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KJIMHUYECKUHN MPOTOKOJI JUATHOCTUKHU U JIEUEHU S

OCTPBI MPOMUEJIOIIUTAPHBIN JIEMKO3 Y B3POCJIBIX

1. BBOAHASA YACThb:
1.1 Koa(s1) MKB-10:

MKB-10

Kon

Ha3Banue

C924

[IpomuesionuTapHbIi JEUKO3

1.2 laTta pa3padoTku/mepecmoTpa nporokoiaa: 2015 rox (mepecmotp 2018 r.)

1.3 CokpanieHusi, HCNOJIb3yeMble B IPOTOKOJIE:

*

— | OpCIapaThl, 3dKYIIaCMbIC B paAMKadX pa3soBOI'O BBO3ad

Al — | apTepuaiabHas TUIIEPTECH3MUS

AJlaT — | anannHaMHUHOTpaHChepas3a

ACaT — | acmapraramMmuHOTpaHchepasa

B1Y — | BUpyC UMMYHOACDHIINTA YeIOBEKA
I'TTII — | raMmararoTaMuaTpaHCHeNnTHaa3a
DA — | uMMyHOEpPMEHTHBIN aHAIN3

KT — | KoMIBIOTEpHAst ToMOoTrpadus

JIAT — | makratneruaporeHasa

MJIC — | MUETOAMCTIIIACTUYECKUI CHHIPOM
MIIO — | Muenonepokcugasa

HD — | madbTumCcTEpasa

OAK — | oOmuit aHaIU3 KPOBU

AUYTB — | aKTUBHPOBAHHOE YaCTUYHOE TPOMOOILIIACTUHOBOE BpPEMsI
I1B — | mporpoMOUHOBOE Bpemsi

OMJI — | ocTpbIif MUETOOIACTHBIN JEHKO3
OIlI — | OCTpBI NPOMUETOUUTAPHBIN JICHKO3
I11[P — | monuMmepasHas nenHas peakuus
OT-IILIP — | monuMepasHasi lenHasi peakiysi ¢ 00paTHON TPAaHCKPUIITA30M
CO9 — | CKOPOCTbH OCeIaHus S3PUTPOLIUTOB
Y3AI — | ynpTpa3BykoBas gonmieporpabus
Y3U — | yIBTPa3BYKOBOE MCCIENOBAHUE




OB — | dpaxuus BeIOpoca

OI'JIC — | bubporacTpoayo1eHOCKOIHS

Y/l — | yacTora JbIXaHUs

qCcC — |4acToTa cepAeUHBIX COKpAICHUN

OKT — |anexTpokapauorpadus

SAMPT — | snepHO-MarHuTHas pe3oHaHCHAsi TOMOTpadus

Ara-C — | uuTapaOux

ATRA — [rpeTHHOUH™

FISH — | bmroopecuenTHas in situ rubpunusanus

TKM — [TpaHCIIaHTalMsA KOCTHOTO MO3ra

PKH — [paHJIOMU3UPOBAHHOE KIIMHUYECKOE UCCIIEJOBAHUE
Ida — [umapyournue*
HLA — lcucTema JEHKOUUTAPHBIX AHTUTE€HOB YEJIOBEKA

KJaccuukaims — GpaHKko-aMepuKaHCKO-OpUTaHCKas

FAB — | kmaccuMKaMoOHHAas CUCTEMa

1.4 Ilonn3oBaTe M NPOTOKOJA: Bpaud OOIIEH MPaKTUKH, TEPANEeBThI, OHKOJOTH,
TreMaToJIOTH.

1.5 Kateropusi nanmeHTOB: B3pOCIble, OepeMEHHBIE.

1.6 IllIxaja ypoBHsi foKa3aTeJbHOCTH [1]:

A

BricokokauecTBeHHBIM MeTa-aHalnu3, cucTteMaruueckuid 0030p PKU  wm
kpynHoe PKU ¢ oueHb HU3KOM BEPOSITHOCTHIO (++) CUCTEMAaTUUECKOM OITMOKH,
PE3yNbTaThl KOTOPBIX MOTYT OBITH PACIPOCTPAHEHBI HAa COOTBETCTBYIOIIYIO
NOMYJIALUIO.

BricokokadecTBeHHBIM (++) CcHCTEeMaTHYeCKH 0030p KOTOPTHBIX WIIU
UCCJIEOBAaHUN CIIy4ail-KOHTPOJIb WJIM BBICOKOKAue€CTBEHHOE (++) KOropTHOE
WA  HWCCIENOBAaHUM  CIy4al-KOHTPOJIb C  OYECHb  HHU3KUM  PHCKOM
cucreMarndeckoi ommOkn wiam PKWM ¢ He BbeicOKUM (+) pHCKOM
CUCTEMATHUYECKOW  OMMOKH,  pe3ylbTaTbl  KOTOPBIX  MOTYT  OBIThH
pacpOCTPAHEHbl HA COOTBETCTBYIOIIYIO MOMYJISILIUIO.

KoroptHoe wunm wuccinenoBaHue CIOy4dail-KOHTPOJIb WM  KOHTPOJIUPYEMOE
uccieoBaHue 0€3 paHJAOMH3alUM C HEBBICOKUM PHUCKOM CHUCTEMATHYECKOMN
omuOku (+).

Pe3ynbTaThl KOTOPBIX MOTYT OBITh PacHpPOCTPAHEHbI Ha COOTBETCTBYIOUIYIO
nmonyisinuio  wian  PKM ¢ O4eHb HU3KMM WM HEBBICOKUM  PHUCKOM
CUCTEMATHYECKON OWIUOKMU (++uiu+), pe3yiabTaThl KOTOPHIX HE MOTYT OBITh
HEIMOCPEACTBEHHO PAaCIPOCTPAHEHbI HA COOTBETCTBYIOIIYIO MOIMYJISIIIUIO.

OnucaHue cepuu CIydaeB WM HEKOHTPOJIUPYEMOE HCCIICIOBAaHUE, HITH MHEHHE
IKCIEPTOB.




1.7 Onpenenenne [2]: OcTpblii NMpOMUEJONUTAPHBIN JIeiiKO3 — BapuaHT OCTPOIO
MUEIOUJTHOTO JIeHK03a, KOTOPBIA XapaKTEepPU3yeTCs aHOMAIbHBIM HAaKOIUICHHEM OJHOTO
U3 BUJOB MHUEJOUIHBIX KIETOK — MPOMHUENIONUTOB. B CBOIO odepenn, MPOMUETOIUTHI—
3TO KJIETKU- MPEAMIECTBEHHUKH TPaHyJIOIIMTOB, BOZHUKAIOIINE HAa OJHOW W3 CTaIud HUX
co3peBaHus (MUENTO0IACTH — MPOMHETIOIHUTHI — MUEIOIUTHI — TPAHYIONUThI). OCHOBHBIM
kputepuem OIJl sBnsercs Hamuuume >20% aTUNUYHBIX MPOMHUEIOLUUTOB/ONACTOB B
KOCTHOM MO3T€ B COUYETAaHUHU C XPOMOCOMHBIMU TPAHCIOKAIMSIMHU, 3aTParuBalOIIUMH T€H
anbda peuenropa petuHoeBoit kuciaotel (RARa), pacnonoxennoro Ha 17 xpoMocome.

1.8 Knaccuduxanus [2]:
OcTphlit MHEJTOUTHBII JIEHKO03 CO CTA0MJIBHO BbISIBJIIEMbIMU TPAHCJIOKAIUSMHA
OMUJI ¢ tpancnokanueii t(15;17)(q22;q12); PML-RARA
OMUJI ¢ Tpancnokanueii t(11;17)(q23;q12); ZBTB16-RARA
OMUJI ¢ tpancnokanueii t(11;17)(q13;q12); NUMAL1-RARA
OMUJI ¢ tpancnokanueit t(5;17)(q35;q12); NPM1-RARA
OMUJI ¢ tpancnokanueit der(17); STATSB-RARA

Knaccnpuxkanusa FAB

Bapuant Yacrora Mopdonorus Iuroxumus OcoOenHOCTH
M | Cynman H
IT | gepHbIi 6]
0O
M3: octpblit 8-15% l'uneprpanynupoBaHHbIE t(15;17) unu BapuaHTHBIC
MPOMHEIIOLHTA HPOMHUEIOLUTHI ¢ MHO)KECTBEHHBIMU TPAHCIIOKAINH C
PHBIH JIeK03 najogykaMu Ayapa. BoBJIeueHHEM reHa RARa
Bapuant M3v: rpanynsanus B 100% ciy4aes
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denornnuyeckas xapakrepucrtuka M3 (Jennings, Foon, 1997)

I[oarun  HawubGonee pacnpocTpaHeHHbIH HEHOTHUIT OcobenHOCTH

OMJI

Ms MPO+, HLA-DR-, CD13+, CD33+, CD34-/+, CD117-/+, Jliist 611acToOB XapaKTePHBI BRICOKHE
CD15+, 3Ha4YEeHU OOKOBOTO
CD2-/+, CD65+ cBeTopaccestHus (Kpome (hopMbl

CD2+HLA-DR-)

TPYNINbI PUCKA

I'PVIIITA HU3KOI'O PUCKA
» Jletikomutel < 10x109/1;

I'PVIIIIA BBICOKOI'O PUCKA


http://www.podari-zhizn.ru/main/node/7706
http://www.podari-zhizn.ru/main/node/7700

» Jleiikouuts! 6oiee 10 x109/n

2. METOJbI, MOAXOAbI U MPOLUEAYPbI IUATHOCTHUKMU [2,3,6-12]:

2.1 IuarHocTHYECKHEe KPUTEPUH:

Kano0b1 1 anaMHe3.

Kanodbl Ha c1aboCTh, NOTIUBOCTh, YTOMIISIEMOCTb, CYO(MEOpUINTET, MO3HAOIMBAHKE,
00H B KOCTSX WJIM CyCTaBaX, CHWKEHHE MacChl Tella, TeMOPpParnuecKrue BBICHIIAHUS B
BUJC TETeXWH U OKXMMO30B HA KOXE, OJIHCTAKCUC, MEHOpparuv, IMOBBIIICHHAS
KPOBOTOUYHUBOCT.

B anamHe3e ciemyer oOpaTUTh BHUMaHHE Ha JIJIUTEIHHO COXPAHSIONIYIOCS CIIa0O0CTh,
OBICTPYIO  YTOMJISIEMOCTh, 4YacTble HMH(EKIMOHHBIE 3a00JIeBaHUs, TMOBBIIICHHYIO
KPOBOTOUYMBOCTh, TOSBICHHE TE€MOPPAarH4YeCKHX BBHICHIIAHUN Ha KOXKE W CIM3HCTHIX
000JI0YKaX.

PdusukajabHoe 00c/IeT0BaHHUE:

0JIETHOCTh KOYKHBIX TTOKPOBOB;

reMOpPpParnyecKue BhICHIMAHUS — MMETEXUHU, SKXUMO3bI PA3IMUHBIX JIOKATU3ALINH;
OJIBIIIIKA;

TaxXUKap/Ius;

yBeJIUYCHUE TICUCHH,

yBEJTUYCHUE CEIIC3EHKH.

JlaGopaTopHble UCCIeJ0BAHUA .

® OcHoBHbIM  KpuTepueM OIIJl  gBnserca  Hammume >20%  aTUNMYHBIX
IPOMHUEJIONUTOB/OTACTOB B KOCTHOM MO3T€ B COYETAHHMM C XPOMOCOMHBIMH
TPAHCIOKALUSIMH, 3aTParuBalOIMMU TE€H aib(pa pelentopa PEeTHHOEBOW KHUCIOTHI
(RAR®), pacionoxennoro Ha 17 xpomocome [2].

e OOmmMiA aHaJaM3 KPOBM: XapaKTEepHAa MAHLUMUTONECHUS. AHEMHUI HUMEET
HOPMOXPOMHBIHN, HOpMoLUTapHBIK Xxapaktep. [Ipu OILJI BeicOKOro pucka JEHKOLUMUTO3
6onee 10x10%m.

o Koaryaorpamma: runodudbpunorenemust (<1,0r/m), ymmmnaenne I[1B u AUTB,
MOBbIIIEHUE ypoBHS D-numepa.

e Mopdonoruueckoe ucciaeg0BaAHNe: HATAYUE ATUMTUIHBIX (HOPM MPOMUETIOIUTOB
B KOCTHOM Mo3Te U nepudepudeckoit kposu [3].

e HmmyHopeHoTunupoBanue: otmedaercs dkcmpeccus CD13, CD33; cmabo
AKCIPECCUPYIOT, a 3a4acTyro orcyrcTByeT skcmpeccus CD34, HLA-DR u CDI11b. B
OTJINYKME OT HOPMAJIbHBIX MPOMHEIIONUTOB OTCYTCTBYET WJIM c€J1ad0 BbIpaXKeHa
skcnpeccusi CD15 u CDI117. MHorna orMmeudaercs: HeBbIpakeHHasi skcmpeccus CD2
CD56 [4, 5].

e MosekyJSIpHO-TeHETHYECKOe HCCJe0BAHME: TIOATBEPXKAACTCS  HAIMYUEM
tpaHciokauun - t(15;17)(q22;q12); ren PML-RARa o0pa3yercss B pe3ynbTaTe
PELMIPOKHON TPAHCIOKAIMH MEX Y JIIMHHBIMHE IiedaMu 15 u 17 xpomocom [6].



JInarHocTHYeCKH 3HAYNMble XPOMOCOMHbIe aHoMauu [/, 8].

t(15;17)(922;921) - PML-RARa, B 95% cnyuae OIIJI skcmpeccupoBaH BO BcCex
M3YYCHHBIX KJICTOUYHBIX JIMHUSX, SIBIIACTCS UHAYKTOPOM KJIETOUYHOU Au(HEepEeHITUNPOBKY U
cynpeccopoMm kierouHoro pocta. OILI ¢ t(15;17) otHocuTcs nub0 K TUMUYHOMY M3,
160 k M3v.

t(11;17)(923;921) - PLZF-RARua, B Mmeree 3% ciyuaeB OILJI (reH mpoMUEIOIUTapHOTO
JeiKo3a C IMHKOBBIMU TajbllaMH) DKCIPECCUPOBAH BO MHOTHX TKaHSIX, OCOOEHHO B
IMHC wu remMomo3TUYECKUX MPEAIIECTBEHHUKAX, MOAABISIET KIETOYHBIM  pOCT,
MHTUOMpYET MHUENOUIHYI0 Ju(d(PEepeHIUpOBKY, CIOCOOCTBYET JIUTENbHOU KU3HU
KJIETOK, myTem yBenuueHust skcrnpeccun BCL-2. Mopdonoruuecku OIUI ¢ Takoi
TpPaHCJIOKAIlUeW AaTUMWYEH - TPaHyJbl PEJKH, TMaJouku Aydpa HE pacrojararoTcs
ny4ykamH, spo O00O0OBHIHOE, a HE ABYXJoMacTHOe. [[js 3Toro BapuaHTa XapakTepHa
IKCTPECCHs Ha MaTOJIOTUUECKUX KieTkax anturena CD56.

t(11;17)(913;921) - NuMA-RARa, B menee 1% cnyuaes OILJI. I'en ywacTtByeT B
3aKJTIOUMTENbHON (paze MUTO3a U B (POPMUPOBAHUHM Spa TOUEPHUX KIIETOK.
t(5;17)(g35;921) - NPM-RARa, B menee 1% ciyuaes OINJI. SAnepusriii hocdonporenH,
SIBJISTIOLIIANCS] YaCThIO TPAHCIIOPTHON CHCTEMBI KJIeTKH. OH peryaupyeT CBS3b SIACPHOTO
XpoMaTtuHa ¢ Apyrumu saepHeiMu cyoctanuusmu. OIUUL ¢ t(5;17) mopdonoruyuecku
aTUTIMYEH - HET OOWIHs majouyek Ayapa, rpaHysl MEHbIIE, AP0 YacTO OKpYyTJioe, a He
JIBYXJIOTIACTHOE.

t(17;17) mom dupl7(qll;g21) - StatSb-RARa

2.2 IlnarHocTH4eckuii aaropurm [9- 12]:

OcHOBHBIE HCCICTOBAHUS

1. OOmuii aHaIM3 KPOBU (PETUKYIOIUTHI + TPOMOOIIHMTHI);
2. HccrnenoBanue KOCTHOTO MO3ra:

[

[

[uTomornueckoe UccaeA0BAHHUE;
[MuToxuMuueckoe wucciaeoBaHue ONACTHBIX KIeTOoK (okpammBanuem MIIO, HD,
cy/aHoOM 4YepHbIM b);

o NMmyHodeHnoTHIMpOBaHKUE Ha MTPOoTOYHOM HHUTOdI0opuMeTpe (MPO+, HLA-DR-
, CD13+, CD33+, CD34-/+, CD117-/+, CD15+, CD2-/+, CD65+. [yns GnactoB
XapaKTepHbl BBICOKHME 3HA4YeHHUS OOKOBOro cBeTopaccesHus (kpome (Gopmbl
CD2+HLA-DR-)

I'eHeTH4YeckHe MCCIeI0BAHNUS




o CrangapTrHoe HUTOreHeTHYECKOe HCC/Iel0BaHHe KOCTHOIO0 MO3ra -
SBJISIETCSL 00s13aTENIbHBIM BO BCEX CIIy4asix; OMpeeNsieT HaJuyue XUMEPHOro TreHa
PML/RARa.

e FISH ucciaenopanue xkocTHoro mosra. J[anHelid MeToa 001a7acT BEICOKOM
crenu(PUIHOCTHI0O U YYBCTBUTENIBHOCTHIO. [IpoBelieHNE MOKa3aHO MPU AUATHOCTHKE
3a00JeBaHMs, B CIydasiX, KOrjJa B pe3yibTaTe CTaHAAPTHOIO IHUTOTE€HETUYECKOTO
WCCIICIOBAHUSI HE TMOJYYEHO MHTO30B, a TAaKXKE€ B CHUTYalUsX, KOTJla BBISBICH
HOpPMaJIbHBIM KapUOTHUI, HO TMPU ITOM HUMEIOTCA SIPKHE KIMHUKO-Ta00paTopHbIE
cumntoMbl (Y]] — A) 1 MOTYT CITY)KUTb JIJIs onipeiesieHus: Taktuku tepanuu (Y1 — B).
HecmoTpst Ha TO, 4TO B HEKOTOPBIX Cilydasix nepudepudeckas KpoBb MOAXOIUT JJIs
uccieqoBanus (0COOEHHO, KOIjla TPU  YCTAHOBIICHHMM JUAarHo3a HMEeTCs
runepiaeiikonutos), FISH nydine BbimonHATh Ha 00pasiax koctHoro mo3sra. FISH ne
naet undopmanuu 06 nzopopme PML/RARq, uro HE0OX0AUMO IJ11 MOJEKYISIPHOTO
MOHUTOPHHTAa MUHUMAJIBHOTO OCTATOYHOTO 3a00JICBaHUSI.

e OT-IIIP XenarenpHo BeoaHAT, OT-IIP anamu3 PML-RARo na PHK,
MOJIYYEHHON U3 00pa3lloB KOCTHOT'O MO3Ta, XOTS TPAHCKPUIIT CIMSIHUSA, KaK MIPaBUIIO,
JIETKO OTpeeseTcs B nepudeprudeckoil KpoBH, Jaxe B ciydasx ¢ Jelikonenuei. OT-
[IIIP sBisieTCd «30JIOTBIM CTaHAAPTOM» A MNOATBepkaAeHus nauarnoza OILIL
[ToMmuMO ero BBICOKOH CHEU(PUYHOCTH W UYYBCTBUTEIBHOCTH, OH BaXEH IS
HAJICKHOTO MOHHMTOPHMHTAa MHMHUMAJIBHOIO OCTaTOYHOTO 3abosieBanusa. Ho K
OCHOBHBIM HEJIOCTaTKaM JAaHHOIO MeToJa OTHOcHuTcs Manoe KoanyectBo PHK
(JIO)KHOOTPUIIATETbHBIH pe3yJbTar), KOHTaMHHAIUIO U apTedaxThl
(JIO>)KHOTIOOXKUTENBHBIA PE3YIbTaT) U OTHOCUTENIBHO JUIMHHBINA MEPHO]I MOATOTOBKU
(~2 nmus). Kpome Ttoro, pexomMeHAyeTcs MPOBOAUTh aHaiIW3 Mpod B MEsIX
JUArHOCTUKM U MOHUTOpHHra B pedepeHc-1adbopaTopusix MOATOTOBICHHBIM
MIEPCOHAJIOM, UMEIOIIUM 3HauYUTeNIbHBIN onbIT poBeaeHus OT-ITILP na PML-RARa.

I[OHOJ'IHI/ITCJILHLIC HCCJICTJOBAHUSA

1. VYnbrpasBykoBoe wuccienoBanue (Y3U) opranoB OpromHOil TOJOCTH (TI€UEHb,
CeJIe3eHKa, TOJKEIYJOUYHON >KeJe3a, >KeNUHBIM My3bIpb, JUMGATHUYECKUE Y3IIbI,
MOYKH), IIATOBUAHAS KeEJe3a, Y MYKUUH - MPEJCTATeIIbHON JKeJe3bl, y JKeHIUH -
MaJIoro Tasa.

2. DKI', Dxo-kapauorpadus .

3. Pentrenorpadus rpyIHON KIETKH.

4. KommbioTepHasi ToMOrpadusi OpraHOB TPYAHON KIETKH, TOJIOBHOTO MO3ra.

5. OOuuit aHaIM3 MOYH.

6. I'ematuter, BUY, BuUpyCHI repnec-rpymmbl.

7. buoxumuueckuii aHanm3 KpoBu (obmmii Oemok, JIJAI', amextpomute, C-
PEaKTHUBHBIN OEJOK TJIOKO03a, HATPUM, KalWi, KajblMi, KpEaTMHUH, acraprar
amuHOTpaHc(depaza, amaHuH amMuHOTpaHcdepasza, mienodyHas  (docdarasa,
JaKTaTACTHIPOTeHa3a, OUITUPYOHHBI, MOYEBHHA, OO OETTOK, MOYeBasi KHCIIOTA).

8. Koarymorpamma.

9. TpemanoOuoricusi HEOOXOAWMAa HCKIIOUHUTEIFHO B CIIy4ae TOJYYCHHSI CYXOTO

acripata KOCTHOIO MO3Ta W TIpU  OTCYTCTBUM HW3MEHEHHBIX KJIETOK B
nepudepruueckoil KpoBH i OOecCledeHus MpoBeaeHUsS MOPHOJOrHYecKol u




‘ MOJIEKYJIAPHON JTUATHOCTUKH

2.3 InddepeHunanbHbIi TMATHO3 U 000CHOBAHUE JONMOJTHUTEIbHBIX HCCJIEI0BAHUI

6, 11]:
Huazcnos Obocnosanue QObcnedosanusn Kpumepuu ucknouenusn
ona ouaznosa
oughgpepenyuans
HOU
OUACHOCMUKU
Arutactuueckast [Tanuuronenus ¢ | ['mcronorunueckoe [Ipeobnananue JKUPOBOTO
aHeMUs TUTNOLEIUTIONSAPH | UCCIIEA0BAHUE KOCTHOTO | KOCTHOTO Mo3ra Haj
bIM KOCTHBIM | MO3Ta JIeSITeITbHBIM, pOCTKH
MO3rOM KPOBETBOPEHUSI YTHETEHBI.
OtcyrcTBUE UHOQUIbTpaLUN
KOCTHOT'O MO3ra 0JacTaMH.
OcTtpslii [Tanuuronenus uTtonorunueckoe, NudunbTpanus KOCTHOTO MO3Tra
MuenoonactHelii | biactHeie [utorenernveckoe omactamu (6onee 20%) ©Oe3
JIEUKO3 KJIETKH B UCCJIEJOBaHNE KOCTHOTO | OOHapy>KeHus
nepudepudeckoit | Mmo3ra TUTIEPTPaHYINPOBAHHBIX
KpOBH WJTH IIPOMHUEJIOLUTOB c
KOCTHOM MO3Te MHOXECTBEHHBIMH  TMMaJIOYKaMH
I'emopparnuecku Aynpa. OrcyrcTBHE
W CUHIIPOM tpanciokaruut(15;17) (922;
ql2); rersa PML-RAR«a

3. TAKTUKA JIEYEHUS HA AMBYJIATOPHOM YPOBHE:

| sTram: s NEepBUYHBIX MAIMEHTOB — BBIABICHHE 3a00JIEBAHMS, TOCHUTANM3ALMUS B
npodunsHoe otaeneHue. s OIIJI xapakTepHO paHHEE pa3BUTHE Te€MOPPArudecKoro
CUHIpOMa B peE3yJIbTaT€ JIHUCCEMUHHUPOBAHHOTO BHYTPHUCOCYJIUCTOrO CBEPTHIBAHUS
KpOBHU, 4YacTO MPHUBOJAIICTO K JieTadbHbIM HcxonaM. Jleuenne ATRA momkHO OBITH
HA4YaTO HEMEIJIEHHO Ipu MaseieM nogo3penun Ha OIJI, npomomxate kypc ATRA no
NOATBEPKICHUS WIN ONPOBEPIKEHUS AUArHO3a FTEHETUYECKUM UCCIIEIOBAHUEM.

Il 3ram: 178 DAUMEHTOB C  YCTAaHOBJIEHHBIM  JAMArHo3oM  MOJAEP>KUBAOIIAs
XUMHOTEPAIus MOXKET MMPOBOJIUTHCS B aMOYJIaTOPHBIX YCIOBUSX, KOHTPOIIb TIOKa3aTeei
oOmiero a”anmsza KpoBu (Jeiikodopmyna + TpomMOOUUTHI) Kaxkasie 1 — 3 Mecsma B
TEUYCHHE 2-X JIET, 3aTeM KaKIble 3 — 6 MECSIIEB JI0 S5 JeT.

3.1 HeMeauKaMeHTO3HOE JIeYeHHE!
e Pexum: 001I€0XpaHUTENBHBIM.
e Jluera: cron Nel5 (oGmas).

3.2 MeaukaMeHTO3HOE JIeYeHHe:!
o [lepeyeHb OCHOBHBIX JIeKAPCTBEHHBIX cpeacTB (MMewinux 100% BeposATHOCTH
NPUMEHEeHMsI):

dapMmakoTepanes
THYeCKas rpynmna

MexxkayHapoanoe
HeNnaTeHTOBaHHOe

Cnocod npumeHeHus Yposenn

A0Ka3aTCJbHOCTH




HauMmeHoBaHue JIC
Antuneomiactuyeckue | Tperunoun (ATRA) 45mr/m? /eyt BHYTpS C 1 A
u JIHSI 1O TOCTHKEHUS
MMMYHOCYIIPECCUBHBIE peMHUCCHH
JIeKapCTBEHHBIE MertoTpekcar 15Mmr/m?/cyT C
cpexacTsa eKeHe/IeITbHO
BnyrpusenHnoe,
MIOJIKO’KHOE BBEJICHHE
Buyrps
Mepkanrtomnypus 50Mr/M?/CyT BHYTPD C
JlexapcTBEHHbIE OnpaHceTpoH 8mr 3a 30muH-1 vac 1o C
CpencTBa, BBEJICHUS
ocna0sronue UTOCTaTUYECKUX
TOKCHYECKOE JIEHCTBUE npernapaTos
MIPOTHBOOITYXOJIEBBIX BHyTpuBeHHOE BBE/ICHNE
IIpernaparoB BryTtps
Tpamamon 100mr/2Mn A
BnyrpuBeHHO€ BBEICHUE
50mr, 100mMr BHYTPB

e [lepeyeHb JONMOJHUTEIbHBIX JIEKAPCTBEHHBIX cpeacTB (MeHee 100% BeposiITHOCTH

NMPUMEHEeHMS):
dapmakorepanen MexnyHnapoanoe Cnoco0 npuMeHeHust YpoBennb
THYecKas rpynmna HeMmaTeHTOBaHHOe JA0Ka3aTeIbHOCTH
HauMeHoBaHue JIC

JlekapcTBEeHHBIE AnnonypuHOJI 300mMr/M? BHYTPB -

CpeICTBa,

ocnabsmome

TOKCHUYECKOE JIeHCTBUE

MIPOTHUBOOITYXOJIEBBIX

IpenapaTon

AnTHOaKTEpHaTbHBIC Odnoxcanun 200Mmr 1p/cyt -

CpeacTBa BuyTtpuBeHHOe BBelleHUE
MeTtpoHnuaazon BuyTtpuBenHoe BBelIeHUE | -

Bnaytpb
JleBodnokcarux BuyTtpuBenHoe BBeJIeHUE | -
500mr 1p/cyT BHYTpB
Humnpodnokcara BuyTtpuBenHoe BBelIeHUE | -
500Mr 2p/cyT BHYTpb

Cynbdamerokcazon BuyTpuBeHHOE BBeieHUE | -
/TpUMETONIPUM 960Mr 3p/Hen BHYTPb

[TpoTuBOTrpHUOKOBEIE Bopukonazon BuyTpuBeHHOE BBeieHUE | -

JIeKapCTBEHHbIE 3MI/Kr 2p/CyT BHYTpPb

cpeacTBa HrpakoHason Buyrps -
dykoHa301 400-600Mr 1p/cyT -

BHYTPHUBEHHOE BBEJICHHE
Buyrps

ITo3akonazon 200mr 3p/neHs BHYTph | -




CUCTEMY KPOBH

[IpoTuBOBHpYCHBIE AukiIoBup 400mr 2p/cyT
JIeKapCTBEHHBIE BuytpuBeHHOE BBeieHHE
CpeAcTBa Buytps
JlexapcTBEHHbIE Hanponapun 0,3MJ1 TOAKOKHOE
CpeACTBa,  BIMSIOIIUE BBEJICHHE

Ha CBEPTHIBAIOILYIO | DHOKCANIApHH 20-40mr 1p/cyr

IIOAKOXHOEC BBCJACHUC

HApyrue
JICKApCTBCHHBIC

cpencraa

bynuakauH, JIngokaux,
IIpoxann

2% 2mn
MecTHOE IpUMEHEHNE

Owmernpazon 40MT BHYTPUBEHHOE
BBEJICHUE

20Mr 2p/cyT BHYTpb

daMOTHINH 20mr 1-2p/cyt
BayTpuBeHHOE BBEZICHUE
AmOpoxkcon 30 mr 2-3p/cyT BHYTPH
AMITOUIINH Swmr lp/cyT BHYTph
Kanromprn 25-50mr 2p/cyt
Bnaytpb

JInzuHONIpUI Swmr 1 p/cyT BHYTpB
Jlaktymnosa 15-45mn BHYTPB
CnupoHOIaKTOH 100-200mMr BHYTpB

TloBunou — Mox

6-10 pa3 B neHb
MOJIOCKaHUE TIOJIOCTH PTa
B pa3Benenuu 1:10
HapyxxHoe nmpumeHeHne

Tobpamuniuu 0,3% 5Swmu rna3Hble
KaIuiu
Topacemun 10Mr 5-20Mr/CyT BHYTpPD
®donueBas KUCIOTA SMr/cyT BHYTpb
dypoceMu 20-40mr/cyT
BnyrpuBenHoe BBezeHIE
Bnaytpb
XJIOpreKCuanuH 6-10 pa3 B AeHb

IIOJIOCKAHUE TIOJIOCTH pTa
HapyxHoe npumeHenne

3.3 Xupypruueckoe BMenIaTeJIbCTBO: HET.

3.4 JlanbHelilllee BeaeHHE:
TEUYCHUE

INalfu€HTbI B

2,5 mer ot

MOCJIE 3aBEpIICHUS JICYECHHS COIVIACHO IPOTOKOINY,
JHS KOHCTaTallUM PEMHUCCUU  MOJIYYarOT
noAAep>KUBalolyt0 Tepanuto. [Ipu ycnoBum coxpaHeHus peMHCCUU 3a00JIeBaHus, MTOCIIE




OKOHYaHMUA MOAJCPKUBAIOLICH TEpPAalUU, NALKUEHTBl HaxoAiaTcs Ha «J/I» yudére u
HaOJII0JA0TCS y TEMATOJIOra 110 MECTY JKUTEIbCTBA B TEUEHHE 5 JIET.

3.5 Unpukaropsbl 3 GeKTUBHOCTH JeYEeHUS:
Pemuccus.
e [lepudepuueckas KpoBb:
— AOGcotoTHOE KOIn4yecTBo HelTpoduiio 6onee 1,5 x109/m;
— Tpom6ouuts! 60nee 100 x 109/m;
— OrtcytcTBHe 0JaCTOB M MPOMUEIOLUTOB B NepU(PepruyecKoil KpOBH.
e KoCTHBIN MO3T:
— Menee 5% OMacTOB WM ATUMUYHBIX MPOMHEIONHUTOB MPHU KIETOYHOM KOCTHOM
MO3r€;
e OTtCcyTCTBHE SKCTPAMENYIUISIPHBIX 0YaroB.
HeiipoJieiikos.
e BrisgBnenue  0J1aCTOB/IPOMHMENIONUTOB B CIIMHO-MO3TOBOM  JKMJIKOCTH  TPHU
LIMTOJIOTHYECKOM HCCIICIOBAHUY W/ MIA LIUTO3a OoJiee 5 KiI/MKIL.

Peuuaus.

e ['emaronorunueckuii peruaus — 6omee 5% 061aCTOB/IPOMHUEIIIUTOBR B KOCTHOM MO3TE.
Ecnu xonmuuectBo GmactoB oT 6 10 20% wuccinenoBaHue MOBTOPSIOT uepe3 1 Hemenmo —
€CJIM KOJIMYEeCTBO OJaCTOB ocTaeTcst 6ojee 5% - KOHCTATUPYIOT PEIUINB.

e DKCTpaMenyJUIAPHBIN peuunInB — JOKYMEHTHPOBAHHOE
TUCTOJIOTUYECKUM/UMMYHOTUCTOXUMUYECKUM ~ UCCJIEIOBAHUEM  BHEKOCTHOMO3TOBOE
NOPAKEHHE.

e  MoekyIsapHBIM PEIUIUB — ABYXKpaTHOE BhIsIBICHUE XuMmepHoro rena PML/RARa
meroaom ITLP B mro6oe Bpems moce 3aBepiieHUs KOHCOJIHIAIIAH.

MonekynspHass oneHka pemuccuu nocine uHAyKnuu meroaom OT-IIHP nHe wumeer
KIIMHAYECKOM 3HAYMMOCTH, MOTOMY 4YTO TMOJIOKUTENbHBIM pe3yibTar I[P Ha Takom
paHHEM »Tale MOXET OBITb OTPAKEHHEM 3aMEJICHHOTO CO3pEBaHMs, a He
pe3ucTeHTHOCTU. lloaTomMy crenyer BO3AEpKATbCs OT MPHUHATHS TEPANEBTHUYECKUX
pEIICHU Ha OCHOBAaHUHU PE3yJbTAaTOB HA AaHHOM dTane. M Haobopot, pesynwsraTsl [P,
BBITIOJIHEHHOM IIOCJIE 3aBEPUICHUS KOHCOJIUIAUN, UMEIOT 3HAYUUMOCTD IPH ONPENECICHUN
PHCKa pELUIUBOB Y MMA[MCHTA.

‘OIIEHKA PE3YJIBTATOB JIEYEHUSA

Kareropus Onpenenenue

Oﬁll.laﬂ BBI’JKUBA€MOCTH OHpCI[CJ'ISIeTCSI 11 BCEX TTAIIMCHTOB. I/I3MepHCTC$I oT
MOMCHTA BKIIFOUYCHHUSA B HUCCICIOBAHUC 1O MOMCHTA CMCPTHU
BHC 3aBUCUMOCTHU OT IMIPUYIHNHBI.

Ee3peummBHaﬂ OHpe)lerIeTCﬂ I MTAOUEHTOB, AJOCTUTAOINNUX PEMHCCHUMU.
BBI’KHBA€MOCTb I/ISMepHeTCH OT MOMCHTA HJOCTHXXCHUA PEMUCCUHU 10
peuunBa Ui CMCPTHU OT 000H IMPUYIHNHBI.
BeccoObITHiinasK OHpCI[CJISICTCiI I BCEX ITAIIMCHTOB. I/I3Mep}ICTC}I oT
BBIZKHBA€MOCTbH MOMCHTaA BKIIOYCHHUSA B HCCICIOBAHUC 10 KOHCTaTalluK

PE3UCTCHTHOCTH, PpCIUANBA MWW CMEPTU OT 000




IIPpHUYUHBI.

KymyasTuBnas yacrora Omnpexaensiercs A BCEX MALUEHTOB, JOCTUTIINX PEMUCCHH.
penuuBa W3mepsiercss OT AaThl AOCTIKEHUSI PEMUCCUM IO JAThl
peuumBa.

4. NOKA3AHUA [Jisd TOCHUTAM3ALIUUA C YKAZAHUMEM TUIIA
TI'OCIIMTAJIM3ALINMA:

4.1 lloxazaHus 1JI IVIAHOBOM IrOCHUTAJIM3ALUN:

® [IPOBEJEHUE KypCOB XUMHUOTEPAIUU.

4.2 IlokazaHus ISl IKCTPEHHOM rOCIUTATU3ALUM:

®  BIIEPBbIC BBIABICHHBIN OCTPBIN JICUKO3;

® pa3BUTHE OCIOKHEHUI Ha JIFOOOM ATare JIeUeHUs.

5. TAKTUKA JIEUEHUSI HA CTAIIUOHAPHOM YPOBHE [13-16,26-30]:

5.1 HeMeankaMeHTO3HOE JIeUeHHE:

e Pexxum: oO1I€0XpaHUTEIIBHBIN.

e Jlueta: cton Nel5 (obmras).

o JlyueBas Tepanmsi. Ecnu BcieacTBHE OCIOXHEHUW WM TEXHUYECKUX TPYIHOCTEH
HE TIPEJACTABISETCS BO3MOXHBIM IIPOBECTH TIOJHYIH MpOrpaMMmy MNpOPUIAKTUKH
HEHPOJICMKEMUH WHTPATEKAJIbHBIMH BBEACHUSMH ITUTOCTATHYECKHX TPEMNapaTroB, TO
MaleHTaM PEKOMEHIYETCs BBITTOJIHUTL KpaHUaIbHOE 00ydeHue B qo3e 24 I'p.

5.2 MennkameHnTo3Hoe Jeyenne [13-16,17-28]:

Nuaaykums peMuccuu.

Kom6unarus ATRA u XxumMuoTepanuyd Ha OCHOBE aHTPAIMKIMHA B HACTOSIIEE BpPEMs
ABJISIETCS CTaHAAPTHOM WHAYKUMOHHOW Tepamnuveil y MalueHTOB, KOTOPBIM BIIEPBBIE
yctanoBiieH auaruo3 OINJI. Takoe coueTaHue MPUBOAUT K BBHICOKON 3(PHEKTUBHOCTH C
nosHoi pemuccuein y 90%-95% mnanueHToB, 0 MEPBUYHON PE3UCTEHTHOCTH COOOIIEHO
BCET0 B HECKOJBKHX CIydasx, MOCTPOCHHBIX HA OTACIbHBIX HaOmoaeHusx [13-16]. Dtu
JaHHBIC TIOKa3bIBAIOT, 4YTO TMpakThuuecku Bce PML-RARao—mnonoxurensusie OITJI
qyBcTBUTENbHBI K ATRA u antpanukinaoBoi xumuotepanuu. (Y — B).

Tpuokcun  MbIIbSKAa TakkKe BBICOKO A(OQPEKTUBEH TPH  JICUCHUU OCTPOTO
npomuenonuTapaoro Jeiikoza [17-20] ¢ wim 6e3 ATRA moka3an BBICOKYIO
5G(PEKTUBHOCT, Yy  TAIMEHTOB C  BIEPBbIE  JTUArHOCTUPOBAHHBIM  OCTPHIM
MPOMHETIOIIUTAPHBIM  JIEHKO30M,  KJIACCH(UIIMPOBAHHOM  KaK  HU3KUH  WJH
MIPOMEXKYTOUHBI PHCK [21-24] ¢ MOHWKEHHON TIeMaTOJOTMYeCKOW TOKCHYHOCTBIO T10
cpaBHeHHto ¢ ATRA u xumuorepanuen.

B Hactosimiee BpeMs Tepamusi C BKJIOYEHHEM TPHUOKCHUIA MBIIIbAKA IIUPOKO
npumensiercss 'y manueHToB ¢ OIIJI. K ocnoxHeHusAM Tepanuu OTHOCIT CUHIPOM
nudPepeHIMPOBKY  OMYXOJEBbIX KIETOK, Trunepiekonuro3, ymiuHeHue QT/QTc
MHTEpBaJIa, nepudepruuecKyro MoIuHEHpONaTUIo, MOBPEKICHUE IEYCHU U TTOYEK.



Koncommaamus pemuccun [25-28].

[IpoBenenne 53Tana KOHCOJIMAALMM SBISETCA CTaHAAPTOM Tepanuu. MOoJeKyIspHYO
pEMUCCHUIO yAaeTcss JOoCTHYb Y 95% MNauMeHTOB IMOCHE TPEeX KypCOB XMMHOTEpAINuU C
aHTPALUKIMHAMHI (omuH WUHAYKIUOHHBIN U 1Ba KOHCOJIMIUPYIOUIUX )
[25]. UunykirionHast Tepamusi, B KOTOPOW WCIOJNB3YIOTCS 3 Hamboliee aKTUBHBIX
npenapara Jjisi OCTporo mpomuenonuTapHoro jeikosa (ATRA, nnapyOunyH u TpUOKCH
MBIIIbSIKA) B COYETAHMM C KOHCOJUIUPYIOIIMMH Kypcamu, BkItouyaromuMu ATRA u
TPUOKCH]I MBIIIbSKA, JIEMOHCTPUPYET JOCTUKEHUE BBICOKMX IOKa3zarened oOwmed u
Oe3pelnIMBHOM BEDKMBaEMOCTH. [26-28].

IMonnep:xuBaromas repanus [29-32].

OCHOBBIBasSICh Ha MPEUMYIIECTBAX MOJJIEPKUBAIOIIEH Tepanuu, KOTOpbIe HAOIIOAATNCh B
paHee TMPOBEJACHHBIX UCCIEAOBAHUSIX MO OCTPOMY MPOMHUEIOIUTAPHOMY JIEHKO3Y, BCEM
NalyeHTaM ¢ Mojjep KuBaroiei nenbto npumenssiu ATRA, nepopaibHblil METOTpEKcaT
u 6MP [29, 30, 31, 32]. Ponp mojmep:kuBaroIieii XUMHOTEPAIIUH OCTAETCS HESICHOM,
OCOOCHHO JUIsi TAIMeHTOB C TPYNIONW HU3BKOTO PHUCKA, KOTOPhIE JIOCTUTAIOT
MOJICKYJISIDHOM PEMHUCCHUU B 3aBepllieHWH KoHconuaaruu. [loka3zaHusi K TPOBEACHUIO
MOJJICP)KUBAIOIIE  TEpalmuu 3aBHCAT OT MPEANISCTBYIONIEH HWHAYKIIMOHHONW W
KOHCOMAUPYIOIICH Tepanuu, MO3TOMY HEOOXOJMMO NPHUMEHATH MOAJACPKUBAIOIIYIO
TEpaIuio0 B COYCTAHUH C TPOTOKOJIAMHU, KOTOPBIE JOKa3aJld CBOKO 3 (PEKTUBHOCTD.

Yuciio JeiKoLNTOB Ymucsio TpOMOOLIMTOB Ho3za 6-MII
6omee 2,0x10%n 6omnee 100x10%7 100% o361
ot 1,0x10%n ot 50x10%1 50% ot 10351
10 2,0x10%n 10 100x10%n

Mmenee 1,0x10%n memnee 50x10°%/n 0%

TepaneBTuyeckasi TAKTMKA B X0/1€ NPOBeAeHUS HHAYKIIMOHHOIO JIeYeHHS.
Pacuer m03 muTOCTaTUYECKMX MpENapaToB - HUTO3WH-apaOMHO3MIA, WAApyOUIMHA -
MPOBOJUTCS B COOTBETCTBUM C TIUIOMIAJABI0 TOBEPXHOCTH Tena OombHOTO. J{03BI
LIATOCTATUYECKUX IPENapaToB MEPECUUTHIBAIOTCS MOCIE Ka)XJAOro Kypca HHAYKIUU U
KOHCOJIUJIAIIMY, TaK KaK MHOTHE OONBHBIE XYyNEIOT BO Bpems jedeHus. CHIDKEHHE 03
MpenapaToB BO BpeMsl Kypca HEJAOIYCTUMO HHU B OJHOM CJIy4ae, 3a UCKIIOUYEHUEM HUXKE
OTrOBOPEHHBIX cuTyanuil. CHI>KEHHUE 103 IpenapaToB NPOU3BOAIT:

» TIpY TTOYEYHOUN HETOCTATOUYHOCTH

» TIpY TIEYCHOYHON HETOCTATOYHOCTH

» TIpY Pa3BUTHHU CTICTU(PUUESCKUX OCIOKHEHUH, CBA3aHHBIX ¢ mpueMoM ATRA

Koppekuusi 10361 IpenaparoB NpH N0Ye4HOl HEJOCTATOYHOCTH

HNnapyonnun [Tpu CK®< 10 miu/mMuH 103a cHIxKaercs Ha 25%
(Idarubicin)

Koppexkuus 10351 npenapaToB Npu Ne4YeHOYHOH HEJOCTATOYHOCTH




IuTapaéun (Ara-C) Ecnu 6mmipyoun 26,65 MKMOB/1-51,3 MKMOJIB/JT, /1032 CHUKAETCS Ha

25%;

Ecnmu 6mmapyounr >51,3 MkMoub/J, 1o3a cHuxaercs Ha 50%
HNnapyonnun Ecnu 6umupy6un 26,65 Mxmonb/in-51,3 MKMOITB/J, 103a cHuxkaercs Ha 25%;
(Idarubicin) Ecmu ounmupyoun 51,01 MkMons/n-85,5 MKMOIe/n, f03a cHukaercs Ha 50%;

Ecnu OunmupyOun >85,5 MKMOJIB/JI, IPOJOIKATE HE PEKOMEHIYeTCs

[ToTHOCTBIO TpaHC-PETUHOEBASI KUCIOTA Ha3HAYAETCS] BHYTPb C MEPBOIo JIHA Kypca 1o 45
Mr/M2/cyTku B 2 mpuema (f1o3a okpyrisercs 10 10 mr). Jloza penynupyeTcst y nalueHToB
moinoxke 20 net no 25 mr/m2/cytku. Tepanusi BpeMEHHO IpeKpaliaercs Mpu pa3BUTHU
cugapomMa U PepeHIMPOBKH, TICEBAOOMYXOJIM MO3ra U MpU3HAKAX  TSHKEION
renaToTOKCUYHOCTH (MTOBBIIIEHHE aKTUBHOCTH TpaHCaMUHa3 OoJsee 5 pa3).

Cunapom qudpepeHIHPOBKH

HEOOBACHUMAsL TUXOPAOKA, OUCNHOI, NIEBPANbHLIU U/UNU NePUKAPOUATbHBIU BbINOM,
Jle20yuHble UHPUILMPAmMbL, NOYEeUHAsl HeOOCMAMOYHOCMb, 2UNOMEH3US U HeOOBACHUMOE
yeenuuenue geca bonee 5 Ke.

Tsoxenas  dopma cunmpoma uddepeHnnpoBkr, ecau 4 u  0Oojee ONMHUCAHHBIX
CUMIITOMOB WJIA CHHJPOMOB;

Cpennss hopma cuaapoma nudepeHITnpoBKH, €ciu 2 U 3 OMMMCAaHHBIX CUMIITOMOB WITH

CHHJIPOMOB.
[Ipyn mepBBIX OMHMCAaHHBIX CHUMIITOMAaxX MWW CUHApoMax - otMeHa ATRA u Tepanus
JlexcameTazonom 10 mr x 2 pasa B cytku. (Y - A)

IIceBn00OMYX0/1b MO3ra — COCTOSIHHE, COMPOBOKAAKOIIEECH BbIPAKEHHON I0JIOBHOM
00JIbI0 C TONIHOTOH, PBOTOWH, HapymieHusimu 3penHusi. HeoOxoamma BpeMeHHasi
ormMeHa ATRA u jJieyeHne ¢ HCII0/Ib30BAHHEM ONHATOB.

Tpuokcun Mpllbsgka Ha3zHauvaeTcs u3 pacdera 0,15Mr/kr/cyt, B BUAC BHYTPHBEHHOM
uH(Dy3uHu, Kypc jJedeHus — He Oonee 60 mHEH (0 MOCTHXKEHUS TOJHONW PEMHUCCHUN).
[locne mocTHXEeHUsT pEMUCCUU — YEThIPEXHENIENbHBIN MEePEephIB, U Jajnee, MPOBOAUTCS
KOHCOJUAUPYIOUIUN KypC XUMUOTEPAUU.

NnapyOunua Ha3HayalOT B BHAE KOPOTKOM (2-5 wmuHyT) uHY3um B go3ax
COOTBETCTBEHHO 6-12 Mr/M? Bo 2, 4, 6 1 8 quu. Y naumeHTos crapiie 60 JeT IpOBOIAT
TOJIBKO TPH BBEJICHUS.

JlekcameTa’oH Ha3HA4aroT 1o 2,5 mr/m? kaxasle 12 wacoB ¢ 1 mo 15 aHM Kypca BceM
MmamueHTaM ¢ Jierkonuramu oosee 15x109/m.

[Tonp3a remapmHa, TPAaHEKCAMOBOM KHCJIOTHI WJIM HWHOM AHTUKOATYJISIHTHOW WU
aHTU(DUOPUHOIUTUUECKON Tepanuu [Jii YMEHBIICHUS TEeMOpParu4eckoro pucka
OCTa€TCsl COMHUTEIBHOM, W HE CIEAYyeT PYTHHHO NPUMEHSTh 3TH NpenapaTbl BHE
KJIIMHUYECKUX UCTIBITAHUN.



Tepanusa npoaomkaercst 10 TOCTHKEHHUS peMHuccuH, HO He Oornee 90 nueit. B ciyuae,
ectn K 28-30 nmHAM pemMuCCHs HE JOCTUTHYTA, KOHTPOJIBHOE ILIMTOJOIMYECKOE
HCCJIEIOBAHUE KOCTHOTO MO3ra npoBoAsT Ha 45, 60 u 90 nau.

IlepBasi KOHTpPOJIbHASI MYyHKIUSI KOCTHOr0 MO3ra BbINOJIHAETCST Ha 28 JeHb
Tepanuu, 28 — 30 geHb mocie MNOCJAeJHEr0 BBeJAeHHS WAAPYOMUIMHA TIEPBOro
HHIYKIMOHHOT0 Kypca.

[lepBruHO pE3UCTEHTHBIC CITyyal KpailHe peIKH, U UX OMMCAHUE Yallle BCErO OOBSICHSIOT
CJIMIIKOM PAHO BHITIOJTHEHHBIMU KOHTPOJIBHBIMHU CTEPHAIBHBIMH MTYHKIIUSMHU.

Ecmu Her mpusHakoB Mopdonoruueckoro 3aboneBanus, ATRA M TPUOKCHUI MBIIIbSIKA
MOTYT OBITh MPEKPAIEHbI, YTOOBI 00ECTICUNTh BOCCTAHOBJICHHE MTEPUPEPHUUECKON KPOBH,
TaK KaK 3HAYUTENIbHA MHEJOCYIPECCHsi MOKET OBITh CBSi3aHA C Tepamueil TPUOKCHIa
MBIIIbsiKa. Ecnu  ecTh mpuszHaku MopgoJorudeckoro 3a0oyieBaHUs, HEOOXOIUMO
npoaokuTh pueM ATRA u TproKcH MBIIIIbSIKa ¥ TOBTOPHUTH MCCIIEA0BaHNE KOCTHOTO
Mmosra uepe3 | Hememro. B ciiyyae COMHEHHMH OTHOCHUTENBHO JOCTM)KEHHUS MOIHON
PEMUCCUH PEKOMEHAYETCS MOBTOPUTH aHAJIM3 KOCTHOTO MO3Ta IOCJIE JOTOJIHUTEIBHOTO
UHTEepBaja B 2-3 HEAENH, MPU ITOM MalueHT mpoaosnkaeT Kypc ATRA, Heobxomumo
BO3/ICPKMBACTCSI OT HOBBIX TEPANEBTUYCCKUX WHTEPBEHITHIA.

B uHAYKIMOHHBIN TTEpUOJT HE PEKOMEHIYETCSl UCCIIEeIOBaTh KOCTHBIM MO3T paHbllIe, YeM
Ha 28-i JeHb. Y TAIMEeHTOB B JIAHHBIM TIEPUOJ MOXKET OBITh JOCTHUTHYTA
[ATOT€HETUYECKAas PEMHUCCUS, HO C OCTaTOYHOM MOJIEKYJISIPHOU MO3UTUBHOCTHIO.
HccnenoBanne KOCTHOTO MO3ra HE PEKOMEHIYETCs MPOBOJAWUTH JO BOCCTAaHOBJICHUS
noKazaTesieil KpoBH, OOBIYHO Yepe3 4-6 Henenb IMociae MHAYKIHuH. [{uToreHeTndyeckuit
aHajau3 OOBIYHO HOpPMajJeH K 3TOMY MOMEHTY, MOJEKYISPHON pPEMUCCHH YyIaéTcs
JOCTUYb KaK MUHUMYM I10CJI€ 2 KypCOB KOHCOJIMIAIUH.

JIns manueHToB, KOTOPBIE CUUTAIOTCS HEMOAXOIAIIMMH ISl TPAJULIHUOHHOIO JICUCHHUS,
nesnecoodpa3Ho ucmnoiab3oBath anbrepHaTuBy ¢ ATO ¢ unm 6e3 ATRA mo crangapry
ATRA mmoc xumuotepanusi. HecMoTpst Ha oTcyTcTBHE MHGOPMAIUU O JTOJITOCPOYHOM
HCXOJE C MPUMEHEHUEM 3TUX AIBTEPHATUBHBIX MOJXOA0B y MAIMEHTOB, HE MOAXOIAIINX
JUTSI XUMHOTEpanuu, UX 00OOCHOBAHHO MOJKHO HCIIOJIb30BaTh B OTHOIIEHWUW TOXKWJIBIX U
MOJIOABIX IAllUEHTOB C TSDKEIBIMUA COIYTCTBYIOIIMMHU IATOJIOTUSIMU, IPU KOTOPBIX
MHTEHCHBHAs XHMHUOTEpanusi MPOTUBOIIOKAa3aHAa (HANpPUMEpP, MAIMEHTHl C CEpIACYHOUN
HEJIOCTATOYHOCTBIO WJTM TshKenas (PyHKIIMOHANIbHAS HEJOCTaTOYHOCTHh opraHoB). Kak u
npu TpaauuuoHHOW Tepanuun ATRA ¥ aHTpaUMKIMHOBOM XUMHOTEpANHH, LEJIbIO
JICYCHHSI Y TAKWUX MAIMEHTOB JIOJDKHO OBITH JOCTHIKEHHUE MOJICKYJISIPHOW PEMUCCHU, TIPH
ATOM HEOOXOJMMO BECTM MOHUTOPUHI MUHUMAIBHOIO OCTATOYHOrO 3a00JieBaHUS ISt
onpeiesieHns] HEOOXOAUMOCTH JOTOTHUTEIbHON TEpauu.

TepaneBTHYecKasi TAKTHKA B X0/¢ NPOBeJIeHHSI KOHCOJIMIUPYIOLIEro Je4eHus.
IIpu BoccTaHOBIIEHMM TMOKa3aTeynel mnepudepuyeckord KpOBH MOCHE HWHIYKIIMOHHOM
Tepanuyu MalueHTaM HeoOXOAUMO TMPOBEACHUE KOHCOJMIALMM; [Ji1 MalUeHTOB C



BBICOKMM PHCKOM Mepe]l HAayajloM KOHCOJIMJALMU NpPH BOCCTAHOBJIEHUHU IMOKa3aTejei
nepupepruueckol KpoBH IMOCJIE€ WHAYKIMOHHOM Tepanuu PeKOMEHIYeTcs IMpPOBEACHUE
JTOMOATbHON MyHKIIHMH.
MHorue cxeMmbl KOHCOJIUAAIMN BKJIIOYAIOT BBICOKHE KYMYJISITUBHBIE KapAUOTOKCHYHBIE
no3pl. Bcem manMeHTaM HE3aBUCUMO OT BO3pacTa LEJIEcOO0pa3HO HCCIeoBaTh
(YHKIMOHAIBHOE COCTOSIHUE CEpACHYHOM MBIIBI (Mepel KypcaMu KOHCOJUAAIMU U
TKM o00s13aTeapHO).
J1o Hayana Tepanuu:

e OKI nns ouenku unrepnana QTc;

e DOnekrponutsl (Ca, K, Mg) 1 kpeaTHHUH B CBIBOPOTKE KPOBH;
Bo Bpemsi Tepanuu (exeHeleabHO BO BpeMSl MHAYKIIMOHHOW TE€pamuu U Mepes KaxabIM
KypCOM MOCTPEMHCCUOHHOM TePaIuHm):

e MUHUMM3UPOBATH MCMOJIB30BAHUE JIEKAPCTB, KOTOpPbIE MOTYT YJJIMHUTH

untepBan QT;

o [loanepxuBarh KoHLEeHTpaluio K Boiie 4 Mr-skB / 11,

o [loanepxuBaTh KoHLEHTpaluoo Mg Beime 1,8 mr / a;

e VYV manueHtoB ¢ JiuTeNbHbIM uHTepBaioM QTc> 500 musumcexk, KOppeKIus

ANEKTPOIUTOB U HAOIIOIEHUE 32 MMAIIUEHTOM.

Muenounnbeie (GakTopel pocTa HE TOJDKHBI KCIIONB30BAaThCA BO BpeMs MHAYKIUHU. WX
IPUMEHEHUE MOXET PacCMaTpHUBATBCS BO BPEMS KOHCOJIUAALMHU B OTAEIBHBIX CIIydasix
(onmacHble AJis KU3HU MH(PEKIUHU, TPU3HAKK / CUMIITOMBI CETICHCA); B HACTOsIIEE BpeMs
HET HHUKAKUX JAHHBIX O  pe3ylbTaTaX OTHOCUTENIBHO  MPOPUIAKTHYECKOTO
UCIOJIb30BaHUs (aKTOPOB POCTA B KOHCOJIUJALUH.

JAnana3oH KyMYyJSITHUBHOM [103bl AHTPANMKJIMHA, MPUBOASINMA K Pa3sBUTHIO
KAPAMOTOKCUYHOCTH:
AHTPAaLUKJIUHBI KymyasitTuBHasi 103a OnHoxkpaTHas 103a
NnapyOunma 150 Mr/m? 12 mr/m?
JIo3pl  LUTOCTATUYECKHX MPEMaparoB B  KypcaX KOHCOJWJALMHM  HA3HAYAIOT
COOTBETCTBEHHO IUIOIIAJN MOBEPXHOCTH TEJA MALUEHTA, ONPEACIICHHON Iepel KaXXbIM
KYPCOM.

JleueHune HeMpoJIeKO3a.

[IpodunakTiika He#posaeiikoza pPyTHHHO He TmpoBoautTcsa. llpu ucmonb3oBaHUU
uaapyOuliHa BEPOSITHOCTh PA3BUTUS HEUPOJICHKEMUHN 3HAYUTEIbHO CHUKAETCA, TaK KaK
B OTJIMYME OT JJayHOPYOUIIMHA OH MPOHUKAET Yepe3 reMaTodHIedaInueckuil oapnep.
[lockonbky OonbmiMHCTBO peuuanBoB B [[HC BO3HUKalOT y MAallMEHTOB C
TUTEPICHKOIUTO30M, HEKOTOPHIE CTPATETUH BKIIOYAIOT TPO(HUIAKTHKY BOBIICUCHUS
HHC nns manueHToB € BBICOKUM PUCKOM, KOTOPBIM PEKOMEHIIYETCS OTJIO0XKHUTh
npopunaktuky [HHC no pocTukeHuss MNOMHONW PEMHCCUU, TMOCKOJbKY MYyHKIIHUS
CIIMHHOMO3TOBOM JKMJKOCTU MpPHU MEPBUYHOM OOCIIEIOBAHUU U BO BPEMS HHIAYKIHH
oueHb omnacHa. IIpu mHHMIManbHOM nelkoruTo3e Oonee 10*109 /n (rpymma BBICOKOTO
pUCKa) BBIMOJHAETCS S5 NIOMOANbHBIX MYHKIUN (C BBEACHUEM TpEX MpPEnapaToB) B



MEepHOJ KypCOB MHIYKUMU/KOHCOTUAALNH, 3aT€M OJUH pa3 B 3 mecsaua. [lanuenram 6e3
TUIIEPIIEMKONNTO3a, Yy KOTOpbIX puck peuuauBa B [[HC oueHb Hu3KMH, He
pekoMenayeTcs nmpoBoauTh npopuinaktuxky [THC. [35]

JIrombanbHas MyHKIUS NPOBOAUTCS B Cllydae IMOAO3PEHUs Ha Helposeiikemuto. [lpu
oOHapyxeHuu 1uTo3a 15/3 m Oomnee, a Takke Npu OOHAPYKEHUH XOTA OBl OJHOIO
ATUTIMYHOTO MPOMUETIONUTA/ 0JIaCTHOM KIETKHU AUArHOCTUPYETCS HEHPOJIeHKEeMUS.
JleyeHne HEUPONEHKEMHUU IPOBOAUTCS IIyTEM BBEICHUS B CIIMHHOMO3IOBOM KaHAJI TPEX
npenaparoB (Ara-C, meToTpekcar, JeKCaMeTa30H - B 103aX, OMMCAHHBIX BBIIIIE).
JIromOanbHble MyHKIHUH Y NMALMEHTOB C UCXOJHON HeHposeilkeMuen mocie 3aBepuieHus
JTama JeYeHHs HeuposeiikeMun (MOciae MOJy4YyeHUsi TpeX HOpPMalbHBIX MoOKa3zatenei
JIMKBOpA) BBIMOJHAIOT B JalbHEHIIEM TMepea KaXIbIM KypcoM 3aIUIaHMPOBAHHOIO
IIPOTOKOJIA.

Oco0eHHOCTH JIeueHHs y OepeMeHHBbIX.

YuuThIBas NOTEHIIMAT TEPATOTCHHOTO Bo3jaeicTBus xumuorepanuu, ATRA u Tpuokcuma
MBIIIbSIKA Ha IUJI0J, BO3MOXKHBIX METOJIOB JICUCHHUS TNAIUEHTOB, JHUAarHO3 KOTOPBIM
YCTaHOBJIEH BO BpPEMs MEPBOT0 TPUMECTPA, OYEHb MAJIO IIAHCOB YCIEIIHOTO MUCX01a JJIs
mwiona. HecMoTpst Ha oTcyTcTBHE WH(OpPMAIIMU HEMOCPEICTBEHHO IO TEPATOTCHHOCTH
ATRA, npemapar cyuTaeTCs TEPATOTeHHBIM, TaK Kak TMO00YHOEe JeHCTBHUE
IPOJEMOHCTPUPOBAHO C IPYTUMU PETUHOUIAMU U, B YACTHOCTH, C OJIM3KOPOICTBEHHBIM
nzorpetuHonHoM. [36] Tlostomy crnenyer wuzberatb ATRA BO Bpems IepBOro
TpumecTpa. [IpuMeHeHrne XUMHOTEpPANUU B MEPBOM TPUMECTPE, HECMOTPSI Ha YaCTYIO
0e30MacHOCTh, TaKXKE AaCCOLUUPYETCS C MOPOKOM pPa3BUTHs IUIONA, MOBBIIIEHHBIM
PHCKOM IpepbIBaHUS OEPEMEHHOCTH M HEJOHOMICHHOCTHIO. [37] B a0l CBsI3U pelicHue,
KOTOpPOE HYXHO MPUHATH B OTHOIIeHUH nanueHTa ¢ OILJI B nepBom TpumecTpe, Kacaercs
POJOJIKEHUSI OEPEMEHHOCTH M TOJIYYEHUS! TOJIBKO aHTPAIMKIMHOBON XMMHOTEpaIuu
WIM TpepbhiBaHUs OEPEMEHHOCTH, KOTJla NaIMeHT T'eMOJWHAMHUYECKH CTaOWIIeH, B
JAHHOM CJIy4ae MOXHO HE€3aMEJUIMTEIbHO HayaTh TpaaulMoHHOE JieueHne ATRA wu
xumuorepanuto. Ecinu uckyccTBeHHOE mpephiBaHNE OEPEMEHHOCTH HE MPUHUMAETCS, TO
€AMHCTBEHHBIM OOOCHOBaHHBIM METOJIOM, KOTOPBIA MOXHO MPEAJIOKUTh B TEPBOM
TpuMecTpe, OyJeT mpuMeHeHue Toiibko xumuoTepanuu 0e3 ATRA. Ectb HekoTopbie
JaHHBIC, YTO UAAPyOUIIUH OoJsiee TUTIOGUIICH, YeM JIPYTHUE aHTPAIMKINHBI, CIIOCOOCTBYET
MOBBIIIEHHON  TPaHCIUIAIIGHTApHOW Tepedade, MOXKET ObITh TOKCHYHBIM  TIpHU
oepemennoctu. [38] Ilo 3Tol mpuumHE TpeTaracTcsl BHIOMpaATh JayHOPYOWIIMH, T.K.
noareBepxaeHa ero 3gdexkruBHocth npu OILJI, u umeercs Gonpie mMyOIUKaUi O €ro
NMpUMEHEHUH BO Bpemsa OepemeHHocTu. [37] CrnemyeT OTMETHTh, YTO B Ciydae
MPUMEHEHUSI TOJBKO XUMHUOTEPAIUU, MOBBIIIAECTCS PUCK KPOBOUBJIMSHUS BCIEICTBHE
BBICBOOOXICHUS TIPOKOATYJSIHTOB W aKTHUBATOPOB TUTA3MHUHOTEHA M3 3JI0KAY€CTBEHHBIX
MPOMHENONUTOB. Ecnum xuMmuoTtepanuedt JoCTUTAETCS peMHCCHs, U OEpEeMEeHHOCTh
pa3BHUBAETCs HOPMaJbHO, MOXHO NpuMeHUTh ATRA Tepanuio mo3nHee Ha BTOPOM U
TpeTbeM TpuUMecTpax. HecMoTpss Ha O4YeHb MaJeHbKHU KIWHWUYeCKuM omnbiT, ATRA
Tepanus W aHTPAIMKIMHOBAS XUMUOTEpAIUs JTOCTATOYHO OE€30MacHbI JJis MalMEHTOB C
OIlJI, oOcnenoBaHHBIM Ha BTOPOM M TpeTheM TpuMmectpe OepemeHHOCTH. [IpumeHeHue
ATRA mnociie nepBoro Tpumectpa 0EpeMEHHOCTH CUYUTAETCS OTHOCUTEIHHO O€30MacHbIM



st mMatepu U miuona. HecMoTpst Ha HEOONBIIONW OMNBIT, HET COOOLIEHUH O MOpPOKax
pa3BUTHs IUIOAA, YTO MOIVIO OBl MPEANOJOXKUTh 3AMOPUONATHIO, OOYCIOBIEHHYIO
petuHoeBor kuciotoi. [37] Ho mockonbky wumerotrcs cooOiieHuss 006 oOpaTuMon
BHYTPUYTPOOHO! apUTMHUHU U IPYTUX KapAUaIbHBIX OCIOXHEHUSAX NpPHU POXKAEHUH, [39,
40] pekoMeHayeTCsl CTPOTUH MOHUTOPHUHT IUIOJA, YAeNsiss oco0oe BHUMaHUE (DYHKIIUU
cepaua, y maiyMeHToB, noixydaronmx TojJibko ATRA Wiy B coueTaHuu ¢ XUMUOTEpanuen
BO BpeMsi OEpEMEHHOCTH.

Takum o6pazom, HE0OX0IMMO TocnenoBaTeabHoe NpuMeHenre ATRA u xumuorepanuu.
[Manmentsl Oynyt mnonyyaTh Toibko ATRA 10 moNHONM pemMHCCUM, OTKIIaJbIBas
XUMHOTEpANuI0 Ha MEpHUOoj MOoclie poaAoB, MO rpaduKy, KOIrjJa CUMTAETCS, YTO IUIOJ
JOCTaTO4YHO co3pen s popopaspemieHus. Cpok OepeMeHHOCTH He MeHee 32 Henelb
CUMTAETCS OTHOCUTENIbHO O€30MacHbIM IMpPU OKA3aHMM Haajexallell HeoHaTalbHOU
nomomn. [41] Ilpm pomax Ha cpoke A0 36 Henelb, PEKOMEHIYIOTCS J10POJIOBbIE
KOPTUKOCTEPOUIBl TEPEA NPEXKAECBPEMEHHBIMH pPOJAMH I CHWXKEHUS PpHUCKa
3a0071€Ba€MOCTH M CMEPTHOCTH OT CHHJpPOMa JbIXaTeIbHOW HEIOCTATOYHOCTH. [42]
IIpeanonaraercs, 4TO pOJbI YE€pPE3 €CTECTBEHHBIE POAOBBIE MYTH MUMEIOT IMOHUKECHHBIH
PHUCK KPOBOTEUYEHHSI, U TAKHUE POJIbI JTydlle (€Cid HET MPOTUBOMOKA3aHUI ), YEM KECapeBO
CEUYEHHE, KOTOPOE MOXKET HA3HAUCHO B CHIIY APYTrUX npuiuH. [37]

[To ucxony anst matepu oxkunaemasi 3QpGeKTUBHOCTh ¢ puMeHeHueM Toiibko ATRA e
OTJINYAETCS CylEeCTBEHHO OT npuMeHeHuss ATRA miroc xumuoTepanusi 1Mo noka3aTesro
MIOJTHOM PEMHUCCHUHU, HO MOKET UMETh HEOJaronpusITHO TOBIHUATh Ha PUCK peruauBa. [43]
Bo3MOXHO, 3TOT TEOpETUYECKH HEJOCTATOK BIIOCIEACTBUH OyAeT HEWTpalu30BaH
YCWIEHUEM TIOCTPEMHCCUOHHOM Tepanuu. Eciau cinegoBaTh JaHHOW — CTpaTeTHH,
NpUMEHEHHEe XUMHOTEpanmuu He CleayeT OTKJIAAbIBaTh HAJI0JIro BO U30ekKaHUE
PE3UCTEHTHOCTH M pelUanBa 3a00JieBaHUA, YTO MOXKET HETaTUBHO TMOBIHUATH Ha
JOJITOCPOYHBII UCXOJ JJISl TALIUEHTA.

[Ipy npuMeHeHMH IIOOBIX JIEKAPCTBEHHBIX MIPEMapaToB BO BpeMs OEpEeMEHHOCTH
HCOOXOAMMO BCeriga OICHHMBATh cooTHomieHne pucka u moas3el (Y — C). Ilpwm
NPOBEJICHUN COMPOBOAUTEILHON TEepanmuu y OEpPEeMEHHBIX HEOOXOAMMO HCKIIOUYUTH
UCTIONIb30BaHNEe  (TOPXUHOJIOHOB  (PUCK  DPAa3BUTUU  apTPONATHUH,  HaAPYIICHUE
OCTEOTeHEe3a), TETPAIUKINHOB, CyabQaHmaaMuaoB (AedeKTbl HEpPBHOU TpyOKH,
manbdopmarust cepamna) (Y — B).

Tpancy3noHHasi HOAJEePKKA.

PexoMenayeTcss mpoBeieHUE CONPOBOAUTENIBHON TEpAaUMU MO KOHTPOIIKO KOAryjaonaTUH
npu paccmotrpennun auarnoza OIJI, ¢ copepkaHMEeM CBEKE3aMOPOKEHHOM I1a3MBl,
nepeuOpUHOTEHA W/MIIM KPHUOIPEIUIATATa M TICPEIIMBAHUS TPOMOOIMTAPHOM MACCHI
JUTS TIOAICPKaHMS KOHIICHTpanuu (GHOpUHOTeHa M KOJIM4YecTBa TpoMOouToB 6omee 100-
150 mr/m m 30-50*109/1 COOTBETCTBEHHO, TIPH ’TOM MOHHTOPHHT BECTH HE MEHEe pa3a
B JIcHb (M Halie B Ciiydae HEoOXoIMMocTH). Takas 3aMecTUTEIbHAs Tepamus JIO0JDKHA
MPOJIOIIKATHCS BO BPEMSI MHAYKIIMOHHOM TE€panuu 10 MCUYE3HOBECHUS BCEX KIIMHHUYECKHX
1 Ja00paTOPHBIX MPU3HAKOB Koaryjomnatuu. HecmoTpss Ha BBejeHHE TpaHC)Y3UU IO
HEOOXOJAMMOCTH TIPH TIIATEILHOM MOHUTOPUHIE KOAryJaoMaTHH, MAIMEHTHI, Y KOTOPBIX
MPOSIBJISIIOTCS. HEKOTOPBIE (DaKTOPBI, UMEIOT MOBBIIICHHBIA PUCK PA3BUTHS CMEPTEIBHOU



kpoBomnotepu. K Takum (pakTopam OTHOCSTCS: MAIlMEHTHl C aKTHBHBIM KPOBOTCUCHHUEM,
[44] rumodpuOpunOorenemuss (<100 Mr/mj) WM TOBBINICHHBIH YpPOBEHb MPOJYKTOB
aerpagauun  GuOpuHa win D-guMepsl B COYETAaHUM C TPOAJICHHBIM BpPEMEHEM
CBEPTHIBAaHUS KPOBH WJIM aKTHBUPOBAHHBIM YaCTUYHBIM TPOMOOIIIIACTUHOBBIM BPEMEHEM
[45], a Takke moOKa3pIBalOIIME IMOBBINICHHOE COACpX)aHHe JieHkoruToB [43, 46] win
6macToB B nepudepuieckoil KpOBU, YPOBEHb KPEaTHHUHA C OTKIOHEHHEM OT HOPMBI HIIH
IJ10X0€ 00I11ee COCTOSHUE.

[Tokazanust kK MpoBeACHUIO TPAHC(HY3MOHHOM TEpanuu ONpeestOTCs B IEPBYIO OYEPEh
KIMHUYCCKAMH TIPOSBICHUSAMU HWHAWBUAYATBHO JUJIS KaXJAOro IallMeHTa C Yy4YeToOM
BO3pacTa, COMYTCTBYIONIUX 3a00JIeBaHUM, MEPEHOCUMOCTH XUMHUOTEpANUuU U Pa3BUTHUSA
OCJIO)KHCHHH Ha MPEABIYIINX dTanax JCUCHUS.

JlaGopaTopHbie TIOKa3aTeaW ISl ONpeAeseHUs MOKa3aHUW HMEIOT BCIIOMOTraTeIbHOE
3HAUEHWE, B OCHOBHOM JIJII OIICHKH HEOOXOAMMOCTH MPODHIAKTHUCCUKUX TpaHc]y3uit
KOHIIEHTpaTa TPOMOOIIUTOB.

[Tokazanuss K TpaHCPY3WsIM TaKXKE 3aBUCIAT OT BPEMEHHM, ITOCIIEC IPOBEICHHS Kypca
XHMHOTEpANuy — MPUHUMAIOTCS BO BHUMAaHHKE, TIPOTHO3UPYEMOE CHUKCHHE TTOKa3aTeIeh
B OJIMDKaNIIINE HECKOJIBKO JTHEN.

JpuTpounTapHasi Macca/B3Bech (YPOBeHb J0Ka3aTeJabHOCTH D):

e VpoBeHb TeMOrjio0MHA HE HYKXHO TIOBBIIATh, IIOKa OOBIYHBIE PE3EPBHI U
KOMIICHCAIIMOHHBIE MEXaHU3Mbl JOCTATOYHBI JUISl YIOBJIETBOPEHHUS MOTPeOHOCTEH
TKaHEN B KUCIOPOJE;

e (ymiecTByeT TOJIBKO OJHO MOKa3aHUe JJIsi TpaHC(HY3Ud IPUTPOIIUTCOAEPIKAIIUX CPEN
OpU XPOHUYECKUX AHEMHUSX — CUMIITOMHAs aHeMusl (MpOSBIAIOLIASACS TaXuUKapIHew,
OJIBIIIIKOM, CTEHOKapIueH, cuHkore, de novo aenpeccueit niu aesarueit ST);

e VYpoBenb remoriioomHa menHee 30 T/1 ABISETCS aOCONIOTHBIM TIOKA3aHHEM IS
TpaHC()Y3UH IPUTPOIIUTOB;

e [lpm OTCYTCTBHUM JEKOMIICHCHPOBAHHBIX 3a00JICBAaHUN  CEPJCYHO-COCYIUCTOM
CUCTEMBI U JIETKUX MMOKa3aHUAMH JIJIsl PO MITaKTHIECKON TpaHC)Y3UH SPUTPOIIUTOB MTPU
XPOHUYECKUX aHEMUSX MOTYT ObITh YPOBHHU T€MOTJIOOMHA!

[ Bospacr (J1eT) ] Tpurrepusiii yposenb Hb (1/11)
O <25 0 35-45

O 25-50 0 40-50

O 50-70 0 55

O >70 0 60

Konuentpat TpoméouuToB (Y — D):
o [lpu camwxenun ypoBHs TpomOouutoB Menee 30 x 109/m mpoBomutcs Tpanchy3us
adepe3HbIX TPOMOOIIMTOB C IEBI0 MojAep)kanus ux ypoBHs He HIke 30-50 x 109/n B
ocoOeHHocTH B niepBbie 10 qHel Kypca.



e [lpu HaMMYMK BBICOKOTO PHCKA TeMOPPArnIeCKUX OCIOKHEHUH (Bo3pacT crapiie 60
net, runepieiikoruTo3 (6osee 10x109/m), noBeiieHe ypoBHsS KpeaTuHuHa Oonee 140
MKMOJIB/JT) HEOOXOIUMO MOJEPKUBATh YPOBEHb TpoMOouTOB 6osiee 50x 109/m.

o [lpy HaMMUUKU TEMOPPArHIYECKOTO CHHIPOMA TETEXHUATBHO-TISITHUCTOTO THUIIA
(HOCOBBIC, JIECHEBBIC KpPOBOTCUEHHUS, MEHO-, METPOpparvy, KPOBOTCYCHHS JIPYTHUX
JoKanu3anuii) TpaHcdy3us KOHIICHTpaTa TPOMOOIIMTOB IIPOBOAUTCS C JICYEOHOH IETBIO.

Caexe3zamoposkenHas miasma (Y — D):

o Tpanchy3um C3II gns noanepxkaHuss ypoBHsS ¢(uOpuHorena Oonee 2 1/,
IpOTPOMOMHOBOTO UHAEKca - 6osee 80%;

e TpaHcdy3un mpoBOJATCA y MALMEHTOB C KPOBOTEUEHHEM WM TEpe] MPOBEICHUEM
VMHBA3UBHBIX BMEIIATEIIbCTB;

e [larmentet ¢ MHO >2.0 (npu Heiipoxupypruueckux BmemarenbcrBax >1.5)
paccmaTpuBalOTCd Kak KaHaupatel Ui TpaHcdysum C3II npu  muiaHupoBaHUU
MHBA3UBHBIX Mpouenyp. IIpy miaHOBBIX BMEIIATENBCTBAX BO3MOKHO Ha3HAUYEHHUE HE
MeHee, 4YeM 3a 3 JAHS 10 BMematenbcTBa (uroMenamuoHa He Menee 30 Mr/cyT
BHYTPUBEHHO WUJIM BHYTPb.

e [lepeyeHb OCHOBHBIX JieKapcTBeHHbIX cpeacTB (mMewmux 100% BeposiTHOCTH
NMPUMEHEeHMS):

dapmakoTepanes MexayHapoaHoe Cnocod npuMeHeHus Yposensn
THYeCKas rpynna HENaTeHTOBAHHOE A0KA3aTeJILHOCTH
HauMeHoBaHue JIC
LluToTOKCHYECKUE U TpHOKCHT MBIIIbSIKA 0,15mr/kr/cyT A
aJIbIOBAaHTHBIC BHyTpHBeHHOE
JIEKapCTBEHHBIE CPEICTBA Tperunonn ATRA 45mr/mM2/cyt BHyTph A
Iutapabun /™, 150Mmr/M° A
BnyTtpuBenHoe,
TIOJIKOYKHOE BBEJICHUE
HayHopyOutia 25 Mr/™?/cyT A

45 mr/M?/cyT 60Mr/mM%/cyT
BuayTpuBeHHOE BBEICHUE

WnapyOutma 12mr/M?*  BHyTpHBEHHOE A
BBE/ICHHE
JlekapcTBeHHbIE cpeacTBa, | OHOAHCETPOH 8Mmr 3a 30muH-1 yac go C
OCJ'Ia6J'I$IIOI_HI/Ie BBEICHUA
TOKCHYECKOE ACHCTBHE [IUTOCTATHYECKUX
MPOTHBOOITYX OJIEBBIX [penaparoB
TIpetiapaTos BHyTpuBeHHOE BBeEeHHE
Buytps
Tpamagon 100mr/2min A

BHYTPUBEHHOE BBE/ICHHE
50mr, 100Mr BHYTpb




e IlepeyeHb [JOMOJIHUTEJBHBIX JIeKAPCTBeHHBbIX cpeacTB (menHee 100%
BEPOSITHOCTH NIPMMEHECHMA):
JlekapcTrBenHas rpynna | MexayHapoaHoe Crnoco0 npuMeHeHHs Yposenn
HENaTeHTOBAHHOE A0KA3aTeJILHOCTH
HauMeHoBaHue JIC
LuTorokcuueckue u Merotpekcat 15Mr uHTpaTeKaIbHOE BBEICHUE A
aJBIOBAaHTHBIC 15mr/mM? BHYTpB
JIeKapCTBEHHBIE CPEJICTBA
Mepkantonypus 50Mr/mM2 BHYTpb B
Ounrpactum SMI/KI/CYT TIOJIKOKHOE BBEJICHHE A
JlekapcTBeHHbIE JlexcameTra3on 2,5mr/m2 KaKJbIe 12 q|A
Cpe/CTBa, OCHabIsroNIe BHyTpHuBeHHOE BBE/ICHHE
TOKCHYECKOEe  JieiicTBUE | AJLTOMYypPHHOI 300mr/mM2 BHyTpB -
MPOTUBOOITYX OJIEBBIX
IpenapaTos ITnnepanummu 4,5t xaxnaple 64 BHyTpuBeHHOE | A
Ta300aKTaM BBEJICHHE
AnTHOaKTEpUAIbHBIC Odokcarux 200mr  lp/cyr  BuyrpuBeHHOE | -
cpezncTBa BBEJICHHE
AmMuKanH 1500-2000 mr/cyT kaxmabie 24 vaca | -
BHyTpuBEHHOE BBEACHHE
Bankxomuiing 1 T Harpy3o4Has 103a, 2 T KaKIble | -
24 yaca BHyTpuBeHHOE BBEIEHNE
Tegramury 7 Mr/kr/cyT kaxjble 24 yaca -
BuyTpuBeHHOE BBEICHUE
MerpoHungazon 0,5% 100mt BnyTtpusenHoe | -
BBEJICHHE
250 mr B Ta0 BHYTpPb
HNmunenem BuyTpuBeHHOE BBEICHUE -
Komuctumerar 9 MU mnarpy3ounas mo3a, 4,5 MU | -
HaTpHUs Kaxkmpie 12 gacos
BHyTpuBEHHOE BBEACHHE
MeporieHem 1-2 1 xaxaele 6-8 dacoB | -
BHyTpuBEeHHOE BBEACHHE
Jluaezonun 600 wmr xaxmgele 12 gacos | -
BHyTpuBEHHOE BBEACHHE
JleBo(hnokcanuu 500 wmr/100 wmn, BayrpuenHoe | -
BBEJICHHE
500mr BayTph
Hedrazuaum 6 r xaxaple 24 yaca BHyTpuBeHHoe | -
BBEJICHHE
Hedenum 2 r xaxzaple 8 yacoB BHyTpuBeHHoE | -
BBEJICHHE
Humnpodrokcaruu 200 mr/100 MIT 2p/cyt | -
BryTpuBeHHOE BBENCHHE
500mr 2p/cyt BHYTpS
OprarneHem 1 r KaXKJIbIe 12 qacoB | -
BryTpuBeHHOE BBENICHIE
Cynbdamerokcazon 10 Mr/kr/cyT KaxkpIe 6 4acoB -
/TpUMeTOnpUM BHyTpuBeHHOE BBeEeHHE
Baytps
Amdorepunua B 0,5—0,7 MTI/KT Ip/cyt | -
BHyTpuBeHHOE BBEIEHHE
[IporuBorpuOKOBHIE Bopukonazon BHyTpuBeHHOE BBEIEHHE -




JICKapCTBCHHBIC CPEACTBA

200mr 2p/cyt BHyTpb

Hrpaxonazon 200mr 2p/cyt BHyTph
Kacnodynrun 50mr/cyT BayTpuBeHHOE BBEieHHE
MuxodyHTrHH BHyTpuBeHHOE BBEICHHE
®aykoHaz0n 400mr  lp/cyr  BuyrtpuBeHHOE
BBE/ICHHE
Buytpsb
AnunynadyHruH 200mr B 1 nenb, manee 100mr/cyT
BHyTpuBeHHOE BBECHHE
ITozakonazon 400 mr 2 paza B cytku 3 gus, 400
Mmr 1 pa3 B 1enb BayTpb
AnuxinoBup 400mr  2p/cytr  BuyrtpuBeHHOE
BBEJ/ICHHE
Buytpb
[IpoTuBoBHUpyCHBIE lNanuyknoBup 500mr
JIeKapCTBEHHBIE CPEJICTBA BayTpuBeHHOE BBE/ICHHE
I'enapun 5000 ME/mn, 5 mit BuyTprBeHHOE
ITonkoxHOE
BBEJICHHE
JlexkapcTBEeHHBIE AMUHOKanpoHOBast 5% 100 wmn  BayTtpuBeHHOE
CpEJ/ICTBA, BIHSIONIME HA | KUCIIOTA BBEJICHHE
CBEPTHIBAIOIYIO cucTeMy | I'yOka MectHo pa3mep 7*5*1, 8*3
KpOBHU reMocTaTHyeckast
Hanponapun 0,3mi1 IToaxoxXHOE BBENCHHE
DHOKCaapuH 20-40mr  lp/cyr  TlomkoxHoe
BBEJICHHE
AutuuHruouropusiii | 500 ME
KOAryJistHTHBIN BuyTpuBeHHOE BBeicHUE
KOMIIJIEKC
BynuBakauH, 2% 2mn
Jlunoxaun, [lpokaun | MecTHoe mpuMmeHeHne
Hpyrue nekapctBeHHsle | UMmyHOrIOOYTHH 50 mr/ma- 50 M
cpencTsa YeJIoBeKa BayTpuBeHHOE BBEEHHE
HOpMaJIbHBIN
[lgG+IgA+IgM]
Owmernpaszon 40Mr BHyTpUBEHHOE BBE/ICHUE
20Mr 2p/cyT BHYTPH
daMOTHINH 20mr 1-2p/cyt
BuyTpuBeHHOE BBEACHHE
AMOpOKCOI 30 mr 2-3p/cyT BHyTtph
Amnopunun Swmr lp/cyt Bayrps
Kanrrompun 25-50mr 2p/cyT
Buytps
JIuzunonpun Swmr 1 p/cyt BHYTpb
JlakTynoza 15-45mn BHYTpB
CnupoHONIaKTOH 100-200mMr BHYTpPB

TloBuoH — #iox

6-10 pa3 B IeHb IIOJIOCKaHHE
MIOJIOCTH pTa B pa3BeneHuu 1:10
HapyxHoe npumenenune




ToOpamuniux 0,3% Swmu rima3Hbele KaIiu -
Topacemug 10mr 5-20Mr/cyT BHYTpB -
®donueBas KUCIOTa SMr/cyt BHYTpb -
dypocemuyg 20-40mr/cyt BuyTpuBeHHOE -
BBEJICHHE
BuyTtps
XJoprekcuauH 6-10 pa3 B ieHb IOJIOCKaHHE -
MOJIOCTH pTa
HapyxxHoe npuMeHeHue

5.4 Xupyprudeckoe BMeIIATEJbCTBO: IMPU PA3BUTHM HWHOEKIUOHHBIX OCIIOKHEHUN
nanueHTaM MOTYT TakKe TIpPOBOJUTHCS  BMEIIATENbCTBA, HANpPABICHHBIE  Ha
JIpeHUpOBaHUE/yCTpaHeHHEe HUHPEKIIMOHHOT O oYara.

AJNJIOTeHHAsl TPAHCIUIAHTAIMSA ITeMONO3THYECKHX CTBOJIOBBIX KiIeTok [33,34].

TpaHcIUlaHTalUsT KOCTHOTO MO3ra JOJDKHA paccMaTpuBaThbCsl TOJNBKO B KauyeCTBE
KJIMHUYECKOTO MCIBITAHUS WIM TPU JOCTUKEHUM PEMHUCCUM Y TMAIUEHTOB C
pedpakTepHpiMi hopMaMU WM ¢ penuauBaMu. [Ipu moATBEpKICHUH MOJCKYISIPHOTO
penuanBa HEOOXOAUMO TMPOBEACHUE TUIIMPOBAHUS POAHBIX OpaTheB M CECTEp C LEIbIO
OCYLIECTBIICHUS] B JajbHEWIIEM TpPAaHCIUIAHTAlMM aJUIOTEHHOr0 KOCTHOTO MO3ra.
HecmoTpst Ha Xopouine pe3yiabTatrhbl, JOCTUTHYThIE IPU HCIOJIB30BAHUH 3TOT0 MOJAXO0AA,
POJIb TPAHCIJIAHTALIMU ABJISIETCA HEOMPEAEIEHHOM, MOCKOIBKY, JOJTOCPOYHAs PEMUCCHS
MOJKET OBITh JOCTUTHYTA C TIOMOIIIBIO0 HECKOJIBKUX KYPCOB TPUOKCHIA MBIIIbSKA.
BrinosiHeHHne TpaHCIJIAaHTAIIMK CTBOJIOBBIX T€MOMOITUYECKUX KIIETOK y OonbHBIX OTLJI B
IIEpBOM MOJIHOM PEMHUCCHM HE MOKa3aHo. [[JIsI KpailHe HE3HAYUTEIbHON YaCTH MAIMEHTOB
C TEPCUCTEHIIMCW MHHUMAJbHOHW  OCTaTOYHOW OOJIE3HHW TIOCJE  3aBEpIICHHS
KOHCOJMAAIMU TPAHCIUIAHTAIIMIO AJJIOTE€HHBIX T€MOIO3TUYECKUX CTBOJIOBBIX KIIETOK
CJIEyeT paccMaTpUBaTh B cityuyae, eciu ectb HLA-coBmecTumblit oHOp. M3-3a TOrO, 4TO
y 3TUX OOJBHBIX MOTYT OTMEYAaThCs PAHHHUE PELUIUBBI, MOKET OBITH HCIIOIH30BaHA
JonoaHUTeNbHass Tepanus (Hampumep, ATO) ¢ 1enpio KOHTPOJsS 3a00JeBaHUS W IS
nocTkeHus: mosekyisipHou IIP mepen TpaHciuiantanuen. Y IAMEHTOB W3 TPYMIIBI
BBICOKOTO PHCKa Pa3BUTUS PEUUAMBA TOCIE JOCTHKECHUS MOJICKYJISIPHOM PEMUCCUU
MOXXET OBITh OCYIIECTBJICHA 3aroTOBKAa AayTOJIOTMYHBIX CTBOJIOBBIX KIETOK KpPOBU C
uenpto BeinmoaHeHus ayronornuynodl TI'CK kak koHconmunupyromeit tepanuu. [Ipu 3Tom,
HE00X0MMO, 4TOOBI B COOpaHHOM KiIeTO4HOM cyOcTpare meromom [IIIP xumepHbrit
TPAHCKPUIIT HE ONPEAEIAIICA.

5.5 lanbHelilee BeeHHUE:

JIs1 marueHToB rpynmbl BHICOKOTO pucKa, >60 JIeT WiM y KOTOPbIX ObUIA JJIMTEIIbHBIC
MEPEPBIBBI BO BPEMSI KOHCOJNMAALUHA PEKOMEHAYETCS IPOBOJAUTH UCCIEAOBAHUE KOCTHOTO
Mo3ra MetogoM 1P kaxpie 3 Mecsia B TeueHue 2 JET 1S BBISIBICHUS MOJIEKYJISIPHOTO
peunauBa. Puck penuarBa y NalMEHTOB IPYMIITBI HU3KOTO PUCKA, KOTOPBIE HAXOIATCS B
MOJIEKYJISIPHOM PEMHUCCHM TI0CJI€ 3aBEPLICHUS KOHCOJIMAAUWU, SIBISETCS HU3KAM, H



HCCJIEI0BAHNE KOCTHOTO MO3ra MOXET ObITh HE0O0s13aTENbHBIM BHE PAMOK KJIMHUYECKOTO
ucnelTaHus. Panee nmpoBeneHne ucciuea0BaHus KOCTHOIO MO3ra SIBJSJIMCH CTaHAAPTOM; B
HACTOsIIIIee BpeMs B CBsI3U ¢ Oosiee HOBBIMU U Ooiiee 3()(PEKTUBHBIMU CXEMAMU JICUEHUS
MOHHUTOPHUHI KOCTHOTO MO3Ta YTPaTHJI CBOIO LIEHHOCTb.

IIpy oTCyTCTBMM NAaHHBIX 3a JEUKEMUYECKUM MPOLECC, MALUEHT CHUMAETCS C TEpaluu.
HaGmionenre OCyIIECTBISIOT B TEUEHUE S5 JIET OT MOMEHTa JOCTHUKEHUS PEMUCCHUHU.
(manee cM. myHKT 3.4)

6. Unaukaropsl 3pPeKTUBHOCTH JTEYEHHUS: CM. ITYHKT 3.5

7. OPTAHU3AIINOHHBIE ACITIEKTbBI ITPOTOKOJIA:

7.1 Cnncok pa3padoTYUKOB MPOTOK0JIA ¢ YKA3aHHE KBATU(PUKANMOHHBIX TAHHBIX:
1) Kemaiikun Bamgum MarBeeBud — KaHAMJAT MEIUIMHCKMX Hayk, TOO
«HamyoHanpHbI ~ HAY4YHBIA ~ OHKOJOTHMYECKHM  LEHTP», PYKOBOIMUTEIL  OTAEINA
OHKOI€MaTOJIOTUM U TPaHCIUIAaHTAIlUK KOCTHOTO MO3ra.

2) KnoasuHckuii AHTOH AHATOJIBEBHY — KaHIUAAT MEIUIIMHCKUX HAYK, MEIUIIMHCKHUI
nupektop TOO «lleHTp remaToorum».

3) PamaszanoBa Paiiryns MyxamMOeToBHa — JIOKTOp MEIMIMHCKHUX HaykK, mpodeccop AO
«Kazaxckuil MEIUIMHCKUI YHHUBEPCUTET HEMPEpPHIBHOTO OOpa30BaHUS», 3aBEAyrOIIas
KypCOM T'€éMaTOJIOTUH.

4) T'abbacoBa Cayne TienOaeBHa — 3aBeayrolias OTACICHHEM TIemo0sacto3oB, AO
«Ka3zaxckuii Hay4YHO-UCCIAEA0BATENBCKIUN HHCTUTYT OHKOJIOTUH U PaIOIOTUN.

5) IluBoBapoBa HMpuna Anekceesna — MD, MBA, npeacenarensr mnpasienus TOO
«entp remaronorum», [Ipencenarens Pecnybnukanckoe O6mectBeHHoe O0beAMHEHHE
«Ka3zaxcranckoe 00111ecTBO Bpadeil reMaTooroBy.

6) PammnsOexoBa I'ynmemupa KypOaHoBHaA — TOKTOp MEAMIIMHCKHX HayK, mpodeccop KD
UMC «HanuoHanbHBINM HayYHBIN IIEHTP MAaTEPUHCTBA U JCTCTBA», CTAPIINA OPJIUHATOP
akymepckoro oraeneHus Nel, akymep-rTHHEKOJIOorT .

7) Makankuna Jlapuca I'eHHagbeBHA — KIMHHYCCKUH (DapMakoJior, MOLEHT KadeApsbl
KapAUOJOTUH,  BHYTPEHHHUX  Ooje3Hed,  MEAMKO-COLMANbHOM  OKCHEepTU3bl U
peabmmmranun HAO «MenunuHckuii Y HUBEpCUTET ACTaHay.

7.2 Yka3aHue Ha OTCYTCTBHE KOH(IUKTA HHTEPECOB: OTCYTCTBYET.

7.3 PeneH3eHThI:

1) PaxumbexoBa ['ymbHap ASMOEKKBI3BI — JOKTOP MEIUIIMHCKHX HayK, mpodeccop
Kadeapbl BHyTpeHHHX Ooine3Heil mHTepHarypsl HAO «MeaunuHCKkuii YHHUBEpCUTET
Actanay.

2) TyprynoBa Jlromvuna ['eHHagpeBHA — MOKTOpP MEIUIIMHCKHUX HayK, mpodeccop,
3aBeayromas Kapeapod TepamneBTHUECKUX JUCHUIUIMH (DaKydbTeT pPEe3UACHTYPHl U
nonosHutenbHoro oopazoanusi HAO «Menuuunckuii Yuausepcutet Kaparanasi».



7.4 Yka3aHue YCJOBHI IepecMoOTpa MPOTOKOJIA: MEPECMOTP INPOTOKOJA Yepe3 S5 JeT
W/WIM TPU TOSBJICHUH HOBBIX METOJIOB JTUAarHOCTUKHU W/WJIM JIEYEeHUs ¢ 0ojee BBICOKUM
YPOBHEM JIOKa3aTEIbHOCTH.
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Hpuioxenue 1
AJI'OPUTM JUATHOCTUKU W JIEUEHUE HA DJTAIIE CKOPOH
HEOTJIOKHOM MOMOIIIMH (cxembl)
JluarHocTuyeckue MeponpusiTusa: cOop kaaod 1 aHaMHe3a.
MeaukaMeHTO3HOe JieYeHHe: CUMIITOMATHYECKas Tepanus
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