMH. OcoOble JIOKaNIMU3alluy PElUIUBOB - 3TO T€, KOTOPbIE MOPaKEHbl H30JUPOBAHHO OT
kocTHOro Mo3ra, ITHC wnm stmuek. s MOCTaHOBKM JMAarHo3a peruauBa 0COO0M JOKaIu3aluu
HE00X0AMMO TOATBEPXKJICHHE C MOMOIIbI0 Ouorncuu. B ciyuae penuanBa B ceTyaTKke JOCTATOYHO
oOHapyXeHHs TNpH  OQPTAIbMOJOIMYECKOM  OOCIEIOBAaHMM  CIEHU(PHUECKOM  KapTHUHBI

NeKeMUYecKod HHPUIbTPALIH.
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Kombunuposannvie peyuousoi:

noxkanu3auu. Ilpy KOMOMHUPOBAaHHBIX PELMIMBAX KOCTHBIM MO3I CUMTAETCS MOPAKEHHBIM IIPU

COYCTaHHuC

Hanmmauu 5% u 6osee MuMdoOIacCTOB.

1lo epemenu 603HUKHOGEHUA PELIMINBDI IOJPA3/IEIA0 HA OYEHb PaHHUI, paHHUM U O3AHUMN:

IByX © Ooiiee

Tun peunausa

OTHolIeHNe K HHUITHATBHOMY
JAUATHO3Y

OTHoOlIEHNE K OKOHYAHUIO
HO)I)ICp)KI/IBalOIIIeﬁ TEpanmumn

Tlo3nuuit

He umeet 3Hauenusa

Boinee 6 mecsiies

Panuui

Bonee 18 mecsries

Memnee 6 mecs1eB

OdeHb paHHUI

Memnee 18 mecsies

Memnee 6 mecs1eB

MOPaKCHUN  PA3JIM4YHOU

3.5 Knaccupukanus u ctpaTuuKaInus HA TPYNINLI PUCKA
Knacenpurkanusa octpoit nmumdobOmactHol neiikemun y netedt cornacHo BO3 sBrsercs

OOIIEeTTPUHSATOM:

OJIJI u3 B-kJy1eTOK npeamecTBeHHUKOB
IIUTOTEHETUYECKHUE MO T PYIIITBL:
- 1(9;22)(934;q11); BCR-ABL, Ph+-ALL
—  t(11923)/MLL peapamxupoBKa
- 1(1;19)(923;p13), E2A/PBX1
- 1(12;21)(p12;922), ETV6/RUNX1

OJIJI u3 T-ki1eTok npeamecTBeHHUKOB

CrpaTudukanus Ha IPyNIbI pUCKA

Crpatudukanys Ha TpyNIbl pUCKa MpeoaraeT onpeaeseHue MoArpyi NalueHToB ¢ 6ojee
HU3KHUM U 00Jiee BBICOKUM PUCKOM Pa3BUTHUS PELUIMBOB 3a00JI€BaHUS U MPOBOJUTCS HA OCHOBAHUU
MIPOrHOCTUYECKUX (aKTOPOB, OMPEAETICHHBIX NpPU IUAarHOCTUKE. Pa3nuuHble TepaneBTUYECKHe
IIPOTOKOJIBI UMEIOT HECKOJIBKO OTIMYAIOIIMECA APYT OT Apyra KpUTEpPUH, ONPEAECISAIONINE TPYIIIIbI
pHUCKa, COTJIACHO KOTOPHIM HAalMEHTHl MOJY4aroT pa3jMyHble BApHAHTHI JIEYEHUsS, OJIHAKO, B
OCHOBHOM, OOJIBHBIX pa3JeNsAlOT Ha TPU TPYHIBl PHUCKA: CTaHAAPTHBIN, MPOMEKYTOUHBIA U

BBICOKHH.

[Tporaoctuyeckue aktopsl, Biustoniie Ha ucxon teparnuu OJLJT (Pinkel D., 1995)

DakTop pucka BaaronpusTHbIi HeodnaronpusiTHbIii
Bospact Crapue 1 r u maague 9 ner Mname 1 r u crapme 9 ner
Ion Kenckuii Myxckoi
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JleKOIUTO3 pU IUATrHO3€E Meree 50 000/mKn Bonbme mim pasHo 50000/mKn
JHK unnexc bonpme 1,16 Menbiue win paBHo 1,16
KonmmuectBo xpomocom B Onacrax Bonee 50 Memnsie 45, ocobenno 24-38
OtBeT Ha 8 J1eHb JIeueHUs Her GnactoB B kpoBH Ectp OmacTel B KpoBH
IMHC-cratyc IIHC1 Heitponeiikemust
[{urorenernka Tpucomnn 4 u 10 t[4,11], t[9;22]
MornexynsipHasi TeHeTHKa TEL/AML1 PeappamxupoBka MLL
NmmyHodenoTun B-npeamecTBeHHUKN T-K1eTo4HbIN

3.6 Oo6mue moaxoanl (MPUHIMIBI) K TEPANHHN OCTPOro JuM(pod1acTHOrO Jieiiko3a

Jleuenne octporo auMEGoOIACTHOTO JIEHKO3a OCYIIECTBIACTCS MPU MOMOIIM KOMOWHAIUN
LUTOCTaTUYECKUX IPENapaToB, BBOJUMBIX p/0O, B/B U MHTPATEKAIbHO IPU CTPOrOM COOIIOACHUU
JI03bl, JJIUTEIBHOCTH U BPEMEHH BBEJIEHUS COIVIACHO BHIOPAHHOMY TEpANeBTUYECKOMY MPOTOKOIY.
Kpome Ttoro, mist psga MaluMeHTOB B MPEILyCMOTPEHHBIX MPOTOKOJOM CIy4asX IPOBOIUTCS
00sydeHne IeHTPATbHOW HEPBHOM CHUCTeMBI. Tepamus J0okHA ObITh HadyaTa Kak MOXKHO paHbIIIE,
OJIHAKO JUIsl HayaJsla Tepanuy HeoOX0IUMO OBITh MOJTHOCTHIO YBEPEHHBIM B TUArHO3€ U YCTAaHOBUTH
o0veM mopaxeHus. Jnas npoBeneHHs APPEKTUBHOTO JIeUEHUs HeoOXoauMa ajeKBaTHas

COIIPOBOAUTCIIbHAA U 3aMECTUTCIIbHAA TCpaIllusi.

I[puHuMnuaJbLHBbIE TepaneBTHYeCKHEe KOMIIOHEHTHI:

Cospemennoe neuenne OJIJI cocTout U3 HECKOJIBKUX OCHOBHBIX (ha3: MHAYKIUS PEMUCCUU C
MoMoIIbI0 3 U Oojiee areHTOB, BBOJUMBIX B TeueHue 4-6 Helenb, MyJIbTHAreHTHAs KOHCOJIUAIIHS
(«3aKperuieHre») peMUCCHM W MOJAep KUBAIOIIas Teparus, Kak MPaBHIIO, aHTUMETaOOJIUTaMH B
TeueHue 2-3 yer (ypoBeHb YOETUTEIBHOCTH JoKazaTenbcTBa A-B). OCHOBHBIE 3J€MEHTHI H

BO3MOJKHBIC UCIIOJIB3YEMbBIC XUMUOIIPCIIAPAThI IPECACTABJIICHBI B Ta6J'II/II_IeZ

JJIeMeHT Tepanun Ha6op XuMHONpenapaTos

WupykiponHast Teparus Ipenanzonon (PRED) wmm nmekcamerason (DEXA), sunkpuctua (VCR),
naynopyourue  (DNR), acmaparmmasza  (L-ASP), wmerorpekcar (MTX),
mukiaodochamua (CPM), nmurapabun (ARA-C), 6-mepkanronypus (6-MP).
Konconuaupyromas teparnms 6-MP, MTX, L-ASP

PenHAyKIIMOHHAS Tepans DEXA, L-ASP, nokcopy6un (DOX), VCR, ARA-C, CPM,
TMoanepxuBaroias Tepanms 6-MP, MTX.

OO0s13aTeIbHBIM KOMIIOHECHTOM SIBJISIETCS HpO(I)I/IJ'IaKTI/IKa 1 JICYCHHUC HeﬁPOHCﬁKeMHH (ypOBeHB
Y66I[I/ITCJ'H>HOCTI/I JA0Ka3aTcJIbCTBa A'B)I OCHOBHBIMU METOJaMU HpO(I)I/IJ'IaKTI/IKI/I n JICUCHHUA
HeﬁpOHeﬁKCMHH SABJIIFOTCA MHTPATCKAJIBHOC BBCACHUC XMMUOIIPCIIAPATOB (MCTOTpCKcaT, ouTo3ap,
Hpe,Z[HOBOJ'IOH) B BO3PACTHBIX JO3UPOBKAX U KPAHHUAJIBHOC 06J'Iy‘IeHI/IC B paHHHC CPOKH OT Hadalia

JICUCHHUA. KpaHI/IaJ'IBHOC 06J'IY'-ICHI/IC HMECT HECTIOCPCACTBCHHBIC U OTHAJICHHBIC MOOOYHBIE 3(1)(1)6KTLI,
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IIO3TOMY B COBPCMCHHBLIX IIPOTOKOJIaX OHO HCIIOJIB3YCTCA TOJBKO IJId HEOOJIBIION YETKO

BBIJICJICHHOW TOATPYIIIBI TAMEHTOB IPOMEXYTOYHOTO/BBICOKOTO PHCKA.

JleyeHue 00JIbHBIX BHICOKOIO PHCKA

[lanueHTsl, ompeaeneHHbIE B TPYIIY BBICOKOIO PHUCKA, IO 3aBEPUICHUH WHIYKIMOHHOU
Tepanuy, NOJy4aroT MHTEHCUBHYIO BBICOKOJO3HYIO IMOJMXUMHOTEPANHIO, MPEACTABISAIOLIYI0 KaK
NpaBWIIO, KOPOTKHE TMOCenoBaTeNnbHble Kypchl WHTeHcMBHOW [IXT — «Onokm» (ypoBeHb
yOeIuTeNbHOCTH Jl0Ka3zarenbcTBa A-B), 3areM kpaHuambHOEe OOMy4YeHHE U IOJJIEPKUBAIOIIYIO
Tepanuio. B 3aBUCHMMOCTH OT HaIM4Ws IMOKa3aHW, COBMECTHMOTO MoHopa u aocTwkeHus CR,
ManueHTaM MPOBOAUTCA TpaHCIUIAHTAMs TeMomnodTudeckux cTBoJOBbIX KieTtok (TI'CK) B

MaKCUMAJIbHO paHHUEC CPOKH.

OcCHOBHbIE MPUHIIUNBI BeI€eHUS MANMEHTOB I'PYNNbI BLICOKOT0 PHCKA:

— Tepamnus nomKHA HAYMHATHCS KaK MOXKHO OBICTpEe, 4TO 0COOCHHO BaXKHO IS IMEPBBIX TPEX
TEpaneBTUYECKUX AIEMEHTOB (YPOBEHBb YOS TUTEIHHOCTH JI0Ka3aTenbCcTBA A-B).

— BpemeHHBIE TPOMEXKYTKH MEXKAY dSJIEMEHTAMU OMPEICISIIOTCS BBIXOJAOM U3 allla3uw,
00IIIMM COCTOSTHUEM TAIlleHTa U OOBEKTUBHO PETUCTPUPYEMON OPraHHOM TOKCUYHOCTBIO.

— MuHUMaTBHBIA MPOMEXKYTOK MEXIY HAYaJIOM JBYX MOCJIEIOBATEIBHBIX TEPAIIEBTHUCCKUX
9JIEMEHTOB COCTaBAeT 21 JeHb.

— T'emaronormyeckue mokasareiau Iepes] HAadaJloM KaXJOoro JJieMeHTa (3a HCKIYECHUEM
repBoro) doliee:

— I'panynonutel — 200 B MK

— Tpomb6ouwuTtsr — 50000 B MK

— TepamneBTHYeCKUH AIEMEHT HE JIOJDKEH MPEPHIBATHCS.

— Penykmus 103 He mpenycMoTpeHa. B ciyuae HeEOOXOJMMOCTH CpPOKM BBEJIEHUS
KOHKPETHOTO TMpernapaTta CABUTalOTCS WK OH OTMEHSETCS.

— Kpome rematonorudeckux mapameTpoB HEOOXOAMMO CIIEKEHHE 3a OOILIMM COCTOSIHUEM
MarueHTa U OpraHHONW TOKCUYHOCTBIO.

— HeobOxonuM mepepacyeT IIonaau MOBEPXHOCTU Tela MalMeHTa Mepel] HadyaluoM KaxJaoro

TCPAINICBTUYCCKOI'O 3JICMCHTA.
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— ComnpoBoaurensHas Tepanusi G-CSF Tonbko B ciiyyae pa3BUTHS CepbE3HOM MH(DEKINH, TaK
Kak ObUIO MMOKa3aHo, yTo HeobocHoBaHHOE MpuMeHeHne G-CSF MoxkeT yBenmuunuBaTh pUCK

penuanBoB (YpOBEHBb YOSIUTEIBHOCTH J0Ka3aTenbcTBa B-C).

TpaHcIUIaHTALMS TeMONO3THYECKHUX CTBOJIOBBIX KJIeTOK npu OJLJ y aereid.

[Iposenenue TI'CK noka3aHo Bcem OO0JIBHBIM BBICOKOTO pUCKa B 1-0i1 pemuccuu u O0JIbHBIM C
peummuBamu  OJUJI (32  uWCKIIOUEHMEM  MAIMEHTOB C  MO3JAHUMH  H30JIMPOBAHHBIMU
SKCTpaAMENYJUIIPHBIMU  PEIIMIMBAMHU) TPU YCIOBUU OOHAPYKEHUS POJCTBEHHOTO TMOJTHOCTHIO
coBmectumoro (HLA-tunupoBaHue BbICOKOTO paspelieHus) noHopa. [loaromy Bcem mnamueHTam
HLA-TunupoBanrie ¥ WHULMALMS TIOMCKAa JOHOpA JOJDKHBI TPOBOJUTHCA Cpazy IMOCTe
cTpaTu(UKAIMK TAIUEHTOB B TPYIIY BHICOKOTO PHUCKA.

AOCOFOTHBIMY TTOKa3aHUs K TpaHCIUIaHTAIuK KocTHOTO Mo3ra nipu OJIJI y nereit cuntaroTcs
(ypoBeHb yOeauTenbHOCTH J0Ka3aTenbeTBa A-B):

1. TIpu nepuunom OJIJIL:
a. OrtcyrcTBue pemuccuu Ha 33/36 CyTKH MHIYKITMOHHOM Tepanuu
b. Tpaucmokarms (9;22)(q34;q11) nmm BCR/ABL
c. Tpaucnokarus (4;11)(q21;923) wim MLL/AF4
2. Ilpu BO3HMKHOBEHHMHU peldauBa 00JI€3HU
a. Pannue v OYCHB paHHUE PELMIUBBI JTF000# JoKaau3anuu (rpymmsl S3 u S4)
b. Tlo3aHue M30IMPOBAHHBIE KOCTHOMO3TOBBIC PEIMIMBHI (YaCTh OOJBHBIX M3 TPYIIIIbI
S2)
C. Bce penuaussl T-knetounoro OJIJI

[laruenTam, HE JOCTUTIIMM PEMHUCCHHU TIOCIIE TMPOBEACHUS HHIYKIIMOHHON Tepamnuu,

obmuratHo nokazana amtorenHass TI'CK mro6oro Tuma (B 3aBUCUMOCTH OT JOCTYIMHOCTH JIOHOPOB U

OT TCXHHUYCCKUX BO3M0)KHOCT61>1).

JlyyeBasi Tepanus

Bbonbmoe 3HaueHHe MMeeT OXBaTbIBaHHME IUIOLIA/IbI0 OOMYyYEeHHs BCETO MO3IOBOTO uepena u
00s13aTeJIbHO TPEX BEPXHUX CETMEHTOB IIEHHOIO OT/AEea M03BOHOYHKKA. Oco000e BHUMaHUE CIeyeT
o0paTuTh Ha TO, YTOOBI OBIJIM OXBAaU€HBI PETPOOPOUTATIBHBIE 00JaCTH, OCHOBAHHME Yeperia, a TaKkkKe
rIIyOOKO JIeXallde y4JacTKM B OOJIacTM cpefHel uepenHoil smku. ExkenHeBHas g03a JOJDKHA
COCTaBJIATH B MepBhId AeHb 1 I'p, B mocnenytomue - 1,7 I'p. O6myuats cienyer 5 aHel B HeJENO 10

TOCTHKEHHSI COOTBETCTBYIOIIEH 00mel 1036l OO0mas MpoaoDKUTENIBHOCTh O0ydeHHs 3aBUCUT
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OT HHAUBUAYAJIbHO IOJYYaCMbIX JIYUCBBIX 103. KpaHHaanoe 06nyquHe JOJI2)KHO BBIIIOJIHATHCSA HA

JINHENHOM Y-YCKOPUTEIIE.

3.7 YciioBusl, He00X0AMMBIe /15l IPOBeAeHUsI ONTUMAJILHOI Tepanuu

Tpebosanua k xumuomepanuu

Jlo3a, CpOKM U JJUTEIBHOCTh BBEIEHUS XHMHOIIPENApPaTOB JOJDKHBI OBITH B CTPOrOM
COOTBETCTBUU C BBIOpDAHHBIM TEPANEBTUYECKHM IPOTOKOJIOM. 3aMeHa IpenapaToB, MPOIYCKU
BBEJCHUSA, W3MEHEHHME J03bl, JJINTEIBHOCTHM WM OYEPEJHOCTH BBEJICHUs IIPENapaToB HeE
nonyckarorcs. IIpuroroiieHne npenaparoB sl BBEACHUS JOJDKHO MPOU3BOJAUTHCS B BBITSKHOM
mkady mpoueaypHO MEIUIIMHCKONW CEeCTpOil U KOHTPOJIMPOBAThCS JieyalluM BpadoM. [Ipenaparsl,
TpeOyloIe IIUTEIbHOTO KaleIbHOrO BBEACHUS JIOJDKHBI JI03UPOBATHCS ABTOMATHUYECKUMH
HarHeTaTelbHBIMM  YCTPOMCTBAMHM. BBeJeHME BCeX XHMHMONPENAPAaTOB OCYIIECTBIISIETCS B
ueHTpainbHbli BeHO3HBbIH KateTep (ILIBK). Ilepen BBegeHuem XuMHOIpenapaToB HEOOXOIMMO
yoenuthcss B mpaBmibHOCTH crosiHus LIBK, mposepuB Hamuume obGpaTHOoro toka kposu. [lpu
OTCYTCTBUM OOpaTHOTO TOKa KpOoBH BBeAeHHEe xumuornpemnapatoB B [[BK nemomyctumo. Ilpu
BBIHY)KJICHHOM BBE/IEHUHM XMMHOIPENapaToB B epudepuyeckre BEHbl, IPEANOYTUTENILHO BBEICHHUE
B BEHBI ThlJIa KUCTH, a B CIIydae BBE/ICHUS BUHKPUCTHHA 3TO yCIOBUE sBIseTCsA 00s3arenbHbIM. [Tpu
JeyeHuMH Jered Ao 1 roma M eTed co 3HAYUTENBHBIM JAeUUIMTOM Macchl Tena, J03a
XUMUOTIpenapaToB J0JDKHA ObITh peAylLlUpOBaHa B MPOIOPLMH, ONPEAEICHHON TeparneBTUYECKUM

IIPOTOKOJIOM.

Tpebdosanua Kk Manvim MAHURYIAYUAM
ITocranoBka IIBK, myHkuus KocTHOro Mo3ra W JoMOaidbHas MYHKUUS JOJDKHBI OBITh
BBIMOJIHEHBl T0J] oOuiei aHecre3ueil. Bo3MOXKHO BBINOJIHEHME MYHKIMM KOCTHOIO MO3ra M
moMOanbHOM MyHKIMM Oe3 oOmiell aHecTe3uw Yy JeTed CTaplMX BO3PAaCTHBIX TIpYyHI IO
MEIULUHCKUM IIOKa3aHUAM U IIPU UX COTJIACUHU.
— llentpanbHblii BeHO3HBIM Katerep. [lanmentam ¢ OJIJI mpenmodrnTenbHa ycTaHOBKA
teduoHoBeIX [IBK minTensHOro cTosHus.
— Ilpu ucnonp3oBanuM nepudepuveckux BeH NMPeArnouTUTEebHA KaTeTepru3alns BeH Thlja
KHUCTH.
— Jlrom0anbHBIE MYHKUWU Ui BBEIEHHUS XHMHUOINpPENapaToB HEOOXOAMMO MHPOBOJIUTH B
YCIOBUSAX YUCTOW MaHMUINyIsUMOHHOW. Ilocne BBeneHMs mpenapaTtoB MALUMEHT JOJDKEH 2

JaCa HaxXOJUTHCA B MOJIOKCHHHU JICKA HA KUBOTC C NPUIIOAHATHIM KaydaJIbHBIM KOHIIOM
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IMO3BOHOYHHKA JId aJACKBATHOI'O0 AOCTylla XHUMHOIIPCIIApATOB B JIMKBOPHYIO CHUCTCMY

T'OJIOBHOI'O MO3ra.

Tpebosanusa k conpoeooumenvHol mepanuu

Jlnst  amekBaTHOTO  BBIMOJHEHUSI TEPANeBTUYECKOTO IMPOTOKOJA HEOOXOJUMO CTpPOToe
coOJTI0ICHHE TTPUHIIUIIOB COMPOBOTUTEIILHON TEpaITHH.

— IIpodunaktuka cuHAPOMA JTU3KCA OITYXOJIH.

—  CBOEBpEeMEHHOE 3aMellleHHE TpenapaTaMu KpoBH.

— IIpodunaktuka nHpeKkuni.

—  AnekBaTHasi MHTEHCUBHAS TEPAMKs Pa3BUBIICHCS MHPEKIIUN.

—  AnekBaTHOE UTaHUE, MPU HEOOXOAUMOCTH — MapeHTEPATHLHOE.

— TmarensHOE cOOMIOACHNE OamaHca KUIKOCTH (BBEICHHO -BBIBEICHHOM ).

—  AHTHAMeTHUecKas Mpo(HIIaKTHKA U Tepamusl.

—  KoHTtponp u Tmiarenbubiii yxon 3a [[BK.

Tpebosanusn K ycioeuam coOepiHcanus u yxooy

— VYxon 3a poToBOM moOJOCThIO: 4 pa3a B J€Hb TMOJOCKAHME TIOJIOCTH pTa
Ne3uH(GUIUPYIONIMMU  pacTBOpaMH (HampuMep, BOJHBIM PacTBOPOM XJIOPTeKCUAMHA
0,05%, pactBopoM Braunol unu Betaisodon), 1-2 pa3a B meHp oOpaOoTKa MOJOCTH pTa
BsDKyIuMu cpeactBamu (Kamillosan).

—  TIIATeJbHBIN, HO MIAJSAIIMKA yXOJ 3a 3y0aMu U JJeCHaMH; UCIOJIb30BaHUE TOJIBKO MSTKHX
3yOHBIX IIETOK WJIM POTOBOTO AyIIa; IPU TPOMOOLUTONIEHUH WM PAHUMBIX CIU3HCTHIX
WCI0JIb30BaHKE 3YOHBIX MIETOK JOJHKHO OBITh MCKIIOYEHO, BMECTO 3TOTO 00paboTKa pra
pacTBOpPOM XJIOprekcaMesa U BsSDKYILIMMU CPeJICTBAMHU.

— 1pu aedeKTax CIU3UCTON MOJIOCTH PTa: UCKIIOUUTH UCTIOJIB30BaHUE 3yOHBIX IIETOK

— IIpodunaktuka 3amopoB u mapesa kumieyHuka: [Ipu 3amopax makTyné€sa per os (wiu
Jpyrue ciaOuTeNbHbIe Mpenapathl), €CIM BO3MOXKHO - OUUCTUTENbHAS KITU3MA.

— JlesuHdexius KOXHU: €XKEAHEBHOE MBIThE TNOJ MAyIIeM WIM OOTHpaHHWE BOJHBIM
pacTBOpOM  XJIOPTeKCHAMHA, O00paboTka Malepanuii U TMOBPEXKACHUH pPacTBOPOM
OpWIITMAHTOBOM 3€TICHHU.

— HeoOxomuma exenHeBHas ne3uH(peKIHUs MecTa MpeObIBaHUS OOJIBHOTO C MOMOIIBIO
Ne3pacTBOPOB, OAKTEPUIIUAHBIX JIAMII, TPU HATMYUU arpaHylIolUTO3a — eKeTHEBHAs

CMEHA IOCTEILHOIO M HATCIILHOTO OCIbs.
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— OOs3artenpHa JIMYHAS TUTMEHA POJUTENCH M MOCETUTENEH, MBITbEe PYK IEepCOHANa IpH
BXO/Jie B manary (OOKc).

— XKenarenbHo HanMuue B najaTax BO3yXOOUUCTUTEIEH

Tpebosanusa K unmeHCU6HOU mepanuu

[Ipu nedenun OompHOTO ¢ OJIJI HEOOXOMMMO OBITH TOTOBBIMH K Pa3BUTHIO TSHKEIIBIX
OCJIO)KHEHUW TpeOyromux Oe3oTiaraTeJIbHOW WHTEHCHMBHOW Tepanuu. HeoOxomumo Hamuuue B
ctpykrype JIITY, nmpoBomsmero nedenne OJIJI oTnenenus win majgaTel MHTEHCHBHOW Tepamuw,
OCHAILEHHOTO BCEMU HEOOXOTUMBIMU IpernapaTaMu U 000pyAOBaHHUEM JUId BEACHHUS OOJBHOTO C
TSKEJION JIbIXaTeNIbHOM U CepAEYHO-COCYIUCTON HEIOCTAaTOYHOCTBIO, CENTUYECKUM U JIp. BUIAMHU
I0Ka, TeMOPPAarnyeckuM CHHIPOMOM, MOYEYHOM HEAOCTAaTOYHOCThIO U Jp. HeobOxonumo mmeTh

BO3MOYHOCTb MPOBEACHUSI SKCTPAKOPIIOPATIbHON AETOKCUKALINY (TeMoauanu3), anmnapataoi MIBJI.

Tpebosanusa K HaIUYUIO CREYUATUCMOE U J1€4EOHO-OUACHOCIMUYECKUX NI0UWA00K

CMEICHBIX CReUUaIbHOCH e,

JIITY, npoBonsmee neyenue mnamueHta ¢ OJIJI momkHO MMETh B CTPYKTYpE OTEICHHE
(majaty)  aHeCTEe3MOJIOTMH-PEaHMMAIUH,  OTJACJIEHHE  XUPYPrHUH, CIOCOOHOE  BBHITIOJIHSTH
TOpakajJbHbIE U a0JJOMUHAIBHBIC ONEpaIliU JIFOOOH CTETeHH CI0KHOCTH. KpoMe Toro, Heo0Xo1umMo
MMETh B IITAaTe SHAOKPHHOJIOTA, HEBpomaTojiora, okyiaucra, JIOP-ppaua, OO0s3aTenbHO HAIWUYWE
IUTOJIOTHYECKON, HWMMYHOJIOTHYECKOH, OaKTepHUOJIOrMYECKON, OHMOXMMHUYECKOH M IKCIpecc-

J1a00paToOpHH.

3.8 lucnancepHoe HAOJII0eHNe U PeaduInTaIUsI

Yecnoeus nepeoauu nayuenma neouampy (2emamonozy) no mecmy sxcumenvcmea.

[TaneHT nepenaercs neauarpy (€Ciu ecTh JO0JKHOCTh — FeMaToJIory) 10 MECTY KUTEIbCTBA
IIPY HAJIMYMU TOJHOW PEMUCCUU TEpe] HadalloM IoJiepkuBaroiiei tepanuu. [loanep:xusarorryro
TEpaIuIo MalueHT MoJIydaeT 10 MEeCTy XKHuTenbcTBa. [leanarp (remMarosior) mo MecTy KHUTEIbCTBa
PYKOBOJICTBYETCSI PEKOMEHJALUSAMM, JAaHHBIMM CIEHUAINCTAMU YUYPEKIEHHUS, NPOBOJUBIIETO

JICUCHHUC.

Jlabopamopusie uccnedosanus.

20



— OOmuii KIMHUYECKHW aHaau3 KpoBHU (00sS3aTeNeH MOJACYET JICHKOIUTAPHOU (OpMYIIbI)
npoBoautcs 1 pa3 B HEENI0 A0 OKOHYaHUS mojjepxuBaroiieil Tepanuu. I[locie
OKOHYaHUS MOIJIEP>KUBAIOLIEH Tepanuu — 1 pa3 B Mecsll.

— DbHOXMMHMYECKHI aHaJIW3 KpPOBHM, BKIIOYAIOIIUN BCE TMO3UIMH, OIPEIEISEMbIE IPU
JTUArHOCTHUKE, /10 OKOHYAHUSA TOICP KUBAIOIIEH Tepanuu npoBoautcs 1 pa3 B 3 mecsia.
[Tocne okoHYaHUs TOICPKUBAIOIICH Tepanuu — 1 pa3 B 6 MecsI1IeB.

— Ilyskumm KOCTHOrO Mo3ra W JroMmOanbHas MYHKIUS TPOBOJISATCS TOJIBKO B cllydae

IOABJICHUA MOAO3PCHUA HAa PA3BUTHUEC pCUIUBa 3a00JICBaHMUS.

Hucmpymenmanvnsie ucciedosanus.
VY31 opraHoB OpIOMIHOW TMOJOCTH, MAaJOTO Ta3a W 3a0pIOIIMHHOTO TPOCTPAHCTBA JIO
OKOHYaHMS TOJJACpKUBAIONIEH Tepanuu mnpoBoAsaTca 1 pa3 B 3 Mecsaua. [locime okoHYaHuA

IOJIepKUBAOIIEH Tepannu — | pa3 B 6 mecsLes.

Ilepuoouunocmov KOHMPOILHBHIX OCMOMPOE CHEUUATUCHIAMU CMEHCHBIX CHEUUATbHOCM EIl.
[Tpu nepenave nammeHTa neauaTpy (TeMaToJIOTy) MO MECTY KHUTEIhCTBA HEOOXOIUMOCTH B
TUTAHOBOM OCMOTpE CIEIHATNCTaMi CMEXKHBIX CIIeMANIBHOCTEH HEeT. B ciryuae Hanmuuus y manueHTa
MaToJOTUH KaKOW-TMOO CHUCTEMBI OpPraHoB, pa3BUBIICHCS Ha (GOHE Tepanmuu M TOTpeOOBaBIICH
BMEIIIATEICTBA ~ CMEXKHBIX  CHCIHAIMCTOB,  IEPHOJUYHOCTh  KOHTPOJBHBIX  OCMOTPOB

YCTAaHABJIIMBACTCA HHAUBUAYAJIBHO U OIIPEACTIACTCA CaAaMHUM CMEXHBIM CIICNUAIMCTOM.

Hepuodu!mocmb ocmompa cneyuaiucmamu, npoeoouemumu mepanuio.

FeMaTOJ'IOl", l'IpOBOI[I/IBH_II/Iﬁ JICUCHHUC, IIOCJIC Hadalla nonnepxcHBanmeﬁ TCpalluu U 1epecaadu
ManueHTa neauaTpy (FeMaTOHOFY) 10 MECTY JKUTCJIBCTBA OCMATPUBACT IMALIUCHTA 1 pa3s B 3 MECiaLa
J0 OKOHYaHHA HOI[I[CP)KPIB&I-OH.IGIZ TCpalimu, 1 pas B 6 MCCALICB IIOCJIC OKOHYaHHA

HO,Z[I[Cp)KI/IBaIOIJ_Ieﬁ TEpalliu U Mpu 1noJ03pC€HNUH Ha pa3BUTUC pCLIUIUBA 3a00JIeBaHUs.

Bakuyunayus.

— B mepuoa neueHus BakIMHAIMS HE MPOBOIUTCS (MCKIIOUEHUE COCTABIISIET BaKIIMHAIUS
MPOTUB TremaTuTa B, KOTOPYH0 MOXHO MPOBOJUTH Ha (JOHE TEpalHuH IO CHEIUATBHON
cXeMe JJiI UMM YHOKOMIIPOMETHPOBAHHBIX MAIIEHTOB).

— Ilocne oKOHUaHUS NOAAEPKUBAIOLLEH TEPANIMU IIPU YCIOBUU HAJIMYMS MMOJHOM PEMUCCUU
BaKIIMHAIIMIO MOXHO MTPOBOJMTH B MOJIHOM 00beMe, UCKITFOUHB JKUBBIE BAKI[UHBI.

OcHoenble nonoicenus npu pazeumuu Opyzux 3a601e6aHuil.
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— HMudexkunn — TmaTenbHbI MOHUTOPHUHT JEWKOIIUTOB KPOBH, KaK MOXHO Oojiee paHHEe
Hayajlo  KOMIUIGKCHOM  aHTHOaKTepualbHON  Tepanmuu, Tpd  HEOOXOAMMOCTH
MPOTHBOBUPYCHON M NMPOTUBOIPUOKOBOM Tepanuu, a TakkKe MPernaparoB BHYTPUBEHHOTO
MMMYHOTJIOOYJIMHA TIPH CETICHCE U TIOXO0 KOHTPOIMPYEMOH HHPEKITIH.

—  TpaBmMBI — MOHUTOPHHT OOLIETO KIMHMYECKOTO aHAIM3a KPOBH, TaK KaK MEPEIOMBI MOTYT

OBbITh IPU3HAKOM peLH/IMBa 3a00JIEBAHMUSL.

Cnamue navuenma c 0ucnancepn020 yuema.
HaIII/IeHT CHUMACTCA C JUCIIAHCCPHOro ydcTa IpH YCIOBUHU OKOHYAHUSA HOI[I[Gp)KI/IBaIOHIGI\/'I
TCpalru, HAJIMIUC MMOJIHOH PEMUCCHU, OTCYTCTBUSA COIIYTCTBYIOIIHUX 3a00JI€BaHMI U IO UCTCUCHUU

5 neT mocJie OKOHYaHUS JICUEHNUS.

Bo3zmoosrcnocms npebviganus 6 op2anu308anHom KoieKmuee.

— He xenaTtenpHa Ha epuoJl IPOBEACHNUS UHTEHCUBHOM Teparnuu.

— OrpanuyeHa SIUJIEMUOJIOTHYCCKON CHTyallued M KIMHUKO-Ta00paTOPHBIM CTaTyCOM
ManueHTa B epuol MPOBEACHUS MOIEPKUBAIOILIEH Teparuu.

— He orpanuyena nocsue OKOHYaHUS MOIEP>KUBAIOLIEH TEpAITUH.

Bo3moowcnocme nazpy3ox u 3auamuii cCnopmom.

—  Ousnyeckue Harpy3KH He XKeJlaTelbHbl B IEPUO/I TPOBEICHUS MHTEHCUBHOM TEpaIuu.

— OrpaHuyeHbl KJIMHUKO-Ta00pPAaTOPHBIM CTAaTyCOM TMAllMEHTa B TMEPUOJ MPOBEACHUS
MOAJIEP>KUBAIOIIIECH Teparnuu.

— Ilocne okoH4aHMsI TOANEPKUBAIOLIEH Tepamuy OTpaHUYEHbI TOJBKO pa3BHUBIICHCA B
MepHoJ| JICUCHUS TMATOJOTHEH OIPHO-ABUTATEIBHOIO ammapara WIH  TSKEIbIMH

COIIYTCTBYHOIIIUMU 3a00JIeBaHUSIMHU. HpI/I HUX OTCYTCTBUU HC OT'PAHUYCHBI.

Ommnowenue K poxcoenuro oemeil.

Hukaxux orpannuenuii Het. Puck pazsutus OJIJI y noromcTBa MUHMMAIIEH.
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4 XapaktepucTHKA Tpe0OBaHMil

4.1 Mopaear nanuenta 1. [letu u nmoapoctku (1-18 jer) ¢ ocTpbiM JMM(OOIACTHBIM

Jeiiko3oM, I ocTpblii mepnos, paza HHAYKUMU PEMHUCCHH.

Oo0s13aTeIbHAS COCTABJISIIONIAS MOAEIH

Onucanue cocTaBJgIoIIeH

Hozonornueckas popma

OcTpeiit 1uM(pOOIACTHBIN JEHKO3

Cramus 3a001eBaHus

| ocTpslit nepuon

daza 3a00eBaHug

WNHnyknus pemuccnn

OcCnoXHEHUA

bes ocnoxaenuit

Koz mo MKB-10

C91.0

4.1.1 KpuTepuu u NpU3HAKH, oNpeae/siOlHe MOIe]b MAIHeHTa.

Bce namueHTsl ¢ BIepBble YCTAHOBJIEHHBIM JTUArHO30M OCTPOTO JMM(OOIAacTHOTO Jeiiko3a B

Bo3pacte 1-18 mer.

Jwnarnos OJIJI JOKa3aH yTeM

MOP(OJIOTHIECKOTO,

OUTOXUMHWYECCKOT'O u

HMMYHOJIOTHYECKOI'O aHalIn3a OITYXOJICBBIX KJIETOK KOCTHOT'O MO3ra.

4.1.2 TlepeyeHb METUIMHCKUX YCJIYT OCHOBHOI'O H JIONOJHUTEIHLHOI0 ACCOPTUMEHTA

1. TlepeyeHp  MEAMIIMHCKUX

yemyr

(MY)

COorjiaCHO «HOMGHKJ'IaType

yciayr B

3APAaBOOXpPAHCHHUW» I AHAI'HOCTUKHU B CTAIIMOHAPC ITPCACTABJICH B Ta6n1/1ue 1:

YcnoBus okazanuga MY: ctanilmoHapHbIe

OyHKIMOHANBHOE Ha3HaueHne MY muarnoctuka 3a00aeBaHui

Tabnuma 1. JluarHoctuka B CTallMoHape.

Kon HaunmeHnoBanue Yacrora KpaTnocth
Me):[I/IIII/IHCKOﬁ yciayru npeaocTaBJICHUsA BbITNIOJTHCHHUA

B01.009.001 [Ipuem (ocmotp, KOHCYJIBTaL[I/Ig) Bpada- 1 1
JIETCKOTO OHKOJIOTa TTePBUYHBIN

BO1.023.001 [puem (ocmorp, KOHC}’J‘IBTaHI/IH) Bpaya- 1 1
HEBPOJIOTa IIEPBUYHBIN

B01.029.001 [puem (ocmorp, KOHcynLTuaum) Bpaya- 1 1
o(TanEMOoIIOra IIePBUYHBIN

B03.016.003 OO0mmit (KHI/IUHquCKI/H/I) aHaJIu3 KPOBU 1 1
pa3BepHYTHIN

B03.016.004 AHanu3 KpoBU 61/10x1/nvv[p1qecxnn 1 1
o0IIeTepaneBTHYCCKIIA
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HUccnenoBanue ypoBHS 00IIEro KaJbIus B

A09.05.032 1 1
KpOBH

A09.05.206 HccnenoBanue ypoBHS HOHU3UPOBAHHOTO 1 1
KaJbIHs B KPOBH

A09.05.033 HccnenoBanue ypoBHSI HEOPTaHHIECKOTO 1 1
dochopa B KpoBu

A09.05.018 HccnenoBanue ypoBHS MOYECBOM KHCITOTHI B 1 1
KpOBH

A09.05.039 HUccnenoBanue ypoBHs 1 1
JAKTATACTUIPOr €HA3bI B KPOBU

A09.05,039,001 | Yccrenosanue ppaximii 1 1
JIAKTATACTHPOT €HA3bI

A09.05.045 VccnenoBanne ypoBHsl aMHIasbl B KPOBU 1 1

A09.05.046 HccnenoBanne ypoBHS IIETOUHO# 1 1
(docaTassl B KpOBU

B03.016.006 AHanm3 MouH o0IIHi 1 1

B03.005.006 Koarynorpamma (OpHeHTHPOBOUHOE 1 1
HCCIIEIOBAHNE CHCTEMbI TeMOCTa3a)
LluTonoruueckoe UCClie0BaHUE Ma3Ka

A08.05.001 KOCTHOT0 Mo3ra (noycuer GhopMyJibl 1 1
KOCTHOT'O MO3TI'a)

A08.05.012 [luToXUMHUYECKOE HCCIIeJOBAHHE TIpenapara 1 1
KOCTHOTO MO3Ta

A08.30.005 urodayomerpus nporouHas 1 1

A12.05.013 [{uroreneTn4eckoe UcciieL0BaHUE 1

T (xapuotum) 1

A08.30.008 MosnexymnsipHO-610TOrHIecKoe 1 1
HCCIIeIOBaHNE MYTAIlMU I'€HOB B TKAHAX
WnenTudukaiys reHoB METOIOM

A12.05.056.001 (Ir00OpeceHTHOM rHOpUAM3aIMy in situ 1 1
(FISH)

A09.23.001 Luronornyeckoe uccienoBaHUE KIETOK 1 1

T CIIMHHOMO3TOBOH JKHJIKOCTH

A09.23.002 Ormpenenenye KpoBU B CIIMHHOMO3T OBOH 1 1
KHUIKOCTH

A09.23.003 HccnenoBanue YPOBHS TTIOKO3b B 1 1
CIIMHHOMO3TOBOM JKHJIKOCTH

A09.23.004 UccnenoBanue yPOBHH Oeinka B 1 1
CIIMHHOMO3TOBOM JKHJIKOCTH

A12.05.005 gng)ez[eneﬁne OCHOBHBIX TPYITH KPOBH (A, . 1

A12.05.006 OmnpeneseHne pe3yc-IpUHaIISKHOCTH 1 1
OrmpeneneHne NOATPYIIIBI M IPYTHX TPYIII

A12.05.007 KpOBH MeHbliero 3Hauenus A-1, A-2, D, 0,2 1
Cc, E, Kell, Dufty

B03.052.001 KommnekcHoe ynbTpa3ByKkoBOE 1 1
HCCIIeI0BaHNE BHYTPEHHUX OPTaHOB

A06.11.001 Penrrenorpadus cpeocTeHust 1 1

A06.09.007 Penrrenorpadus Jierkux 1 1

A05.10.006 Perucrpanus 3neKTpoxapAHOrpaMMbl 1 1

A05.23.001 OnextposHuedanorpadus 1 1
KomnproTepHast ToMOrpagus roJoBbI C

A06.23.004 KOHTPaCTUPOBAHUEM CTPYKTYP TOJIIOBHOTO 1 1
MO3ra

A06.09.005 KOMHL}?TepHas[ ToMorpaus OpraHoB 01 1
IPYAHOM NOJNOCTH

B01.003.004 AHecTe3nonornyeckoe nocobue (BKIodast 1 1
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PaHHEC NTOCIICONCPAlMOHHOC BCACHUC

Al11.23.001 CHMHHOMO3T0Bast MyHKIIMS 1 1
A11.23.002 Beenenue JICKaPCTBEHHBIX NPETIapaToB B 1 1
CITMHHOM O3rOBOM KaHaJI
A11.05.002 [Tonmy4eHre IUTOIOrMYECKOr0 penapaTa 1 1
KOCTHOT'O MO3Ta IyTEM ITyHKI[HH
2. Ilepeuenr  MeguuuHckux ycayr (MVY) cormacHo «Homenkiatype  yciayr B

3/IpaBOOXpAaHEHUN» Il KOHTPOJIS JIEUEHUsI [Ipe/ICTaBJIeH B Tabuuie 2:

VYcenosus okazanus MY: cramoHapHbIe

OyHKIIMOHATBHOE Ha3HaueHue MY ieueHue 3a0oeBaHui

Tab6numa 2. Jlnarnoctuaeckue MY i1 KOHTPOJISI JICUCHHS.

Kon HaumeHoBaHnue Yacrora Kpatnocth
MeIUIUHCKOM YCJIYyTH NpeaoCcTaABJICHNSA BBINIOJTHCHU A
E>xeIHEBHBIN OCMOTP BpauoOM-IETCKUM

BO1.009.003 OHKOJIOT'OM C HaOMIOAEHUEM M yXOJOM 1 40
CPEeIHEero U MIIaJIero MEeAUIUHCKOTO
HIepCOHAaJa B OTIENCHUH CTAIIMOHAPa

BO1.003.003 Cyro4Hoe HaOII0IeHHE BPauoM- 0,05 10
aHECTEe3MO0JI0rOM-PEaHHMAaTONIOr OM

B01.023.002 [Ipuem (ocmotp, KOchynLTaum) Bpaua- 0.1 4
HEBPOJIOra MOBTOPHBIH

B01.029.002 [Ipuem (ocmotp, KOHC}’JIB"EaLlI/I}I) Bpaua- 0.1 4
o(hTanbMoIIora MOBTOPHBIN
OcMOTp (KOHCYITBTAIHS) BPauOM-

B01.003.002 aHeCTe3MO0JI0r OM-PEaHHMATOJIOTOM 1 5
TIOBTOPHBIN

B03.016.003 OO6muit (KHI/IUHquCKHH) aHaJIN3 KPOBU 1 30
pa3BepHYTHIH

B03.016.004 AHanu3 KpoBH 6Hox1/11\f1/1qe01<1/114 1 29
o0IIeTepaneBTHYEeCKIN

A09.05.045 HccnenoBanue ypoBHSI aMHIIa3bl B KPOBU 1 10

B03.005.006 Koarynorpamma (OpHeHTHPOBOYHOE 1 6
HCCIIeIOBaHHE CHCTEMBI TeMOCTa3a)

B03.016.006 Ananus Mo4u oOui 1 6

A09.28.017 Ormpenienenne KOHIIEHTPAIMU BOJOPOJHBIX 1 28
roHOoB (pH) Moun
Luronornyeckoe uccienoBaHue Ma3Kka

A08.05.001 KOCTHOT0 M03ra (mmojicyeT Gpopmybl 1 2
KOCTHOTO MO3Ta)

A09.23.001 HI/ITOHOI‘I/I‘IGCKO? HCCIIeI0BaHHE KIETOK 1 5
CIIMHHOM 03T OBOM JKUJIKOCTH

A09.23.002 OmnpeneneHne KPOBU B CIMHHOMO3TOBOM 1 5
KHIKOCTH

A09.23.003 HUccnenoBanne YPOBHS TIIOKO3bI B 1 5
CIIMHHOM 03T 0BOM JKHJIKOCTH

A09.23.004 HUccnenoBanne YpoBHS Oernka B 1 5
CIIUHHOM 03T 0BOM JKUJIKOCTH

B03.052.001 KommnekcHoe ynbTpa3ByKoBOE 1 2
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HCCIIEIOBAHNE BHYTPEHHUX OPraHOB

A06.11.001 Pentrenorpadus cpemocteHus 0,1 2

A05.10.006 Perucrpanust aneKTpokapIrorpaMMsl 1 2
KomrmbroTepHast ToMmorpagust TOJIOBbI €

A06.23.004 KOHTPACTUPOBAHUEM CTPYKTYP TOJIOBHOT'O 0,01 2
Mo3ra

A05.02.001.001 | DnekrpomMuorpadus UroapuaTas 0,1 2

A06.09.007 Pentrenorpadus nerkux 0,1 2

A06.09.005 KOMHL}?TepHaSI TOMOrpadusi OpraHoB 01 1
TPYIHON TOJOCTH

A11.12.001 Karerepusarius MOIKITIOYHYHON U IPYTHX 1 1
HEHTPAJILHBIX BEH

BO1.003.004 AHecTe3nonornieckoe nocodue (BKirovast 1 5
paHHee NocieonepanuoHHOe BEICHHE

Al11.23.001 CHnMHHOMO3TOBAast MyHKIIMS 1 5

A11.23.002 Beenenue JICKAPCTBEHHBIX NPEapaTos B 1 5
CIIMHHOMO3TOBOH KaHall

Al11.23.006 [Tony4yeHne TUKBOpa U3 JKEIYIOYKOB MO3Tra 0,01 5

A11.23.004 BBejieHre IeKapCTBEHHBIX MPENapaToB B 0,01 5
CTPYKTYpPbI TOJIOBHOTO MO3Ta

A11.05.002 [Tony4yeHne IUTONOrMYECKOr0 Npenapara 1 2
KOCTHOT'O MO3Ta IyTeM IYHKIHH

4.1.3. XapakTepUCTHKAa aJrOPUTMOB M OCOOEHHOCTEl NMPUMEHEHHs] MeIUIUHCKHX

yCJIyT NpHU JaHHOI MoJe/Iu NauueHTa

Z[I/IaFHOCTI/I‘{CCKI/Iﬁ nepuoa HE NOJIKCH 3aHUMAaThb boisee 2-x CYTOK.

B IEPBEIC ABA YaCa C MOMCHTA IMOCTYIIJICHUA 0OJBHOTO C IMOAO3pPCHUEM HA OJllI B OTACIICHHUC,

nepea coocTBeHHO auarHoctukoi OJIJI, momKHBI OBITH BBITIOJHEHBI CIICIYIOIIUE MEPOTIPUSITHS:

Pentrenorpadus rpyHOl KIETKH B IPSIMOU U MTPaBOil O0KOBOM MPOEKITUN

Ob6ecrieyeHne HaJEKHOTO BEHO3HOTO TOCTYIIA.

3a0op mnepudepuyeckoil KpOBH MJis TMPOBENEHUS KIMHUYECKOTOo aHamu3a MW s
oTpe/eNieHus] KIF0YeBbIX OMOXUMUYECKUX MTOKa3aTene

[Moaxmouenue nHdy3un U3 pacuéra 3 nutpa/m?, Tmoko3a: ¢us. pactBop — 1:1, 6e3 Kamus
(mo momy4yeHHs pe3ynbTaTOB U3 JKcIpecc-nadopaTopun) + coma 7,5% u3 pacuéra 30-60
MJI Ha JTUTP UHPY3HUH, U C TIOCTIEAYIOIIEH OIIEHKOW quype3a Kaxable 6 4acoB.

N3mepenue auypesa kaxasie 6 yacoB M KOHTpoJb pH moun.

B cnyuae Beipaxennoi anemuun (Hb<80 r/m; a B cmyyae Hamuuusi WHQOEKIUH, OJIBIIIKH,
Taxukap iy, runotonuu npu Hb<100 1/1m) — HemeaneHHas TpaHcy3us SpUTPOIIUTAPHON
MAacCCBhl.

[Ipn HanMuUM TEMOPpParuvyeckoro CHUHAPOMA, M TMPU HATUYHH TPOMOOIMTOTICHUH

<50x10%/n (yuuTbiBas HEOOGXOAMMOCTb MPOBEICHHS MEPBOH IOMOANBHON MYHKINH H,

26




KaK TpaBWJIO, KaTeTEpU3alUH LEHTPAIbHOW BEHBI YK€ B ONMKaWIINE CYTKH) —
TpaHc(y3us TpOMOOKOHLIEHTpaTa, IOJY4EHHOTO METOAOM LuTadepe3a OT OJHOIO

JOHOPA.

KoctHplii Mo3r acnupupyercss u3 3-x — 4-X aHaTOMHMYecKuX Touek. /[l myHKuui
WCTOJB3YIOTCS TIEpeHNE U 3aJHHE TPEOHH KPBUIBEB MOAB3IOIIHBIX KOocTei. CTepHambHAast ITyHKITHS
BCJICJICTBAE BBICOKOTO PHUCKA MOBPEXKICHUS OPraHOB TPYIHOM KIETKH, B YaCTHOCTH CepaLa C
nocnenyromeii ero tammnonanoi, 3AIIPEIIIEHA! Heo6xoaumo npurotoBisaTe He mMenee 7-10-Tu
Ma3KOB KOCTHOT'O MO3ra (M3 KakJI0il TOYKM) W HE MeHee 3 M3 HHUX OCTaBJIATh HEOKPAIIEHHBIMHU B
apxuBe.

B HekoTOphIX cily4asXx BCJEACTBHE BBIPAKEHHON OJACTHOM THUIEPIUIa3UH MOJy4YEeHUE
KOCTHOTO MO3ra 3aTpyAHEHO, JINOO O4YeHb OBICTpO 00pa3yroTcs crycTku. B Takux ciydasx
nenecooOpa3Ha IpeaABapuTeIbHAsi MPOMBIBKA MYHKIIMOHHOM WIJIbI PAcCTBOPOM AaHTHUKOATYISIHTA,

HarpuMmep, rermapuHa. HCO6XO)II/IMO CJICOUTH 3a TEM, 9TOOBI Ma3KU HE MOJIy4aJIiuCh U3 CI'yCTKOB.

[lepBas momOanbHas MyHKIUS Nepe] HaualoM HUTOPEYKTUBHOM (a3bl JOKHA TPOBOAUTHCS
TOJIBKO OTIBITHBIM JIOKTOPOM IO OOIIUM HApKO30M C IIeJIbI0 CHHMKEHUSI pUCKA TPaBMAaTUYHOCTHU U
MEXaHUYECKOTO 3aHoca OnacTHhIX KiIeTok nepudepuueckord kpoBu B [IHC. Ona, kak mpaBuiio,
SBJIIETCA HE TOJBKO TUArHOCTHYECKOM, HO M JIeYeOHOM, TaK KaK B MOJABISIONIEM OOJBIIMHCTBE
CllydaeB JMarHo3 JeWKeMUH ouyeBUJICH emé 1m0 e€ Hayayna. TodHas TUarHOCTHUKAa WHUIMATBHOTO
nopaxenuss [JHC Bo3MokHA TONBKO MyTeM MPUTOTOBJICHUS IMTOMIpENapara MepBUYHOIO JUKBOpA
Ha nuroneHtpudyre. Oceganue KIETOK JIMKBOPA HA CTEKJIO €CTECTBEHHBIM MyTEM TpeOyeT OoJbIie
BpEMEHHU, 4YTO HEu30eKHO MPUBOAUT K JepopManui KIETOK, MOSBICHUIO apTedakToB H
HEMpPaBWIbHON MHTepHpeTanuu JaHHBIX. HeoOXoAauM KOHTPOJb YPOBHS TPOMOOLIMTOB H, IMPHU
HEO0OXOIMMOCTH, a/IeKBaTHOE 3aMelleHHne TPOMOOKOHIEHTpAaTOM (YPOBEHb TPOMOOIIUTOB JOJIKEH
ob1Th He MeHee 50 000/Mki1). MIHUIMATbHBIN YPOBEHB JIEUKOLIMTO3a MPU STOM HE UMEET HHKAKOTO
3HAYEHUS U HE ABISETCS MPOTUBOMOKA3aHUEM I IPOBEICHUS JTFOMOATBEHOM MyHKITHH.

[IpodunakTuka XMMHUYECKOTO apaxHOUIUTA, MPOSBISIONIETOCS B BHJE TaK Ha3bIBAEMOTO
MYHKIIMIOHHOTO CUHApOMa (CHHApPOMa pa3apaKeHUss KOHCKOTO XBOCTa) C HapylIeHHEM
YyBCTBUTEIBHOCTH, MOSIBIIEHUEM IAPECTE3Uil, HApYIIEHUEM JIMKBOPOJUHAMUKU B HUKHEM OT/AEINE
CIIMHHOTO MO3ra (CyxHe MyHKIMH 3a CU€T CKIEPO3MpPOBAHUS), UHOT/A M B BHJE IBUTATEIBHBIX

HapyLEHUH J0JDKHA IPOBOAUTHCS CIEAYIOIIMM 00pa3oM:
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— B 1 Mz pactBOpa, NpeHa3HAYEHHOIO Ul BBEICHUS B CHMHHOMO3IOBOM KaHal, JOJDKHO
ObITh HE Oomnee 2,5 mr merorpekcara. Takum oOpa3om, oOmmii 00beM pacTBopa Tpex
MpernaparoB Ui BBEACHUS B CHMHHOMO3IOBOM KaHau jjsi peO&HKa crapiie 3-X JIeT He
MOJKeT ObITh MeHbIIe 7,5 Mit. [Ipu 3TOM KpaifHe *KenaTeabHO UCHOJIb30BaTh YXKE TOTOBBIC
¢bapmakosiorndeckne (HOpMel, MpeaHA3HAUYCHHBIE CIEIUATBHO Ui SHI0JIIOMOATBHBIX
BBEJCHUI.

— Ilocne nyHKIMM TMalUMEHT JAOJKEH HaxXOoOUThcs Ha (YHKIMOHAJIBHOM KpOBaTH B
nosioxkeHnn TpenaeneHOypra (C OMYIIEHHBIM TOJOBHBIM KOHIIOM) IOJ YIJIOM 45° me
MEHee JIByX 4acoB. 3aT€M MOYKHO IE€pPEBECTH NAI[MEHTa B TOPU30HTAIbHOE MOJIOKEHUE

(HO 6€3 moymiku!), B KOTOpoM OOJIbHOM J10JKEH HAXOIUTHCS ellle 0K0JIO 4-6 4acoB.

JlnarHo3 omyxoJIeBOM MacChl B MEpPETHEM CPEAOCTCHHH CTABUTCS IO MPSIMOMY U NMPABOMY
OOKOBOMY PEHTT€HOBCKMM CHHMKaM TpyAHOU KJIeTKH. B ciyuyae ee BbIsBIEHUS MOKa3aHO TaKke
MPOBEACHUE KOMITHIOTEPHOW TOMOTpauu OPraHoB TpyaHOM mojoct. [IpsMoit u mpaBeiii O0KOBOM
PEHTT€HOBCKHME CHUMKHU TPYAHON KJIETKH JOJDKHBI OBITh CHIENaHbl OJHOBPEMEHHO W JI0 Hayaia
UUTOPEAYKTUBHONH ¢a3pl. B cinyyae MHMIMANBHOTO MOpPaXEHHUsI MEPEIHEro CPeIOCTEHUS
pentrenorpaduss u KT momkHbl OBITH MOBTOPEHBI MO OKOHYAHWM MHAYKIUHM JUIsl KOHCTaTal[MH

PEMHUCCHUH WX ONIPEACICHUA OCTaTOYHOTI'O o0BeMa OITYXOJIN.

Z[I/Ial"HO?) HHUIUAJIBHOI'0 IMOPAXCHHUA SANYCK YCTAaHABJIMBACTCA Ha OCHOBAHHUH KIIMHHUYCCKHUX
JaHHBIX H V3. buoncus smuka IIpyu IMOJO3PCHUN HAa HMHHUIOHAJIBHOC ITOPa)XKCHUC HE IIOKa3aHa.
O,Z[HOCTOpOHHH?I HJIM ABYXCTOPOHHAA OPXUIKTOMUS HC MMPEAYCMOTPCHA. MuunumansHoe IMOPAKCHHEC
SAUYCK HE BJIMACT HaA CTpaTI/I(bI/IKaI_II/IIO, TCpaliyss IMPOBOAUTCA COIJIACHO COOTBGTCTBYIOHlefI

TepaHeBTI/I‘IeCKOﬁ rpymre.

Onenka 3()(heKTUBHOCTH Teparuy NpoBoAUTCs Ha 8, 15 JAeHb U 1o OKOHYaHUU MHAyKuuu. Ha
8 JleHb OIIGHHMBAeTCsI KOJMYECTBO OJACTHBIX KIETOK B MepUPEepHuecKoil KpoBH MocCie
LHUTOPEIYKTUBHOM npodas3bel. Ha 15 neHp — koin4ecTBO OJACTHBIX KIETOK B KOCTHOM Mo3re. Ilo
OKOHYAaHUU MHAYKIIMOHHON TEpanuy OLEHUBAETCS TOCTUKEHUE PEMUCCHH — KOJIMYECTBO OJIACTHBIX
KJIETOK B KOCTHOM MO3T€, HAJIMYKE/COXpaHeHHE IKCTpaMeNy/UIIpHBIX o4aroB. JIMKBOp oneHuBaeTcs

KaX/Iblif pa3 Mpu MpOBeJCHNUH JTIOMOAIbHON MYHKITUH.
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4.1.4. TpeOoBaHMs K JIeKAPCTBEHHOH MOMOIIM CTAIIHOHAPHOM

TpeboBanusi K JEKapCTBEHHON IMOMOIIM CTAMOHAPHON TMPEJICTABICHBI B 3allOJHEHHOU

¢dopme, nokazanHoi Ha Pucynke 4.1.

OpueHTHPOBO | IKBUBAJIEHTH
dapmako-
ATX noxa- HenatenToBaHHOe Yacrtora YHas JHEBHAsA | afg KypcoBasi
TepaneBTHYECKAsI
rpynmna HANMMeHOBaHHe Ha3HAYeHHUsI no3a A03a
rpynmna
oan) (3KI)
[IporuBooMyXO0NEBHIE, IMMYHO/ICIIPECCUBHBIE U COITYTCTBYIOIIUE 1
Cpe/cTBa
[IpoTuBOOMYXONIEBBIE pENapaThl U 1
UMMYHOMOTYJISITOPBI
Bunkpuctun 1 1,5 mr 7,5 mMr
JayHopyOounux 1 45 mr 120 mr
AcnaparvHasza 0,4 10000 EJ] 80000 E]T,
ITsracmaprasa 0,6 1000 E, 1000 E,
NmaTuau6 0,02 300 mr 7500 mr
I'opMmoHanbHbIE penaparTsl A 1
CHCTEMHOT'0 HCIOJIb30BAHUSI
Ipenau3onon 0,4 60 mr 1680 mr
JlexcameTa3oH 0,6 6 Mr 168 mr
AHaJbreTuKy, HeCTEPOUIHbIE IPOTUBOBOCIIANIUTEIIBHbIE TPeapaTsl, 1
CpencTBa IS JICUeHHS] peBMAaTHUECKUX 3a00JIeBaHHI U IOAATPhI
[Ipenapater 1y nedeHUs 1
3a00J1eBaHMI KOCTHO-MBIILIEYHOMH
CHCTEMBI
| Annonypunon 1 300 mr 3000 mr
CpencrtBa, npUMeHsAeMBbIe Ul TPO(OUIAKTUKH U JICUCHUS 1
nHpeKuii
[IpoTBOMUKPOOHBIE TIpEnapaThl IS 1
CHCTEMHOT'O HCIIOIb30BAHHS
Ko-tpumokcazon 1 960 mr 24000 mr
(Cynbdamerokcazon +
TpumeTonpum)
PacTBOpEI, 2JIEKTPONHTHI, CPeNCTBA KOPPEKLMH KHCIOTHOTO 1
paBHOBECHsI, CPEACTBA IIUTAHHS
[Tnasmo3ameraromye u 1
rrep(y3nOHHBIE PaCTBOPEI
Harpus xnopun 1 27000 mr 600000 mr
Hatpus runpokapbonar 1 14500 mr 100000 mr
OpUTPOB3BECE 0,9 250 wit 1500 M
(unpTpoBaHHAS
Tp0M60K0£{ueHTpaT 0.8 6 103 36 103
atepesHbIii
Caexe3aMopoKeHHAst 0.4 250 it 1000 it
a3zma

Pucynok 4.1. IlpuBenennsie B hopMe 10361 MpenapaToB SBIA0TCS yepennenHor Bennanaor. OJ111 n DK/l paccuurans
JUISL «CTAHJAPTHOrOY» MAIMEHTA C IUIOMIAIbI0 OBEPXHOCTH Tema 1 M” MpH MCIOTb30BaHIH Hanboee
pactipocTpaneHHbIX B Poccnn mporokonos rpynn BFM wmn Mocksa-bepna.
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4.1.5 XapakTepUCTHKH AJITOPUTMOB U 0COOEHHOCTE! NPUMEHEHUS MeIUKAMEHTOB

Jleuenne octporo JUM(pOOIACTHOTO JIeHKO3a OCYIIECTBIISACTCS NMPH MOMOIIM KOMOHWHAIHA
[UTOCTATUYCCKUX TPENapaToB, BBOJUMBIX P/O, B/B U MHTPATEKAIBLHO MPU CTPOTOM COOIIOJACHUU
JI03bl, IJIUTEILHOCTH U BPEMEHU BBEJICHUS COTJIACHO BHIOPAHHOMY TEPANeBTUYECKOMY MPOTOKOIY
(YpoBeHB YOCIUTEIIBHOCTH J0Ka3aTelibeTBa A). Tepanust T0obKHA OBITh HaYaTa KaK MOXHO PaHBIIIE,
OJIHAKO JUISl Hadalla Teparuu HeOOXO0IMMO OBITh TIOJTHOCTHIO YBEPEHHBIM B JIMArHO3E M YCTAaHOBUTH
obbem mopaxeHus. Jns mnpoBeneHus SPPEKTHUBHOTO JICUECHUS HEOOXOauMa aJieKBaTHAas
COTIPOBOIUTENIHHAS M 3aMECTUTEIbHAS Teparusl.

B Poccuu mnpoBoauTcs nedenue no mpotokosiaMm rpymnmel BFM (ALL-BFM-95 wmu ALL-
BFM-2000) wnmu rpynnel MockBa-bepnun (ALL-MB-2002 unu ALL-MB-2008). IlpoTtokosst
WHIYKIIUA PEMHUCCUHU, KaK MPaBUIIO, COBMAJAIOT JJIA BCEX TPYII pUCKA B TIpeJesiaX BBIOpAHHOU
TepaneBTHUECKON mporpaMmbl. J{03a, CpOKH M JUIUTETLHOCTh BBEJCHUS XUMUOIPENApaTOB TOHKHBI
OBITH B CTPOTOM COOTBETCTBUU C BHIOPAHHBIM TEPANIEBTUYECKUM ITPOTOKOJIOM. 3aMeHa MpernapaTos,
MPOMYCKH BBEJICHUS, U3MEHEHUE JI03bl, JTTUTEILHOCTH WM OUYEPETHOCTH BBEICHUSI MPETapaToB HE
JIOTTYCKaIOTCSI.

Havano tepanuu — 3T0 Kypc MHIYKIIMM PEMHUCCHUH, COCTOALIEH M3 0a30BbIX Mpenaparos,
sddektuBHbIX B OTHOIIEeHMH OJUJI (TIIOKOKOPTUKOCTEPOUIbl, BUHKPUCTHH, AHTPALUKIUHBL,
acrmaparvHasa), BBOJUMbBIX B TeueHHe 4-6 Henelb (YpoBeHb YOeIUTEIIbHOCTH JI0Ka3aTeabcTBa A-B).

B mporokonax cepun BFM wunaykums pemuccuu cocTouT u3 4 Heaedb Tepamnuu
MPEIHU30JI0HOM, 4-X BBEICHUN BUHKPHUCTHHA, 8 BBEICHHMH acmaparvHa3dbl U 4-X BBEJACHUU
nayHopyounmnaa B o3¢ 30 mr/M°. B npotokosiax MockBa-bepiun B kauecTtBe 06a30BOro crepomia
UCIIOJIb3YeTCS JIEKCAMETa30H, TakKe MPeIyCMOTPEHbl 5 BBEACHWI BHHKPHUCTHHA, 2 BBEACHUSA
nayHopyOulnHa B f03€e 45 MF/MZ, onHo BBeaeHue [191'-acnaparunassl B 103e 1000 Mr/M>.

[IpuHIMIBI TpOBEACHUS WHAYKIMOHHON Tepamuu OJMHAKOBBI IJII BCEX TEPaeBTHUUYECKUX
MIPOTOKOJIOB.

Hannuune neHTpanbHOro BEHO3HOTO KaTeTepa, 00eCcIeynBaroIero BO3MOKHOCTh MOHUTOPHHTA
IB/I, gacTeix 3a00pOB KPOBH U BBICOKYIO CKOPOCTh BBEACHHUS KHUAKOCTEH SIBISETCS aOCOIIOTHO
HE0OXOIMMBIM Ha Ha4aJbHBIX 3TaNax TEParuu.

[Tpu Hamu4uu OOJIBIION MAacChl TEHKEMUYECKUX KIIETOK W/WIIA BBHIPAKEHHOW OpraHOMETaluu
nepBasi J103a TIIFOKOKOPTUKOCTEPOUJIOB Ui MPOPHIAKTUKH CHHAPOMA OCTPOTO JIM3HMCA OIMyXOJ!
(COJT) momKHa COCTaBISTH /19 — /g OT CYyTOYHOM A03bl. B nanpHelineM, HCX0As U3 KIMHUYECKOTO
oTBeTa  (pPEeNyKIMs  KOJWYECTBA  JIEHKEeMHUYECKHMX  KIETOK/yMEHBIIEHHE  OpPraHOMETaJNH),

1a0opaTOPHBIX MapamMeTpoB (MOYEBasi KUCIIOTA, KPEaTMHWH, MOYEBUHA, AIIEKTPOJIUTHI, (ocdar) u
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IMype3a, OOBIYHO TIOJNHAs TEpareBTHUECKass 033 TIIIOKOKOPTUKOCTEPOUIOB JOCTHTaeTCs He
mo3/Hee 5-ro AHA OT Hayaja Tepanuu. lIpum 3ToM ecnm Ha mpeaBapuTeNbHOW (haze y marueHTa
IIPOJIOJDKAETCST  YBEJIIMUEHHE JIEHKOLMTO3a, a MOYEBMHA M KPEATHHUH, COOTBETCTBEHHO, HE
MPOSIBISIIOT TEHASHIIMM K POCTY, TO TIOJHYIO TEPaleBTHYECKYIO 03y HEoO0XOIuMO HaOupartb
ObIcTpee yxke K 3-My JIHIO (00s3aTeleH KOHTPOJIb MOYEBHHBI M KpEaTWHWHA KaXple 12 4acoB u
Jype3a — KaxK/ple 6 4acoB).

Ecnu e npoucxoaut OypHbIN pacmaj] OMyXoJiyd, TO CKOPOCTh Hab0opa J03bI TNIFOKOKOPTUKOUIA
JOJKHA OBITh pe3Ko 3aMmejyieHa. B cimyuyae OplcTporo HapacTaHus KpeaTMHHMHA, PE3KOTO MaJeHUS
JEHKOIIMTO3a B COUYETAaHUHM C MYTHOI MOYOM, OJJHO U 0oJiee BBEJEHUI TOPMOHOB MOTYT U JIOJIKHBI
ObITh TponyiieHsl. [loaTomy, KymymnsTHBHas J03a TDIIIOKOKOPTUKOCTEPOUAA K CEIbMOMY JIHIO
MIPOBEJICHUS] IUTOPEYKTUBHON TpeaBapuTeIbHON (a3bl, 0OBIYHO yKa3biBaeMas B ipoTokoje BFM
ni MB, BepHa Tosbko B cinydae orcyrctus COJL.

Opnako, BO wu30€KaHUWE OCIOKHEHMH B KaXJOM cilydyae, HEOOXOAMMO IPOBOJIUTH
THIATENbHBIM KOHTPOJIb OOIIEr0 COCTOSHUS MallMeHTa, AUHAMUKH YPOBHSI JIEWKOLIMTOB, AMYpe3a
KaKple 6 4., MOYEBUHBI, KDEATMHUHA U DJIEKTPOJIMTOB — Kakple 12 4. Ha oCHOBaHMHM 3THX JaHHBIX
HE00X0AUMO MTPOBOUTH KOPPEKLIUIO TEPANUHU MPEIBAPUTENBHON (Pa3bl.

Cunnpom octporo nusuca onyxosnu (COJI) — 310 KOMITIIEKC METabOJIMUYECKUX PacCTPOMCTB B
pe3yibTaTe MAacCUBHOIO paclaja OIyXOJIeBbIX KIETOK M BBICBOOOXKICHMS B IUIasMy U
nepudepuyeckue TKaHM BHYTPUKIETOYHOIO COJEp)KMMOro M MerabosmtoB. B ocHoBe
navodusnosiorun U kiaMHu4Yeckoi kaptuHbsl COJI nexar HapymeHus MeTa0oJM3Ma M 3KCKPELUU
Kanus, Kaublus, ¢ocdatoB u MoueBor kucioThl. Hanbosee wacto COJI pasBuBaercs B TeueHHUE
nepBbIx 4-x nHel nocne Havyana IIXT, ogHako, onucansl ciaydaud M 0oJiee MO3JHEro, A0 CEIbMOIo
nHs, nedrora curapoma. Crenens pucka pazsutus COJI 3aBUCUT OT HHUIMANBHOM MacChl OIYXOJIH,
COCTOSIHMSI TAlMeHTa Ha MOMEHT Hayaja XHMHUOTEpalud W HHIUBUIYAIbHBIX OCOOCHHOCTEH
MeTaboau3ma.

[Ipu paspylieHuM OIyXOJIeBBIX KJIETOK 00pa3yloTcsi CIEIYyIOLIMe OCHOBHBIE CYOCTaHIINH,
KOTOpBIE BBIBOJATCS MCKIIOUMTENBHO IOYKAMM: MPOAYKTBI pacmaja IypuHa — KCaHTHH,
TUIIOKCAaHTUH M MO4YeBas KHcCJoTa; Kanui u ¢ocdat. [Ipu nmpesbllieHnd Mopora pacTBOPUMOCTH
KCaHTUH, TMIIOKCAHTHH M MOYE€Bas KUCJIOTAa MOTYT KPUCTAIIIM30BAThCS B MOUYEYHBIX KAaHAJIbLAX U
cobupaTenpHbIX TpyOoukax. docdaT, coemuHssICh C KaiblMeM, oOpasyeT Qocdar Kaiblus U
BBINIAJAET KAK B MOYEUHBIX KaHAIbLAX, TAK U B KOHIIEBBIX KalWIIAPaxX TKAHEH, CIEICTBUEM YETO

SABJIAIOTCA I'MIIOKaJIbIIUCMUS, OJIUT o/ aHypUs U TKaHCBBIC HCKPO3bI.
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I'unepkanuemus sBisgeTcs HanOoJiee ONACHBIM OCJIOKHEHMEM CHHJIPOMa OCTPOTO JIM3HCa
omyxonu. lumepkaiveMuss (ypOBEHb CBHIBOPOTOYHOTO Kaiwsi >6 MMOJIB/JI)  BBI3BIBACT
HEHPOMBIILIEYHbIE HAPYIIEHUs] U ONacHa PAa3BUTHUEM HAPYIIEHUH CEpACYHOTO PUTMA, BIUIOTH 0
acucrosmu. Eciu mociie nmpoBefeHns npoQuIakTHIeCKUX/TeparneBTHIECKUX MEPOTIPUSTHIA YPOBEHb
KaJusl MOBBIIIAETCS WM NpPU NPEALIECTBYIOLIEH THIEPKAINEMUN HE MPOUCXOIUT €ro ObICTPOro
CHIDKEHHUSI, TO YIPO’KAIOLIEE COCTOSIHME MOKET Pa3BUTHCS B TEUEHUE HECKOJBKUX ONMKalIImx
4acoB.

l'unpedocdaremus onpenensercs kak ypoBeHb ¢ocdopa B KpoBH >2.1 MMob/I y aeTe U
>1.45 MmMonb/1 — y B3poCbIX. Pe3ynbTaToM sIBIIIETCS MOBBIIEHHOE CBS3bIBaHUE (pocdaTramu HOHOB
KaJblUsl C Pa3BUTHEM THIOKAJIbLIUEMUH, MposBistoueiics teranued. Kpome 3Toro, Kpucramisl
docdara KampLKsg MOTYT OTKJIAAbIBaThCS B COOUpPATENbHOW CHUCTEME IOYEK C pa3BUTHEM
0OCTPYKTUBHOM ypOIlaTUU U MapEeHXUMAaTO3HBIX OpPTraHax.

K Baxueiimmum wmepam npodunaktuku COJI  oTHocsTCS ajnekBaTHas TUApaTaius,
3alleayuBaHue MOYH, MPEAyNpexJAeHUEe U KOPPEeKIUs TUIEepYypUKEeMHH, a Takxke Oopbba c

OJICKTPOJMUTHBIMU HAPYUICHUSMM:

[UEcnm mepenm HadajgoM IUTOPEAYKTUBHOM Tepanmuu HAOIIOMAETCS TIOBBIIMICHHE YPOBHS
MOYEBON KHUCIIOTHI W/WIH Kaiausi, u/umu (ocharoB, /MM KpeaTUHHHA, TO MEPOTPHUITHUS
[0 HOpMajM3alMy JTUX TOKa3aTeleld JOJDKHBI ObITh MPOBEACHBI O Hayaia
UUTOPEAYKTUBHON Tepanuu. OJHAKO HAyalo 3TOW Teparuu HE JIOJDKHO OTKIIAJbIBAThCS

OoJiee yeM Ha 24 daca.

UWHby3nOHHAs Tepanus B PeKUME THIIEPrupaTaii 1 GOPCHPOBAHHOTO JIUYpe3a, KOTOPBIH
MO3BOJISICT  OOECIIEYUTh TIOBBIIMICHHBI TOYCYHBI KPOBOTOK M CHH3HTh PHCK
KPUCTaLI000pa30BaHMsI B PE3yJbTaTe CHMIKCHHS KOHIICHTPALMU ypaToB U QocdaToB B
Moue. CtangapTHOU Harpy3koil siBisiercs 3000 MJ'I/MZ, a'y nereii Becom menee 10 kr — 200
MJI/KT KMJIKOCTH B CYTKU. ba3ucHbIN pacTBop At HHGY3UU COCTOUT U3 5% TIIOKO3bI U
0,9% NaCl B coorHomrenuu 1:1. WuunuanpHas uHby3us — O6e3 kamus. OmHako B
JanbHEUIeM JOJDKHA MPOBOAMTHCS KOPPEKIUS DIIEKTPOJIUTOB B COOTBETCTBHUH C
JTAHHBIMH OMOXHMHUYCCKHX aHAIIM30B.

UI'maBHBIM MEPONPUATHEM SIBISIETCS MHHUIIMUPOBAHHUE M TOJAJEPKAHUE BBHICOKOTO JUype3a —
100-250 ma/m*/aac. Ecimu 9TOro ymaercs H0OHTHCA, TO MeTabOTHYECKHE HAPYIICHHS
ObIBatOT penko. Ilpu HemoCTaTOYHOM MOUEBBIBEACHHWH — Ja3ukc 1-10 Mr/kr B CyTKu

BHYTPUBEHHO WM HH(]Y3HeHd, NpU COMYTCTBYIOIIEH THUIONPOTEMHEMHUH, Jaxe
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YMEPEHHOH, — anbOyMUH, NMPH HEOOXOJUMOCTH — JonamMuH 3-5 MKr/kr/muH. Ecim
aJIeKBaTHOTO JWype3a, HECMOTpS Ha JOCTAaTOYHBIM O0BEM HH(DY3UH, TpUMEHEHHE
Pa3IMYHBIX MOYETOHHBIX CPEACTB JOOUTHCS HE yAAETCs, TO IOJKHBI OBITH CBOEBPEMEHHO
ClIeJIaHbl BCE HEOOXOIMMBIE MTPUTOTOBIICHUS K TeMoauanun3y. [IpuuuHoi oauro/anypun B
ATOM Cllydae SIBISETCA DPACHPOCTPAHEHHOE OIYXOJIEBOE TIOPAaXEHHWE T0YEeK W/WiH
OOCTPYKIIHS OIMyXOJIbI0 (JTUMGPOMOI) HHUCXOAAIMX MOYCBBIX ITyTeH, JIMOO pa3BUTHE
TSOKENON ypaTHOM WM KanbliMeBO-(ochaTHON HedpomaTuu, MO0 KOMOMHAIMS 3THUX
M1aTOJIOTMYECKUX COCTOSHHM.

[JBcem manueHTam B IepBble JHU Tepanuu (5-8 aHel) noka3aHO Ha3HauUEHUE aJJIONypUHOIIA B
noze 10 mr/kr B cytku B 2-3 mpuema (max — 500 mr/cyTku). AJUIOMYpHUHOI TOPMO3UT
pacmaj KCaHTMHAa M THUIIOKCAaHTHMHA J0 MOYEBOM KHCIOTHI IyTEM WHTHOUPOBAHUS

KCaHTUHOKCHIAa3bl, CHHXKast 06p330BaHI/Ie YpaTOB B CBIBOPOTKEC KPOBH.

[JYuuTeiBas 0oJjiee HU3KYIO paCTBOPUMOCTh MOYEBOM KHCIOTHI B KHCIIOHN cpesie, He00X0AUMO
obecreunTh Mo Iep)kanne HeuTpabHOTo Wim ciabdormienoyHoro pH moun: NaHCO3; 60
MMoJb Ha JUTp uHby3uu (60 mu 7,5% pactBopa conbl, 1u6o 100-120 mu 4% pactBopa
cojpl) M100aBUTH K MocTossHHON nH(Y3uu (wim 100-200 MMOJ‘IB/MZ/CyTKI/I napauieIbHON
nndyswuei). Perynmuposanue Heodbxomaumoro oo6béma NaHCO3 cootBercTBeHHO pH MOUm.
Ho menounast cpena, HampoTuB, ONAaronmpusTCTBYET BBINAJACHUIO B ocalok docdara
kanpius. Kpome toro, mpu pH>7,5 MOXKeT KpUCTAIIIU30BAaThCA THIIOKCAHTHH.
CnenoBarenbHO, Tepe3alllelayuBaHUE MOYM TOXKE MOXKET OJIaronpusiTCTBOBATH
BBIMAJACHUIO TMPOJYKTOB KJIETOYHOro pacmnana. 3HadeHune pH moum 6,0-6,5 sBisercs
uneansubiM! [Ipu 3TOM coxpaHsieTcst J0CTaTOYHAs PACTBOPUMOCTH AJIi MOUYE€BOM KHUCIOTHI
M KCaHTMHA M OTCYICTBYET OINAcCHOCTb 0Opa3oBaHus (pochopHO-KaIbIIMEBBIX

KOHKPECMCHTOB.

Beem mamuentam ¢ OJUJI, momywaromum IIXT noxasana yHuBepcasibHas MpoduiIakTHKa
MTHEBMOLIMCTHOM MHEBMOHMHU TPUMETONPUM/CYIIb(POMETOKCA30JI0M Ha MPOTSKEHUH BCEro Iepuoja
neuenust: Ko-tpumoxcason (Cynbsdpamerokcazon + Tpumeronpum) 3 pasa B HEJIENO B OJIUH PUEM B
7103€ 5 MI/KT 10 TpuMeTonpumMy min 20 MI/KT 10 cylb(haMeTOKCa30JIy per os.

[Ipu pa3BUTUM NMPU3HAKOB TSHKEION BUHKPUCTUHOBOW TOKCHYHOCTH (CEphe3HbIE HApyIIECHHS
CTyJa, Iape3 KUILIEYHUKA, PA3BUTHUE TSHKEIOW IOJMHEUPONAaTUH C OTPAHMYECHHMEM [BUrATEIbHOU

AaKTUBHOCTH WJIM IIPH Pa3BUTUU CUHJApPOMa HeanekBaTHOM cekpeunu AJIl') cienyromiee BBeneHue
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BUHKPUCTHHA MOXET OBITh OTMEHEHO (BO3MOXHO CHHXEHUE JI03bI Ha 1/3). [Ipumenenue
UTpPaKoOHa30Jla WJIM BOPUKOHA30J7a (BU(EHa) BCIECACTBHE PUCKA PE3KOTO YCHJICHHS TOKCHYHOCTHU

BHUHKpPUCTHUHA B NICPHUOAC MHAYKIIHUU IMTPOTUBOIIOKA3aHO.

B mobom mporokosie neuenus OJIJI omHMM W3 BaKHEHIIMX KOMIIOHCHTOB SIBJISICTCS
WHTpaTeKalibHast Tepanus. [IpHHIWIBI TPOBEACHHS JIOMOATBHBIX ITYHKIIMA C BBEICHUEM

MpernapaToB B CIIMHHOMO3TOBOM KaHaJl U3J10%eHbI B MyHKTe 4.1.3.

Oco0yro TepamneBTHYECKYIO TPYIy cocTaBisioT nanuentsl ¢ Ph+-OJIJT (¢ namuunem t(9;22)
win BCR/ABL), TpaMIIMOHHO OTJIMYAIOIIUECS TNIOXUM MTPOTHO30M, CBSI3aHHBIM C TIOXUM OTBETOM
Ha MHAYKIMOHHYIO TEpanui0 M BHICOKOM 4YacTOTOM pEeHUAMBOB. YUWUTHIBas HMEIOIIMECS Ha
CETOJHSIIHUMN JIeHb JaHHBIE TPOBEICHHBIX MEXTyHAPOAHBIX UCCIIEIOBAaHUMN, TOBOPSAIINE O BEICOKON
3¢ (GEeKTUBHOCTU HCTIONIB30BAHUS Y TAKUX MallMEHTOB MHTUOUTOPOB THPO3WHKHUHA3 MapauIeIbHO CO
craggaptor [IXT, B aToil rpymme OONbHBIX C 15 MHA MHAYKIMOHHOW Tepamuu J00aBISICTCS

eXeTHEeBHBIN nMpueM nMatuanba B 103¢ 300 Mr/m? (ypoBeHb yOemuTenpHOCTH JoKa3arenabcTBa B-C).

Tpancdy3nonHas Tepamnusi:

[/Bo Bcex cityyasix, MCKJItOYasi THEBMOHMIO U JIbIXaTEIbHYI HEJOCTaTOYHOCTb, IIEpEeJIiBaHUE
SPUTPOMACCHI JOJIKHO MPOU3BOAUTHCS IMPHU COAEPKAHUM TreMorioouHa Hwke 70 r/a u
remarokpute mMeHee 0,3 WiaM NpU HAIMYMM KIMHUYECKUX CHMIITOMOB aHEMHYECKOI'O
CHHJIpOMa (COHJIMBOCTb, TaXUKapIus, oAbllika). Jlo3a mepesnBaeMON 3pUTPOMACCHl —
10 ma/kr. Ilpu pa3BuTMM HHGEKIUH 3pUTpOMacca MEpeIuBaeTCs IMPU CHUKEHUH
remorno6ouna Hwke 100 /1.

[Tpancdy3uss TpOMOOLMTOB MpU OTCYTCTBHM OCJIOXHEHUH IMPOrpaMMHOIO JICUCHHMS
NPOBOJUTCA TPU CHWKEHWH YpOBHS TpomOormuToB Hmke 15000 — 20 000/mm’,
KonnuectBo nepenrBaeMbIx TpOMOOIIUTOB cocTasisieT 1 po3a Ha 10 kr Beca (4-6 103 Ha
1,5 M° TIOmAaM TOBEPXHOCTH Tenma), MPH JTOM B 1 03¢ TPOMOOMACCH JOIDKHO
COAEPKATHCSA 0,5-0,7x10™ TpoMOouuToB. [Ipy  HEOOXOOUMOCTH  BBINOJHEHUS
MHBA3MBHBIX MaHMIYJSAIMA TpoMOoMmacca MepeiauBaeTcss B Cilydae, €cid TPOMOOLUTOB
menee 40 000-50 000 Teic/mMKI1. B HacTosiiee BpeMs MpaBUIIOM SIBIISIETCS MCIOJIB30BaHNE
TPOMOOIMTOB, MMOJYYEHHBIX OT OJTHOTO JOHOpa IMyTEM cenapaluu KpoBU Ha CHEIMaTbHbBIX

npubopax  cemaparopax  (I'emonerukc,  @pesenuyc).  Mcmonb3oBanue Ui
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OHKOT'€MAaTOJIOTHYECKUX  OOJBHBIX  TPOMOOIIMTOB, TOJYYEHHBIX MYTEM  CTaporo
wa3madepesa Ha MEIIKaX U OT MHOTHX JIOHOPOB SIBJISIETCSI aOCOIIOTHO HEJOMYCTUMBIM,
Tak 3(P(PEKTUBHOCTh TakoW TpaHc(hy3uu TPOMOOLUTOB UYPE3BBIYAWHO Majla, a PHUCK

OCIIOKHCHUM PE3KO BO3paCTACT.

4.1.6 TpeOGoBaHUS K pe;KUMY TPY/Ja, OTABIXA, JIeYeHHs WU PeaduIuTAIMI

Nunykuus pemuccun y nanueHToB ¢ OJIJI nomkHa IpoBOAUTHCS B CTAIIMOHAPHBIX YCIOBHSIX.
[Ipu neyenun 6oapHOTO ¢ OJIJI HEOOXOMMO OBITH TOTOBBIMU K PA3BUTHUIO TSXKENBIX OCIOXKHEHUN
TpeOytromux 6e3o0TaarareabHON HHTeHCUBHOM Tepanuu. Heobxonumo Hamuuue B crpykrype JIITY,
nposodmero yieuenue OJUJI oTaenenus wim najaTel MHTEHCUBHOM TE€paIvy, OCHAIEHHOTO BCEMU
HEO0OXO0IMMBIMH TIpernapaTaMu U 000OpyIOBaHUEM ISl BEACHUS OOJBHOTO C TSDKETIOW JbIXaTeIbHOM
U CEepEYHO-COCYIUCTON HETOCTATOUHOCTHIO, CENTHUYECKUM M Jp. BUJIaMU 110Ka, TeMOPParu4ecKum
CHUH/IPOMOM, MOYEYHOM HEAOCTATOYHOCTHIO U Jp. Heo6xoauMo MMeTh BO3MOKHOCTH MPOBEIECHUS
AKCTPAKOPIOPATILHOM JAETOKCHKANUU (TemMoauanus), anmaparaoin MBJI.

Pexum onpeznenseTcss MHAUNBUAYAIBHO C YYETOM TEKYIIErO COCTOSHHMS MAllMEeHTa U HATUYHS
ocinoxHeHud. B oOmem ciaydae [IOJKHBI COOMIOAATHCS CTaHAAPTHBIE PEKOMEHJALMU  T10
po(UIaKTUKEe UHPEKIMOHHBIX OCJIOXXHEHUI: M30erath NOTEHIHAIbHBIX UCTOYHUKOB MH(EKLNU;
TIIATENbHOE COOJIOAECHUE NPAaBUI JIUYHOM rurueHs! (cM. myHKT 4.1.8); exxenHeBHas 1e3MH(pEKIUs
MecTa NpeObIBaHUsA OOJIBHOIO € MOMOIIbIO J€3pacTBOPOB, OAKTEPULMIHBIX JIaMIl, MPU HAIWYUU
arpaHyJIOIIMTO3a — €XEeIHEBHAasi CMEHA IOCTEJIbHOIO U HATENbHOro Oellbsl, YKEeJIaTeIbHO HalIU4yHie B
najatax Bo3ayxoouucTuTenei; auera (cM. nyHKT 4.1.9). B nmepuon tpomOGonuToneHun uzberaTh

TpaBMOOIIACHBIX CHTy&I.IPIfI.

4.1.7 TpeOoBaHus K YX01y 32 NAIMEHTOM U BCIIOMOIaTeJIbHbIM MPOLeIypaM

HepequL MCIAUIHUHCKUX YCIYTI' yXOJa 3a MallUMCHTOM COTJIaCHO «HOMCHKJ'IaType yciayr B

3APaBOOXPaHCHUN» ITPEACTABIICH B Ta6n1/1ue:

Kon HaumeHoBaHue Yacrora Kpartnocth
Me):[I/IIII/IHCKOﬁ yaiayru npeaocTaBJICHUsA BbIIIOJTHCHUA
Al14.12.001 YX0 32 COCyTUCTBIM KaTETEPOM 1 40

Karerepuzamms KyOUTaabHOW M JPYrUxX

Al11.12.002
nieprudepuIecKux BeH

0,2 10

Al11.12.003 BHyTpHBEeHHOE BBEJEHHE JIEKAPCTBEHHBIX 1 40
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MpenapaToB

Al11.12.009 B3sitie kpoBu 13 neprdeprnieckoil BeHbI 0,5 10

Al11.12.013 B3sitie KpoBH 13 IIEHTPaJILHOW BEHBI 1 35

A02.30.001 Tepmomerpust oOmmas 1 80

A02.12.002 W3mepeHue apTepHalbHOro TaBJICHHS Ha 1 80
nepuepHUIECKIX apTepPHsIX

A02.01.001 W3mepenne Macchl Tea 1 2

Al11.28.014 COop Mouu i1 1ab0paTOPHOTO 1 5
HCCIIEIOBAHUS

A02.03.005 W3mepenue pocta 1 2

B03.003.005 CyTouHOe HAOIIOICHHE PeaHUMAIIHOHHOTO 0,05 10
naleHTa

4.1.8 XapakTepHUCTHKA MepONPUSTHI MO YXO1y 32 MAIHEHTOM

I/IH(beKHI/II/I — CaMO€ 4aCcTOC OCJIOKHCHUE XUMUOTEPAIINU U ITPOJOJDKAOT OCTaBaThCA TJIaBHOM

npuurnHOoil cMepTHOcTH. [losTomy, nnst anmekBatHoro mnpoBeneHus tepanuu OJIJI HeoOxoanmo

TIIATCJIBHOC BBIMMOJIHCHUEC IIPaBHII IO yXOAY 3a HMAIUCHTOM, HaIPaBJICHHBIX Ha MPEAYIIPEIKIACHUC

Pa3sBUTHUA U CBOCBPEMCHHOC BBIABJICHUC I/IHCbeKI_[I/IOHHI)IX OCJIOKHEHHIA:

Yxon 3a poTOBOM TOJNOCTHIO: 4 pasa B JIeHb I[IOJIOCKAHWE TIOJIOCTH pTa
Ne3uH(GUIMPYIOUIMMU  pacTBOpaMH (HampUMep, BOJHBIM PacTBOPOM XJIOPTeKCHUAMHA
0,05%, pactBopoM Braunol unu Betaisodon), 1-2 pa3a B neHp oOpaOoTKa MOJOCTH pTa
BsDKyIuMu cpeactBamu (Kamillosan).

TIIATEIBHBINA, HO IIAIAIINI yX01 3a 3y0aMU U JIeCHaMU; HCIOJIb30BaHUE TOJIBKO MATKUX
3yOHBIX IIETOK WM POTOBOTO AYIA; MPU TPOMOOLUTONEHUH WM PAHUMBIX CIIU3HUCTHIX,
neeKTax CIM3UCTBIX IOJOCTH PTa HCIOJIb30BaHHE 3YOHBIX MHIETOK JIOJDKHO OBIThH
HCKITIOYEHO, BMECTO 3TOro oOpaboTKa pTa pacTBOPOM XJOprekcamena M BsKYIIUMHU
CpeICTBaMHU.

[Ipodunaktuka 3amopoB u mape3a kumieyHuka: [lpu 3amopax naktynéza per os (wim
Npyrue cIaOuTeNbHbIE Mpenaparsl).

JlesuH(peknnus KOXHU: EKETHEBHOE MbBIThE IMOJ JylmIeM WM OOTHpaHHE BOJHBIM
pacTBOpOM XJIOpreKCUANHA, 00paboTKa Marepaiuii U noBpexaeHuil. TiuaTenbHO MBITh U
BBITUPATH NIEpUAHATBHYIO 00JaCTh MPHU KaX10# nedekanuu.

Heobxonmuma exenHeBHas ne3uH(EKIMS MecTa MpeObIBaHUsS OOJBLHOTO C TOMOIIBIO
NIe3pacTBOPOB, OAKTEPUIIUAHBIX JIAMII, TIPYU HATHMYWU arpaHylolUTO3a — eKeTHEBHAs

CMEHa MOCTEILHOTO M HATCIILHOTO OCIbs.
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— OOs3atenpHa JMYHAS TUTUEHA POJUTENCH M MOCETUTENCH, MBITbEe PYK IEepCOHaNa IMpH
BXO/Jie B manary (OOKc).

— JKenarenbHO HaIMYHKE B MajaTtax BO3AyXOOUYHUCTUTEIICH

— ExenneBHas TepMoMeTpHs (4acToTa OIpeneisieTcss KIMHUUECKUM COCTOSIHHMEM M (hazoit

TEparun)

AJleKBaTHBIM yXOJ 3a KaTeTepoM IPEAINOoJaracT IOCTOSIHHBIA TPEHHHI MEIIEPCOHAIA.
OCHOBHBIM MPUHIIAIIOM IIPH 3TOM SIBIISICTCS BBITIOJHEHHUE JIEBU3A: CTEPUIBHOCTh, CTEPUIHBHOCTh U
emé pa3 crepusbHOCTh. WHpekunn u TpoMOO3 SBJISIOTCS OCHOBHBIMM NPUYMHAMH MOTEPU
KareTepoB, MpUYEM WHQEKIUS W3 BHYTPEHHETO IPOCBETa KaTeTepa BCTpeYaeTCs dalle, 4YeM
nH(pEKIMS MecTa BBIXOJA KaTeTepa. ACCOIMUPOBAHHAs C KareTepoM OakTepueMuss — Hamboliee
4acTO€ OCJIOKHEHHE, BCTpedaromieecs ¢ 4actorod 3-9 snuzonoB Ha 1000 gHEl WMIIaHTaMKA
karerepa. CiemoBaTelbHO, YMEHBIICHHE pPHCKa WH()EKIIMOHHBIX SIH30JI0B SBJSCTCS HanOoliee
BAXKHOM MpoOIeMOii A1l yMEHbIIEHUSI UHIMBUIyaJIbHBIX MTOCIEICTBUN MPUMEHEHUS KaTEeTEPOB JUIs
OOJILHBIX (B TOM UYHKCJIE JETATLHOCTU U HJIOKApIUTA), a TAK)KE CTOMMOCTH JICYEHHUSI.

OmauM u3 3¢ GEKTHBHBIX TMOIXO0J0B B MPOMUIAKTAKE KATETEPHBIX HHOEKIUN SBISICTCS
WCIIOJIb30BAaHME TPUPOJHON aMUHOKHUCIOTHI IIUKIOTAypOJUINHA MPHU 3aKPBHITUU KaTeTepa IMocie
IIPOMBIBKH (TaK Ha3biBaeMblii popmar «Antibiotic lock»). L{uknoTaypouauH MUTPAT, COACPIKALIHI
renapuH, SBISETCS ONTHUMAJbHBIM CpPEICTBOM YMEHBIICHHS pPHCKa KaTeTep-acCOIMHUPOBAHHBIX
uH(pEeKINiA, TOCKOJIbKY 00Ja/1aeT aHTUMHUKPOOHON akKTUBHOCTHIO. OH 00ecrneynBaeT npoxXoauMOCThb
karerepa 3a cueT 4% nutpara u renapuHa (100 ME/mi). LuxnotaypoiauanH OKa3bIBaeT CBOE
aHTUMHUKPOOHOE JeMCTBHE 32 CUET CBSA3bIBAHUS METUIILHOM I'PYIIbI, HAXOAsIIEHCs B moJjioskeHuu C-
1, ¢ HyKJIeO(UIBHBIMU LIEHTPAMH MUKPOOHBIX MOJIEKYJ U TaKUM 00pa3oM 00ecreunBaeT MIHUPOKUN
CIEKTP aKTUBHOCTH B OTHOIIEHHH OaKTepuil U rpulo0B, BKIIIOYAS MYIbTUPE3UCTECHTHBIEC ITAMMBI,
takue kak MRSA, VRE u Mycobacterium chelonae. On He 06agaeT CHCTEMHOM TOKCHYHOCTBIO H,
MpH TOTAJIaHUU B KPOBSHOE pycio, OBICTpO MOJABEpraercs Aerpagaiuu 10 (U3HOIOTHUYECKOU
AMUHOKHCIIOTHI TaypHHA.

[Toatomy mnmknotayponuaua-Hepl00 moxeT HCHONB30BaThC B KayecTBE CTaHAAPTHOMU
«GariaymKu» i KaTeTepa, ¢ IeNbI0 CHIDKeHHs pucka MHPEKIUU U 00eCredeHHs] MPOXO0IUMOCTH
Karerepa, B clydae, €Clid YCTPONCTBO Ui COCYJUCTOrO JOCTYNa HE IUIAHUPYIOT UCIOJIb30BaTh B

TeueHue 4 yaco (ypoBeHb yOeIUTENHHOCTHU JoKa3aTtenbcTBa B-C).
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4.1.9 TpeGOBaHm{ K AHCTUIECCKUM HA3HAYCHUSAM U OTrPAaHUYCHUAM

B mepuon uHayKnmu, BCsA THINA, 32 HCKIIOYEHUEM CBEXKUX (PYKTOB W OBOIICH, MOJHKHA
MOJABEpPrarbCcsl TEPMHUUECKON 00paboTke. 3ampemiarorcs KOMYEHOCTH U ChIPOKOMYEHOCTH.
3anpernieHsl J00bIe KUCIOMOJIOUYHbIE NPOAYKTHI C JKMBBIMU KYJNbTypaMmH. Paspemiaiorcs cBexue
(GPYKTHI U OBOIIHN B TBEPAOH HEMOBPEKIACHHOM KOXKYpPE, KOTOPHIE JTOJDKHBI OBITh BBIMBITBI B TETLIOM
BOJIE C MBUIOM. 3arlpenieHbl MEePCUKU, aOpUKOCHI, KUBH, STOJbI, IIUTPYCOBBIC, BUHOTPAJ, IbIHH,

apOy3bl. 1 MUThS UCHOJIB30BATh TOJIBKO OYTHIIMPOBAHHYIO WM KUIISTYEHYIO BOJLY.

4.1.10 OcobennocT MHGPOPMHPOBAHHOTO A00POBOJILHOIO COTJIACHSI MALMEHTA MPHU
BbINOJIHEHHH MPOTOKO0JIA BeJdeHHsI 00JIbHBIX U JIONOJHUTEIbHAsE HHpopManusi

AJI MAMEHTA U YJICHOB €10 CEMbH

WNudopmupoBanHoe 10OpOBOJILHOE COTTIaCHE MALUEHT (POAUTEIH/3aKOHHBIE TIPEICTABUTENN
MalyeHTa) AT B MICbMEHHOM BHJIC.

[TanmenTy (poauTensiM/3aKOHHBIM MPECTABUTEIISAM) CIIETYEeT OOBSICHUTD:
[IHeoO6X0oauMOCTh IPOBEICHUS XUMUOTEPAITHH, IPOTHO3 0€3 COOTBETCTBYIOIICH Teparuu

UIIporuo3s mpu npoBeAeHUHN aJeKBATHON TEpaIuy, BO3MOKHOCTb Pa3BUTHUS pedpaKkTepHOro

3a00JieBaHUA

[ JleficTBMEe XUMHUOTEpANKH (YHUUTOKECHHE JICHKO3HBIX KJIETOK, BOCCTAHOBJICHHUE HAPYIIEHHON
(GYHKIIMM KOCTHOTO MO3ra, HEOOXOJMMOCTh B KOMOHMHAIIMM OMpEJeNeHHBIX ¢a3
XUMHUOTEPATTHH )

[Bo3moskHbIe TOO0YHBIE 3B (HEKTh XUMUOTEPATNH, OCIIOKHEHUS TEPANUU

[JHeo0X0uMOCTh U MpaBujia pexxnuma, JUeThI

[JHeo0XoauMocCTh KaTeTepu3aliy IIeHTPATbHOM BEHbI

[/Heo6xoaumocTh TpaHcy3Hid penapaToB KPOBU, BO3MOKHBIX OCJIOKHEHUSIX TpaHC(y3uit

4.1.11 IlpaBua u3MeHEHMsA TpPeOOBAHMII MNPH BBINOJHEHHMH MPOTOKOJIA H

NpeKpamieHue AeiicTBus TPeOOBAHMI MPOTOKO/IA

HpOTOKOJ'I I JAHHOM MOJENIH MalMeHTa nepecTacTt JIENCTBOBATh MO OKOHYAaHUM

WHAYKIMOHHOW Tepanuu. JanbHelmas Tepanust OJIJI mpoBoauTcs B COOTBETCTBUH € TPEOOBAHUSIMH
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HACTOSIILEr0 MPOTOKOJIA Ul APYTMX MOJENEH mauueHTta (CM. COOTBETCTBYIOUIME pasnensl). Ilpu

PpasBUTHUU OCJIO0KHECHUHN MCIUIIMHCKAasg IIOMOLIb IMAlIMCHTY OKa3bIBACTCA B COOTBCTCTBUM C

TpeOOBAHUSAMH MTPOTOKOJIA BEJCHHUS OOJBHBIX C COOTBETCTBYIOIINM 3a00JI€BAHHEM/CHHIPOMOM.

4.1.12 Bo3MoO:KHBbI€ HCXOJbI U HX XaPaAKTePUCTHKA

Bo3moxHbIe HUCXOJbI U UX XaPAKTCPUCTUKA MTPCACTABIICHBI B Ta6JII/IHeI

HaumenoBanue | Yacrora Kpurepumn u Opuentuposou | IlpeemcTBeHHOCT
Hcxoaa Pa3sBuUTUA NMPpU3HAKHA HO€ BpeMi b U 3TAITHOCTH
ucxoaa, % HCcxoaa nmpu JOCTHKECHUSA OKa3aHus
JaHHOI MoJeJd | HCX0[a, THel MeTUIIMHCKOM
nmammueHTa IMMOMOIIMA IIPpH
JAaHHOM HCXO0/e
JocTmkenne 96,5-97,5 <5% OJ1acTHBIX 35-40 [TarueHT npomomKaeT
KJIMHUKO- KIIETOK B TEpAIHIO TI0
reMaToJIOrn4eCKOI pereHepupyoIieM BBIOPaHHOMY
peMuccuu KOCTHOM MO3T€; TIPOTOKOITY (MOJIENT
OTCYTCTBHE nanueHra 2)
3KCTpaMC}IyHH$[pHI)IX
IIPOSIBJICHUI
JICUKEMUH
OtcytcTBUE 0,5 >5% 0s1acTOB B 35-40 ITanmenT BeaeTcs o
addekra/nmporpeccu KOCTHOM MO3TE; nporokony asst OJIJI
poBaHue COXpaHeHHE/TIOSIBIIE BBICOKOT'O PHCKa
HHE (Mogmens marenTa 3)
9KCTPAMEAYIUISIPHBIX
IIPOSIBJICHUI
JIEUKEMHUH
JleranbHbIit ncxox 2-3 Hacrymuienue 1-40 -
CMEpTH

4.2 Mopaear nauuenta 2. Jlerm u moapocrku (1-18 jier) ¢ octpbiM JauM@$o06aacTHBIM

JIEeK030M,

rpynnbl

CTAHJAPTHOTO H NPOMEKYTOYHOIO PHCKA,

I kaumHHKO-

reMaToJIOrH4ecKasi peMuccus, ()aza KOHCOJUAANUH PEMUCCHH.

O0s13aTeIbHAS COCTABJISAIONIAS MOJAEIH

Onucanue cocraBJsIone

Ho3zonoruueckas ¢popma

Octpslit mMM(p0OIACTHBIHN JIEHKO3

CTa,Z[I/IH 3a00JIeBaHUS

| KIMHUKO-TeMaTOJIOTHYECKast PEMHUCCHUA

®da3za 3a001eBaHUs

KOHCOJII/IILaI_II/ISI peMuccuun

OcClnoXHEHUA

be3 ocnoxxuenuit

Kox mo MKB-10

C91.0
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4.2.1 Kputepuu U NPU3HAKHU, ONPeIeISIONINE MO/Ie]Ib MAI[HEeHTA.

[TarueHTHI ¢ BHIEpPBBIE YCTAHOBJICHHBIM JUAarHO30M OCTPOTO JHMQOOIACTHOTO JIeHKOo3a B
Bo3pacte 1-18 ser, rpynmnel CTaHIAPTHOTO U MPOMEKYTOYHOTO PHUCKA, HaXosauuecs B | KIMHUKO-
reMaToJIOTHYeCKON PEMUCCHH, TTOTYIHUBIINC TEPAMTUIO WHTYKIIHH.

Crparudukarys Ha TpyIIb PUCKA MIPEAIIOIaraeT ONpeaeieHUe MOArPYI MAeHTOB ¢ 0oJiee
HU3KUM U 00Jiee BBICOKUM PUCKOM Pa3BUTHS PEIUAMBOB 3a00JICBaHUS U TIPOBOJIUTCS Ha OCHOBAHUU
MIPOTHOCTUYECKUX (PAKTOPOB, OMpPEACICHHBIX NPH JHATHOCTHKE. Pa3nmuHbie TepaneBTHYECKUE
MIPOTOKOJIBI IMEIOT HECKOJIBKO OTIUYAIOIIHUECS IPYT OT ApPYyra KPUTEPUHU, OTPEICIISIONINE TPYIIITHI
pHUCKa, COTJIACHO KOTOPHIM IMallMEHTHI TIOJIYYArOT pa3jIMYHbIC BAapHAHTHI JICUCHUS, OJHAKO, B
OCHOBHOM, OOJIbHBIX pa3JESIFOT HAa TPH TPYIIBl PUCKA: CTAaHAAPTHBIA, TPOMEKYTOUYHBIA U
BBICOKHH.

21.]'[?1 )IaHHOﬁ MOJCIIN MAlUMCHTA TPUHIOHUIINAJIBHBIM ABJIACTCA OTCYTCTBHUEC KPUTCPUEB JIEHKEMHH

BBICOKOI'O pHCKa.

—  Her t(4;11)

— Pemuccust 1ocTUrHyTa NOCiEe HHAYKIIMOHHOM Teparuu
— Xopommi paHHHK oOTBeT Ha Tepanuio: <1000 OmacTHBIX KIETOK B MK
nepudepryecKoil KpoBH Ha 8 JICHb Tepanuu (it mpoTokosioB BFM)

Oco0yr0 TepameBTHYECKYIO TPYIY COCTaBsAioT manuentsl ¢ Ph+-OJIJI (¢ namnunem t(9;22)
wm BCR/ABL), TpaguiOHHO OTHOCHBIIHECS K TPYIIIE BHICOKOTO prcka. J[o HeIaBHEr0 BpeMEHU
CTaH/IApPTOM Tepamuu Uil TaKUX [alUeHTOB Oblla MHTEHCHBHAs BbIcoKogo3Has XT ¢
nociaenyromum tpoBenenruemM TI'CK npu ycnoBum poctkeHus pemuccud. OAHAKO, YYUThIBas
MMEIOIIUECS Ha CeTOIHALIHUI JeHb JaHHbIE MTPOBEICHHBIX MEXIYHAPOIHBIX UCCIIEOBaHUI, Ooee
3¢ GEeKTUBHBIM ISl TAKUX MAIMEHTOB SBJSETCS UCMOJIb30BAaHUE MOCTOSIHHOTO MIpHeMa HHTHOUTOPOB
TUPO3MHKMHA3 Ha (OHE XUMUOTEPANUU CHIKEHHON HMHTEHCUBHOCTU (YPOBEHb YOEIUTENHbHOCTH

nokazarenbcerBa B-C).

4.2.2 TlepeyeHb MEAMIMHCKHUX YCJIYI OCHOBHOI'O M IONOJIHUTEJIHLHOI0 ACCOPTUMEHTA

[Tepeuens menuiuHckux yeayr (MY) cornacHo «HoMeHKkIaType ycinyr B 3ApaBOOXPaHEHUN
JUTSL KOHTPOJIS JISYSHHUsI IPE/ICTABIICH B TAOJIHIIE:
VYcenoBus okazanust MY: cranimoHapHbIe

OyHKIMOHANBHOE Ha3HaYeHne MY nedueHne 3a0oneBaHuit
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Kon HaunmeHoBaHue Yacrora KpatHocth
MeI[HHHHCKOﬁ yaiayru nmpeaocraBJCHUA BBINNOJTHCHUSA

B01.009.002 [puem (ocmoTp, KOHch'IBTaHI/IiI) Bpaya- 1 90
JIETCKOTO OHKOJIOTa TIOBTOPHBIH

B01.023.002 [puem (ocmoTp, KOHCuan)TaHI/IH) Bpaya- 01 2
HEBPOJIOTa TIOBTOPHBIH

B01.029.002 [puem (ocmoTp, KOHch'II{{aHI/IH) Bpaya- 01 2
o(TanpMoIora MOBTOPHBIH
OcMOoTp (KOHCYIBTAITHS) BPAuOM-

B01.003.002 AHECTE3UO0JIOTOM-PEaHUMATOIOT OM 1 12
MOBTOPHBIN

BO1.038.004 OcMoTp (KOHCYIIBTALIHS) BpatoM- 0.3 14
pamroTepPaneBTOM MOBTOPHBIH

B03.016.003 OOmmmit (KnI{HquCKHI/I) aHaJIu3 KpOBU 1 50
pa3BepHYTHIN

B03.016.004 AHanu3 KpoBH 6Hoxmfnqe01<m1 1 35
o0IIeTepaneBTHYCCKHI

A09.05.045 HccnenoBanue ypoBHSI aMUIasbl B KPOBH 1 35

B03.005.006 Koarynorpamma (OpueHTHPOBOYHOE 1 6
HCCIIEIOBAHNE CHCTEMbI TeMOCTa3a)

B03.016.006 AHanmu3 MoYH 0o0IIHiA 1 14
[luTonmornueckoe UCCIeOBAaHHE Ma3Ka

A08.05.001 KOCTHOr0 Mo3ra (nocuet GopMyJibl 1 1
KOCTHOT'O MO3Ta)

A09.23.001 HI/ITOHOFH‘ICCKO? HCCIIeIOBaHUE KIIETOK 1 12
CIIMHHOMO3TOBOM JKHJIKOCTH

A09.23.002 Onpenenenue KpoBU B CIIMHHOMO3T OBOH 1 12
KHUAKOCTH

A09.23.003 HUccnenoBanue YPOBHSI TTIOKO3b B 1 12
CIIMHHOMO3TOBOM JKHIIKOCTH

A09 23.004 HccnenoBanue YPOBHS Oenka B 1 12
CIIMHHOMO3TOBOM JKHIIKOCTH

B03.052.001 KomnnekcHoe ynbTpa3ByKoBOE 1 5
HCCIIeI0BaHNE BHYTPEHHUX OPTaHOB

A05.10.006 Peructpanust 3eKTpoKapIuorpaMmMsl 1 5

A05.02.001.001 | Dnexrpomuorpadus UroabuaTas 0,05 2

A06.09.007 Penrtrenorpadus Jierkux 1 3

A11.12.001 Katerepu3zanus NoAKITIOYHMIHON U IPYrux 1 1
LEHTPAJIbHBIX BEH

B01.003.004 AHECTE31O0JIOTHYECKOe TTOCO0He (BKITIOTAs 1 12
paHHee MOoCIeoNepalliOHHOE BeACHHE

Al11.23.001 CHUHHOMO3TOBAsI TyHKIHSI 1 12

A11.23.002 Beenenue JICKapCTBEHHBIX NPETapaToB B 1 12
CIIMHHOMO3TOBOH KaHAJ

A11.23.006 [MonyueHne JTUKBOPA U3 JKENYJTOYKOB MO3Ta 0,01 12

A11.23.004 BeeneHue ekapCTBEHHBIX MPEnapaToB B 0,01 12
CTPYKTYpPHI TOJIOBHOT'O MO3Tra

A11.05.002 [Nomy4yeHre HUTOIOrMYECKOro MpernapaTa 1 9
KOCTHOTI'O MO3Ta IyTeM IyHKIUH

A09.05.035 HccnenoBanne ypoBHS JISKAPCTBEHHBIX 0.4 20
MpernapaToB B KPOBH

A09.28.017 OrmpenieneHne KOHIEHTPAIMU BOJOPOJHBIX 0.4 48
noHoB (pH) Moun

A07.23.001 JMCTaHIMOHHAS JTy4eBast TepaIus Mpu 0,25 1

MOPa’KEHUH LIEHTPAJIEHOW HEPBHOU
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CUCTCMBI U TOJIOBHOI'O MO3ra

HUccnenoBanne pyHKIMN HEPPOHOB

Al12.28.002
(xympeHc)

0,4 4

4.2.3 XapakTepucTHKAa AJITOPUTMOB H OCOOEHHOCTEll NMpPHUMEHEHUs MeAMUIMHCKUX

ycayr npmu JaHHOI MoJeJId malueHTa

Tepanus KoHcCONMMITAIMU TPU OTCYTCTBUU OCJIOKHEHHUH MOXKET IMPOBOJIUTHCS B YCIOBHSIX
CTallMOHAPHOTO 0JHOTO AHs. Eciau TepaneBTHUECKH NMPOTOKOJ MpEeAycMaTpUBaeT UCIOJb30BaHUE
BBICOKMX J103 MeToTpekcata (mpotokosnbl BFM), oHM 10JKHBI NPOBOJUTHCS B YCIOBHSIX
KpPYIJI0CYTOYHOIO CTallOHapa.

Koncomuaupyromas tepamnusi, Kak MpaBUiio, COCTOUT M3 HECKOJbKUX (a3 (mpoTokossl MB:
¢azer S1, S2, S3; mpotokose BFM — ¢a3za Il mporokona I, mpotokon M, Il mpoTokon).

Ilepen HawamoMm KaxJaoro srama oO0s3aTeIbHO HCCelIOoBaHHME OOIIero aHajlin3a KpOBH,
OMOXMMHUYECKOTOo aHanu3a KpoBH. Ilepen mpoBeneHuneM BBICOKMX J03 METOTpeKcaTa 00sS3aTelbHO
JOTIOTHUTENbHOE HCCleoBaHUEe (YHKIUMU TMOYeK (KJIMPEHC IO SHIOTEHHOMY KpEaTUHUHY).
[Inomane MOBEpXHOCTH Tena JUisl pacdyera J03 JIEKapCTBEHHBIX NPENapaToB IEPECUUTHIBACTCS
3aHOBO Tepe]] HAYaIoM Kax/10i (a3bl KOHCOIUIUPYIOIIEH Teparuu.

[lepen HauanoM KOHCONMIAIMH MPOBOJUTCS OLIEHKA CTaTyca PEMUCCHHU (MHelorpamma —
MeHee 5% OJacTHBIX KJIETOK, OTCYTCTBHE OKCTPAMENYJJISPHBIX MpOsABIEHUH (B  T.4.
HelpoJeiikeMun), J0MyCcKaeTcsd OCTaTO4Has OIyxojeBas macca B cperocrteHuu (menee 30% ot
HCXOJIHOM)).

[loBTOpHas OlLIEHKa cTaryca PEMHCCHUHM IPOBOAMUTCS 10 OKOHYAHUM KOHCOJIHMAUPYIOLIECH
Tepanuu nepej HadyajaoM MOAepKUBAIOLIEH Teparui.

VYcnoBus Hayana OTHENBHBIX O3TaloOB  KOHCOJMJALMU IPONMCHIBAIOTCA B KaXJI0M
TEeparneBTHUYECKOM TMPOTOKOJIE M MOTYT HECKONbKO oOTaudarbes. OOs3aTenbHBIM  SIBISETCS
COXpaHEHHE KIMHHUKO-TEMATOJIOTHUYECKOH pEMHUCCHH, OTCYTCTBHE TPU3HAKOB WHGMEKINH U
OTCYTCTBHE LIUTOTICHUH B mepudeprueckoit kpoBu. Hibke B kauecTBe mpuMepa MpUBEIeHbI YCIOBUS

Hayaja OT/AENbHBIX ATAllOB KOHCOJMMAWpYomel Tepanuu mno nporokoigam ALL-BFM-95 u ALL-

MB-2002:

YeaoBus 1/ Hayajia 3TanoB JedyeHus no nporokoay ALL-BFM 95m

Venosus ons navana koncorudayuu (gpaza 2 npomoxona ):
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— Ilonnas pemuccus Mo JaHHBIM UCCIIEAOBAaHUS KOCTHOTO Mo3ra (<5% OmactoB B KM)
—  IIpu nannmansHom nopaxennu [IHC — nonnas pemuccus B LIHC
— Ilpu Hanmmuuu nopa’keHus CpeloCTeHUs — oOpaTHOe pa3BUTHE 10 YpoBHA MeHee 30%
HCXOJIHOTO 00BEMa
—  OrcyrcTBUE TsDKENOM UH(peKIUH
—  YpOoBEeHb KpeaTHHHHA B IUIa3Me B IIPEEIIaxX BO3PACTHON HOPMBI
—  JletikormTel > 2000 B MKII
— I'panynouutsi > 500 B MK
—  Tpomb6ouuter > 50000 B MK
Yenosus ons nauana npomoxona M
—  OtcyTCcTBUE TDKETON HHPEKIIUH
— HopManpHBIil KIMpPEHC 10 3HIOT€HHOMY KPEaTUHUHY
—  JletixormuTel > 1500 B MK
— I'panynonutel > 500 B MK
—  Tpombouutsr > 50000 B MK
Yenosus ons nawana npomoxona ll:
—  OTcyTCcTBUE TDKETON MHPEKIIUH
—  Jle#ixorwmTsl > 2500 B MK
— I'panynonutst > 1000 B MK
—  Tpombouutsr > 100000 B MK
Yenosus ons nawana gazet 2 npomoxona |l
—  OrtcyrcTBUE TsDKENOM UHpeKu
—  YpoBeHb KpeaTMHHMHA B TUIa3Me B MpefiesiaX BO3PaCTHOM HOPMBI
—  Jle#ikoumts! > 2000 B MK
— I'panynouuts > 500 B MK

—  Tpomboruter > 50000 B MK

YeaoBus AJ18 Ha4ajia 3TanoB JevyeHus mo nporokoay ALL-MB 2002
YVenosus ons nawana xonconuoayuu
—  TIOJIHASI PEMHCCHUS;

—  YIOBJICTBOPHTEIHHOE 0O0IIEe COCTOSIHUE;
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—  OTCYTCTBHE TSDKEION MHPEKIUH;
—  nerkouutsl 6osee 3000/MKI;
— rpanynouutsl 6osiee 1000/MKIT;
—  tpoMbouuTsl 60stee 100 000/mKI1.
Ycnosus ons nauana peunoykyuu
—  YIOBJIETBOPHUTEIEHOE 00IIIee COCTOSHUE,
—  OTCYTCTBHE TSDKEJION HH(EKIUY;
—  OTCYTCTBHE MIPHU3HAKOB TSOKENON HeliporaTun " YIOBIIETBOPUTEIHHOE
(YHKIIMOHUPOBAHUE KUILIEUYHHUKA (€KEAHEBHBIN CTYII);
—  JIEHKOIIUATEI OoJiee 2500/MM3;
—  TpaHyJOIMTHI OoJiee 750/ Mm>;

— TpombommThl 60ee 100 000/Mm°.

[IpaBmma  mpoBepeHHs  JIOMOANBHBIX  NMYHKIMA W HMHTPATCKAJIBHOTO  BBEICHUS
XUMHOMpenapaToB cM. B myHKTe 4.1.3.

ITpu mpoBeneHnn BhICOKUX 103 MeToTpekcata (HD-MTX) mns mocTrkeHHS MaKCHMaibHO
BO3MOYHOW MTUKOBOW KOHIICHTPAIIMA METOTPEKCaTa B JJUKBOPE JIFOMOAIbHAS ITyHKITUS POBOIUTCS
Cpa3y TIIOClie BHYTPHUBEHHOTO BBEJCHHS IIEPBOM HArpy30uHO 103kl mnpemnapara. Ha ¢one
npoBeaeHuss HD-MTX o0s3aTenpHO HCClieOBaHUE KOHIICHTPAIlUM METOTpEKcaTra B KPOBU JUIS
MIPOBEJICHUS aJCKBATHOM CONPOBOAMTEIBLHOM TEPAITMHA W CBOCBPEMEHHOW MPO(PHIAKTUKH ¥ JICYCHHUS
BO3MOXHBIX OCJIO)KHeHUH. CpOKM M YacToTa IMPOBEIEHUS HCCIEAOBAHUN pErIaMEeHTUPYIOTCS

BLI6paHHbIM TCPAINICBTUYICCKUM ITPOTOKOJIOM.

Y yactu OGoJbHBIX (B 3aBUCHMOCTH OT PEKOMEHJALUN BBIOPAHHOTO TEPareBTUYECKOTO
MIPOTOKOJIa) IO OKOHYaHUM KOHCOJIMJALIMK MPOBOJUTCSA KpaHHalbHOE OONydyeHHe, Kak MpaBuio, B
nose 12 I'p.

Bbonbmioe 3HaueHHe MMeeT OXBaTbIBAaHHME IUIOLIA/IbI0 OOMy4eHHs BCErO MO3TOBOTO depena U
00s13aTeJIbHO TPEX BEPXHUX CETMEHTOB MIEHHOTO OTAea M03BOHOYHMKA. Ocob0e BHUMaHUE cielyeT
o0paTuTh Ha TO, YTOOBI OBIJIM OXBAYEHBI PETPOOPOUTANIbHBIE 00J1aCTH, OCHOBaHME Yeperna, a TaKkxKe
riIyOOKO JeXxallde y4acTKM B OOJIacTM cpefHel uepenHoil smku. ExkenHeBHas m03a JIOJDKHA

COCTaBJIATh B MepBbId JieHb — | I'p, B mocneayromue — 1,7 I'p. O6ayyats cienyer S5 aHel B HEAETIO
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710 TOCTHKEHUSI COOTBETCTBYIOIIEH 0011eil 10361, O0mas MmpoaoKUTETbHOCTh 00TydeHHS 3aBUCUT

OT MHAUBUAYAJILHO ITOJIYHaCMBbIX JIYUCBBIX 103.

4.2.4 TpeGoBaHMA K JIEKAPCTBEHHOH MOMOLIY CTAIMOHAPHOI

TpeboBanusi K JEKapCTBEHHON IMOMOIIM CTAllMOHAPHON TMPEICTAaBICHBI B 3aIlOJHEHHOU

dhopme, nokazanHoi Ha Pucynke 4.2.

OpuenTHpoBo | JKBUBAJIEHTH
dapmako-
ATX noxa- HenarenTroBanHoe Yacrtora 4YHas JHeBHasA | asfg KypcoBasi
TepaneBTHYECKas!
rpynmna HaNMMeHOBaHHe Ha3HAYeHHUs! no3a no03a
rpynna
Oam (3K
[TpoTrBOOIyXOJIEBBIE, UMMYHOJIEIPECCHBHBIE M COITYTCTBYIOIIHE 1
cpescTBa
[TporrBOOITyXOJIEBbIE MPENapaThl 1 1
UMMYHOMOJYJISITOPBI
BHHKpUCTHH 1 1,5 mr 9 mr
JayHopyounmx 0,6 30 mr 150 mr
JokcopyOunmx 0,4 30 mr 120 mr
Acnaparunaza 1 10000 ELT 180000 E]T,
[Taracnaprasa 0,4 1000 E]T, 5000 EJT
Nmatuautd 0,02 300 mr 50400 mr
MepkanTonypus 1 50 mr 6300 mr
Merorpekcar 0,6 30 mr 540 mr
Merorpekcar 0,4 5000 mr 20000 mr
[{utapabun 0,4 75 Mr 1800 mr
Huknohochamun 0,4 1000 mr 3000 mr
I'opMoHanbHBIE peTapaThl I 1
CHCTEMHOT'O HCIIOJIb30BAHHS
JlexcameTazoH 0,6 6 Mr 210 Mr
Jlexcamera3oH 0,4 10 mr 270 Mr
CpencrBa, npUMeHsIeMBbIe JUIS TPO(OUIAKTUKH 1 JICUCHUS 1
nHpeKuii
[IpoTrBOMUKPOOHBIE TIpENapaThl IS 1
CHCTEMHOTO UCIIOJIb30BAHHS
Ko-tpumokcason 1 960 mr 70000 mr
(Cynbdamerokcazorn +
TpumeTonpum)
PacTBOpBI, 2IEKTPOIHUTHI, CPENCTBA KOPPEKIUH KUCITOTHOTO 1
paBHOBECHsI, CPEACTBA IIUTAHHS
[Tnasmo3amerarorye u 1
rrep(y3nOHHBIE PaCTBOPHI
Hatpus xnopug 1 20000 mr 450000 mr
Kanus xnopup 1 4500 mr 120000 mr
Harpus runpokap6onar 0,4 14500 mr 180000 mr
OpUTPOB3BECE 0,5 250 M 1000
(upTpOBaHHAS
Tp0M60K0£{ueHTpaT 0.5 6 103 30 103
agepe3HpIi
Caexe3aMOpOKeHHas 0,2 250 M 500
azma

45




OpueHTHPOBO | JKBUBAJIEHTH
dapmako-
ATX mox- HenarenToBanHoe Yacrora YHAs JHEBHAsA | afg KypcoBas
TepaneBTHYECKAS
rpynmna HANMEHOBaHUE HA3HAYEHHS no3a no3a
rpynmna
oam (3K
JeTokcunupyroiue cpeacTBa, BKI0Yasi aHTU0ThI 0,4
[Ipoune ekapcTBEHHBIE CPENCTRA 0,4
Mecna 0,4 1200 mr 3600 mr
Kanbims ¢omunHat 0,4 15 mr 180 mr

Pucynok 4.2. [IpuBeneHubIe B (popMe 0351 MPETIAPATOB SIBISIOTCS yepeauenHoi Bemmaunoi. O/1J] u DK paccuntanbl
2

JUTS «CTAHIAPTHOT'O» MAITUEHTA C TUIONIAIBI0 MOBEPXHOCTH Tejia 1 M” IpU UCTIOIb30BaHUU HanboIee

pacnpocTpaHeHHBIX B Poccuu npotokosio rpymn BFM wiun Mockea-bepua.

4.2.5 XapaKkTepHCTHKH aJITOPUTMOB H 0CO0EHHOCTEl MPUMeHeHHsI MeTHKAMEeHTOB

Jleuenne octporo nauMEpOOIACTHOTO JIEHKO3a OCYNIECTBISAECTCS MPU TMOMOIIM KOMOWHAIUN
IUTOCTATUICCKUX TPEIapaToB, BBOJUMBIX P/O, B/B M WHTPATEKAJIHLHO MPH CTPOTOM COOFOJICHUN
T03bl, JUTUTEIEHOCTA U BPEMEHHU BBEICHHUS COTJIACHO BHIOPAHHOMY TEPareBTUYECKOMY MPOTOKOIY
(ypoBeHb yOeIMTeIbHOCTH JI0Ka3aTeIbCTBA A).

B Poccun mpoBoautcs aeueHue mo mpotokosam rpymnsl BFM (ALL-BFM-95 wmmum ALL-
BFM-2000) wmu rpynmel MockBa-bepnun (ALL-MB-2002 wnun ALL-MB-2008). [lo3a, cpoku u
JUTUTEITLHOCTh BBEJICHHUSI XUMHOIIPETIAPaTOB JOJDKHBI OBITH B CTPOTOM COOTBETCTBHHU C BHIOPAHHBIM
TEPareBTUYECKUM IPOTOKOJIOM. 3aMeHa IpenapaTroB, MPONYCKH BBEICHHS, H3MEHEHHE JIO3BI,
JUTUTEITLHOCTH HITH OYEPETHOCTH BBEIICHHS IIPETIapaTOB HE JOMYCKAOTCS.

Tepanus KoHcoNMIaMK, Kak MPaBHIO, COCTOMT U3 HECKONbKuX (a3. YcioBus Hayana
OTJICNIbHBIX JTAIOB TePAIMKA KOHCOJIMIAINN H3JI0KEHBI B IIyHKTE 4.2.3.

B mporokoiax cepun MockBa-bepiuH Tepanus KOHCOIUAAIUN COCTOUT U3 3-X (a3, Kaxaas
13 KOTOPBIX MPEACTaBIsIeT cCOO0M IECTUHEENBHYIO €KETHEBHYIO TePANio 6-MEepPKaTOIYPHUHOM C
©XKEHEeIEIbHBIMU BBEJICHUSAMU METOTpekcara U L-acmaparunassl; ¢ Mocienymomend 2-X HeAeIbHOM
peuHAyKIMeH (JeKcaMeTa3oH + BUHKPUCTUH + JHIOMIOMOATbHOE BBEIEHHE 3-X MPErnapaTosB).
Tepanus rpynmbel  TPOMEXKYTOYHOTO PHCKA OTIMYAETCA JIOMOJHUTENBbHBIMH  BBEICHHUSIMHU
JayHOpyOUIIMHA U 10301 L-acmaparuHasbl.

OO0s13aTeNbHBIM YCIIOBHEM TPOBEICHUSI KOHCOJUIAINH SBJISIETCS CBOCBPEMEHHAs KOPPEKITUS
JO3UPOBKH 6-mepkanTonypuHa (6-MP) u MeroTpekcara B 3aBHCHMOCTH OT KOJHMYECTBA
TNEHKOIUTOB. 3a/ayeil siBisieTcs Takas FOCTUPOBKA 103, mpexkae Bcero 6-MP, 4roObl eHKOIUTHI

CTaOMIIbHO JiepxKanuch B npeaenax ot 2 000 xo 3 000/Mki1, He AOIMyCKasi KaK pa3BUTHS arjia3uu, TakK
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u yBenudenus JeikoruTos Beimie 3 000-3 500/mxi. [Ipu mogdope mo3 ocodbernno 6-MP cnemyer
CTapaTbCsl «UTPaTh HA ONEPEKEHHUE», IPOTHOZUPYS JUHAMUKY U3MEHEHHUS KOJIMYECTBA JICHKOIIUTOB
B KPOBHM Y KOHKPETHOI0 OOJIBHOTO, U, 110 BO3MOXHOCTH, HE AOIyCKasl epepbIBOB B npuéme 6-MP.
Jlsist 3TOrO B MEPHOJ FOCTUPOBKH J03bI aHAM3bl KPOBU JIOJDKHBI POBOJIUTHCS HE MEHee 3 pa3 B
Heznemo. [Ipu CHIDKEHUM KOJIMYECTBa JICHKOLMTOB HEOOXOAUMO OBICTpOE CHWXEHHE 1103kl 6-MP
(unorna B 3-4-5 pa3, u naxe B 10 pa3). C npyroit cropoHsl, yBenuueHue 1036l 6-MP 10mKHO OBITH
ME/UIEHHBIM U OY€Hb OCTOPOXHBIM, U3MEHEHUE J103bl Npenapara 0JJHOMOMEHTHO He Oojiee 4eM Ha
10%, makcumym Ha 25%.

O6buHO pexkoMeHaytoT 6-MP mnpuHHMAaTh CTPOro B 189 yacoB, HaTOmAK, MOJIOKOM HE
3aIuBaTh.

B nporokonax rpynmel BFM korconmumarus coctout u3s |l ¢aszer | mporokona (mukinodocdan,
nutapabun, 6-MP), mporokoma M ¢ BeicokuMEH jgo3amu  MeToTpekcara u Il mportokorna
(mexcameTazoH, BHHKPUCTHH, L-acmaparunasa, nokcopyounus, mukinodocdan, nurapadbut, 6-MP).

BbICOKHE 03Bl METOTPEKCATA MPOBOIATCS OOS3aTENBHO B CTAIMOHApE. /19 JI03BI
METOTpPEKCaTa BBOJUTCS B MEPBBIEC MOT4AcCa, OCTABIIHECS 9/10 —3a 23,5 yaca, moMOanbpHas MyHITKHS
C BBEJICHHEM METOTpeKcaTa MHTPATEeKaJIbHO MPOBOIUTCS yepe3 1 yac mocie Havana uHdysuu. s
YMEHBIIICHUS PHUCKAa Pa3BUTUS TOKCUYECKHX OCJIOKHEHUH 00s3aTeIbHO MPOBEICHHUE aJeKBATHOM
COMPOBOJIUTENIBHON Tepanuu: KOHTPOJIb KOHIIGHTpAIlMM METOTpeKcara B KPOBU U BBEACHUSA
JEeKOBOpHHA B COOTBETCTBYIOIIEH 03¢ B OrOBOPEHHBIE IPOTOKOJIOM CpPOKH; HH(GY3HOHHAS
Tepanust u3 pacuera 3000 mi/m%/cyr ¢ no6asnennem NaHCOj; (moanepxanue pH mMoun >7,0).

Ipu BBeeHmsIX LHKIO(GoCchaHa 00S3aTEIHHO HCIIONB30BAHIE MECHEI B 103¢ 400 Mr/M° B 4achl

0, 4, 8 ot Hauana undy3uu ukIodochana.

[Ipu pa3BUTUM TPU3HAKOB TSKEION BUHKPUCTHHOBON TOKCHUYHOCTH (CEPHE3HBIE HAPYIICHHS
CTyJa, Mape3 KUILEYHUKA, Pa3BUTHE TSKEJIOW MOJIMHEWpONaTHH C OTPAHUYEHHEM JBUraTEIbHOU
aKTUBHOCTH WJIM TPH Pa3BUTUU CUHApOMa HeaaekBaTHOW cekpeuuu AJIl') ciemyromiee BBeneHue
BUHKDHCTHHA MOXKET OBITh OTMEHEHO (BOSMOXHO CHIDKGHHE M03bI Ha /3). OJHOBpEMEHHOE
MpPUMEHEHHE WTPaKOHA30Jla WJIM BOpPHKOHa30la (BU(EHO) MU BHUHKPHUCTHHA BCIEACTBHUE PE3KOTO

YCUIICHHUA TOKCHUYHOCTH NNOCJICAHETO ITPOTUBOIIOKA3aHO.

Beem mamuentam ¢ OJUJI, mosywaromum [IXT mnoxazaHa yHuBepcanbHas NpoduiakTuka
MTHEBMOLIMCTHOM MMHEBMOHMHU TPUMETONPUM/CYIb(OMETOKCA30JI0M Ha MPOTSHKEHUH BCETO MepHoaa

neuenust: Ko-tpumoxcazon (Cynbsdpamerokcazon + Tpumeronpum) 3 pasa B HEIENMIO B OJIMH IIPUEM B
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703e 5 MI/Kr mo TpuMerornpuMmy wid 20 MI/Kr mo cynbdameTokcazoly per os (Kpome MepHoaoB

IMPOBCACHUA BBICOKOAO3HOI'O MGTOTpGKC&Ta).

B mob6om mporokosie neuenus OJIJI omHMM W3 BaHEHIIMX KOMIIOHCHTOB SIBJISICTCS
WHTpaTeKalbHas Tepanus. [IpuHuunbl mpoBeneHus TOMOATBHBIX TYHKIUMWA C BBEJICHUEM
npenapartoB B CIUHHOMO3TOBOM KaHan wu3JiokeHbl B myHkTe 4.1.3. YacTe mnanueHToB (B
3aBUCHMOCTH OT BBIOPAHHOTO TEPANEBTHUECKOTO MPOTOKOJIA) TIOCIIE OKOHYAHUST KOHCOJIUIUPYIOIIEH

TepaIuy MoJIy4aroT KpaHHAIbHOE O0JIyueHHE.

Oco0yro TepaneBTHUYECKYIO TPYIYy cOoCTaBsioT narueHtsl ¢ Ph+-OJIJT (¢ namuunem t(9;22)
win BCR/ABL), TpauIIMOHHO OTIHYAIONIUECS TNIOXUM MTPOTHO30M, CBSI3aHHBIM C TJIOXUM OTBETOM
Ha WHIYKIMOHHYIO TEPAIMI0 M BBICOKOM YacTOTOW PEIUJIMBOB. YUYHTHIBAsS HWMEIOIIHECS Ha
CETOHSIIHUN JICHb JAHHBIC TPOBEJICHHBIX MEXTYHAPOTHBIX HCCIICIOBAHUM, TOBOPSIIUE O BHICOKOM
3¢ dEeKTUBHOCTH UCIIONIB30BAHMS Y TAKUX MAI[UEHTOB MHIMOUTOPOB TUPO3MHKMHA3 MapajlieIbHO CO
craggaptHoi I[1XT, y 3Tux manueHToB H00aBiseTCs €XEAHCBHBIN mpueM umaTuHuOa B 03¢ 300

MI/M° (ypoBeHb yOemuTenpbHOCTH Aoka3aTenscTBa B-C).

HpI/IHI_[I/IHBI U IIpaBHJIA TpaHC(l)YSI/IOHHO'3aMeCTI/ITeJ'IBHOI7I TCpalli AHAJIOTUYHBI TAKOBBIM,

W3JI0’KEHHBIM B IyHKTE 4.1.5.

4.2.6 TpeGoBaHus K pesKMMY TPY/AQ, OTAbIXA, JJeUeHHUs] HJIH PeaduIuTauuu

Koncomupanms pemuccun y mnaunumeHtoB ¢ OJIJI MokeT mNpOBOAMUTBCS B YCIOBHSIX
CTallMOHAPHOTO OJHOTO AHs. Eciam TepaneBTHYECKHil MPOTOKON MPEAyCMaTPUBAET UCIOJb30BaHUE
BBICOKMX JI03 MeToTpekcata (mpotokonbl BFM), oHM mOMKHBI MPOBOIUTHCS B YCIOBHSX
KpPYTJIOCYTOYHOT'O CTallMOHapa.

[Ipu neuenun OGonpHOTO ¢ OJIJI HE0OXOMMMO OBITH TOTOBBIMU K Pa3BUTHIO TKEIBIX
OCIIO’)KHEHUN TpeOyrommux Oe30TiarareabHOM WHTEHCHBHOW Tepanuu. TpeboBaHUS K HAIUYHUIO
CHEIHATMCTOB U JIeUeOHO-TMarHOCTHUECKUX IJIOMAJA0K CM. TyHKTHI 3.7 u 4.1.6.

Pexxum omnpeznensercss MHANBUIYAIbHO C YUETOM TEKYIIETO COCTOSIHUSI MAlMEHTa U HAW4us
ocrnoxkHeHUi. B oOmem ciiyyae JOJDKHBI COONIONATHCS CTaHAAPTHBIE PEKOMEHIAIUH 110
npoduIakTuKe WH(PEKIIHMOHHBIX OCIOKHEHHI: M30eraTh MOTEHIIMAIBHBIX UCTOYHUKOB MHQEKIINU;

TIIATETFHOE COOJIIOIEHUE TIPABUIT TMYHON TUTUEHBI; eKETHEBHAS AC3UH(EKINS MeCTa MPeObIBaHUS
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O0JIBHOTO C TIOMOUIBIO JI€3PACTBOPOB, OAKTEPUIMIHBIX JIAMII, NMPU HAJTHYUHM arpaHyJIOIMTO3a —
©KEHEBHAs CMEHAa TIOCTEIbHOIO M HATEJIbHOTO O€Jbsi, JKENaTeJIbHO HaJWuyue B MajaTax

BO3JIyXOOUYUCTHTENCH; mueTa. B meproa TpoMOOIIMTONIEHHN N30eTaTh TPABMOOTIACHBIX CUTYAIUH.

4.2.7 Tpeﬁonalmﬂ K yXxoay 3a NaMEHTOM M BCIIOMOraTeJIbHBIM IIpoLHeaAypamM

IlepeyeHp MEAMIMHCKUX YCIYT yXoJa 3a mHaunueHToM coriacHo «HomeHknatype yciyr B

3PaBOOXPAHCHUNY TIPE/ICTABIICH B Ta0IHIIE:

Kon HaumeHoBaHue Yacrora KpatHocth
MEHHHHHCKOﬁ ydiayru nmpeaocraBJCcHUsA BBIINNOJTHECHUSA

Al14.12.001 YXo[1 32 cOCYAUCTBIM KaTeTEpOM 1 170

A11.12.002 Katerepusanuus kyOUTaIbHOH U APYrux 05 10
nepudepryecKux BeH

A1112003 BHyTpHBeHHOC BBCICHUC JICKAPCTBCHHBIX 1 40
HpernapaToB

Al11.12.009 B3siTre KpoBH U3 nepu(eprIecKoi BEHbI 0,5 20

Al11.12.013 B3site KpoBH 13 EHTPAILHON BEHBI 1 30

A02.30.001 Tepmomerpust oO1as 1 170

A02.12.002 W3mepeHue apTeprabHOIO JaBJICHHUS Ha 1 85
nepudepruvecKix apTepusix

A02.01.001 W3mepeHue Macchl Tena 1 3

A11.28.014 C6op Mouu Juis 1a00paTOPHOTO 1 6
HCCIIeI0BAaHUS

A02.03.005 Wzmepenue pocta 1 3

A11.02.002 BHyTpHMBIIIEYHOE BBEACHHE 0.7 36
JIEKapCTBEHHBIX MTPENapaToB

4.2.8 XapakTepucTuKa MeponpHuATHIi 10 YX01y 32 NALMEHTOM

MeponpusTHs O X0y 3a IMalieHTOM aHaJIOTUYHBI TAKOBBIM, N3JI0’)KEHHBIM B IyHKTE 4.1.8.

4.2.9 TpeGoBaHMA K AMEeTHYECKUM HA3ZHAYEHHUSIM M OTPAHUYCHHUSAM

B nepuon mpoBeneHus XMMHOTEpamnHM, BCS MHUINA, 33 HCKIIOYEHHEM CBEXUX (PYKTOB H
OBOIIEH, JIOJDKHA TIOJBEprarbcsi TepMHUecKod oOpaboTke. 3amperiaroTcss KOMYEHOCTH U
CBIPOKOIYEHOCTH. 3ampelieHbl JII0Oble KHUCIOMOJIOYHbIE MPOJYKTBI C IKHUBBIMH KYyJIbTYPaMHU.

Pa3pema10Tc51 CBCKHUC (I)pYKTBI 1 OBOIIM B TBCp,HOf/'I HCHOBpC)KI[CHHOfI KOXKYPE, KOTOPBIC HOJI’KHBI

OBbITh BBIMBITBI B TEILIOHN BOAC C MBIIOM. 3anpemeHH MEPCUKH, a6pmcocr>1, KHUBH, Ar0JbI,
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LUTPYCOBBIC, BUHOTPA, JbIHU, apOy3bl. 7l MUTHSI MCHOJB30BATH TOJBKO OyTHIIMPOBAHHYIO HIIU

KUIITYCHYIO BOJY.

4.2.10 Oco6enHocTd MH(OPMHUPOBAHHOIO T00POBOJILHOIO COTJIACHS MAIMEHTA NMPH

BbINNOJTHCHUH

NPOTOKOJIA

BeleHUA

00JBbHBIX |

I/IH(l)OpMaIII/Iﬂ IJIsd MAMEHTAa U YICHOB €ro CeMbH

Ocob6enHoct  MH(OOPMHUPOBAHHOTO JTOOPOBOJIBLHOTO

U3JI0’KEHHBIM B IyHKTE 4.1.10.

4.2.11 TIlpaBuna wu3MeHeHUsi TpeOOBaHUH NpH

NpeKpameHue JelcTBUs TPeOOBAHMI MPOTOKOJIA

coriaacusda aHaJJOTHYHBI

JOIMOJTHUTECJIbHAasA

TaKOBBIM,

BBIINIOJIHEHUHU TIPOTOKOJIa M

[IpoTokon nnsi nMaHHOW MOJENH TMAalMeHTa TMepecTaeT JeHCTBOBATh 110 OKOHYAHUHU

KOHCOJUAUPYIONIEH Tepanuu. Jamee mpoBOIUTCS TMOAIEPKUBAIOIIAs Teparus (MOJCIb MalueHTa

4). Ilpu pa3BUTHH OCIOKHEHHH MEIUITMHCKAsI TTOMOIIb MAIlMEHTY OKa3bIBA€TCS B COOTBETCTBUU C

TpeOOBaHUSAMHU MTPOTOKOJIA BEJICHUS OOJILHBIX C COOTBETCTBYIOIIUM 3a00JICBAaHUEM/CHHIPOMOM.

4.2.12 Bo3MoKHbI€ UCX0/Ibl U UX XapaKTePUCTHKA

Bo3moskHBIE HUCXOJbI U UX XapaKTCPHUCTUKA ITPCACTAaBIICHEL B Ta6nnue:

HaumenoBanue | Yacrora Kpurepumn u Opuentuposou | IlpeemcTBeHHOCT
Hcexoaa pPa3sBuUTUA NPpU3HAKH HO€ BpeMs b U 3TAITHOCTH
ucxoaa, % HCXO0/1a NpHU JOCTHKEHH S OKAa3aHUA
JaHHOW MoJeJd | HCX0/a, THeH MeINIHHCKOMI
nmanueHrTa IOMOIIMA IIPH
JAHHOM HCX01e
Coxpanenne 93,0-95,5 <5% OJ1acTHBIX 150-170 [MarmenT momy4aer
KIIMHUKO- KIIETOK B MO/JIEPYKUBAIOIILYIO
reMaTOJIOT MY ECKOH pereHepupyoieM Tepanuio (MoJesb
peMuccuu KOCTHOM MO3TE; naruenTa 4)
OTCYTCTBHE
IKCTPAMEAYIUIIPHBIX
MIPOSIBJICHUI
JICHKEMHH
Permmnous 1,5-2,0 >5% 0J1aCTOB B 30-170 ITammeHT BeneTcs mo
KOCTHOM MO3T¢e TIPOTOKOITY ISt
W/VITH TIOSIBIICHHE penunusos OJIJI
IKCTPAMEAYJUIIPHBIX
MPOSIBIICHUN
JICHKEMUH
JletanbHbINA UCXO] 3-5 Hacrynnenue 0-170 _
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| cmepTu

4.3 Mogeas nanuenra 3. Jleru m nmogpoctku (1-18 jer) ¢ ocTpbiM J1uM(POOIACTHBIM

JIeK030M,

TEpalnuu.

I kJIuMHHKO-reMaToJOrnveckKas peMuccus,

¢a3za mnomep:kuBamel

Oo0s13aTebHAS COCTABJISIONIAS MOAEIH

Onucanue cocTaBjdoIIeH

Hozonornueckas popma

OcTpeiit 1uM(pOOIACTHBIN JEHKO3

Cramus 3a001eBaHus

| KITMHMKO-reMaToJIorH4ecKast pPEMHUCCHUA

da3za 3a00eBaHug

[TonepxuBaromas Tepanus

Oc1oXHEHUA

bes ocnoxaenunit

Koz mo MKB-10

C91.0

4.3.1 Kpurepumn ¥ NpU3HAKHU, ONpPeaeJSAI0IIHe MOIe/]b NalMeHTa.

Bce manueHTsl ¢ BrepBble YCTAaHOBJIEHHBIM TMarHO30M OCTPOro JUMQOOIacTHOrO JeiKko3a B

Bo3pacte 1-18 met, B | KITMHUKO-TEMATOJIOTHYECKOW PEMUCCHH, 3aKOHUMBIIINE WHTEHCUBHYIO YacTh

TCpaIliniu.

4.3.2 [lepeyeHb MeIUIMHCKHUX YCJIYT OCHOBHOIO M J0ONOJHUTEIbHOI0 aCCOPTUMEHTA

[lepeuens menunuHckux yeayr (MY) cornacno «HoMeHkaType ycinyr B 34paBOOXPaHEHUN»

AJIs1 KOHTPOJIA JICUCHUA ITPCACTABJICH B Ta6n1/1ue:

YcnoBus okazanus MY aM6y.]'IaT0pHO'HOHI/IKHI/IHI/I‘IGCKI/IG

OyHKIMOHANBHOE HazHaueHue MY: neduenue 3a0oneBaHuit

Kon HaunmeHnoBanue Yacrora KpaTnocth
Me)lI/IIII/IHCKOﬁ yciayru npeaocTaBJICHUsA BbITNIOJTHCHHU A

B01.009.002 [Ipuem (ocmotp, KOHCYHBTaL[I/ISE) Bpada- 1 90
JIETCKOTO OHKOJIOTa TIOBTOPHBIH
OcMoTp (KOHCYJIBTAIHsT) BPadoM-

B01.003.002 AHECTE3UOIOrOM-PEaHNMATOIOrOM 1 4
TTOBTOPHBIN

B03.016.003 OO6mmit (KJ‘II{HI/I‘IGCKI/II/I) aHaJIu3 KPOBU 1 90
Ppa3BepHYTHIH

B03.016.004 AHanus KpoBu 6I/IOXI/H\EI/I‘IGCKI/II/I 1 16
o0meTepaneBTHIECKUI

B03.016.006 Amnanus Mouu oOmuii 1 6

A08.05.001 Iuronornueckoe ucciaeoBaHUE Ma3Ka 1 1
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KOCTHOT'O MO3Ta (TmozicyeT (popMyItsl
KOCTHOT'O MO3Ta)

A09.23.001 [uronornueckoe Ucciea0BaHNE KIETOK 1 3

e CIIMHHOMO3TOBOM KUJIKOCTU

A09.23.002 OmnpeneneHne KPOBU B CIMHHOMO3TOBOH 1 3
KHIKOCTH

A09.23.003 Hccnenosanue YPOBHS IJTIOKO3bI B 1 3
CIIMHHOMO3TOBOH YKHJIKOCTH

A09.23.004 HccnenoBanue YPOBHSA Oenka B 1 3
CIIMHHOMO3TOBOH JKHJIKOCTH

B03.052.001 KomnnekcHoe ynbTpa3ByKoBOe 1 4
MCCIIEZIOBaHNE BHYTPEHHUX OPraHoB

A05.10.006 Perucrpanust anexTpokapIuorpaMmMsl 1 4

A05.02.001.001 | Dnexrpomuorpadus UroabyuaTas 0,03 1

BO1.003.004 AHecTe310I0rnuecKoe ocodue (BKI0Yas 1 4
paHHee MOoCIIeoNnepalliOHHOE BEACHHUE

Al11.23.001 CnuHHOMO3roBas MyHKIUS 1 3

A11.23.002 Beenenne JIeKapCTBEHHBIX NPENapaTos B 1 3
CIIMHHOMO3TOBOM KaHaJ

Al11.23.006 [Tony4yeHne TUKBOpa U3 JKEIYIOYKOB MO3Tra 0,01 3

A11.23.004 BBeneHne eKapcTBEHHBIX MPENapaToB B 0,01 3
CTPYKTYPbI TOJIOBHOI'O MO3T'a

A11.05.002 [Tony4yeHne IUTONOrMYECKOrO Tpenapara 1 1
KOCTHOT'O MO3I'a IIyTeM IIYHKIHU

4.3.3 XapakTepucTHKAa aJrOPUTMOB H OCOOEHHOCTeH NpPUMEHEHUs] MeTUIIHHCKHUX

yCJIYT NpPHU JaHHOI MOJe/IU NalMeHTa

[MonnepxuBaromias Tepanus OJIJI mpu OTCYTCTBUM OCIOKHEHHH TPOBOAUTCS B aMOyI1aTOPHO -
MOJIMKJIMHUYECKUX yciaoBUsiX. Eciau TepaneBTHUECKUH MPOTOKOJ MpelycMaTpUBAEeT MPOBEICHHE
PEUHAYKIUH, OHU JOJKHBI POBOIUTHCS B YCIOBHSIX CTAIl[MIOHAPA OJJHOTO JTHSI.

Bo Bpemst noanepxuBaromieil Tepanuu oOmuid aHamu3 KpoBH uccienyercs 1 p/Hea, B nepuos
npoBeleHus: peuHaykuuii — 2 p/en; Y3U BHyTrpeHHux opranoB — 1 p/3 mec. Ilo oxoHuanum
MOJJICP)KUBAIOIIEH  Tepanmud TMPOBOJUTCS IMYHKIUS KOCTHOTO MO3ra C  HCCIEIOBaHHEM
MUEJIOTPAMMBI JIJIS1 TIOATBEPKICHHS COCTOSIHUSI PEMUCCHH.

Ecnu TepaneBTHuYecKui MPOTOKOJ MPEAyCMATPUBAET MPOBEICHHE JTIOMOANBHBIX MYHKIUNA C
BBEJICHHEM TIPEerapaToB WHTPATEKaIbHO, OHU MPOBOJATCS MO OOIMIMM MpaBmiaM (CM. MyHKT 4.1.3).
JIukBOp HcciemyeTcs Mpy KaxkI0i TIOMOabHOM MyHKITUH.

VYcnoBus Hayana noiepKrUBarouied Tepanuu:

UmonHast peMuccus;

[JynoBII€TBOPUTETHHOE 00IIEE COCTOSIHUE;

[JoTcyTcTBHE TSXKENON HHPEKIUY;

[ neiikomutsr Gosee 2 000/Mm”;
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[rpanynonute Goiee 500/Mm>;

tpom6owmTl Goee 50 000/mm>.

4.3.4 TpeGoBaHUSA K JIEKAPCTBEHHOH MOMOIIM CTANMOHAPHOI

TpeboBanusi K JEKapCTBEHHOW IOMOIIM CTAllMOHAPHON TMpPEICTaBICHBl B 3alOJIHEHHON

dbopme, nokazanHoi Ha Pucynke 4.3.

OpuenTHpoBOo | JKBUBAJIEHTH
dapmako-
ATX noxa- HenarenroBanHoe Yacrtora 4YHasl JHEBHAsA | asg KypcoBasi
TepaneBTHYECKAsI
rpynma HaNMMeHOBaHHe Ha3HAYeHHUs! no3a no03a
rpynma
Oam (3K
IIpoTuBoOOITyX0JIEBbIE, UMMYHOJIEIIPECCUBHBIE U COIIYTCTBYIOLIUE 1
cpescTBa
IIpoTuBooIyXxoieBble Ipenaparsl U 1
MMMYHOMOZYJISATOPBI
BuHKpUCTHH 1 1,5 mr 24 mr
NmaTuauo 0,02 300 mr 155400 mr
MepkanTonyput 1 50 mr 20500 mr
Mertotpekcat 1 30 mr 2200 mr
I'opMonabHBIE TpemapaThl IS 1
CHCTEMHOT'O HCITOJIb30BAHMUS
| JlexcameTa3oH 0,6 6 Mr 576 mr
CpezcrBa, npuMeHsieMble JJIsi IPO(QUIAKTHKH U JICYCHUSI 1
nHpexuii
[IpoTBOMUKPOOHBIE TIpEnapaThl IS 1
CHCTEMHOTO HCITOJIb30BAHMUS
Ko-tpumoxkcazon 1 960 mMr 210000 mr
(Cynbdamerokcazon +
TpumeTonpum)
PacTBOpEI, 37IEKTPONUTEHI, CpeACTBA KOPPEKIIUU KHCIOTHOTO 1
paBHOBECHS, CPEACTBA MTUTAHUI
[Tnasmo3ameraromye u 1
rrepy3nOHHBIE PaCTBOPEI
Harpus xnopun 0,6 4500 mr 72000 Mr
Kanus xnopua 0,6 750 mr 12000 mr

Pucynok 4.3. [IpuBenennsie B (hopMe 10361 MpenapaToB sBistoTcs yepeaneHuoi Benuunnoi. OJ1J1 u DK/ paccuntans
JUISL «CTAHJAPTHOrOY» MAIMEHTa C IUIOMIAIbI0 OBEPXHOCTH Tema 1 M’ Py MCIIOb30BaHIK Hanbonee
pacnpocTtpaHeHHBIX B Poccun potokonos rpymn BFM i Mocksa-bepnus.

4.3.5 XapaKkTepHCTHKH aJITOPUTMOB M 0CO0EHHOCTeil MPUMeHeHUsI MeIMKAMEHTOB

Ho;mepn(I/IBanmas{ TCpalurd NpOBOAUTCA OO0 HOCTUKCHHUA O6I.LICﬁ AJIUTCIIBHOCTU TEparnun 2

roaa.

HO,Z[,Z[ep)KI/IBaIOH_IaH Tepanurd COCTOUT H3 CKCIHCBHOTO IICPOPAJIBHOTO IIpHUEMa 6-MP ¢

CIKCHCACIIbHBIM BBCIACHUCM MCTOTPCKCATA (B/M nim p/O B 3aBHCHMOCTU OT TCPANICBTUYCCKOI'O
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npoTtokona). OOs3aTenbHBIM YCIOBUEM aJIeKBATHOTO TPOBEACHUS IOAJICPKUBAIONICH Tepanuu
SBIJIIETCS CBOEBPEMEHHAsl KOPPEKLUs J03UPOBKH 6-mepkanronypuHa (6-MP) u merorpekcara B
3aBUCHUMOCTHU OT KOJIMYECTBA JIEMKOLMTOB. 3aaueil ABISETCS Takas I0OCTUPOBKA /103, MPEXK/IE BCETO
6-MP, 9T00BI IEHKOTIUTHI CTA0MIBHO nepkainuch B mpenenax ot 2 000 xo 3 000/mki, He momyckas
KaK pa3BUTHS allIa3uH, TaK U yBenndeHus JerkouuToB Beie 3 000-3 500/mxir.

[Iporokosbr cepun MockBa-bepivH mnpeaycMaTpuBalOT TaKXKE MPOBEACHUE PEUHIYKIIHMI
(excameTazoH + BUHKPHUCTHH), KaXIple 6 Helenb MoJiepKuBatomeld tepanui. Ha mepBbIX Tpex
PEMHIYKIUSAX MPOBOIATCS HHTPATEKAIbHBIE BBEACHUS 3-X XHMMHUONPENapaToB. BOIbHBIM, KOTOPHIM
MPOBOJMIIOCH KpaHWAIBHOE OOJy4YeHWe, HWHTPATEKATbHO BBOJATCS TOJBKO 2 Tpemapara —
METOTPEKCaT He BBOJAUTCSI.

Bcem mammentam ¢ OJIJI, momywaromum [1XT mokazana yHuHBepcasibHas NpoduiIaKTHKa
MTHEBMOIIMCTHOM ITHEBMOHHUU TPUMETONPUM/CYITb(OMETOKCA30JI0M Ha MPOTSHKEHUH BCETO MEePHOA
neuenus: Ko-tpumokcazon (Cynbdamerokcazon + Tpumeronpum) 3 pa3a B HEAEIIO B OJUH IPUEM B
7103€ 5 MI/KT 10 TpuMeTonpuMy win 20 MI/Kr 1o cyiab(haMeToKca3omy per os.

[Mamwentsr ¢ Ph+-OJIJI (¢ nammumem t(9;22) wiu BCR/ABL) B TeueHme Bcero Kypca
MOJUICPKUBAIOIICH TEpamuy TOJIy4aloT WMaTWUHHO exemHeBHO B go3e 300 Mr/m> (ypoBeHb

yoenuTenbHOCTH JoKasarenbeTBa B-C).
4.3.6 TpeOoBaHus K pe:KUMY TPY/Aa, OTAbIXA, JeYeHUsI WU peaduauTalun

[Tonnepxusaromias Tepanus OJIJI mpu OTCYTCTBUM OCIIOKHEHHH POBOAUTCS B aMOyI1aTOPHO -
MOJIMKIIMHUYECKUX ycloBUsiX. Ecnu TepameBTHUECKUH MPOTOKOJ MpPEeayCMaTpPHUBAEeT MPOBEACHUE
PEUHAYKIUHN, OHU JOJKHBI IIPOBOJUTHCS B YCIOBHSIX CTallMOHAPA OJAHOTO JHS.

Pexxum omnpepensieTcss MHAUBHIYATbHO C YY€TOM TEKYIIErO COCTOSHUS MAlleHTa U HAIUYus
ocrnoxkHeHuid. B oOmem ciygyae [OJDKHBI COONIONATHCS CTaHIAPTHBIE PEKOMEHIAIMH  T10
npoduIakTUKe MH(PEKIIMOHHBIX OCIOKHEHUI: M30eraTh MOTEHIUAIbHBIX MCTOYHHUKOB HWH(EKIIHH;

TIIaTeNbHOE COOII0IEHUE MTPABHJI IMYHOM MMTUEHbI; TUETa.
4.3.7 TpeGoBaHusi K yX01y 32 NallHEHTOM U BCIIOMOraTeJIbHBIM IPOLeypam

HCpC‘-ICHL MCIUIMHCKUX YCIYTI' yXOJa 3a MallUMCHTOM COIJIaCHO «HOMCHKJ'IaTpr yCiayr B

3APaBOOXpPaHCHUMN» ITPEACTABJICH B Ta6J'II/II_IeZ
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Kon HaunmeHoBaHue Yacrora KpatHocth
MeI[HHHHCKOﬁ yaiayru nmpeaocraBJCHUA BBINNOJTHCHUSA

A11.12.002 Katerepu3sanus KyOUTaIbHON U IPYrHX 0.6 16
nepupeprUIecKiX BeH

A11.12.003 BHyTpHBeHHOE BBEICHHE JICKAPCTBEHHBIX 0.6 16
MpenapaToB

Al11.12.009 B3situe kpoBu 13 neprdepruieckoil BEHbI 1 16

A02.30.001 Tepmomerpust oOmas 1 32

A02.12.002 W3mepeHue apTepHalbHOrO TaBICHHS Ha 1 3
nepudepuIecKux apTepusix

A02.01.001 W3mepenne mMacchl Tena 1 8

Al11.28.014 COop Mouu 1715 1Tab0paTOPHOTO 1 6
HCCIIeTOBAHUSI

A02.03.005 W3mepenue pocta 1 8

A11.02.002 BHyTpHUMbIIIIEYHOE BBEICHHE 0.6 58

JICKapCTBEHHBIX NPenapaToB

4.3.8 XapakTepucTHKa MepPONPHUSATHIA 10 YXOAY 32 MALIMEHTOM

B nepuon moanepkuBaromiei Tepanuu JODKHBI COOMIOAATHCS CTAaHAAPTHBIC PEKOMEHIAINH
1o npo¢uIaKTUKe WH(PEKITMOHHBIX OCJIOKHEHHUM, TTpaBujia JUYHOW THrueHbl (cM. myHKT 4.1.8). B

MepuoJ TPOBEACHHUS PEUHIAYKIIMH ¢ JEeKCaMeTa30H 00s3aTeIbHO €XEJHEBHOE H3MEPEHHUE

apTepHaIbHOTO J1aBJICHUSI.

[lepecueT momaay MOBEPXHOCTH Tejla MPOU3BOIUTCS Mepes Kaxaon peunaykuuen. [Ipu ux

oTcyrcTBUM — 1 p/2 mec.

4.3.9 TpeGoBaHusi K AMeTHYECKUM HAZHAYEHUSIM U OTPAHUYEHUSM

Jlyuera aHanOrM4Ha TAaKOBOW, U3JI0KEHHOU B MyHKTax 4.1.9 n 4.2.9.

4.3.10 OcobennocT MHGOPMHUPOBAHHOIO J00POBOJIBLHOIO COIJIACHS NMALMEHTa INpPH

OcobenHoct  MH(POPMHUPOBAHHOTO  TOOPOBOIBHOTO

BbBINNIOJTHCHUH IMPOTOKOJIA BCJICHHUA

U3JI0’KEHHBIM B ITyHKTE 4.1.10.
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TaKOBBIM,



4.3.11 IIpaBuia wu3MeHeHUs] TpPeOOBaHMIi MNPU BHINOJHEHMH NPOTOKOJA M

NMpeKpameHue JeicTBUA TpeﬁoBa}mifl MMpoOTOKOJIa

HpOTOKOJI JJIA I[aHHOfI MOJC/IM MMaluCHTa IMCPeCTacT HeﬁCTBOBaTL 110 OKOHYaHUH

nojyiepkuBaromied  tepanuu. [lpu pasBUTHM OCIOKHEHHN MEIMIMHCKAs IOMOLIb IAIUEHTY

OKa3bIBa€TCA B COOTBCTCTBHUHU C Tpe60BaHI/I$IMI/I IMPOTOKOJIa BEACHUSA OOJBHBIX C COOTBCTCTBYIOIIUM

3a00JIeBaHUEM/CUHPOMOM.

4.3.12 Bo3MO:KHBbIE€ HCXObI M UX XapPAKTEPHCTHKA

Bo3moxHbIe HUCXOJbI U UX XaPAKTCPUCTUKA MTPCACTABIICHBI B Ta6J'II/IHeI

HaunmenoBanue | Yacrora Kpurepumn u Opuentuposou | IlpeemcTBeHHOCT
nucxoga pa3BuTHA NMPU3HAKH HOEe BpemMsd b U 3TANIHOCTb
ucxojaa, % HUCXo/1a nmpu JOCTHKECHUSA OKa3aHus
JaHHOI MoJeJd | HCX0]a, THel MeTHIINHCKOMH
nmanMeHTa MOMOIIM NpPH
JAaHHOM HCX0/1€
Coxpanenue 96,0-97,0 <5% OJ1acTHBIX 500-550 [MarenT momy4aer
KITMHUKO- KIIETOK B MOAJIEP KU BAIOIILYIO
reMaTOJIOTHYECKOMH pereHepupyoIeM Tepanuio (MoJelb
pemMuccuu KOCTHOM MO3T€; marueHTa 4)
OTCYTCTBHE
IKCTPAMEAYJUIIPHBIX
IIPOSIBJICHUI
JIEUKEMHUH
Peruaus 2,5-3,0 >5% 01acTOB B 0-550 ITanmenT BeaeTcs Mo
KOCTHOM MO3Te MPOTOKOITY JJIs
W/WIM TIOSIBIIEHHE permausoB OJIJI
IKCTPAMEAYJUIIPHBIX
MIPOSIBJICHUI
JICUKEMHH
JleranbHbIi UCcxox 0,5-1 Hacrymuienue 0-550 _
CMepTH

4.4 Mopeas nanuenta 4. /leru m nmoapocrku (1-18 jer) ¢ ocTpbiM JMM(pOOIACTHBIM

JIEIKO30M, I'PYIIA BLICOKOI'0 PUCKA, (pa3a HHTEHCHBHON BbICOKOI03HOM TepamnuM.

O0s3aTeIbHAA COCTABJIAIONIAA MOJAETIH

Onucanue cocTaBJsgIONIeH

Ho3zonoruueckas ¢popma

Ocrtpsrii TuMpoOIaCTHBIN JIeHK03, rpyIna
BBICOKOT'O PUCKa

CTa,Z[I/IH 3a00JIeBaHUS

| ocTpslii nepuos/ | KTUHUKO-reMaToI0TrH4IecKast
pemMuccus
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®aza 3aboneBaHus Boicokono3Has Tepanus

OcCloXHEHUA be3 ocioxnaenuii

Koa mo MKB-10 C91.0

4.4.1 Kpurepuu U NPU3HAKHU, ONpe/ieJIAIOIIHNeE MO/Ie/Ib MAalleHTa.

[TanueHTH! C BHEpBbIE YCTAHOBJIEHHBIM JAMArHO30M OCTPOro JMM(oOIacTHOro Jeiko3a B
Bo3pacTte 1-18 net, rpynmna BBICOKOTO PUCKa, MOJYUYUBIINE HHIYKIIMOHHYIO TEPAIHUIO.

Kputepun, Ha OCHOBAaHHMH KOTOPBIX MNAIMEHTHI OTHOCSTCS K TpYIIE BBICOKOIO PHUCKA,
OTPEENAI0TCA BbIOpaHHBIM TEpPareBTUYECKUM MpOoTOoKosoM. Kak mpaBuio, K Ipymmne BBICOKOTO
PHUCKa OTHOCSITCS MTAlIUEHTHI:

[/He nocturmme pemMuccuu nocie NpoBeIeHNs HHIYKIMOHHON Teparnu

OTlanuenTs ¢ Hamuuuem t(4;11)

[TTnoxo# panHuii oTBEeT Ha Tepanuto: >1000 G1acTHBIX KIETOK B MKJI Iepudepruueckoil KpoBU

Ha 8 jeHp Tepanuu (I MPoToKoI0B BFM)

4.4.2 TlepeyeHb MeTUIMHCKHUX YCJIYT OCHOBHOTO H JIONOJHUTEIBLHOI0 aCCOPTUMEHTA

[Tepeyenr meaunuHCKUX yeuayr (MY) cornacHo «HomeHknatype ycayr B 3[paBOOXpaHEHUN)
JUTSI KOHTPOJIS JICUCHUS MPECTaBJICH B TaOJIHUIIE:
YcnoBus okazanuga MY: cTallnoHapHbIE

OyHKIMOHANBHOE Ha3HaueHue MY sieuenue 3a00eBaHmi

Kox HanMeHoBanmue YacrorTa Kparnocth
MEI[I/IIII/IHCKOﬁ yciayru npeaocraBJaCcHUA BbIIIOJTHCHHUA

BO1.009.002 [Ipuem (ocmotp, KOHCYHBTaL[I/ISE) Bpada- 1 130
JIETCKOTO OHKOJIOTa TIOBTOPHBIN

BO1.023.002 [Ipuem (ocmotp, KOHCUyJILTauH;I) Bpada- 0.3 3
HEBPOJIOTa TOBTOPHBIH

BO1.029.002 [Ipuem (ocmotp, KOHcynLTuaumI) Bpada- 0.3 3
o(TamIbMOIIOra MOBTOPHBIN
OcMoTp (KOHCYIBTAIHST) BPAYOM-

B01.003.002 AHECTE3UOIOrOM-PEaHNMATOIOrOM 1 6
TTOBTOPHBIN

B03.016.003 OOmmit (KJ‘II{HI/I‘IGCKI/II/I) aHaJIu3 KPOBU 1 100
pa3BepHYTHIH

B03.016.004 AHanu3 KpoBH 61/10x1/nvumquKm7I 1 70
o01eTepaneBTHIECKUI

A09.05.045 HccnenoBanue ypoBHs aMWIa3bl B KPOBU 1 70
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B03.005.006 Koarynorpamma (OpHeHTHPOBOUHOE 1 12
HCCIIEIOBAHHE CHCTEMbI TEMOCTA3a)

B03.016.006 AHanu3 Mouu o0 1 12
LuTtonornyeckoe UccienoBaHUEe Ma3Ka

A08.05.001 KOCTHOT'O MO3Ta (TmoicyeT popMyIbl 1 6
KOCTHOT'O MO3T'a)

A09.23.001 [uTtonornyeckoe UccieaoBaHue KIETOK 1 6

T CIIMHHOM 03TrOBOM YKHJIKOCTH

A09.23.002 OrnpezieneHne KpOBU B CIIMHHOMO3TOBOM 1 6
KHIKOCTH

A09.23.003 HUccnenoBanue YPOBHSI TIIIOKO3bI B 1 6
CIUHHOMO3TOBOM JKUIKOCTH

A09.23.004 HUccnenosanue YPOBHSI Oenka B 1 6
CMUHHOMO3TOBOM JKHUIKOCTH

B03.052.001 KomMmmiekcHoe ynbTpa3ByKOBOE 1 6
HCCIIeIOBAHNE BHYTPEHHUX OPraHOB

A05.10.006 Perucrpanust snexkTpokapIuorpaMmMsl 1 6

A06.09.007 PenTrenorpadust Jerkux 1 3

A11.12.001 Karterepusanus noaKIFOYUUHON U IPYTUX 1 1
HCHTPAJIbHBIX BCH

BO1.003.004 AHECTE31O0JIOrHUeCcKoe oco0ue (BKITIOUast 1 6
paHHee NOCIIeoNnepaioOHHOe BEICHHE

Al11.23.001 CnuHHOMO3roBas MyHKLHUS 1 6

A11.23.002 Beenenue JIeKapCTBEHHBIX MPENIAPaToB B 1 6
CIIMHHOMO3TOBOI KaHall

Al11.23.006 [NonyueHue JIMKBOpa U3 HKEIYA0YKOB MO3Ta 0,01 6

A11.23.004 BBezieHue iekapCcTBEHHBIX TIPENapaToB B 0,01 6
CTPYKTYPBI TOJIOBHOT'O MO3Ta

A11.05.002 [NonyueHne HUTONIOTMYECKOr0 Npernapara 1 6
KOCTHOTO MO3ra IyTeM MyHKIIHU

A09.05.035 HUccnenoBanue ypoBHs JIEKAPCTBEHHBIX 1 20
MPenapaToB B KPOBH

A09.28.017 OmnpenerneHne KOHIEHTPALUH BOJIOPOIHBIX 1 48
1oHoB (pH) Moun

A12.28.002 HUccnenoBanue GpyHKIMU HEPPOHOB 1 6
(xupeHc)

A12.05.010 Omnpenenenne HLA-anTHreHoB 1 1

4.4.3 XapakTepucTHKa aJITOPUTMOB U OCOOEHHOCTE NPUMEHEHHUS MeIHIMHCKHX

yCJIYT NpHU AaHHOI MO/e/IU NauueHTa

Teparnzm MalMCHTOB TPYIIIBI BBICOKOI'O PHCKA IIPOBOAUTCA TOJIBKO B  YCIOBUAX
KpYIJIOCYTOUHOT'O CTallMOHAapa.

Hepez[ HayaJIoOM KaXXa0ro OJI0Ka BBICOKOJIO3HOM XUMUOTCpAIIUN 00s13aTeILHO HCCICIOBAHUC
O6H_ICFO aHaJIn3a KPOBH, OHMOXMMHUYECKOT0 aHaJIn3a KpOBH, UCCICIOBAHUC (bYHKI_II/II/I IIOYCK (KJ'II/IpeHC
10 SHAOI'CHHOMY eraTI/IHI/IHy'), perucTpanusa OKT'. IInomane MOBCPXHOCTHU TCJIa JI pacucTa 103
JICKApPCTBCHHBIX NPCIAPATOB MEPCCUHUTLIBACTCA 3aHOBO IICPECA HAYAJIOM KaXJ10I'0 0JI0Ka.

OI_IeHKa craryca pCMUCCHUHU MMPOBOAUTCH ICPCA HAYAIIOM KaXKI0T'0 Onoka XUMUOTCpAIIUH.
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Ycaosus Hayaiaa HR-0610ka:

[JY noBIeTBOPUTEIBHOE 001I[ee COCTOSIHUE M OTCYTCTBHE MH(PEKINN

[JKpeaTrHHH/Kpea-KIMPEHC B MPEIEIax BO3PACTHON HOPMBI

JAJIT/ACT < 5 Bo3pacTHBIX HOpM, OMIIMPYOUH < 3-X BO3pAaCTHBIX HOPM

UPTT < 1,6 X BepxHeii rpaHULIbI BO3PACTHON HOPMBI, pubpuHOTEeH U anTuTpoMOuH |11 > 0,75
X HW)KHEHN TpaHuLbl BO3PaCTHOW HOPMBI,

[JCTabUnbpHBIN poCT IPpaHyIOLMTOB U TPOMOOIIMTOB

UI'panynouutsr > 200/mm° (pemaromyM SIBJISIETCS KOJIMYECTBO I'PAaHYJIOLMTOB, a HE oOlee

KOJINYECTBO JICHKOIUTOB); TPOMOOIMTH > 50000/Mm>

[IpaBuna  mpoBeneHus  JTOMOATBHBIX  MYHKIMHA W WHTPATCKAJIBHOTO  BBEACHUS
XUMHUOIIPENapaToB CM. B ITyHKTeE 4.1.3.

[Ipu mpoBenennu BbICOKMX 103 MeToTpekcara (HD-MTX) mist nocTiwxkeHus: MakCUMaIbHO
BO3MOYHOW MUKOBOM KOHILIEHTPALIUU METOTpeKcaTa B JUKBOPE JIIOMOaNbHAs MyHKIUS MPOBOIAUTCS
Cpa3dy Tmocjie BHYTPHMBEHHOTO BBEJCHHUS IIEPBOM HArpy304YHOW [03bl mpemapara. Ha ¢one
npoBeaeHuss HD-MTX o0s3aTenpHO Hcclie[oBaHUE KOHIIGHTpPAIlMd METOTpEeKcaTta B KPOBH IS
MIPOBEJICHUS aJeKBATHOM CONPOBOAUTEIHLHOM TEpauK U CBOEBPEMEHHON MPO(PUIAKTUKH U JICUSHUS
BO3MOXHBIX OCJIO)KHEHUH. CpOKM W YacToTa IPOBEAEHUS HCCIEAOBAHUN PErJIaMEeHTUPYIOTCS
BBHIOpDAaHHBIM TEPANEeBTHUECKUM MpOTOKoJIoM. JIMKBOp wHccienyercs MpU KaxaAoW JHOMOaIbHOM
MTYHKIUH.

[Iposenenne TI'CK moka3aHo BceM OOJILHBIM BBICOKOTO pucka B 1-oif pemuccuu. [loatomy
BceM mnanueHTam HLA-tunupoBaHue W MHUIMALKA MOHMCKA JOHOpA JOJDKHBI MPOBOAUTHCA CPaszy

II0CJIC CTpaTI/I(I)I/IKaI_[I/II/I MaUCHTOB B I'PYIIITY BBICOKOI'O PUCKA.

4.4.4 TpeGoBaHusl K JICKAPCTBEHHON MOMOIIM CTAIIHOHAPHOM

Tpe6OBaHI/I$I K HeKapCTBeHHOﬁ oMo CTaHHOHapHOﬁ NpEACTaBJIICHBI B 3aI0JTHEHHOM

¢dbopme, mokazanHo Ha Pucynke 4.2.

OpueHTHPOBO | DKBHBAJIEHTH
dapmako-
ATX noa- HenaTtenToBanHoe Yacrora YHas JHEBHAsA | afg KypcoBas
TepaneBTHYeCKAS
rpymnmna HAaMMEHOBaHHE Ha3HAYeHHs J103a 10323
rpynmna
(001 01)) (3K
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OpueHTHPOBO | JKBUBAJIEHTH
dapmako-
ATX mox- HenarenToBanHoe Yacrora YHAs JHEBHAsA | afg KypcoBasi
TepaneBTHYECKAas
rpynmna HAMMEHOBaHUE HA3HAYEeHHs nao3a ao3a
rpynmna
oan) (3KI)
[IporuBoomyxoneBbie, IMMYHO/ICIIPECCUBHBIE U COITYyTCTBYIOIIUE 1
CpescTBa
[IpotuBOOMYXONEBBIE IpEMApPaTHl U 1
HMMYHOMOTYJISTOPBI
Bunkpuctun 1 1,5 mr 12 mr
JayHopyOunux 1 30 mr 60 mr
Acnaparusasa 1 25000 EJT 300000 Ef,
Merotpekcar 1 5000 mr 20000 mr
I{urapabun 1 2000 mr 24000 mr
[uknodpochamuy 1 200 mr 2000 mr
Hdochamun 1 800 mr 8000 mr
DTOMO3U 1 100 mr 1000 mr
I'opMmoHanbHbIE pEnapaTsl A 1
CHCTEMHOT'O HCIOJIb30BAHUSI
| Dexcamerason 1 20 mr 600 mr
CpencrBa, npuMeHsieMble JJIsi IPO(QUIAKTHKH U JICYCHUS 1
UH(EK I
[IpoTrBOMUKPOOHBIE peTIapaThl I 1
CHCTEMHOT'0 HCIIOIb30BAHHS
Ko-Tpumokcason 1 960 mr 52000 mr
(Cynbdamerokcazon +
TpumeTonpum)
PacTBOpEI, 3MEKTPOIHUTHI, CPEICTBA KOPPEKLIUH KUCIOTHOTO 1
paBHOBECHs, CPEACTBA IMTAHUS
[Tnasmo3amemaronye u 1
niepy3MOHHbBIE PACTBOPEI
Harpus xnopun 1 27000 mr 1134000 mr
Kanus xnopun 1 4500 mr 190000 mr
Hatpus runpokapbonar 1 14500 mr 180000 mr
IPUTPOB3BECE 1 250 M 3000 M1
(unpTpoBaHHAS
Tp0M60K03{ueHTpaT 1 6 103 110 5103
atepesHbIi
Caexe3aMopokeHHast 1 250 Mt 1500 wut
a3zma
JleToKCHIIMPYIOIIUE CPECTBA, BKIIFOYAs aHTHIOTHI 1
[poune nexapcTBEHHBIE CPEICTBA 1
MecHa 1 300 mMr 11100 mr
Kampimst pomunat 1 15 mr 180 mr

Pucynoxk 4.2. IIpuBeneansie B (hopMe 03I IIPETapaToB SABILIIOTCS yepennenHoi Bemmanaon. OJIJ1 u K] paccunransl
JUTSL «CTAHAAPTHOrOY» MAIMEHTa C IUIOMIAIbI0 OBEPXHOCTH Tema 1 M’ Py MCIOTb30BaHIK Hanbonee
pactipocTpaHeHHbIX B Poccnn mporokonos rpynn BFM wmn Mocksa-bepanh.

4.4.5 XapaKkTepuCTHKH AJTOPUTMOB M 0COOCHHOCTel NMPUMEHEHHUS MEIMKAMEHTOB
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[TanneHTsl, ompeneneHHble B TPYIIY BBICOKOIO PHCKA, 10 3aBEPIICHUM WHAYKIMOHHOMN
Tepaluy, NOJIy4al0T MHTEHCHUBHYIO BBICOKOJO3HYIO IMOJUXMUMHOTEPAIINIO, MPEICTaBISAIOIIYIO, KaK
MPaBWJIO, KOPOTKHE IMOCIeoBaTeabHble Kypchl wuHTeHCHUBHOW [IXT — «Omokuw» (ypoBeHB
yOeIUTEIILHOCTH JOoKa3aTelbcTBa A-B). B 3aBucHMOCTH OT HaIW4Hs TOKa3aHUH, COBMECTUMOTO
JIOHOpa M JOCTIKEHUS PEMHCCHM, NALUEHTaM IPOBOJUTCS TPAHCIUIAHTALUS I'€MOIIOAITHYECKUX
ctB0JI0BBIX K1eTOK (TT'CK) B MakcuManbHO paHHHE CPOKH.

Tepanuss DAnUMEHTOB TpYNIBl BBICOKOTO pPHUCKAa TMPOBOJUTCA TOJBKO B  YCIOBHAX
KpYTJIOCYTOYHOTO cTannoHapa. Heob6xoaumMo ObITh TOTOBBIMU K Pa3BUTHIO TSIKENBIX OCIOKHEHUN
TpeOyromux 6e30TnarareaIbHOM MHTEHCUBHOW Tepanuu. HeoOxonumo Hammuue B crpykrype JIIIY,
npoBosiero gedenne OJIJI oTaeneHus uinm nanatbl MHTEHCUBHON Tepanuy, OCHAILEHHOTO BCEMHU
HEO0OXOIMMBIMU TIpenapaTaMu U 00OpyIOBaHUEM JUISl BEI€HUS OOJBHOTO C TSDKEIOM bIXaTelbHOMN
U CEpIEYHO-COCYIUCTON HENOCTAaTOYHOCTHIO, CENTUYECKUM M Jp. BUJAMHU IIOKA, TEMOPParnd4eCKumM
CHUH/IPOMOM, MOYEYHOM HEAOCTATOYHOCTHIO M Jp. Heo6xoauMo MMeTh BO3MOKHOCTH MPOBEIEHUS
AKCTPAKOPIOPATBHOMN JAeTOKCUKauu (remoaunanus), anmapataor MBJIL. JIITY, npoBo asiee eueHne
TaKMX MAleHTOB JOJHKHO UMETh B CTPYKTYpe OTAeNieHue (majaTy) aHeCTe3HMO0JOTHU-PeaHuMAallliH,
OTJIeJICHUE XUPYPTUU, CIIOCOOHOE BBITIOJHATH TOpaKajdbHble W a0JOMHUHAJIbHBIEC OINEpaluy 00
CTeNeHu cloXHOCTU. Kpome Toro, He0OX0IMMO MMETh B IITAaTE SHAOKPUHOJIOTa, HEBPOIATOJIOra,

okynucta, JIOP-Bpaua.

OcHoBHbIE IPUHIUNBI BeJleHUS MAIMEHTOB I'PYNIbI BLICOKOI0 PUCKA:

— Tepanus 1opKHA HAUMHATHCS KaK MOKHO OBICTpee, UTO 0COOEHHO BasKHO JUISI IIEPBBIX TPEX
TEPaneBTUYECKUX FIEMEHTOB (YPOBEHb YOEIUTENLHOCTH JI0Ka3aTeNnbcTBa A-B).

— BpeMmeHHbIE TPOMEXYTKHM MEXAY AJIEMEHTAMU OMPEIENSIOTCS BBIXOJOM U3 arlla3ui,
OOLIUM COCTOSIHHEM MaIlMeHTa U OOBEKTUBHO PErHCTPUPYEMON OPraHHONW TOKCUYHOCTBIO.

— MuHUMaNbHBIA TPOMEXYTOK MEXAY HAYAJIOM ABYX MOCIIEI0BATEIbHBIX TEPANEBTUYECKUX
3JIEMEHTOB COCTaBIISIET 21 JeHb.

— Tl'emaronorudeckue mokasaTenu Mepell HadaloM KaXIOro 3JeMeHTa (3a UCKIIOYeHHEM
nepBoro) 6onee: ['panynorutsl — 200 B Mki; TpoMOOIIUTH — 50000 B MK

— TepaneBTuueckuii 2IEMEHT HE JIOJKEH MPEPHIBATHCS.

— Penykmus 103 He mpeaycMoTpeHa. B ciydyae HE0OXOIUMOCTH CpPOKH  BBEICHUS

KOHKPCTHOTO IIpe€riapaTra CABUTalOTCA UJIIM OH OTMCHACTCA.
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— Kpome remaronormyeckux napameTpoB HEOOXOIMMO CIEXKEHHE 3a OOLIUM COCTOSHHEM
MAIMEHTa ¥ OPraHHOM TOKCUYHOCTBIO.

— Heo0Oxoxum nepepacdeT mronaau MOBEPXHOCTH Tella MAlUeHTa Mepe]] HadalloM KaXJI0To
TEPaNeBTUYECKOTO AIIEMEHTA.

— ComnpoBomurensraas tepanusi G-CSF — TonpKo B ciydae pa3BUTHS cephE3HON MH(pEKINH,
TaK Kak ObLIO TIOKa3aHO, uTo HeoOocHOBaHHOE NpuMeHenne G-CSF MoxeT yBenmunmBaTh

PHUCK peluIuBOB (YpOBEHb yOeqUTEIbHOCTH JoKa3aTenbcTBa B-C).

B 3aBucMMOCTH OT Hamuuus TOKa3aHWH, COBMECTHMOTO JOoHOpa u jgoctwkeHus CR,
MalMeHTaM TPYIIbl BHICOKOTO PHUCKA MPOBOAWTCS TPAHCIUTAHTAINS TEMOTIOITHYECKUX CTBOJIOBBIX
kietok (TI'CK) B MakcuMaabHO paHHUE CPOKH.

[IpaBuna mpoBeACHHUS OTICIBHBIX DJIEMEHTOB TEpaluu PETJIaMEHTHUPYIOTCS BBIOPAHHBIM
TepaneBTUYECKUM MPOTOKOJIOM.

BhICOKHE 1036I METOTpeKcara: /i M03bI METOTpEeKcaTa BBOJMTCS B IEPBHIC IIONYACA,
OCTaBIIIHECS 9/10 —3a 23,5 4gaca, momOabHas MyHIIKUAS C BBEJICHUEM METOTpPEKCcaTa MHTPATCKAIBHO
npoBoAuTcs yepe3 1 yac mocie Havana uHQy3uu. [ yMeHbIIEHUs pUCKa Pa3BUTHUS TOKCHYECKH X
OCJIO’)KHEHUH 0053aTelbHO NPOBEJCHHE aJCKBATHOM COMPOBOJIUTENILHON Tepamuu: KOHTPOJb
KOHLIEHTPAllMU METOTpeKcaTa B KPOBU U BBEJICHUS JICMKOBOPHMHA B COOTBETCTBYIOLIEH 03¢ B
OTOBOPEHHBIC MPOTOKOJOM CPOKM; WH(Y3HOHHas Tepamus u3 pacdera 3000 ma/mZ/cyr c
no6asieanem NaHCO; (mognepsxanue pH mouu >7,0).

[Ipu BBenenusax nukinodochana u udochamuaa 06s3aTeIHHO UCIIOIH30BAHNE MECHBI (JI03BI U
CPOKHM BBEJICHUS PETIAMEHTUPYIOTCS TEPANIEBTUYECKUM MPOTOKOJIOM).

[Ipu pa3BUTUM TPU3HAKOB TSKEION BUHKPUCTHHOBON TOKCHYHOCTH (CEPHE3HBIE HAPYIICHHS
CTyna, Mape3 KUIICUYHUKA, Pa3BUTHE TSDKENOW MOJIMHEUPONaTHH C OrpaHUYCHHEM JBUTaTEIbHON
aKTUBHOCTH WJIM TIPH Pa3BUTUU CUHJApOMa HeaaekBaTHOW cekpeunu AJIl') cremyromiee BBeneHue
BUHKDHCTHHA MOXKET OBITh OTMEHEHO (BOSMOXKHO CHIDKGHHE M03bI Ha /3). OJHOBpEMEHHOE
MPUMEHEHHE WMTpPaKOHa30Jla WM BOpPUKOHa30sa (BU(EHT) M BUHKPUCTHHA BCIEACTBHE PE3KOTO
YCHJIEHUS] TOKCUYHOCTHU MOCJIEIHET0 MPOTUBONOKA3aHO.

Beem mammentam ¢ OJUJI, mosywaromum [IXT mnoxazaHa yHuBepcanbHas NpoduiakTuka
MTHEBMOIIUCTHON MHEBMOHHUH TPUMETONPHUM/CYIIb(OMETOKCA30JI0M Ha MPOTSHKEHUU BCETO MEepHoJIa

neuenust: Ko-tpumoxcason (Cynbsdpamerokcason + Tpumeronpum) 3 pasa B HEJENO B OJIUH IPUEM B
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no3e 5 mr/kr mo Tpumeronpumy win 20 MI/KT 1Mo cyiabhaMeTokcaszolny per os (KpoMe NepHooB
MIPOBEACHUS BBICOKOJIO3HOTO METOTPEKCATA).

[TpuHIMIB TPOBEACHIS TFOMOATHHBIX MYHKIIMN C BBEICHUEM IIPETapaToB B CIIMHHOMO3TOBOM
KaHaJl U3JI0KEHBI B MyHKTE 4.1.3.

[MpuHIMIBI ¥ TpaBWiIa TPaHCPY3MOHHO-3aMECTHTEIHHOW TEPANlUU AHAJOTHYHBI TaKOBBIM,

U3JI0’KEHHBIM B IyHKTE 4.1.5.

4.4.6 TpeOGoBaHUA K pe:KMMY TPY/a, OTABIXA, JIeHeHHUs] U PeadluIuTaAlNU

Tepamnus manmentoB ¢ OJUJI rpynmbl BEICOKOTO pUCKA JIOJDKHA MMPOBOTUTHCS B CTAITMOHAPHBIX
ycnosusix. [Ipu nedernun 6ompHOTO ¢ OJIJI HEOOXOIMMO OBITH TOTOBBIMH K Pa3BUTHIO TSDKEIBIX
OCJIO)KHEHUW TpeOyromux Oe30TiaraTeIbHOW WHTEHCHBHOW Tepanuu. HeoOxomuMo Hamw4due B
ctpykrype JITY, npoogsuiero neuenue OJUJI oTaeneHuss wmiau manaThl MHTEHCHUBHOW TEpamuu,
OCHAIIEHHOTO BCEMH HEOOXOJIUMBIMH IIperapaTaMi B 00OPYJAOBaHHEM JUIS BEJICHHUS OOJBHOTO C
TSKEJION JIbIXaTeNIbHOM U CepACYHO-COCYIUCTOM HEIOCTATOYHOCTHIO, CENTUYECKUM U JIp. BUIAMU
I0Ka, TeMOPPAarMyeckuM CHHJIPOMOM, MOYEYHOW HEJOCTaTOYHOCThIO W 1p. HeoOxoaumo uMeTh
BO3MOJKHOCTB TTPOBEICHHS SKCTPAKOPIIOPATHHON JETOKCHUKAIMK (reMoauain3), ammapatHoit MBJI.

Pexxum omnpezpensieTcss MHAWBHUIYAIbHO C YY€TOM TEKYIIErO COCTOSHUS MalleHTa U HaIU4us
ocioxkHeHud. B oOmiem ciiyyae JOMKHBI COOMIOAATHCA CTaHAAPTHBIE PEKOMEHJALUU IO
npouIakTUKEe MH(EKIIMOHHBIX OCJOXKHEHMIl: M30eraTb MOTEHIMAIBHBIX UCTOYHHUKOB MHGEKIUU;
TIIATEIbHOE COOJIO/IEHNE MPABII JTUYHOW TUTHEHBI (cM. yHKT 4.4.8); exxemHeBHas Ae3UH(EKIUS
MecTa mpeObIBaHUS OOJLHOTO C MOMOIIBIO J1€3pAaCTBOPOB, OAKTEPUIIMIHBIX JaMI, MPHU HAIWYUH
arpaHysolMTO3a — €XKeIHEBHAs CMEHA MOCTEJIbHOI0 U HATENbHOTO Oelbs, )KelnaTeabHO HaJudue B
najgarax BO3AyXOouucTuTenei; auera (cM. myHKT 4.4.9). B mepuon tpombouuToneHun uzberarb

TPaBMOOIIaCHBIX CHTyaHHﬁ.

4.4.7 TpeGoBaHusi K yX01y 32 NallHEHTOM H BCIIOMOraTeJIbHBIM NIPOLEAYPaM

HCpC‘-ICHL MCIUIMHCKUX YCIYTI' yXOJa 3a MallUMCHTOM COTJIaCHO «HOMCHKJ'IaTpr yCiayr B

3APaBOOXpPaHCHUN» ITPCACTABIICH B TaGJ’II/IL[CI

Kon HaumeHoBaHue Yacrora Kpartnocth
MeZ[I/IIII/IHCKOﬁ yciayru npeaocTraBJICHUsA BbIIIOJTHCHUA
Al14.12.001 YX07 32 COCyJUCTBIM KaTETEPOM 1 130
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A11.12.002 Karerepu3zanust KyOUTaqIbHOW M JPYrUX 0.1 10
nepupeprUIecKiX BeH

A11.12.003 BHyTpHBEeHHOE BBEICHUE JICKAPCTBEHHBIX 1 80
MpenapaToB

Al11.12.009 B3situe kpoBu 13 neprdepruieckoil BEHbI 0,5 20

Al11.12.013 B3sitie kKpoBH M3 EHTPAJILHOH BEHEI 1 100

A02.30.001 Tepmomerpust oOmas 1 260

A02.12.002 W3mepeHue apTepHalbHOrO TaBJICHHS Ha 1 260
nepuepHUIECKUX apTepHsIX

A02.01.001 W3mepenne mMacchl Tena 1 6

Al11.28.014 COop Mouu 115 1Ta00paTOPHOTO 1 6
HCCIIeTOBAHUSI

A02.03.005 W3mepenue pocta 1 6

B03.003.005 CyTouHOe HAOII0ICHHE PeaHUMAIIHOHHOTO 01 15
naleHTa

4.4.8 XapakTepucTHKA MEePONPHUATHI 110 YXO1Yy 32 MAllHEHTOM

I/IH(beKHI/II/I — CaMO€ 4acTOC OCIOKHCHUE XUMUOTEPAIINU U ITPOJOJDKAOT OCTaBaThCA TJIaBHOM

npuunHOil cMmepTHOocTH. [loaTomy, mns anekBaTHoro mnposeneHus Tepanuu OJIJI HeoOxomumo

TIIATCJIBHOC BBLIMMOJJHCHUEC IIPaBHII IO yYXOAY 3a HNAaIUCHTOM, HaIlPaBJICHHBIX Ha MPEAYIIPECIKIACHUC

Pa3sBUTHUA U CBOCBPEMCHHOC BBIABJICHUC I/IH(beKHI/IOHHI)IX OCJIOKHCHUM .

VYxon 3a poToBOM TONOCTHIO: 4 pasa B [JIeHb IIOJOCKaHWE TOJIOCTH pPTa
Ne3MHQUIUPYIONIMMUA PACTBOpaMH (HApUMeEp, BOJHBIM PAaCTBOPOM XJIOPTEKCHUIMHA
0,05%, pactBopoM Braunol unu Betaisodon), 1-2 pa3a B meHp oOpaboTKa MOJIOCTH pTa
BsDKyImuMu cpeactBamu (Kamillosan).

TIIATEIBbHBIA, HO MAIANINA YXO/ 3a 3y0aMH U JIECHAMM; HCIIOJIb30BaHUE TOJIBKO MSTKHX
3yOHBIX IIETOK WJIM POTOBOTO IyIIa; MPH TPOMOOIUTONICHHH WJIM PAHUMBIX CIH3UCTHIX,
nedekrax CIM3UCTBIX IOJOCTH PTa HCIOJb30BaHUE 3YOHBIX INETOK OJDKHO OBITh
UCKJIFOUEHO, BMECTO 3TOro 00paboTKa pra pacTBOPOM XJIOpreKcamelna M BSDKYIIUMHU
CpeicTBaMHu.

[Ipodunaktuka 3amopoB M mape3a kumieuHuka: [Ipu 3amopax naktynésa per os (wid
Jpyrue cIaOuTeNbHbIE Mpenaparsl).

JlesuH(eknnus KOXHU: EKETHEBHOE MbBIThE IMOJ IylIIeM WM OOTHpaHHE BOJHBIM
pPacTBOPOM XJIOPreKCUANHA, 00paboTKa Marepaluii U MoBpexaeHu. TiaTensHO MBITh U
BBITUPATH NIEPUAHATIBHYIO 00JIACTh MPHU KaXA0H AedeKarium.

Heobxonmuma exenHeBHas ne3uH(EKIMS MecTa MpeObIBaHUsS OOJBLHOTO C TOMOIIBIO
Je3pacTBOPOB, OAKTEPUIIUAHBIX JIAMII, TPU HATHYWU arpaHylolUTO3a — eKeTHEBHAs

CMEHA IOCTEILHOIO M HATCIILHOTO OCIbs.
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— OOs3atenpHa JIMYHAS TUTUEHA POJUTENCH M MOCETHTENEH, MBIThE PYK MEpcoHaja MpU
BXO/Jie B manary (OOKc).

— JKenarenbHO HaIMYHKE B MajaTtax BO3AyXOOUYHUCTUTEIICH

— ExenneBHas TepMoMeTpHs (4acToTa OIpeneisieTcss KIMHUUECKUM COCTOSIHHMEM M (hazoit

TEparun)

[IpaBuna yxona 3a COCyUCTBIM KaT€TEPOM U3JI0KEHbI B MyHKTE 4.1.8.

4.4.9 TpeﬁoBaHml K JUHECTUICCKUM HAZHAYECHUAM U OTPAaHUYCHUAM

B mepuon mpoBeneHUs XMMUOTEpAmuH, BCS MHINA, 32 HCKIIOYEHHEM CBEXUX (PPYKTOB H
OBOINEH, JIOJDKHA TIOJIBEPraThCsl TEPMHUYECKOW 00paboTKe. 3ampemaroTcs KOMYEHOCTH W
CBIPOKOITYEHOCTH. 3amlpenieHbl JII00ble KUCIOMOJIOYHBIE MPOAYKTHI C JKUBBIMU KYJIbTYpPaMmH.
Pa3zpemarorcst cBexxkne (pyKTHl M OBOIIM B TBEPJON HEMOBPEKJACHHOW KOXKYpE, KOTOPBIE JOJIKHBI
ObITh BBIMBITBI B TEIUIOM BOJE C MBUJIOM. 3allpellieHbl MEepCUKH, aOpPUKOCHI, KWUBH, STOJbI,
LIUTPYCOBBIC, BUHOTPAJ, IbIHU, apOy3bl. /ISl MUThS MCMONB30BATh TOJBLKO OYTHIMPOBAHHYIO MM

KUIISTYEHYIO BOJY.

4,410 OcobenHocT MH(OPMHPOBAHHOIO J0OPOBOJHLHOIO COIJIACHSI MANMEHTAa NMPH
BBINOJHEHHU TPOTOKO0JIA BedeHHs] 0OJbHBIX W JONMOJHUTEeIbHasi WHopMamus

AJI MAMEHTA U YJICHOB €1r0 CEMbH

HudopmupoBanHOe 100pOBOIBHOE COTIACHE MAUEHT (POJUTENIN/3aKOHHBIE TPEICTABUTEIH
MalyeHTa) AT B MIMCbMEHHOM BH/IC.

[Manmenty (poaAnTEsIM/3aKOHHBIM TIPEICTABUTENSIM) CIIETyeT OOBSICHUTD:

[JHeo6X01MMOCTh MPOBEJCHUS XUMUOTEPAIINH, TPOTHO3 06€3 COOTBETCTBYIOLIECH Tepanuu

[TIporHo3 npu NpoBEJCHUH aeKBaTHOHN TEpanyy, BO3MOKHOCTh Pa3BUTHS pePpaKTEPHOTO
3a00JIeBaHUS

[ JlefictBue XuMHoTEepanuu (YHUUTOKEHHE JIEMKO3HBIX KIETOK, BOCCTAHOBJICHUE HAPYIIEHHOM
(YHKIMU KOCTHOIO MO3ra, HEOO0XOJAMMOCTh B KOMOHMHALIMU ONpeAeTeHHbIX (a3
XUMHUOTEpAIuHn)

[/Bo3MoxHBIE TOO0YHBIE F3PPEKTH XUMHOTEPATTUH, OCTIOKHEHHUS TEPAIUu
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[JHeoOX0aMMOCTh U MIPaBUiIa PeKUMa, JUETHI
[JHeoO6X0MMOCTh KaTeTepr3aluy IEHTPAIbHOM BEHBI

[JHeoOxomuMocTh TpaHc(y3Hid pernapaToB KPOBU, BO3ZMOKHBIX OCIIOKHEHHUIX TpaHChy3Hid

4411 IlpaBuna wu3MeHeHMslT TpeOOBAHMI IIPM BBINOJHEHMH TMPOTOKOJA U

NnpexKpamleHue AeiicTBus TpeOOBaHMI IPOTOKO/IA

[TpoTokoN A JaHHOM MOJENIM TIAlUEeHTA TIepecTaeT AecTBOBaTh nocie BoimoaHeHus: TT'CK
(MeauIIMHCKasT TIOMOIh TAIlMEHTY OKa3bIBa€TCA B COOTBETCTBHH C TPEOOBAaHUSIMH TIPOTOKOJA
TI'CK), mubo mpu auarHocTuke pedpakTepHOTO 3a00JieBaHUS , JUOO TOCIE BBITIOJHEHUS BCEH
MpOTpaMMBbI TEPANUK JJIs MAIlMEHTOB BBICOKOTO pucKa. [Ipu pa3BUTHM OCIOKXHEHUN METUIIMHCKAS
MTOMOTIIh MAIIUEHTY OKa3bIBAETCS B COOTBETCTBHH C TPEOOBAHUSAMHU MPOTOKOJIA BEICHHS OONBHBIX C

COOTBETCTBYIOIINM 3a00JIeBaHUEM/CHHIPOMOM.

4.4.12 Bo3MoKHbI€ UCXO0bl U MX XapPaKTePUCTHKA

Bo3mMosxHBIE HUCXOJbI U X XapPaKTCPUCTUKA IPCACTAaBJICHBI B Ta6J'II/IHCZ

HanmenoBanue | Yactora Kpurtepum n Opuentuposou | IIpeemcTBeHHOCT
ucxoaa Pa3sBuUTUA NMpU3HAKH HO€ BpeMsA b U 3TAITHOCTDb
ucxojaa, % HCXo4Aa Ipu JOCTHUKCHU A OKa3aHus
JAHHON MOJeJM | MCXOJAa, THEH MeIHIMHCKOMN
manueHnTa IMOMOIIMA IIPH
JTAHHOM HCXO0/1e
HocTmxeHne/coxpan <5% OGnacTHbIX [TanueHT MpogomKaer
€HUE KIIMHUKO- KJIETOK B TEpaIHIo TI0
reMaToNIOrn4eCKOM pereHepupyoieM BBIOpaHHOMY
pemuccuu KOCTHOM MO3TE; MPOTOKOIY (MOJIENb
OTCYTCTBHE nanyenTa 3)
IKCTPAMEAYIUIPHBIX
MIPOSIBJICHUI
JIEHKEMUU
OtcytcTBHe >5% GmacToB B IManueHT nomyyaer
a¢dexTa/mporpeccu KOCTHOM MO3T€; AKCIEPUMEHTAIBHYIO/
poBaHue COXpaHEHHE/TIOsIBIIE MAJUTHATUBHYIO
HHE TEparuio
IKCTPAMEAYIUIIPHBIX
MPOSIBIICHUH
JIeHKEMUU
JleTanbHbIi HCxon Hacrynnenue _
CcMepTH
TI'CK Brimonnenne TT'CK ITammeHT BeneTcs mo
nporokony st TT'CK

5. TI'pajgmueckoe, cxemaTHyeckoe ¥ Ta0JMYHOE NPEACTABICHUS IPOTOKOJIA
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He npegycmoTpeHsl.

6 MoHuTOpHpPOBaHHE POTOKOJIA
6.1 Kputepun u MeTo010J10THsI MOHUTOPUHIA H OLEHKH 3(P(PeKTHBHOCTH BBHINOJIHEHHUS
NPOTOKO0JIA

MoHnuTopupoBaHue  IMPOBOAUTCA B MEOUUMHCKAX  OpPraHM3alUsAX,  OKa3bIBAIOIIUX
CTallMOHAPHYIO NEANATPUUECKYIO TOMOIIb OOJIbHBIM.

VYupexxeHne, OTBETCTBEHHOE 3a MOHUTOPHUPOBAHHUE HACTOSALIErO MPOTOKOJIA, Ha3HAYalOT B
YCTaHOBJIEHHOM  mopsnke. [lepedyeHbp MEIUIMHCKHX YUYPEXKACHHM, B KOTOPBIX IPOBOIAT
MOHUTOPHUPOBAHNE HACTOSIIErO IPOTOKOJIA, OIPEAEIISIET €KETOTHO YUPEXKACHUE, OTBETCTBEHHOE 32
MOHHUTOpHpOBaHHE. MeIUIMHCKUE OpraHu3alud HHOOPMHUPYIOT O BKJIOYEHHHM B IE€pPEYeHb I10
MOHHUTOPHUPOBAHUIO MPOTOKOJIA TUCEMEHHO.

MonuToprpoBaHe MPOTOKOJIa BKIIIOYAET B CEOs:

[IcO6op nH(popMaIuu 0 BEACHUH MAIMEHTOB ¢ quarHoctupoBanabiM OJIJI;

[JaHamM3 MOJTy4YE€HHBIX JaHHBIX;

[JcocTaBneHue oT4eTa O pe3yabTarax MPOBEJCHHOIO aHAIN3a;

lnpencraBnenue otyeta B OenepanbHblii OpraH UCMOTHUTEILHON BJIACTH.

HcxonusiMu MaTepuanaMy PU MOHUTOPUPOBAHUU SIBIISIOTCSI:

[JMeauIIMHCKAs TOKyMEHTAIHS;

UTapudbl Ha MEUIIMHCKUE YCIIYTH;

[J11eHBI Ha JIEKAPCTBEHHBIE MTPETapaThl.

[Ipu HE0OX0IMMOCTH TTPU MOHUTOPUPOBAHUH CTaHAApPTa MOTYT OBITH UCIOJIb30BAHBI U MHBIE

MCAUIUHCKUC 1 HCMCAUIIUMHCKHUEC TOKYMCHTEI.

6.2. IlpuHIMIIBI PAHIOMU3ALUT
B HacrosmeM npoTokoiie pangoMu3anus (MEAUIIMHCKUX YUPEKICHHMA, MallMeHTOB U T.J.) HE

npeayCcCMOTpPCHa.

6.3 Ilopsimok OIEHKH W JAOKYMEHTHPOBAHUSI MNMO0OYHBLIX a((PeKTOB U Pa3BUTHSA
OCJIOKHEHH I
Nudopmanmio o moOouyHBIX 3PQeKTax IeKapCTBEHHBIX CPEJICTB, BO3HUKIIUX B IPOIIECCE

BeJICHUSI OOJIBHBIX, PETUCTPUPYIOT B OTUETE.
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6.4 Ilpome:xxyTOUHasl CLICHKA M BHECEHHE M3MEHEHHMH B IPOTOKOJI

OneHka BBINIOJIHEHUSI CTaHJapTa IPOBOJIUTCS OJWMH pa3 B roJ IO pe3yiabTaTaM aHaJIW3a
CBEJICHUH, ITOJIyYCHHBIX IIPY MOHUTOPUPOBAHUU. BHECEHHE U3MEHEHHI B IPOTOKOJI IIPOBOJIUTCS B
cllyyae TOJYy4YeHUS HHPOPMANKUK TPU TOJYYCHHUH YOCIUTENBHBIX NAaHHBIX O HEOOXOIUMOCTH

M3MEHEHUI TpeOOBaHUI MPOTOKOJIa 00A3aTEILHOTO YPOBHSI.

6.5 TopsinoKk M MCKJIIOYEHHS TAIMEHTOB U3 MOHUTOPHHIa

[TanieHT cumMTaeTcsl BKIIOYEHHBIM B MOHMTOPUPOBaHHE NP ycTaHoBIeHun auarnosza OJIJL
I/ICKJ'IIOLICHI/IG nu3 MOHHTOpHpOBaHI/IfI HpOBO)II/ITCﬂ B cnytlae HEBO3MOXHOCTHU HpOI[OJ'DKeHI/IFI
HaOIIOACHUS.

B 3TOM ciyuae B 0T4€TE perucTpupyercs NpuuuHa UCKIFOUEHHUs MallMeHTa U3 TPOTOKOIA.

6.6. IlapameTpbl OLIEHKH Ka4eCTBA ?KU3HM NPHU BbINOJHEHHH MIPOTOKOJIA
OneHka KkauyecTBa JKM3HM TAallMeHTa TpPU BBHIMOJHEHHWHM HACTOSIIET0 MPOTOKOJA HeE

MPeyCMOTPEHA.

6.7 OneHKa CTOMMOCTH BbINOJIHEHHS TPOTOKOJIA U IleHbl KaYecTBa

Pacuer 3aTpar Ha BBINOJHEHHE MUHUMAILHOTO 00beMa METUIIUHCKOM MOMOIIU 110 TPOTOKOIY
MPOBOJAT TO (Qopmyne, YTBEpXKIACHHOW B YycTaHOBIeHHOM mopsake. [Ipu omenke 3arpar
YUUTBIBAIOTCS BCE MEIULIMHCKUE YCIYTH, IEKAPCTBEHHBIE CPEICTBA, HA3HAYCHHBIC MALUEHTY.

[Ipu BKJIIOYEHUHU B IJIaH OKa3aHUS MEIUIMHCKON MOMOIIM YCIYT U JIEKAPCTBEHHBIX CPEJICTB
JOTIOTHUTEIBHOTO aCCOPTUMEHTAa OHHU BKIIIOYAIOTCS B PACCUUTHIBAEMYIO OOIIYI0 CTOMMOCTD

BBIIIOJIHCHUS ITPOTOKOJIA.

6.8 CpaBHeHue pe3ybTaToB
IIpy MOHMTOPUPOBAHMM CTaHIApTa EXKEroJHO IPOBOJAMUTCS CpPAaBHEHHE pPE3YyJIbTAaTOB

BBITIOJTHCHU A Tpe60BaHI/II\/’I IMPOTOKOJIA.

6.9 Ilopsinox ¢popMHupoOBaHKS 0TYETA
B exeromHslii oT4eT O pe3yiabTaTaX MOHUTOPHPOBAHHUS BKJIFOYAIOTCS KOJMUYECTBEHHBIE
pe3yibTaThl, MOJY4YEeHHbIE NpU pa3paboTKe MEAWLMHCKUX KapT, M HMX KAYeCTBEHHBIH aHalu3,

BbIBOJIbI, ITPCJIOKCHUSA T10 aKTyaJIn3allur IIPOTOKOJIA.
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Otuyer MMpCACTABJIACT B OpraHu3aliio, OTBECTCTBCHHYIO 3@ MOHUTOPUPOBAHUEC HACTOAIICTO
IPOTOKOJIA.

Pe3ynbTaThl 0TYETA MOTYT OBITH OITYOJMKOBAHBI B OTKPBITOM MEYaTH.
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