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1. ny6okoyBaxkaembiii Cepreii BacuibeBud,
no3Bo/ibTe Ha4YaTb Bawe nHTrepBbio
C rIpOCTOro HA nepBbIi B3rN1s4
Bornpoca — onpegesieHusi 6osesHn. Bawe
onpepgesieHne 6yaeT pacrpoCcTPAHATLCSH
HA «MUEsI0ANCI/IACTUHECKNI CUHAPOM»
WM «<MUESTIoAaNCIIACTUHECKUE CUHAPOMBI,
o6begnHEeHHbIe B Mpe[esiax ogHoro
K/IOHQ/IbHOro 3a6o/s1eBaHnsi»? Kak npaBusibHo?

YBaxkaembld EBreHuil AjiekcaHIpPOBUY, 3aJJlaHHBIN
BOIPOC MPEJICTABJSETCS O4eHb aKTyaJbHBIM. Mbl ¢ Bamu

xopouio 3HaeM, yTo M/IC — KpaliHe reTeporeHHasi rpymnmna
MHUeJIOUJHBIX onyxoJsield. TeyeHue 3aboJieBaHUS Jaxe B
paMKax OZJHOI'O U TOTro ke Mop}OJIOrMyeckoro BapuaHTa
MOXeT pe3KO pasndaTbcs. Mbl IOHMMaeM, 4YTO B OCHOBE
3TOTO JIEKUT BbIPaKeHHas BapHabesJbHOCTb GHOJIOrH-
yeckoro (GeHOTHUIA KJIETOK IaTOJIOTUYeCKOro KJIOHA, a
MOKeT ObITh, U HECKOJIBKUX KJIOHOB H/MJIM CYOKJIOHOB. U,
KOHEYHO, IPaBUJIbHO TOBOPUTH «MHUEJIOAUCIIIIACTUYECKUE
cuHApoMbI». Ho Ha JaHHOM 3Tale pa3BUTUSA reMaToJIOTMU
A BCe-TaKu INPEAINOYUTA0 TEePMHUH «MHUEJIOAUCIIACTU-
4ecKUll cuHApoM». Jlpyroe Jie/io, 4YTO U «CUHAPOM» B Ha-
3BaHUU 00JIeE3HU He COBCEM YlauHbIN TepMUH. [lyMaro, 4To
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npo6JsieMbl ¢ GOPMYTUPOBKON AUarHosa OyAyT peuiaThCcs
o Mepe paciiiPpoOBKU NATOr€HETUYECKUX MEXAaHU3MOB
pasBUTHSL 3a60JIeBaHUS, BblJEJeHUs] NMPUHIUIHAIbHbBIX
MOJIEKY/ISIPHO-T€HETHYECKUX TTOBPEXKJEeHUN U pa3paboTKU
TapreTHbIX IpPenapaToB, BO3JEHCTBYIOLIMX HAa HUX, YTO
NO3BOJIUT B KOHEYHOM cyeTe (GpOPMHUPOBATH CaMOCTOsI-
TeJIbHble BAPUAHThI HOBBIX MHUEJIOU/IHBIX HEOILJIA3UH.

YTo >Ke KacaeTcs OINpeJesieHHs, TO OHO OCTaeTCs
npexxHuM. MuenoaucniaactTudeckut cuggapom (M/C) —
3TO KJIOHAJbHOe 3aboJieBaHUe, XapaKTepu3ywLlieecs
HeaQPEeKTUBHBIM TeMOIN0330M, JHUCIJIa3uel KJETOK
KOCTHOTO MO3ra U PUCKOM NPOTPECCUPOBAHUS C TPAHC-
dopmarueit B oCTpbIN JIEHKO3.

2. Yro cny>xut ocHOBAHMEM /151 yCTAHOB/I€HUS
anarHoza M/C? KakoBbl MUHUMA/IbHbIE
ANarHocTu4yeckue Kputepmumn?

Juarnoctuka M/IC TpebyeT mpexx/ie BCEro KOMILIEKC-
Horo o6ciefoBaHus. B 6osbminHCTBE cay4yaeB M/IC — 3To
JIMarHo3 MCKJII0YeHUs. Y peub HJeT He TOJIbKO 0 BapHaHTax
6e3 U30bITKA 6JIaCTHBIX KJIETOK. /laxke B TeX c/ydasix, KOTaa
KOJIMYECTBO KOCTHOMO3T'OBbIX MUEJI00/1aCTOB NpEeBbILIAEeT
5 %, Heob6xoguMMo mpoBecTH JuddepeHlMaNbHbIN AUa-
THO3 C LeJIbIM PsIIOM MHUEJIOU/IHBIX HEeOIUIa3uH, UMEIIHUX
CXOZIHY0 MOP(OJIOTUYECKYI0 KapTHHY.

J1s1 MeHs1 04eHb B&XKHBIM MOMEHTOM SIBJISIETCS M0/[CYEeT
MPOLIEHTHOTO COJiePXKaHUs KJIeTOK C TPU3HAKaMU IUCIIJIa3uH
B K&XK/IOM OT/leJIbHOM MHUEeJIONJHOM POCTKe. 3HaYMMoe Tpe-
BbllIeHHe ypoBHA 10 % npu COBOKYIIHOCTH C JPyTUMH MIPH-
3HAaKaMU — BECOMbI JI0BO/, B 110163y Bepudukauuu M/IC.

O6s13aTe/IbHbIE 3JIEMEHThbI 00CJEeJOBaHUS — TH-
CTOJIOTHUYECKOe M LHUTOTeHeTHYecKoe HCC/le/l0BaHUs.
HemasnoBaxHbIM GaKTOpOM sBJsIeTCS BO3pacT U I0JI
6oJsibHOrO. LluTOMEHUSA ¥ MY»KYMH CTaplledl BO3pacTHOU
IpynIbl IPU OTCYTCTBUM JaHHBIX 32 OHKOJIOIMYeCcKoe 3a-
6oJieBaHUE CIYKUT OCHOBaHUEeM 3anoo3puTb M/IC.

Hapszy ¢ «k/accU4ecKMMH» CyLIeCTBYET MHOXECTBO
BapUaHTOB 0e3 4YeTKOro COOTBETCTBUSl CTaHJAPTHbIM
kputepusM. Peub upgetr o ciayyasx MJC c ¢ubposowm,
TUNOIJIACTUYECKUX BapruaHTax, M/IC ¢ mapiuasbHOM Kpac-
HOKJIETOYHOM ariasued uid ¢ MUHOPHBIM [THI-Kk/0HOM,
a Takke o coyetaHun M/IC c ayTOUMMyHHbIMU 3aboJie-
BaHUSIMHU. /JIMarHOCTUKA MOJOOHBIX COCTOSIHUM TpebyeT
3HAYMTEJIbHOTO yCUJ/IMSA, TepleHus U MacTepcTBa. OfHaKo
emle 6GoJbIliMe TPYAHOCTU BO3HUKAIOT NMPU BepubHUKaAIUU
TakMX O0JIe3HEHHBbIX COCTOSIHMM, Kak MHJMONaTHYecKast
LMTOIeHUs HeycTaHoBIeHHOTro 3HaueHus (ICUS) u nuarona-
TUYecKasl JUCIIa3us HeyCcTaHOBJeHHoro 3HadyeHus (IDUS).
K coxasieHn1o, JaHHble COCTOSIHUSA He HALLIM OTPaXKeHUs B
kaaccudukaunu BO3. ITo 3aTpyAHSET aieKBaTHYI0 UHTEP-
IpeTaluio COOTBETCTBYIOIIUX HAX0/10K, XOTSI U3BECTHO, YTO
B HEKOTOPbIX C/y4yasix NMpH JAUHAMUYECKOM HabJI0JleHuH
oTMeyvaeTcd TpaHcpopMmarys B oTyeTIuBbI M/[C.

3. He morsin 6bi Bbl cka3aTb HECKO/IbKO C/10B
06 M/C de novo u BTOpHU4YHbIX?

Bropuunsiit M/IC — 3To M/IC, BOSHUKHOBEHHE U pa3-
BUTHE KOTOPOTO CBSI3aHbl C MyTareHHbIM BO3/leHCTBUEM
paHee Ha3HAYEHHOU JIyYE€BOU U/UIU XUMUOTEPATIUU.

K/IMHNYECKAA OHKOTEMATO/TON 4

Bel nomuuTe, EBreHuil AjsiekcaHIpoOBUY, YTO B EPBOM
pefakuuu kiaaccupukanuu BO3 onyxosieid KpOBETBOPHOM
u auMmbouaHoi TkaHerd 2001 r. peKOMEHA0OBAaJIOCH BBbI-
JleJIITh /IBa BapHaHTa BTOPUYHBIX OCTPBIX MHEJJOU/HBIX
seiiko30oB (OMJI) u M/IC? IlepBblii BapuaHT ObLI 00Y-
C/IOBJIEH TpHMeHeHHWEeM aJKWIMPYMIHUX IpenapaToB
U/WIM JIy4eBOM Tepamnuu, a BTOPOM — HHTUOUTOPOB
TonousoMepasnl-Il. MHTepecHO, 4TO KaXZblii BapUaHT
XapaKTepH30BaJICs OIpeJieJIeHHbIMU KJIMHUKO-Jabopa-
TOPHBIMU NOKasaTeasiMU. Tak, B cliyyae npe/oJaraeMoi
POJIM AJIKWJIMPYIOIIUX NpenapaToB U/WIU Jy4eBOW Te-
panuy BTOpUYHbIE HEOIJIa3UU JJUarHOCTUPOBA/IMUCh Yepes
4-7 neT. TUMUYHBIMU /151 HUX ObLIM abeppanii XpOMOCOM
5 u 7, a TakKe HeGJIAronpUATHBIA NMporHos. HampoTus,
Me/lMaHa BpeMeHHU /10 BOSHUKHOBEHUS BTOPUYHBIX MUe-
JIOUJHBIX HEeOIJIa3UM Ioc/ie Ha3HauyeHUs] MHTHOUTOPOB
TonousoMepasbl-11 6b11a KOPOTKOU U cocTaBJsAIa 2-3 roja.
Bosiee yacThIMU HaXOJKaMU Y 3THUX OOJIbHBIX ObLIU COa-
JIAHCHPOBaHHble TPAHC/JOKaLMU C BOoBJedeHUeM 11923 u
21q22 (B ciyyae AUarHOCTUKU BTopuuHOro OMJI).

B nocneayrouiux pegakiusax kaaccupukanuu BO3 BoI-
JleJieHue OT/eJIbHbIX KaTeroput BTopuyHbix M/ZIC u OMJI,
CONPSKEHHBIX C KOHKPETHBbIMM BapHaHTaMHU JieYeHMs,
He DPEKOMEeHJ0BaHO. IJTO OOYyCJIOBJIEHO BO3MOXHbIM
NpYMeHEeHHeM BCeX BUJO0B MyTareHHOM Tepanuu, 4To,
eCTeCTBEHHO, 3aTPYAHSAET KOPPEKTHOE Bbl/ie/IeHHe IPUH-
LMNHAJbHOI0 MHULIMKpYIOILero ¢paKTopa.

[Ipornos BTopuyHoro M/IC Bcerza paccmaTpuBaeTcs
KaK HebGJIaronpusiTHbIA. BMecTe ¢ TeM cieayeT moadyep-
KHYTb, YTO B psiJie UCCIe[J0BAaHUH TaK U He YAaI0Ch Npo-
JleMOHCTPUPOBATb NPOrHOCTUYECKUH ITOTEHIUAJ LIKaJIbI
[PSS-R B cTpaTudukanuu 60JbHbIX CO BTOpUYHbIM M/IC
Ha I'pyNIbl pycKa.

Y 60s1bHBIX co BTopUyHbIM M/IC Hauboiee yacToi ru-
CTOJIOTUYECKOW HaXOJKOM sIBJIsIeTCS] CHUYXKEHHAs KJIeTo4-
HOCTb KOCTHOTO M03Ta, a IPU [JUTOreHeTHYeCKOM Hccile-
JIOBaHUHU HePeJIKO BbISABJSAETCS KOMIIJIEKCHBIH KapUOTUI
C IOBpEeX/leHUEeM 3HAUUTEeJbHOT0 YK CJla XPOMOCOM.

Jleuenue 60sibHbIX M/IC 06bIYHO Mas103$PEKTUBHO.
B kauecTBe «MOCTHKa» K TPaHCIJIaHTAllUM aJIJIOTeHHBIX
reMONoO3TUYECKHUX CTBOJIOBBIX KJeTOoK (amnoTICK)
YacTO HasHayaeTcsl TMIOMETU/IMpYIollas Tepanus, obe-
crieyuBarollas CTabuUIN3alluIo, a HePeJKo U JJOCTHKeHHe
OTBETA, JOCTAaTOYHOIO0 /IJIs NOMCKA NMOTEeHMaJIbHOTO [J10-
HOpa reMOII03TUYECKUX CTBOJIOBBIX KJIETOK.

B otninune ot BTopuyHoro npu M/IC de novo He yna-
eTcsl 0OHAPYKUTb NPUYUHY €ro BO3HUKHOBEHHUSI.

4. Hackonbko Heob6xoauMa CcTpaTughuKaLusi
60/1bHbIX MAC Ha rpynnel pucka nocse
ycraHoBneHusi guarHosa? [eso B Tom,

UYTO K HACTOSILYEMY BPEMEHMU CyLeCTBYyeT
HEeCKO/IbKO OOLYENPUHATBIX MEXAYHAPOAHbIX
MPOrHOCTUYECKUX CUCTEM, HaNMpUmep

IPSS, WPSS, IPSS-R, LR-PSS. Kakoii nz
nepe4uncsieHHbIX cucTteM Bbl otgaete
npearnoyYreHue B peasibHON K/TMHUYECKOM
npakTuke u nodemy?

OmnpenesieHrMe MPOTHOCTUYECKOTO BapuaHTa — 006s-
3aTeJIbHbIM 1Iar, CJAeAYIOL[UN HemoCcpeACTBEHHO MOocje
BepuduKauuu auarHosa M/IC. YcTaHOBJieHME TpyMNIbl
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pHCcKa M BKJIIOYeHUe ee B GOPMY/JIMPOBKY JHarHosa Io-
3BOJIAIOT CYILECTBEHHO VIIPOCTUTb IMpejCTaBJeHHe O
KOHKPETHOM MalueHTe. ITO OUeHb BAXKHO, KOT/1a 60JIbHON
nomnajiaeT B Jpyroe JieueOGHOE Y4YpexjJeHUEe H/UIU K
JIpyroMy remMaToJIOTy, @ TaKxe IIpY NPOBeJeHUU KJIUHU-
YeCKUX HcciesoBaHUM. Bosiee Toro, 3HaHue BapuaHTa
NPOTHO3a JlaeT OCHOBaHHUe JleyalleMy Bpayy 060CHOBaTh
BbIOOP MHTEHCUBHOCTHU JIEYEOHOT'0 MOCOOHs, BKJIOYas
TaKOW BaXXHbIA MOMEHT, KaK OIpejiejieHHe CPOKOB BbI-
noJsiHeHud aanoTICK.

B k/JMHUYeCKON NMpakTHKe s OTAAI0 NpeAloyYTeHHe
HoBOU Moaudukauuu mkaabl [PSS — IPSS-R. Ee otiinuu-
TeJIbHOM 0COOGEHHOCTBIO SIBJISIETCS HE TOJIbKO BO3MOXK-
HOCTb MAaHUNY/JIUPOBATb GOJIBLUIMM YHUCJIOM LIUTOTE€HETH-
yecKux abeppanuil (KCTaTh, MHOTHE U3 KOTOPBIX SIBJIS-
I0TCS JOCTAaTOYHO pefKoN HaxoAkou y 6osbHbIX M/IC).
JlaHHas 1IKaja M03BOJisieT IMPOrHO3UPOBATh MeJUAHY
0011lell BbDKMBAEMOCTH U BEPOSITHOCTb TpaHcPopMaLuu
B OMJI nyTeM aHa/iu3a CTeNEHU TSHKECTU LUTOINEHUH, a
He NpocTo Mo GaKTy KOHCTATALUU ee, KaK 3TO MPUHATO
B wkase IPSS. Tak, npakTukKyoLye reMaTo/J0T XOPOILO
3HAIOT, YTO HU3KUH yPOBEHb TPOMOOLIUTOB U, 0COGEHHO,
JlanbHelIee ycyTry6/ieHrue TPOMOOLUTONEHUU CBSI3aHbI C
KpaiiHe He6JIaronpUsTHBIM MPOrHO30M. B cBOI0 o4epesp,
BKJIIOUEHHE CTelleHU TSHKeCTH aHEMHM I03BOJISET BOC-
M0JIb30BAThCSl MPUHIUIINAJBHON HAxXO0JKOH, KOTopas B
CBOe BpeMs CcTajla OCHOBHOH B 1ikase WPSS, — BiausHue
3aBUCUMOCTH OT TPaHCPY3UN JOHOPCKUX IPUTPOIUTOB
Ha I0Ka3aTeJsu o0lleld BbIKMBAeMOCTH y 60bHbIX M/IC.
TakuM 06pa3oM, HEYAUBUTEbHO, YTO C TOMOLIbIO LIKaJIbI
IPSS-R ynaeTtcs BbIJje/IUTh GOJIBHBIX C BBICOKUM PUCKOM
Tpancdopmauuu B OMJI U3 rpynnbl OTHOCUTENbHO 6Jia-
FONPUATHOIO NPOTHO3a Mo wmkKaJse [PSS.

BMmecTe c TeM cienyeT oTMeTUTh, 4TO wikasa IPSS-R
He JiMlIeHa HeJocTaTKoB. K coxaseHuto, B Hel He
YUUTBIBAIOTCSl TaKue BakKHble MOKa3aTeJsH, KaK BO3pacT
60JILHOT0, €r0 COMaTUYEeCKUH CTATyC U COMYTCTBYIOILUE
3a60JieBaHUsl, KJIETOUHOCTh KOCTHOIO MO3ra W HaJllyue
¢ubposa. KoHeuHo, 60JbIIMM MHUHYCOM BCEX IIKaJ, UC-
MOJIb3YyeMbIX [JI1 ONpeJjiesleHHs] NMPOTrHo3a Yy GOJIbHBIX
M/C, Bkarouas wikasny IPSS-R, aBisieTca oTcyTcTBHE B HUX
yKa3aHUWA Ha MOJIEKYJISIPHO-TEHEeTUYeCKUe abepparuu.
BripakeHHY0 reTepOoreHHOCTb KJIUMHUYECKOI0 Te4eHUs U
pasHy 3¢ PEeKTUBHOCTL JieueHHUs B MpeJiesiaX OT/eJbHO
B3siTOr0 BapuaHTa M/IC HEBO3MOXKHO 06 bSICHUTb TOJILKO
M3MeHEeHHUsIMU IIoKasaTesed KPOBU U XPOMOCOMHBIMHU
MO0JIOMKaMH, KOTOpbIe SIBJSIOTCSA BCETO JIMUIb Cypporar-
HbIMHU MapKepaMH OHOJIOTHYECKOro (peHOTHIA KJIETOK
NaTOJIOrMYEeCKOT0 KJIOHA. YUUTbIBasl IOCTENeHHOEe BKJIIO-
YyeHHUe reHEeTUYECKUX abeppauuil B kiaccupukanuio BO3
(1 uMero B BUJY He TOJIbKO M30JIMPOBAHHYIO JleJIelUI0
JUIMHHOTO IlJleya XpOMOCOMBbI 5, HO M MyTal{I0 TeHa
SF3B1 fnsi AUarHOCTUKU BapuaHTa C KOJIbLEBbIMU CH/Jle-
pobJsiacTaMu), He UCKJII0YAlo, YTO CAeAyIoIas pefaKius
mwkasabl [PSS GyzeT fomosiHeHA MyTalUsIMH OTJeJIbHBIX
TeHOB.

B 3akJitoueHHe OoTBeTa Ha BOIPOC O 3HAYEHUU CTpa-
Tudukauuu 60abHbIX M/IC Ha Tpynnbl pyUcKa st 6bI X0TeJ
MOAYEPKHYTh OAWH BaKHbIM ¢akT. K coxaneHuto, HU
OJlHAa U3 CYLIECTBYIOLIMX B HAaCTOsIllee BpeMs MeX/JyHa-
POJIHBIX MPOrHOCTHYECKUX IlIKaJ He M03BoJIseT B CaMo-
cTosiTeJIbHOM ¢dopMaTe NPOTHO3MPOBAThb BEPOSITHOCTH
OTBeTa Ha BbIOPaHHYO TepaNUIo.
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5. WUz Bawero npeabigywjero otBeTda BbiTeKaet
criegyrowmii Bonpoc. [JeidcrButesibHoO /in
CyLjecTByeT MNoTpe6HOCTb B MPOrHO3UPOBAHUN
aghheKTUBHOCTHU OTAE/IbHBIX BUAOB TEPANnun
npun MAC?

Ja! TlporHosupoBaHUe OTBeTa — 00s53aTeJbHbBIN
3JIeMEeHT aJropuTMa JiedeHus 6osbHbIX M/IC. Ho npexze
YyeM paCcCYUTBhIBaTh BEPOSITHOCTb JOCTHXKEHHUSI OTBETA,
Heo6x0AuMO CHOPMYJIUPOBATH LieJb JeYEeHUsI KOHKpeT-
HOTro 60JIBHOTO.

llesb JieyeHUs] MOJIOABIX MAllMEHTOB — BbI3/J0OPOB-
snenue. To ecThb AJis1 HUX B Ka4eCTBE OCHOBHOU JIeue6HOU
onuuu paccmarpuBaetrcsd a/uoTICK u yxe Ha paHHUX
CpoKax pellaeTcss BONPOC O MOTEHIMaJbHbIX JOHOpax
reMOINO3THUYECKUX CTBOJIOBBIX KJeTOK. [Ipy M/IC Hu3koro
pHCKa CPOK NpOBeJileHUs TPaHCIJIaHTAllM¥ MOXeT ObITh
OTJIOXKEH J10 IporpeccupoBaHus 60J1e3HU UJIM HapacTaHUs
CTeNeHu TsHKeCTH nurtoneHuu. OJHaKO B 3TOM cCJyyae
ocoboe 3HaYEeHHUE TPUOOPETAET KINHUKO-Ta60PaTOPHBIN
MOHUTOPHHI, 3aJjayell KOTOpPOro fBJSIETCS He TOJIbKO
oneHKa 3QQPEeKTUBHOCTH Tepamuu, HO U peryaspHas
OlleHKa MPOTHOCTUYECKOro BapuaHTa. U 51 6Bl XoTes elle
pas MoJYEepPKHYTh, UTO B 3TON CUTyalluh 3HAYUMbIHN NPU-
OpUTET UMeeT NPOrHocTUYecKas mkasa [PSS-R, koropas
YUYUTBIBAET CTeNeHb TSXKECTH LUTONEeHUM He3aBUCUMO
OT Ha/IM4Msl WM OTCYTCTBUS JONOJHUTENbHbBIX XPOMO-
COMHBIX abepparnuii ¥ Yuc/ia 6J1aCTHBIX KJIETOK B KOCTHOM
Mo3re.

lesblo JiedeHUs MALUEHTOB CTaplied BO3pPaCTHOMU
IPyNIbl SBJASETCS MOBbILIEHWE KayeCTBa >XU3HU U KOH-
TpoJib HaZ, 60/1e3HbI0. B KauecTBe OCHOBHBIX 33Jja4 pac-
CMaTpUBAETCS CHUXKEHHE MOTPeOHOCTU B TpaHCHy3UsX
KOMIIOHEHTOB KPOBM M yMeHbllleHHWe 4Yucaa 6JIaCTHBIX
KJIETOK B C/Iy4ae UX U36bITOYHOI'O KOJIMYEeCTBa.

COBOKYIHbIM aHa/JIM3 BaphaHTa MO KJaccuPUKAIUU
BO3, BapuaHTa mno umkajne IPSS-R, cdopmynupoBaHHOM
LeJu JIeYEHUSI U MPEeANOYTEHUN OGOJIbHOTO U/UJIU ero
POJICTBEHHUKOB I103BOJISIET OCTAHOBUTbCS HA OJHOM
U3 Tpex BO3MOXHBIX BHUJOB Jie4eOGHOr0 MOCo6Usi. ITO
TaKTHUKa «HAOJII0Jal U X /AW», Tepanus HU3KOU HHTEHCUB-
HOCTH M Tepalus BbICOKON HHTEHCUBHOCTH.

TosibKO TOC/IE 3TOrO cJjeAyeT NPUCTYNaTb yxKe K
MPOrHO3UPOBAHUI0 3)PEKTUBHOCTU BO3MOXKHBIX BUJOB
Tepanuy B paMKax JieueGHOTO MoCcoOUsl BEIOPAHHOW HH-
TeHCUBHOCTH. OZJHOBpEMEHHO HEOBXOAUMO PacCMOTPETh
BO3MOXKHblE PUCKU Pa3BUTHUS TOKCUYECKHUX OCJIOKHEHUH
U CIIOCOOBI UX MPeNyIpex/JeHus U/ UIU KOPPEKLIUH.

[locneacTBUueM  HealeKBAaTHOM  MepBOM  JIMHUU
Tepanuu OObIYHO ObIBaeT HU3KasA 3QPEeKTUBHOCTH MO-
C/eyoUIMX JIUHUH, a TaKXe 0CTAaTOYHO ObICTpOe HaKo-
IJIeHHe U30bITOYHOI0 KOJIMYeCTBa jKejle3a B OpraHu3Me
BCJIE[ICTBHE COXpPaHSIOLIelcs MOTpeGHOCTH B TpaHchy-
3USAX JJOHOPCKUX 3PUTPOLUTOB.

Tak, NpUHLUNHUAJIBHBIM YCJIOBUEM OTBeTa Ha 3pH-
TpomnoascTumy/aupytoinue npenapatsl (IIICI) aBasercsa
ypOBeHb 3HJOTEHHOT0 3pUTpONo3THUHA. HMMyHocy-
MpeccUBHbBIE NpenapaThbl 6yAyT 6osiee 3pGEeKTUBHBIMU Y
MOJIO/IbIX 6OJIBHBIX C MOHMXXEHHOW KJIETOYHOCTbIO KOCT-
HOro MO3ra M OTCYyTCTBHMEM B HeM H30bITKA 6JIaCTHBIX
KJIeTOK. bosibllasi BepOSITHOCTb IeMaTOJIOrMYecKoro U
LIUTOTeHETUYEeCKOr0 OTBETOB Ha NpPHUEM JieHaJHJOMHU/ia
KOHCTATUPOBaHA y 60JIbHbBIX C U30JIMPOBAHHOM Jlesieluei
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JUTMHHOTO IJIe4ya XPOMOCOMBI 5 U 6€3 U30BITKA 6JIaCTHBIX
KJIETOK B KOCTHOMO3TOBOM ITyHKTaTe. Ec/u »ke TOBOpUTH
0 MalMeHTax C BbICOKUM PUCKOM, TO OTBET Ha IMIIOMETHU-
JIMpYIolliMe penapaThl, U B YaCTHOCTH Ha 5-a3alUTH/MH,
3HAYMMO Bbllle NPU UX Ha3HAYeHUU B NEepPBON JIMHUH,
HeXeJd Tocje NpeAllecTBYIOUUX KypCOB MasbIX /03
qUTapabuHa WA CTaHJAPTHOW MHJYKIMOHHOM XHUMHO-
Tepanuu OMJL.

TakuM 006pa3oM, BbIGOPY MEPBOM JIMHUU Tepanuu
JI0JDKHO TpeZilieCTBOBAaTh KOMIIJIEKCHOE 00CJie/loBaHUeE,
BKJIIOYAMOIllee He TOJIbKO CTaHJAapTHble Mopdosioruye-
CKHe, TMCTOJIOTHUYeCKHe W LUTOTeHeTHYeCKHe MeTO/bl
vccleloBaHMs, HO U GMOXUMUYECKHUe.

TyT ke cjeflyeT OTMeTHUTb, YTO Ba)KHO He TOJIbKO
MPOrHO3UPOBATh BO3MOXHYI 3QQPEKTUBHOCTb BbI-
OpaHHOTO BHJA Tepanuu. Heob6xXoAMMO yYUTHIBATH U
TakoW BaXXHbIA (aKTOp, KaK ONTUMasbHAsl [AJUTEJb-
HOCTb JIeueHUs [0 pelleHus: Bompoca o0 ero 3¢pPpeKTus-
HOCTHM WJM OTCYTCTBUM OTBeTa. Tak, COXpaHsOIascs
MOTPEeOGHOCTh B TPaHCPY3USAX JOHOPCKUX IPUTPOIUTOB
IpY OTCYTCTBUM IOBBIIIEHUs] YPOBHS reMOIJIO6MHA Ha
10-20 r/n B TeyeHue 8-16 Hel. CIYKUT OCHOBAHUEM IS
koHcTaTauuu ¢akrta HeapdexkTuBHoctu IIICI U ux ot-
MeHbl. IGPEKTUBHOCTL UMMYHOCYIIPECCUBHOU Tepanuu
cleayeT OlleHUBaTb He paHee YeM yepes3 6 Mec. 1ocCje ee
vHUNMauuu. OnTuMalbHas AJUTENbHOCTb JIeueHUsl /0
o1eHKH 3¢ PEeKTUBHOCTHU 5-a3alUTUAMHA COCTABJISET HE
MeHee 6-9 KypCOB IIpU OTCYTCTBUHU B 3TOT [TEPUO/, IBHOTO
nporpeccupoBanus M/IC.

6. Bbl HEOQHOKPATHO YIMTOMUHAIU
3PUTPOMOI3CTUMY/IUPYIOLLUE NMPENAPATHI MPHU
MAC. Hackonbko Bbi cuutaete onpaBaaHHbIM
Ha3Ha4yeHune SlNCI1 Bcem 6obHbIM MAC
HU3KOIO PUCKA C AHEMUEN B NePBON IMHUN
repanun?

Sl oTBedy OJHOCJIO)KHO: ONpPaBJAHHO, HO C OTZeJb-
HBIMU OTOBOpPKaMHU.

JusapdextuBHoctu ICII npex e Bcero HEO6X0UM
KJIETOUHBIN CYy6CTpaT, HA KOTOPBIM OHU Gbl BO3/[€MCTBO-
Basiu. To ecTb TpebyeTcs Ha/IM4Ue 3PUTPOUHBIX Ipej-
11eCTBEHHUKOB. BoT mouyeMy mnpezcTaBJ/sieTcsl HelleJle-
C006pa3HbIM Ha3HAYeHHEe 3TOU TPyMNIIbl JIEKAPCTBEHHBIX
CPeACTB [iJIs JiledeHHUs OOJIbHBIX C THIOIJIACTHYEeCKUM
M/IC Ha mepBbIX 3Tanax. Kak mokassiBaeT cOGCTBEHHBIN
ONBIT, ONpaBJaHHbIM IpPEeJCTABJSAETCA MOJK/IYeH e
JIICII Ha 6Gosiee MO3AHUX 3TANaXx UMMYHOCYTPECCUBHOMN
Tepanui, Korja B KOCTHOMO3I'0OBOM NyHKTATe 0OHAPYKH-
BAlOTCSl paHHUE KJIETKU 3pUTPOULHOrO POCTKA.

Hasnauenue JIICII onpaBfaHHO Ha paHHUX 3TaNax
nedenuss MJIC, korga TOJIbKO HAYMHAKOT MOSIBJSTLCS
KJMHUYeCKHe CUMIITOMbI aHEMMUH, ellle HeT 3aBUCUMOCTH
OT TpaHCPy3Ul 3PUTPOLUTOB, & YPOBEHb I'eMOIJI06HHA
100 r/n Wy 4y Th HUXKE.

MHOTrO CIOpOB OTHOCUTEJIbHO J0NYyCTUMOTO YPOBHSA
3HJIOTE€HHOI'0 3pUTponoaTuHa. CieJlyeT OTMETHUTb, YTO
MOsIBUBILMECS B NOC/JeJHee BpeMsl NyOGJMKaALUU CBUJe-
TEeJIbCTBYIOT O BBICOKOU 3 PEKTUBHOCTU MOHOTEPANUHU
JMICIT B Tex ciayyasX, KOrja YpOBeHb 3HJOrE€HHOTO
sputpomnosTuHa Hmwxke 100-200 en./sn. Ha mo#t B3rusf,
3To 06oJiee OMNpaBJAaHHO, HeXeJu paccMaTpUBaAThb IIO-

K/IMHNYECKAA OHKOTEMATO/TON 4

rpaHu4yHbIM ypoBeHb B 500 ex./sn1. [leso B TOM, 4TO B
NocJelHEM CJy4ae MpejIoJsaraeTcs JAONOJHUTENbHOe
HasHaueHUe  TIPaHYJOLUTApPHOTO  KOJOHUECTUMYJIU-
pytomero ¢akropa ([-KCP) npu HeapdpekTHUBHOCTHU
moHoTepanuu IIICII. B cBoell mpakTuke S HUKOTJA He
npuberar K TaKoW KOMOUHaNMU. Beicokas noTpeGHOCTD
B TpaHC)Y3UAX JOHOPCKUX IPUTPOIUTOB B GOJBLUIUHCTBE
C/y4aeB CBUZETENbCTBYET O 3HAYUTEIbHBIX U3MEHEHUSIX
B GUoJIoTMYecKOM (QeHOTHIle KJIETOK NMaTOJ0IHYecKoro
KJIOHAa U O BBICOKOW BEpOSITHOCTU JIEWKO3HOW TpaHC-
dopmarnuu. B 3Tol cuTyaluy HeJib3s1 UCKIIOYUTh BEPOSIT-
HOCTb JJOTIOJIHUTE/NIbHON CTUMYJISIIIMK GJIaCTHBIX KJIETOK
npu HasHayeHuu ['-KCO.

CyuTar TakXKe OINpaBJaHHBIM IepBOOYEpeHOE
HasHayeHue IJIICIl u 6ospHbIM M/IC ¢ U30/MPOBAHHOMU
Jenequeld JJIMHHOTO IJleya XPOMOCOMBI 5, 0COGEHHO
NPy HaJIMYUU PAKTOPOB, CBSA3AHHBIX C BEPOSATHOCTBIO
oTBeTa. JlaHHBIN ClleHapuil MO3BOJIIET UMETh B 3amace
BBICOKO3()$EKTHUBHYIO BTOPYIO JUHUIO TEPANUU, UYTO ObI-
BaeT KpaliHe pelKOU CUTyalued B JIeYeHUU MALUEHTOB
¢ MZIC. Bosibable M/IC ¢ KOJIbLEBBIMU CHUAEPOOGIACTAMU
TaKKe He SIBJISII0TCS UCK/II0UeHHeM, HeCMOTPSI Ha HU3KYIO
adpdextuBHOCTh ¥ HUX IIICII. OgHaKO MBI BCe HajZleeMcCs
Ha yCIlellIHOe 3aBeplieHHe KJIMHUYeCKUX UCCJIeJOBaHUN
U perucTpanuio B GJKaliliee BpeMsi TAKUX IPenapaTos,
KakK JiycnaTepcenT U coTtaTepcent. O6a npenapara sBJis-
I0TCsl JIOBYIIKAMM [IJIsl JINTAaH/,0B PelleNTOPOB aKTHBUHA
II Tuna (activin receptor type II ligand traps), koTopsie,
COIVIaCHO NpeJBapUTE/JbHbIM JIaHHBIM, MPOJEMOHCTPU-
poBasin xopoiyto 3ddeKTUBHOCTL Y 60osbHBIX M/C C
KOJIbLIEBBIMU CUJEepobacTaMu U MyTanue reva SF3B1.

Jis Toro 4TOOBI paccuuThIBaTh Ha 3PPeKT oT Ha-
3HaueHus JIICII, kpome HaTUYUS YCIOBUM, HEOOXOJUMBIX
JUIS1 peasii3aliui UX TepaleBTUYeCcKOoro NoTeHlhala, le-
Jlecoobpa3Ha CBOeBpeMeHHas KOPPEeKTHPOBKA pPa30BOM
Jl03bl WJIM KPaTHOCTU BBeJleHUs npenapata. He uckJto-
YeHO TakXe, 4To GoJsiee 3PpPEeKTUBHBIMU MOTYT ObITh
nposioHrupoBaHHblie IIICII, B yacTHOCTHU AAapO3MO3ITUH-A.

MHorue remarosiorn omnacarTcsd HasHadaTb IJIICII
6osbHBIM M/IC 1O mnpuYMHE BO3MOXKHOTO pPa3BUTHUS
TPOMOO3IMOOTUYECKUX OCA0XKHEHUN, MPOrpeccCUpoOBaHUSA
3a60J1eBaHUs U YXYALIEHUS [T0OKa3aTesel 06111ell BbKUBa-
eMoCcTH. MHBIMU CJIOBaMH, reMaToJIOTH 3KCTPaNoJUpYIOT
CUTYaLMIO C COJIMHBIMU OMYXOJSIMH HAa OHKOIeMaTOoJI0'U-
YyecKHX 60J1bHbIX. C/le/lyeT OTMETHUTD, YTO B psiJie UCC/Ie/io-
BaHUU He GbLI0 06HAPYKEHO YBEJIMYEHUS PUCKA Pa3BUTUSA
TpoM6030B y 6osibHbIX M/IC, XOTSl, MO JAHHBIM JPYTUX
aBTOPOB, HE3HAYUTE/IbHOE yBeJMYeHHe 4acTOTbl TPOMbO-
TUYECKUX OCJIOKHEHUH Bce e QUKCHUPYeTCsd y GOJIbHbIX
70 sieT u crapiue. KpoMe TOro, He BbISIBJIEHO yBeJIUYEHUS
YaCcTOTbl JIEMKO3HOW TpaHchopManuu W YXyALUIEHUS
00611eit BbKMBaeMocTy npu HazHavyeHuu JIICIL. HanpoTus,
JIOCTM>KEHHe TeMaTOJIOTMYecKoro OTBeTa COIpPSDKEHO C
yJIydlIeHUEM BbIXKUBaeMOCTH 601bHbIX M/IC.

Takum o6pasowm, nepej HazHayeHueM IIICII 6obHBIM
M/IC Heo6x0AMMO TUIATEJNbHO AaHAJU3UPOBATH aHAMHE3
Ha BO3MOXXHble TPOMOG03IMOOIUYECKHE COOBITUS B MpPO-
oM. [locsie JOCTHXKEHHS IeMaToJIOrM4ecKoro OTBeTa
npeJCcTaBJisieTCs ONpaBAaHHbIM TUTpoBaHue 10361 JIICII
MyTeM ee CHXKEHUS WU yBeJNYeHUsI UHTepBaJa MeXx1y
BBeJleHUsAMU Ipemnapata. CielyeT Takxe BO3/epKaTbCs
ot koMm6uHauuu IIICII ¢ JeHaTUuAOMHUI0M 10 HOHSATHBIM
NpUYMHAM.



http://bloodjournal.ru/

7. KakoBa Balua taktuka s1e4eHus1 6os1bHbix MAC
C U30/IMPOBAHHOW Ae/sieynen 4/IMHHOro rieda
Xpomocombi 5?

Xouy 3aMeTuThb, EBrenuil AsekcaH/poBuY, yTo Bam
BOIIPOC CTAaBUT MeHs B JBOsikoe moJsioxeHue. C oJHOU
CTOPOHBI, OTeYeCTBEHHble TeMaTOJIOTH MIPeKpacHo oc-
BeJIOMJIEHBI O JieyeOGHOM MOTeHIMaJle JeHaJIUAoOMUAa y
6osbHBIX M/IC ¢ M30JIMpPOBaHHOU Jesienieil JJIUHHOTO
mjieya XpoMOCOMBI 5; a ¢ Apyrod — JieHaJAUZOMHUJ He
nMeeT OQUIIMATBHON perucTpanuyd no AAHHOMY IOKa-
3aHUI0 Ha TeppuTopuu PO.

Bb110 661 HEKOPPEKTHO, €CJIU OBl 51 CKa3aJl, YTO He 06-
CYK/1al0 ¢ 60JIbHBIMU U TeMaTO0JIOTaMHU TaKOU OIILUHY, T. €.
npyeM JIeHaJIMI0MU/IA C LeJibI0 JOCTUYb MOJHON TpaHC-
$y3MOHHON HE3aBUCHMMOCTH, TEM 0(oJjiee YTO OOJIBLIMH-
CTBO MALlMEHTOB BJaZieloT MHbOpMaIMell 0 mpemnapare
U ero noJioxkuTeJbHOM 3¢dekTe. BoT nmouemy s B 065-
3aTeJIbHOM Mopsifike UHGOPMUPYIO GOJBHBIX O TOM, YTO
OTBET JJOCTUIAeTCsl He BO BCEX CJAy4yasX U JAJUTENbHOCTb
OTBeTa MOXeT ObITb OrpaHH4YeHa BO BpeMeHH. bosee
TOT0, yYUTbIBAsi HEBO3MOXXHOCTb NOBCEMECTHOTr'O HcCCJIe-
JIOBaHUSI MYTALMOHHOTO cTaTyca reHa TP53, 1 06'bsICHSI0
CJI0XKHOCTb IPOTHO3UPOBAHHUA M TaKOro MOOGOYHOIO
3ddekTa, KaK pUCK MPOrpeccCUupoBaHUs 3a60/IeBaHuUs Ha
$oHEe UMMYHOMOAYIUPYIOLIEN Tepanuu.

Y 60J1bHBIX € MU30J1MpOBaHHOM del(5q) ¥ 3aBUCUMOCTbIO
OT NepeJIMBaHuM JJOHOPCKUX 3PUTPOLIUTOB, TaK Ke Kak U
BO BCeX OCTaJbHbIX ciay4dasx M/IC HU3KOTO pUCKa, BBIOOP
JledeHUsl s1 HAUMHAL0 T0CJIe onpefiesieHusl ypOBHS SH/,0reH-
HOro 3puTpono3TuHa. Eciu ypoBenb Hike 500 ef./mi, TO
npeanoutenue otaato IIICIL [Ipu oTcyTCTBUM UK IOTEpe
OTBeTa BONPOC O HAa3HA4YeHUH JIeHAIWJAOMHUJA pellaeTcs
VHJMUBUJYaJbHO C Yy4eTOM BO3MOXHOCTH IOJIy4eHUs
npenapata. [Ipy aToM xoTes Obl elle pa3 HAOMHUTH
Jieyall[iM BpayaM caeAyouie MoMeHThl. IGPeKTUBHOCTD
npenapara fBJSETCS [JJ0303aBUCMMOM, M ONTHMaJbHas
no3a — 10 mr B geHb. JleHaauoMu/J Ha3HA4YaeTCsI B Te-
yeHHe 21 [HA C MOCJeJYIOUIMM HeJleJbHbIM NepePbIBOM,
T. €. IPOJO/DKUTENbHOCTh Kypca COCTaB/seT 28 [AHeEH.
HeraTHBHBIM NpeJMKTOPOM SIBJISIETCS TPOMOOLIUTONEHMUS,
HaJIM4yue WY pa3BUTHE KOTOPOM CIYKUT OCHOBaHUEM 151
yIJIMHEHUs] MEXXKYPCOBOI0 MHTePBaJa U/WJIN CHHXKEHUS
CYTOYHOM J[l03bl, YTO OTPHULIATEJ]BHO CKa3blBaeTCsl Ha
pe3ysbraTax JedeHus. [Ipy HesdPeKTHBHOCTH MepPBBIX
4 KypcOB mpenapaT MOXeT ObITb OTMEHEH H3-3a HU3KOH
BEPOSITHOCTM OTBeTa MpPU MPOJO/DKEHUU JIeYeHMUs.
[luToreHeTHUYECKUN OTBET He SABJSETCA 00s3aTe/IbHbIM
yCJI0BHMEM I'eMaTOoJI0rM4€eCKOr0, HO ero J0CTHKeH e Conpsi-
JKEeHO C 00JIbIllell BEPOSITHOCTBIO 0TKa3a B MOCAEAYIOIEeM
OT TpaHCcPy3UM JOHOPCKUX IPUTPOLHUTOB. [Ipu J/iUTeENb-
HOCTH IJUTOT€HETHYECKOTO U MOJIEKYJIIPHOIO OTBETOB B
TeyeHHe 6 Mec. U 6oJiee MOXKHO PacCMOTPETb BOMPOC 06
OTMeHe Tepaluu Mo MPUYKMHE BEePOSTHOCTH COXpaHEeHUs
JUINTENbHOTO 3 deKTa.

He MeHee akTyanbHOUW mpejcTaBjsieTcs mpobGjeMa
JedeHus 6GosbHbix M/IC ¢ usosnupoBaHHO# del(5q) B
c/y4ae TMOTepU OTBeTa Ha JieHaaujoMu[. [lepBoe, yTo s
PEKOMEH/YI0 B MOJOOHOW CUTyal[U¥, — 3TO MOBTOPHOE
obciie/joBaHue € 0653aTeIbHbIM BbINOJHEHHUEM MOJIEKY-
JIIPHO-T€HEeTUYeCKOI'0 UCCAe0BaHUs [JIJIsT UCKJIIOUeHUs
WIN TOATBepXAeHUs1 ¢GaKTa KJAOHAJbHOM 3BOJIIOLUH,
JlaKe eCJIM HET HapacTaHUs KOJIMYeCcTBa KOCTHOMO3TOBBIX
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6JIaCTHBIX KJIETOK. B KayecTBe OJHON H3 BO3MOXKHbIX
JieueOHBIX OMIUI B HACTOsIIlee BpeMsl pacCMaTPUBAIOTCS
runoMeTu/Iupywouiue npenapaTbl. COGCTBEHHBIH OIBIT
MOATBEPXK/JaeT BO3MOXXHOCTb CHMXeHUsI TpaHcys3u-
OHHOM 3aBUCUMOCTHU IPX Ha3HAUYEHUU 5-a3aliUTH/UHA 110
75 Mr/m? B TeueHHe 3 MOCJe[OBATENbHBIX JHEW KAXK/[ble
28 pHeil. CorylacHO J@aHHBIM JIMTEPATYPhI, AOCTHKEHUE
OTBETA CONPSDKEHO C YAy4lleHHWeM OoOIlield BbDKHUBae-
MOCTHU. Bo Bcex oCTasbHBIX CIy4dasix HEOOGXOAUMO 06Cy-
JIUTD LleJ1Ieco06pa3HoCThb npoBeeHus aioTICK.

8. [lo Bcei BeposATHOCTH, c/iegyeT NpU3HATb, YTO
Aasneko He y Bcex 6osbHbix MAC pazBuBaercs
oreet Ha AlCI1, a npy gocTmxeHnn
remMaro/1orM4eckKoro y/siy4LeHnsi OHO HEPEAKO
6bIBAET KPpATKOBPEMEHHbIM. YTO genarb B
Takou cutyauyumn?

Bel 3a/ja/i1 04eHb HENMPOCTOH BOMPOC. ITO CAOXKHAS
3aza4a. Ee pemeHue B KaXk/JloM ciayvae TpebyeT UH/UBU-
JlyaJIbHOT'O PaCCMOTPEHHMUSI.

Ho npexze 4eM omnpezessTb AajJbHENIIYIO TaKTHUKY
JiedyeHUs 601bHBIX M/IC, He OTBETUBLIMX WUJIM MOTEPSIBILINAX
orBer Ha IJIICII, 5 6B peKOMeH/|0BaJ MOBTOPHOE KOM-
IJIeKCHOe 06c/e/joBaHue C 1ie/IbI0 OIpese]UTh CTaTyC
60J1e3HU. B nepByo ouepesb HEOOXOAUMO UCK/IIOUYUTDH Be-
POSITHOCTB ITpOrpeccupoBaHusl 3a60s1eBaHUsl U TEM CaMbIM
fepecMOTpeThb MOKa3aHusd K BbinosHeHU0 awioTTCK,
ec/iv 60JIbHOM SIBJIsIeTCS NMOTeHIMabHbIM KaHAUAATOM Ha
JIaHHBIN BUJI Tepanuu. Bo-BTOpbIX, 11e1eC006Pa3HO OLEHUTD,
HackoJibko Tepanusi IIICII 6p11a aIeKBaTHOMH, T. €. COOTBET-
CTBUe J103bl U KPAaTHOCTH BBEJI€HUS], 8 TAK)Ke JJIMTeIbHOCTH
JledeHUsl 10 OOLEeNPUHATBIM cxeMaM. He MCKJIIO4YeHO, YTO
He GbLJI0 CBOEBPEMEHHOTI0 06aB/IEHHS IPENapaToB KeJie3a
MIPY BO3HUKHOBEHUH ero GYHKI[MOHAIBHOTO JlepUunuTa.

CyiiecTByeT HECKOJIbKO BO3MOXHBIX ONUMUHN JJis Je-
YyeHUs 60JIbHBIX, HE OTBETUBLIMX UJIU TOTEPSIBLIMX OTBET
Ha JIICIL. Ml y>xe roBOpHUJIM O HOBBIX TpemnapaTax (Jycna-
TepCenT, COTaTepCeNnT), HO 3TO OT/Aa/IeHHasi TepclieKTUBA.

B peasbHON KJIMHUYECKOW MpaKTHUKe HauboJiee
ONpaB/JAHHbIM MpeJCTaBJsIeTC MNPOJOJKEHHE TpaHC-
dy3un 3pUTPOLMTOB C MpHCOEJUHEHUWEM XeslaTopa
kese3a. [lpu HasHaueHuu Jedepasupokca (IKcUKanm)
s TIpecseiyto Npex/e BCero Liejb YIy4LUTb [T0Ka3aTeau
nepudepruyeckol KPOBU U CHU3UTh 3aBUCUMOCTb 0O0JIb-
HOTO OT TpaHCPY3UH JAOHOPCKUX 3PUTPOLUTOB. JJaHHBIE
JINTEPATYpPbl U COOCTBEHHBIN OIBIT CBU/ETEJbCTBYIOT O
BO3MOXXHOCTH [JIOCTIXKeHUS1 Takoro sadpdexta. Hecmotps
Ha OTCYTCTBUE NPEAUKTOPOB reMaTOJIOrMYecKOoro yJayy-
lL1eHus IPY HasHayeHUH Jlepepasupokca, mpe/roiaraeTcs
CBsI3b OTBETA CO CHW)XKEHUEM YPOBHSI ChIBOPOTOYHOI'O
¢deppuTrHa. CBoeBpeMeHHOe HazHavyeHHe Jiedepasupokca
BCJIe/ICTBHE CHW)KEHHUS] MHTEHCHUBHOCTH IPOLECCOB CBO-
60iHOpAIMKAIbHOTO OKUCJIEHNs YMeHbIIaeT TaKXe PUCK
Pa3BUTUSA TSXKeJIbIX OCJI0KHEHUH CO CTOPOHBI cep/uia. Bos-
HUKHOBEHMeE MOC/IeJHUX CYUTAETCH OJHUM U3 OCHOBHBIX
daKTOpOB yxXyAlLIEeHUS BBKUBAEMOCTH 601bHBIX M/IC.

Henb3s 3a661BaTh 0 IOGOYHBIX AeUCTBUSX Jedepasu-
pOKCa, 0COGEHHO KOTAA peyb UJET O MOXKHUJIBIX 60JbHBIX
WM GOJIbHBIX C HapylleHHeM QyHKIUHU mouek. [Ipexmno-
JlaraeTcsl MeHbllas TOKCHUYHOCTb INPHU MCIOJb30BaHUU
HOBOU QpopmyJibl Aedepasupokca — /JlxaJjeHy.
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Jpyroii Bo3MOXHbIN oAxo1 — 3To He oTMeHa IICII, a
Jlo6aBJieHMe HOBOTO JIeKapCTBEHHOTO NpenaparTa, B 4acT-
HOCTH TOro e camoro Jiepepasupokca. OjHaKo HeZlaBHO
ONyG6JIMKOBaHHbIE JJaHHble He MOATBEPANIN 0XKUAeMOr0
yBeJIMYeHUs] 4aCTOThI OTBETA.

[lepcneKTUBHBIM HalpaBjeHHWeM SBJseTCs MocIe-
JloBaTeJlbHOe Ha3HayeHHUe JIeHaJMJOMHU/Ja, a 3aTeM, B
cay4ae ero HeapPeKTUBHOCTH, 5-a3alUTUANHA.

OcHOBaHMWEM /JI1 MCIO0JIb30BAaHUSA JIEHAJIWAOMUAA Y
6osbHBIX M/IC HU3KOrO pucKka 6e3 Aeselud JJIUHHOTO
IJledya XpoMOCOMBI 5 C/y»aT pe3y/bTaThbl NPOCNEKTHB-
HOT'0 PaH/J0MU3UPOBAHHOTO MJ1aLe60-KOHTPOJIHUPYEMOT0
JIBOMHOTO CJIENIOTO HCCAe[J0BaHUsl, NpU MPOBeJeHUU
KOTOpOro TpaHC)y3HOHHasi HEe3aBUCHUMOCTb B TedyeHHe
8 Hea. u GoJiee OblIa 3aperucTpupoBaHa NPUOJIHU3U-
TesbHO ¥ 30 % GosbHbIX. CleflyeT NpU3HATh, UYTO Ha3Ha-
YyeHUe JeHanugoMuza 6oabHbIM M/IC B Hallell cTpaHe B
HacTosilllee BpeMs IPaKTUYeCKU HeBO3MOXxHo. [Ipenapar
He uMeeT opULIMATbHON PErUCTPaLUU Jaxe JJisd JIeueHUs
6osibHBIX M/IC HHU3KOr0 pHCKa C M30JIUPOBAHHOH Jesie-
Uer JJIMHHOTO MJIe4a XpOMOCOMBI 5 U TpaHCcPy3MOHHOHU
3aBHUCUMOCTBIO. B CBs3U ¢ 3TUM 6oJsiee pea/lbHOM oNIjuen
sIBJIIeTCS HA3HAa4YeHWe TMIIOMeTHUINPYIOIUX TpenapaToB.

OcHOBaHMEM /Il TAaKOTO pelleHUsl CIyaT, B 4acT-
HOCTH, pe3yJbTaTbl HWCC/Ie[0BaHUs, BbIIOJHEHHOIO
cOTpyaHUKOM Hamero wuHcTUTyTa W.M. Koctpomoii.
F'unepMmeTuanpoBaHue 1-5 reHoB 06HApYXeHO y 60Jib-
muHcTBa 60ybHbIX M/IC HU3KOro pucka. CO6GCTBEHHBIN
HeOOJIbUION OMNBIT TMOJTBEPXKAAET BO3MOXKHOCTb CHHU-
JKeHHUsI 3aBUCUMOCTH OT TPaHCPY3UN 3PUTPOLUTOB MPU
Ha3HauYeHUH MIOMeTUINPYIOIUX IpenapaToB 60J1bHbIM
M/ZC Hu3koro pucka. [Ipy 3TOM MbI UCHOJIb3YEM CXEMY,
aHaJIOTUYHYl0 HasHayaemMod B MD Anderson Cancer
Center: craH/japTHasl pa3oBas /03a 5-asallUTUAUHA WU
JelyTabuHa, HO B TeueHue 3 JHEH Kaxkable 28 JHel.

9. Ecnuny 6onbHoro go Ha4dasna nedyeHus MAC
UMeIoTCSsl OTYET/INBbIE CUMITTOMbI QHEMUU, HTO
Ans Bac sBsisieTcssi oOCHOBAHMEM 4/11 Ha4Yad
TPAHCHy31ii JOHOPCKUX 3PUTPOLIUTOB?

TpaHCc)y3un JOHOPCKUX 3PUTPOLUTOB — TPaULH-
OHHBIN MeTOJ KOppPeKUUH aHeMUH y 60bHbIX M/IC Kak
Y3 rPyNIbl HU3KOTO, TAK U BBICOKOTO PUCKA.

HecMmoTpsi Ha TO YTO JJIUTENbHBINA TPAaHCPY3UOHHBIN
aHaMHe3 COMNpPsDKEH C HAKOIJIEHHEM HM36BITOYHOIO Ke-
Jie3a B OpraHu3Me, yBeJIMYEHUEM YacTOThl TPOMGOTHYE-
CKUX OCJIO)KHEHUH U a/JIOMMMYHHU3alluel, nepejuBaHue
JIOHOPCKUX 3PUTPOLUTOB OCTAETCS €AUHCTBEHHBIM U
He3aMeHHUMbIM METO/O0M GBICTPOro MOBBILIEHUS YPOBHS
reMorJioGMHa U reMaTOKPUTA U, COOTBETCTBEHHO, YMEHb-
IEeHUs KJIMHUYECKUX NPOSIBJEHUM aHEMUH U YJIy4ILeHUs]
KayeCTBa XKU3HM.

[Ipy 06yMbIBaHUM OTBETA IIEPBOE, YTO MPUXOJUT B
roJIOBY, — 3TO YPOBEHb reMOIJIOOHMHA U Bo3pacT. /la, Aeii-
CTBUTEJIbHO, ¥ OOJIbHBIX CTaplledl BO3PACTHOU TpPyIMIIbl
CHW)KEHHe TeMOIVIOOMHA MOXeT ObITb CONPSKEHO C
y4yalleHUeM NPHUCTYNOB CTEHOKAapAMH M YXYALIEHHEM
COKpaTUTEJbHOU OYHKIMM MHOKapZa CO BCEMH BbI-
TeKaWLUIMMHU OTCI0/a NoCaeACTBUAMH. Ho A/ aToro He-
00513aTeJIbHO CHUXKeHUe remorsiobuHa Hxke 70-80 r/u.
BosibHOW MOXeT NpeabsABJATbH KaJ0O6bl U MpU OGoJiee
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BBICOKUX IUdpax. /la U y MOJIOABIX GOJBHBIX, 0COGEHHO
Be/yLIUX aKTUBHBIN 06pa3 )KU3HU, 3HAYUMOe YXy/jlIeH e
ee KayecTBa MOXeT OTMeuyaTbCsl NPU He3HAYHUTEeJbHOM
CHMKEHUU KOHIIeHTPalMy reMorjio6Ha.

BoT nmoyeMy HM BO3pacT, HU ypOBeHb I'eMOIJIOOMHA
He paccMaTpUBAIOTCS MHOM KakK OCHOBOIIOJIAramwljye
MOKa3aHUs [AJs1 UHULHWALUU TPaHCPY3MOHHOU Tepamnuu
B TeX CJlyyasiX, KOria peub UJEeT 0 GOJIbHBIX, y KOTOPBIX
KOHIIEHTpalusl reMorJio6MHa HaXOAUTCS B JuanasoHe
80-110 r/n. OCHOBHBIM KpUTEpUEM [AJs1 ONpeJeseHUs
MOKa3aHUW K INepesIMBaHUsAM JOHOPCKUX 3PUTPOLUTOB
SBJISIETC CaMOYYyBCTBHe IMALlMEHTa, I1epeHOCHUMOCTh
NPUBBIYHBIX QU3UYECKHUX HArpy30K M HaJM4yde COMyT-
CTBYIOIIMX 3a060s1eBaHUM. He iymMalo, YTO JaHHBINA MOAXO/,
SBJISIETCS OPUTMHA/IbHbIM, TeM 6oJiee B HacTosllee
BpeMsl, Korjla oTMedaeTcsl TeHeHLUs K Jinbepanusanuu
MOKa3aHUU K TpaHCPY3USAM JOHOPCKUX IPUTPOIUTOB.

XoTesioch 6bl J06ABUTH, YTO, BbIOPAB OJIUH U3 BapU-
AHTOB MeIMKAaMeHTO3HOU KOPPEKIIUY aHEMHUHU ¥ 60JIbHBIX
M/IC Huskoro pucka (3pUTPOINO3I3CTUMYIUPYIOLIUE,
MMMYHOCYIIpECCUBHbIE WJIM THIIOMEeTUJHMpYyIoliue mpe-
napaThl, JeHAJIUA0MU/), CJIeAyeT NPOAO/KUTh TpaHCchy-
3MOHHYIO Tepanuio B 0OTPAab0TAaHHOM peXUMe Ha Nepuoj
Jl0 HaCTYIJIEHUs] OXH/JAAeMOro TIeMaToJIOTUYecKOTro MU
KJMHUYECKOTO Y/Iy4IlleHUsl, JAJUTEJbHOCTb KOTOPOIO
MOKeT JJOCTUIaTh HECKOJIbKUX MeCsIeB.

10. Ucnonbzyete 1 Bbl npu Tpom6oLNTONEHUN
B cBOEW K/TMHUYECKOMN NMPAKTUKE AroHUCTbI
peuenTtopa Tpom6onosaTmHa? Hackosbko aTo
3aBUCUT OT XapaKTepa TPoMOoOLNTONEHNN?

[IpexkJie 4eM OTBETUTb Ha MOCTaBJEHHBIN BONPOC, 5
OBl XOTeJ MOAYEPKHYTh, YTO He BCTpeyas B CBOEU Mpak-
THUKe 60yibHBIX M/IC ¢ M30JIMPOBaHHOW TPOMOOLUTOIIE-
HUel pY HOpMaJIbHbIX 3HaYEHUAX JAPYTUX NoKa3aTesel
KpPOBHM U OTCYTCTBHUU IOBBIIIEHHOTO 4HC/Ia O6JIaCTHBIX
KJIETOK B KOCTHOM MO3Te.

Xopoiuo u3BectHO, uTo M/IC, 0cO6EHHO U3 TPyl HU3-
KOI'0 pUCKa C KOJIMYECTBOM KOCTHOMO3TOBBIX GJIACTHBIX
KJeTOK MeHee 5 % MW HOpPMaJIbHbIM KapUOTHUIIOM, —
JIMarHO3 UCKJ/IIYeHUs. A eC/IM OpHEHTHUPOBATLCS TOJIBKO
Ha HaJIn4YMe AUCIIIAaCTUYECKHX HapylleHUH, TO CylecTByeT
CIUIIKOM GOJIBLION NepeueHb 3a60/1eBaHUH, COMTPOBOXKAA-
IOLMXCS U3MEHEHUSMU B MOPQOJIOTUUECKON CTPYKType
KJIETOK KOCTHOI'0 Mo3ra. B cBsi3u ¢ 3TUM, Npex/ie 4eM Be-
pudurpposats M/IC ¢ ofHO- UK MYJBTUJINHENHON AuC-
I1a3vel, He06X0AUMO MTPOBECTH JleTa/IbHOE KOMILJIEKCHOE
o6cJsieloBaHUe JJIsI UCKJIOYeHUs Apyrod, Hexenu M/C,
MPUYHUHBI U30JTMPOBAHHON TPOMOOIUTONEHUU.

TeM He MeHee B IHBapCKOM HOMepe KypHaJa «Inter-
national Journal of Hematology» 3a 2017 r. rpynnoii ame-
PUKAHCKUX IeMaToJIOTOB NpHBeJeHbl KIMHUKO-Jabopa-
TopHbIe mokasateu 50 60sbHBIX M/[C ¢ U30/IMPOBAaHHOMN
TPOMOOIUTONIEHUEN B [le6I0Te 3a60/1€BaHUS.

Tpom6GonuTonenus (< 100 x 10°/s1) oGHapyKUBaeTCs
npu6ausuTesbHo y 60 % 60sbHbIX M/IC U O TpeuMyle-
CTBY SIBJISIETCS JIAOOPATOPHOM HAXOJKOU B C/ydasix C U3-
OBITKOM GJIACTHBIX KJIETOK U HEGJIarONpPUSITHBIM MPOTHO-
CTUYeCKHMM BapUaHTOM. B cBSI3M € 3TUM NPU MOBBIILIEHHOM
yucse GJIaCTHBIX KJIETOK B KOCTHOM MO3re KOppeKLus
TPOMOOLIUTONEHUU OCYLIECTBJIIETCS B paMKax JiedeHHs
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OCHOBHOTrO 3a60JieBaHHUs, HallpUMep, NyTeM Ha3HaueHUs
CTaH/JJAPTHOTO MHAYKLMOHHOIO Kypca «7+3», TUIIOMETH-
JINPYIOLIUX IpenapaToB WK MaJIbIX /103 LIUTapabuHa.

Hepejko BO3HMKaeT BONPOC O BO3MOXHOCTHU KOp-
PEKIMU TOCTUUTOCTATUYECKONH TPOMOOIMTONEHUHU C
MOMOLIIbIO arOHMCTOB PeLleNTOPOB TPOMOONO3THUHA — PO-
MUILJIOCTUMA WJIM 3aTpoMbomnara. XoTs ony6/JMKOBaHHbIE
pe3y/nbTaThl KIMHUYECKUX UCC/Ie[JOBaHUM 1 He JJal0T OKOH-
YyaTeJIbHOI'0 OTBETA, 1 HePeAKO MCIOJIb3YI0 INOAKOXKHOE
BBeJleHHMe poMUILIOCcTHMA 60yibHBIM M/IC mpu r1y6okoi
TPOMOOLIUTONIEHUU M TeMopparuyeckoM CHHJpOMe Ha
NepBbIX Kypcax TUMIIOMETUJIMpYIOlled Tepanuy, Korza
NPUHLHUIIHAJbHBIM ycl0BHeM 3((PeKTUBHOCTH JieueHUs
sIBJIsIeTCS1 COGJII0/IeHHe MEXXKYPCOBOI'0 MHTepBaJIa U J103bl
npenapaToB. ONMOHEHThI MOT'YT NPOTUBONOCTABUTH BO3-
MOXKHOCTb JJOTIOJIHUTENbHON CTUMYIALUNU KaeTok M/IC, Ha
YTO s BCerja npuBoxy npumep cxembl FLAG * Ida.

Omny6/IMKOBaHbI pe3yJ/IbTaThl IPUMEHEHUS 3ATPOM6OO-
nara B pe>KMMe MOHOTepanuu y 60/J1bHbBIX C pa3BEPHY THIMHU
cragusamu M/JIC u OMJI c He 6os1ee 50 % KOCTHOMO3TOBbIX
6J1aCTHBIX KJIETOK, KOTOPBIM 110 Psi/ly IPUYUH HE MOXKET
ObITb Ha3HaueHa cnenuduyeckas Tepanusd. OgHO u3
000CHOBAaHUM — IMpeAnosaraemMasl NMpOTHUBOJIEHKO3HAS
aKTUBHOCTb 3JTpoMGonara. HecMoTpsi Ha moBbllIeHHe
YPOBHSI TPOMOOLMUTOB U CHH)XXEHHE IOTPEOHOCTH B
TpaHcPy3UsAX TPOMOOKOHLEHTPATA, S CUUTAI0, UTO Y psifia
OOJIbHBIX [0 MOJyYeHHUs AAHHBIX O OGe3peluJIUBHOU U
0011lel BBXKHBAeMOCTH PEKOMEH/I0BATh JAHHBIA MOAXO/,
B KJIMHUY€ECKOM paKTHKe NpexJAeBpeMeHHO.

CnoxHee cutyanus ¢ 6oabHbIMU M/IC HU3KOrO pUCKa
Y TPOMOOLIUTOIIEHUEHN, KOTOPAsi BCerja paccMaTpUBAETC
MHOI0 KaK M0BO/, /151 60Jiee YI/Iy6JIeHHOTO 00C/ieJ0BaHUA
Y OCyLIecTBJieHUsl 06oJiee 4acTOro KJIMHHUKO-TeMaToJIo-
rudeckoro MoHutopuHra. [louemy? B mporHoctuyeckoi
mkKase, paspaboraHHoir B MD Anderson Cancer Center
[Kantarjian H, et al. Cancer. 2008;113:1351-61], makcu-
MaJIbHOE 3HaueHue 3 Gasiia HapsAy ¢ abeppanusiMu Xpo-
MOCOMBI 7 ¥ KOMIIJIEKCHBIM KapUOTHIIOM OblJIO TPUCBOEHO
Takke TpomGonutoneHuu menee 30 x 10%/s. 3to mpo-
ny6srpoBaHo B 1kase [PSS-R, B koTopoil BeiZie/iIeHO TpHU
YPOBHSI TPOMOOLMTONEHUH U HAUXYAIIMHA U3 HUX — MeHee
50 x 10°/n. OgHako B oinuue oT MDASS B mikase IPSS-R
HauboJiblllee HETaTUBHOE BJIMSIHME Ha MPOTHO3 MPHOO-
peTarT UCKJIIOYUTENbHO LIUTOreHeTHYeCcKHe abepparuu.

Ecsu no pesysnbTaTaM CTaJJUpOBaHUs, BbIIIOJHEHHOT'O
HUCKJIIYUTENbHO MO IKaje IPSS-R, 60/JiIbHOW AelCcTBU-
TeJIbHO NoNa/ZilaeT B OZJHY U3 TPYIIN OTHOCHUTEJbHO 6Jia-
ronpUsATHOTO NMPOrHO3a W IOoJiyyaeT Tepanuio, Halpas-
JIEHHYIO NpEeUMYLIeCTBEHHO Ha CHMKeHHe 3aBUCHUMOCTH
OT TpaHCPy3UH JOHOPCKUX IPUTPOLUTOB, TO B KaueCTBe
MeTo/]a KOPPEeKIUM TPOMOOLMTONIEHUH 51 B IEPBYIO O4e-
pe/ib pacCMaTpPHBAlO aHA301.

YTo KacaeTcs Ha3HAYeHUs] arOHUCTOB peLeNTOpPOB
TpoMO60MO3THHA 60/1bHBIM M/IC HU3KOTO U TPOMEXKYTOY-
HOT'0 PHCKa, TO JIMYHOTO OMNbITa ¥ MeHs HeT. OTYacTH 3To
00YC/I0BJIEHO OTCYTCTBHEM OQUIIMATBHON perucTpaunuu
POMUIZIOCTHMA M 3JTpoMbomara AJis 3Tod Leau. Tem
He MeHee 51 Obl MOJIHOCTBIO He HCKJIOYaJ] TaKoW BO3-
MOKHOCTH M paccMaTpuBas Gbl arOHUCTHI PeLEeNTOpOB
TPOMGOINO3THHA B KayecTBe HEKOel ONIMU «CIlaceHUs»
6osbHbBIX M/IC Cc yrpoxaroujeil >KU3HU TPOMOOIUTOIE-
HUel Ha Nepuo/ [0 NoJIy4YeHHsl OTBETa Ha OCHOBHYIO Te-
panuro. [Ipy aToM, corsiacHo ony6JIMKOBAaHHBIM JIaHHBIM,
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BEpPOATHOCTb nporpeccupoBaHuss B OMJI, B yacTHOCTH
NIpY Ha3HaYeHWHU POMHUIIJIIOCTUMA, MUHUMa/bHas [Fenaux
P, et al. Br ] Haematol. 2017;178:906-13].

11. XopoLuo n3BecTHoO, YTO OCHOBY COBPEMEHHOIro
sedeHus1 6os1bHbix MAC BbicOkoro pucka
COCTAB/ISIOT FTUMOMETU/TUPYIOLYNE AreHTbI
5-azaymtugnH n geyntabuH. B Takoi xe
cTerneHn U3BeCTHO, YTO rnepeYyncsieHHbIe
npenaparbl MOryT y/lydLUdTb MOKA3ATE/TN
o6Lyeii BbDKUBAEMOCTH, HO pedb He ugert
006 n3sieyeHUN. STo CBAA3AHO C TE€M, YTO
anureHeTM4Yyeckdas Tepannss HE4OCTATOYHO
npensiTcTByeT K/1I0HA/IbHOWH 3BO/TIOLNNA
MAC. U, kak cnegcTeue, peyngnBbel Um
nporpeccupoBaHue 60/1€3HN HEN3OEXKHDI.
A yto genarb ganbwe?

Brl 3a/1aeTe MHe 04eHb HenpocThble Bonpockl. Ho xouy
Cpa3y OTMETUTb, YTO 3TH BONPOChl BO3HUKAIOT KaK/bIH
JeHb!
Jla, KaKk 661 MbI HU XOT€JIH, HO KpUBbI€ BBXKUBAEMOCTH
6osbHBIX M/IC, KOTOPBIM Ha3HAYAIOTCS TUIOMETUIUPY-
olllMe MpenaparThl, He BbIXOAAT Ha IJIaTO, HECMOTPS Ha
TO YTO Ha rpadukax OHU PacloJIO’KeHbl 3HAYMMO BbILlIe
KPUBBIX MPU Ha3HAaYe€HUU MaJlbIX /103 LjuTapabuHa. A 1o-
CKOJIbKY JiIeYeHHe SIBJISIeTCS J0OPOrOCTOSIINM, TO, COOT-
BETCTBEHHO, BO3HUKAET /iBa PHUHIMNIHNaJbHBIX BONpoca:
1) MOXHO JIM NPOTHO3WPOBATb BEPOSITHOCTb OTBETA;
2) BO3MOXXHO Jid MOBbILIeHHE 3PPEKTUBHOCTH Tepanuu
TUIIOMEeTU/IMPYIOLMMU penapaTaMu?
K HacTosinieMy BpeMeHM HMeeTCs 3HayWuTesbHOe
YHCJI0 COOBIIEHUH 0 MO3UTUBHBIX U HEraTUBHBIX NpeJu-
KTopax 3G PEeKTUBHOCTU THIIOMETUIUPYIOIIUX areHTOB.
BOJIBIIMHCTBO M3 HHUX MOCBSILEHO MOJIEKYJISIPHO-TeHe-
TU4YeCcKUM abeppanusaM. [Ipexamosiaraercs, 4yto uHOODP-
MaTHUBHOCTb GHOJIOTMYECKHMX MapKepoB BhbIllle B CIy4yae
O0/IHOBPEMEHHOr0 aHa/iM3a MyTalMOHHOI'0 CTaTyca He-
CKOJIBKHX I'€HOB.
OJiHaKO B PyTUHHOW KJIMHUYECKOUN MpaKTHUKe MpeJ-
CTaBJIsIeTCSs1 ONPaBJAaHHbIM OPHEHTHPOBATLCS Ha KJIWHU-
Yyeckue U 6oJiee AOCTYIHbIe JabopaTOpHbIe TOKAa3aTeH.
B kauecTBe MoAx0/10B, CBSI3aHHBIX C OOJIbIIENH Bepo-
SITHOCTbIO JJOCTH)KEHHs] NPOTHBOOIYX0JEBOI'0 OTBETA, f
BBIOHpAIO CleAyIOLHeE:
@ Ha3HaueHUe T'MNOMEeTHJIMPYOUUX NpenapaTos
B [IePBOM JINHUHU TEPATNINY;

® /[OCTHIXXEeHHe CaHaluU Nnepudepudeckod KpoBU
Ha NepBbIX Kypcax, NpejloJiararwlilee OTCyT-
CTBUeE O6JIACTHBIX KJIETOK B JIEHKOLUTapHOU dop-
MyJie, eCJI1 TaKOBble MMeJIM MeCcTo IlepeJ; Haya-
JIOM Tepanuu;

@ TOBbIlIeHHe WMJIM HOpMaJiK3alus YPOBHS TPOM-
GOIUTOB MOCJIe NEPBBIX 2-3 KYPCOB Tepaluu;

@ YHUCJIO MPOBEJIEHHBIX KYPCOB He MeHee 6;

® CoO0JI0/ieHNe, IO BO3MOXKHOCTH, CYTOYHOU J103bI
W JJATEeJbHOCTH MeXKYPCOBbIX HWHTEPBaJIOB
NpY NIPOBeJIEHUH NePBbIX KYPCOB;

@ CcoOJsro/ieHue 03kl JJaXe B cydyae HE0OXO0JUMO-
CTH yBeJIMYEHUSI MEKKYPCOBOTO MHTepBaJIa.

HeraTuBHBIMH NpeJUKTOpPaMU OTBETA Ha JieyeHHe
S CYUTAI0 HebJIaronpUsiTHble BapHaHTbl KapUOTHUNA, U
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B MEPBYI0 O4epeb KOMILIEKCHBIM M MOHOCOMHBIN. [lo-
ceiHsIsl CUTyallusl lepeceKaeTcsl CO BTOPbIM BOIPOCOM:
YTO JleslaTh, €CJIM HeT OTBeTa WJIM 3aperucTpUpOBaHO
nporpeccupoBaHue?

KoHeuHo, ciielyeT 0lHO3HAYHO IOHUMATh, YTO JJaHHAs
CUTyalusl CONpPsDKEeHa C KpaliHe HeGJaronpUsiTHBIM Mpo-
rHO30M. M ecnu 60JIbHOM He SBJII€TCS KaHAWJATOM Ha
anoTICK, To peub MOXET UATH TOJIBKO 00 YBEJTUYEHUHU
MPOJIO/KUTENbHOCTH XKU3HH C yJIy4llleHHeM ee KayecTBa.
[Tocko/IbKY OGOJIBIIMHCTBO M3 3THUX OOJIbHBIX — JIMIA
CcTapllell BO3PACTHOW TPYIbl C COMYTCTBYMOUIMMH 3a-
60JiIeBaHUSIMU Y HU3KHUM COMAaTH4YECKUM CTaTyCOM, TO BO-
MPOC O BBICOKO/J03HOM Tepanuy KaK MeTO/e «CHaceHUs»
u noArotoBku K a/oTI'CK yame Bcero He paccMmarpu-
BaeTcs. CJIMILIKOM BeJIMKa BO3MOXHOCTb JIETAJIbHOIO
HCX0Za OT TOKCHYECKHUX OCJOXXKHEHUH NpU HeOGOJbIION
BEPOSTHOCTH JOCTHKEHHS TPO/I0JKUTEbHOTO OTBETA.

B Tako# cuTyaluu s HepeJKO Ha3Hayar Masible J103bl
qUTapabrHa C KIaAPUOHUHOM, YTO COPOBOXK/AETCS CTAOU-
Jr3anuen 60ye3HU NpUbIn3UTeNbHO ¥ 50 % marnueHTOB.

OnsATh X04y BEPHYTbHCS K JaHHBIM Halllero J0OKTopa
W.H. KocTpoMbl. UM U cOTpyJHUKAMU J1abopaToOpuu 610-
XUMUH ObLJIO 06HAPYKEeHO abeppaHTHOE METUIMPOBaHUE
3HAYUTEJBbHOTO YK cJ/Ia reHoB Y 601bHbIX M/IC ¢ U36BITKOM
6J1aCTHBIX KJIeTOK. /lJIs1 MeHsl 3TU pPe3y/IbTaThl ABJISIOTCSA
OCHOBaHMEM  pacCMaTpUBaTb  TUIIOMETHJIMpYOLMe
npemnapaTbl B Ka4ecTBe OCHOBBI [JIs1 HA3HaYeHUs1 KOMOU-
HUPOBaHHOU Tepanuu 60bHbIM M/IC BBICOKOTO pHCKa C
He6J1IaronpUATHBIM IPOTHO30M.

B KJIMHUKe eCTb ONBIT IOCJEL0BAaTeJbHOTO HasHa-
YyeHUs 5-azalUTHUAMHA U [UTapabuHa B MaJbIX 033X, a
TaKXXe MPUMeHEeHUsI KOMOUHALWY 5-a3alluTH/UHA C U/ia-
pPyOULIMHOM B CHHKEHHOMW JJ03UPOBKe. YCUJIeHHS TOKCHY-
HOCTH He oTMedeHo. OHaKO MaJioe YMCJIO HabaAeHun
He II03BOJISIET C/leJIaTh OZJHO3HAUYHOe 3aKJ/II04eHHe.

CnefyeT OTMETHUTD, YTO B HaCToOsIlliee BpeMsl POBO-
JUTCS OO0JIbIIOE YUC/I0 KJIWMHUYECKUX MUCCJIEJOBAaHUM, B
KOTOPBIX 5-a3alUTUAUH UCIOJb3yeTCs B KOMOUHAIUU C
VMMYHOMO/YJISITOPaMU, MHTUOUTOPaMU TUCTOH/lealeTH-
Jasel, 6esika bcl-2. [lepcrneKTUBHBIMU NMPeECTABJSIOTCS
KOMOWHAIUU 5-a3allUTHUHA C HHTUOUTOPAMU KOH-
TPOJIbHBIX UMMYHHBIX TOYEK U aHTHAaHTMOTeHHbIMU TTpe-
naparamu. K coxxasleHUIo, IPUXOJUTCA KOHCTAaTUPOBATD,
YTO BO MHOTMX C/y4asix MOJIYYUTb OOHaJeXUBaloIlhe
pe3y/bTaThl He yjanock. Ho MHe KaeTcs, YTO 3/1eCh Mbl
3abbIBaeM O BBIPXKEHHOW OUOJIOTUYECKOW reTeporeH-
Hoctu MJIC. CiemoBaTelbHO, JJIsI KaXKJJOM HOBOW KOM-
OUHALMU MBI JI0JDKHBI HAXOAUTb CBOIO TPYINY GOJIbHBIX,
C KOHKPETHBIM OHOJIOTHUYEeCKUM NpoduUIeEM JIEHKO3HBIX
KJIETOK.

BoJsiblive HaZiex/ibl Mbl BO3J1araeM TaK>Ke U Ha LeJIbIf
psi/i HOBBIX NPENapaToB, KOTOpble GbIIM 3aperucTpupo-
BaHbl FDA B mpouwiom roay: MUZ0CTaypuH, SHa3U/eHUO,
CPX-351, remTy3yma6 osoramuuuH. Hazewch, 4To uX
perucrtpanus Ha TeppuTopuu PP Mo3BOIUT 3HAUYUTEJBHO
YJAYUYLUIUTh KayecTBO MeJWIMHCKOM IMOMOILH, OKasblBa-
eMoM 60abHBIM M/IC.

12. CorarepcenT u nycnarepcent. Henb3s in
HQA 3TUX HOBbIX MPENnaparax oCTAHOBUTLCS
60/1ee nogpo6Ho? A 4ro Bbil ckaxkere o gpyrmux
npenaparax, 3aperucTpupoBaHHbix FDA B

K/IMHNYECKAA OHKOTEMATO/TON 4

2017 r.: mugocraypuHe, aHasngeHnoe, CPX-
351, remty3ymabe ozoramuyuHe?

CienyeT mpu3HATh TOT GAKT, YTO yroMsaHyTass Bamu
pervcrpanms yeTblpex IPUHLUIINAIBHO HOBBIX MOJIEKYJI
JUIS JledeHUs1 60JIbHBIX C MHEJIOWIHbIMU HeOIlJIa3UsIMH,
SIBJISIETCS HACTOSILIUM NPOPBIBOM B OHKOIeMaTOJIOTHH.
KopoTko o npenaparax.

Mupoctraypud (Rydapt) — mnpemapat jJis npuema
BHYTpb, 00JIaZlaeT CIIOCOGHOCTBIO MOAABAATH PYHKIUIO
HeCKOJIbKUX KWHa3, BKJw4ad FLT3. B kKinHU4YecKkoM
ucciaenoBanuu Il ¢aser RATIFY 6bL10 ycTaHOBJIEHO
3HAauYUMOe yBesJuYeHue 4-jieTHel 001el BbIKHBAeMOCTH
6osbHbIX FLT3* OJIJI, KOTOpble OJJHOBPEMEHHO CO CTaH-
JapTHOM XUMHOTepanued moJsydaad MHUJOCTAypPHUH, IO
CpaBHEHUIO C MallMeHTaMU U3 rpynmsl miane6o — 51,4 u
44,3 % cooTBeTcTBeHHO (p = 0,009).

Juasupenud (Idhifa) — obsazaeT npeuMyiecTBEHHO
InddepeHUPYIOIIUM,  HEXeJu  LUTOCTAaTUYECKUM
CBOMCTBOM U BO3/IEMCTBYET Ha MyTaluu B rene IDH2, T. e.
SIBJISIETCS IpenapaToM C 3NMUIreHeTHYeCKUM MeXaHU3MOM
JeuictBusa. B kiaumHu4eckoe wuccnegoBanHue [-11 dasbl
AG221-C-001 6bL1H BKJIIOYEHbI TALUEHTHI C pELUAUBAMU
nnn pesucteHTHbIM OMJI, He oTBeTuBlIMEe Ha 1 wWiu
2 Kypca NpejlIecTBYIOLIed XHUMHUOTEPAIUH, ¥ KOTOPBIX
Obl/1a BeIsSIBJIeHA MyTalus B reHe IDH2. [Ipy MOHOTepanuu
JHa3UAEeHUOO0M YyacToTa 061ero oreera coctaBuia 40 %,
MeJiMaHa [JINTeJbHOCTH OTBeTa — 5,8 Mec., a MeAuaHa
o611el BbDKHMBaeMocTu — 9,3 Mec. MeauaHa 061el BbI-
>)KUBAeMOCTU OGOJIbHBIX, JJOCTUTILIUX MOJHON PEMUCCHUH,
coctaBua 19,7 mec.

CPX-351 (Vyxeos) npeacTaBJ/sieT cO601 KOMOUHAIHIO
UUTapabMHa W [JayHOPYOUIMHA B MOJISPHOM COOTHO-
meHud 5:1 BHYTPU KPOLIEYHOW JIMIHUAHOU 060JIOYKH.
[IpenapaT 3aperucTpupoBaH /Js JedyeHUsi OOJIbHBIX
€O BTOPUYHBIM WU de novo OMJI ¢ muenofucniaasve.
B kninHu4eckoM uccienoBanui 11 ¢asbl 66110 TpogEMOH-
CTPUPOBAHO 3HAYMMOe YBeJWYeHHe 4YacCTOThbl IOJIHBIX
pemuccuii (37,3 vs 25,6 % npu Ha3HAYEHUU CXEMBI «7+3»;
p = 0,04) u menuaHbl o6ulel BbDkUBaeMocTH (9,56 vs
5,95 mec. cooTBeTcTBeHHO; p = 0,005).

lemTy3ymab o3zoramuuuH (Mylotarg) — MoOHOKJIO-
HasbHOe aHTU-CD33-aHTUTesio, CBSI3aHHOE C IMTOCTa-
TukoM (calicheamicin), koTopoe Mmo/sy4MI0 MOBTOPHYIO
peructpanuio. B perucTpaliuoHHbIX UCCIeJOBAHUAX ObLIO
YyCTAHOBJIEHO 3HAYMMOe YJIyyllleHHe TNokasaTesed 1- u
2-lleTHel 06LIed BBDKUBAEMOCTH NPU BKJIOYEHUH TeM-
Ty3yMaba 030raMHLMHa B COCTaB KYpPCOB XUMHOTepaNHUH.
[IpenapaT Ha3HavyaJiCsl BHYTPUBEHHO B j103e 3 Mr/m? B 1, 4
U 7-¥ IHU UHAYKIMOHHOIO0 Kypca U B 1-1 leHb KaX0ro U3
JIBYX KOHCOJIMIUPYIOLMX KYPCOB XUMHUOTEpaNUH.

Kak BHAHO, npenapaThl BecbMa 0OHaJieXXHBaloLIue.
TeMm He MeHee NOTpeOYOTCS JJONOJHUTENbHbIE UCCIE/O0-
BaHUs /IJIs1 OTIpe/iesIeHHs UX MeCTa B JiIeYeHUU OOJIbHBIX C
MHUEeJIOUAHBIMHU HEOTlJIa3UusIMHU.

[ToMuMO BhbIlIeyKa3aHHbIX He MeHee 0’KH/laeMbIMU MO-
JIeKyJIaMH SIBJISIIOTCSI HOBbIE THUIIOMETUJIMPYIOLIYE areHThI
(ryamenuTabuH), a TakKe NpenapaThbl, Ha3HAYeHHUE KO-
TOPBIX MOXET 0Ka3aTbCs 3P PEKTUBHBIM MPU OTCYTCTBUU
WM NOTepe OTBeTa Ha TUINOMETUJIMPYIOLIYI0 Teparuio
(puroceptu6). Kpome Toro, 60Jb1110if HHTEpPEC BbI3bIBAIOT
MpenaparThl, CHIKAIOIIUE 3aBUCUMOCTb O6oJibHbIX M/C
HU3KOTO PUCKA OT TpaHCPy3UH JOHOPCKUX SPUTPOLUTOB.
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B nocnenuem cinydae peub uzieT o coratepcenTte (ACE-011)
u saycnatepcente (ACE-536). 3To HoBbI# kacc IIICII, me-
XaHU3M JeMCTBHS KOTOPBIX HAallpaBJIeH He HA CTUMYJISLIUIO
peuenTopoB 3pPUTPONO3THHA, a Ha HeUTpaIu3aLHio
HETaTUBHBIX PETYJSATOPOB 3PUTPONO033a, B YACTHOCTH
cynepcemeiictBo TGF-B. I[IpenBapuTe/ibHblE pe3yabTaThl
CBUZETENIBCTBYIOT O BO3MOXHOCTH JOCTHIKEHUSI reMaTo-
Jorudeckoro yny4duieHusi y 40-50 % 6GoJIbHBIX B cay4ae
HeaPpPEeKTUBHOCTU paHee HA3HAYEHHOU Tepamnuy, a TaKXKe
y 60s1bHBIX M/IC C KOJIbLIEBBIMU CUAEPOOIACTAMU.

13. Mouemy npu M/AC Hepegko BCTAET BOMPOC O
HA3HA4YeHUN UMMYHOCYNPEeCCUBHOM Tepanuu?
Y10 CIy>KNT OCHOBAHNEM AJ151 TAKOro PeLUeHUs]
U Kakue npenaparbi UMerTcs B BUAy?

[Ipu BbIGOpe JieueGHOTrO mnocobust GosbHbIM M/IC
HHU3KOTO pHUCKAa 51 OpPHUEHTHUPYICb Ha COBOKYIHOCTb
1[eJIOT0 psijia KJIMHUKO-TeMaToJIOTUYeCKUX NoKa3aTesel.
3To BO3pacT, 3aBUCUMOCTb OT reMOTpaHCcy3Ui, BApUAHT
KapUOTHIIA, KJIETOUHOCTb U GUOPO3 KOCTHOTO MO3ra, ypo-
BeHb 3H/JOTEHHOI'0 3PUTPONO3THHA, NapaMeTpbl 06MeHa
»kesie3a. CHMXKeHHas! KJIETOYHOCTb KOCTHOTO MO3ra, Bbl-
sIBJIEHHAsl IPU U3y4YeHHUU T'MCTOJIOTMYECKUX IpenapaToB
Y COOTHeCeHHasl C BO3PAaCTHBIMU I0Ka3aTesIMU HOPMBI,
paccMaTpHUBaAETCs MHOIO KaK OCHOBaHUe [1JIsI BO3MOXXHOTI'0
Ha3HaueHUs1 MMMYHOCYIIPECCUBHOMN Tepanuu.

Eciy ’xe 4yTb noJpoOGHee OCTAaHOBUTbCS Ha THIIO-
miactuyeckom Bapuante M/IC, To 3To ofHa U3 Haubosiee
JIMCKyTabeNbHbIX MpobJsieM remartosioruu. CiefyeT oco6o
OTMETUTbD TOT QAKT, YTO JAHHBIN BAPUAHT, K COXKaJIEHUIO, HE
BbI/IeJISIETCS OT/Ie/IbHO B paMKax kJjaaccudukanuu BO3. OT-
YaCTH 3TO 00YCJI0BJIEHO PA3HOYTEHUEM B TPOTrHOCTUYECKON
3HAYMMOCTH CHIKEHHOW KJIETOYHOCTH KOCTHOTO MO3ra, B
YACTHOCTH, TPU U30BITOYHOM YHCJIE BJIACTHBIX KJIETOK.

Xapakrtepusysa M/IC, Mbl Bce BpeMs MOJYepPKUBAEM,
YTO OJHUM U3 €ro TUNWYHBIX NPU3HAKOB SIBJSETCS He-
3pdeKTUBHBIN TeMoI033, B OCHOBE KOTOPOTO JIEXUT
MOBBILIEHHBIM alloNTO3 KOCTHOMO3IOBBIX KjeToK. Cief-
CTBHEM 3TOro OHOJIOTHYeCcKOTO $eHOMEeHa, MPHUCYIIero
NperMylllecCTBEHHO BapUaHTaM C KOJIMYeCTBOM 6J1aCTHBIX
KJIeTOK MeHee 5 %, sABJsieTCs UTOMEHUs], 0OHAPY>KUBa-
eMasi Ha $OHe MOBBIIIEHHOW WJIKM HOPMaJbHOU KJIETOY-
HOCTH KOCTHOTO0 Mo3ra. [loueMy ke Torza y psijia 60J1bHbIX
M/IC uMeeT MecTo runoima3us? He uck/o4eHo, 4YTO 3TO
cae/CTBUE U3OBITOYHOUW peaKIMhd HUMMYHHOW CHUCTEMBI
Ha TIOsiBJIeHHWe MaTOJIOTHUYeCKOro KJoHa. BoBiedeHue
VMMYHHBIX MeXaHU3MOB B GOpMUpOBaHHE KJIUHHUKO-Te-
MaToJioru4eckoil kapTunbl M/IC, c ogHON CTOPOHBI, 060-
CHOBBIBaeT 11e/1eC000Pa3HOCTh Ha3HAa4eHUs WUMMYHOCY-
MPEeCCUBHOU TePaINUHY, a C APYroi — CAYKUT OCHOBAaHUEM
sl mpoBefeHus auddepeHIIUaTbHON AUATHOCTHUKU C
anJacTU4ecKoy aHeMHeN, TPU KOTOPOMH, B CBOIO 04Yepe/ib,
Hepe/IKO BbISABJISIOTCA NPU3HAKH AU33PUTPOII033a.

Tak ke Kak W NpU BbIGOpe JIO6OT0 APYroro BHUAA
JleyeHUs, TepeJ; Ha3HauYeHUEM HMMYHOCYIPeCCUBHOM
Tepalnuu 51 OlleHWBalo BepOsITHOCTb OTBeTa. B fanHOM cu-
TyalUM OCHOBHBIMU OPHEHTHUPAMHU JJIs1 MeHs SIBJSIOTCS
cleayoliye noKasaTesu:

@® BO3DACT, T. K. BEPOSITHOCTb OTBETA y GOJIbHBIX

CcTapuiedl BO3pacTHOW TPYNIbl 3HAYMMO HHUIXKE,
HeXeJId Y MOJIOJbIX;
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® MopdOJOTUYECKUH U NMPOTHOCTUYECKUN Bapu-
aHThl. f He Ha3HayYald HMMMYHOCYIpeCcCUBHbIE
npenapatbl GOJIbHBIM C U30BITOYHBIM YHCJIOM
6JIACTHBIX KJIETOK M HeOJIArONPUSTHBIM MPO-
THO30M;

® B KayecTBe GaKTOPOB, CBSI3aHHBIX C 3P PEKTUB-
HOCTbhI0 UMMYHOCYIIPECCUBHON Tepanuu, HeKo-
TOpble aBTOPbl YYUTHIBAIOT TaKXKe pe3yJsbTaThbl
HLA-TunupoBaHus U OOHapyKeHHe TPUCOMUU
XPOMOCOMBI 8.

B kauecTBe HMMYHOCYNIPECCUBHOM TEPANUU s 06BIYHO
BBIOMpAIO IUKJOCHIOPUH A. B ciyyae HeBO3MOXXHOCTHU
MoJlep’)KaHusl TepaneBTUYECKON KOHLEHTPaLUU LIUKJIO-
cnopuHa A B kpoBu (200-400 Mr/mJj1) uim npy pasBUTHHU
TOKCHUYECKHUX OCJIOKHEHUH, NPeNnsaTCTBYIOIINX 3CKalIallUU
CYyTOYHOH /103b], 51 J06aBJISIIO penapaThl MUKODEHOJI0BOM
KUCA0ThL. ONbIT Ha3HAaYeHUs] aHTUTHMOLMTAPHOTO IJIO-
OysHA HeOOJIbILION, HO, OPUEHTHUPYSICh Ha COOOILeHHe
D. Steensma [Blood. 2003;101:2156-58], s cTapatoch He
KCI0JIb30BaTh €ro AJis JedyeHus 60bHbIx M/C.

JlaHHbIe JIUTepaTypbl CBU/ETEJbCTBYIOT O BO3MOX-
HOCTH 3HAYMMOI'0 yJydllleHUs o6Lied BbDKUBAeMOCTH B
cay4dae 3¢pPeKTUBHOCTH UMMYHOCYTIPECCUBHOM Teparnuu.
TeM He MeHee 3TO He JOXKHO pacClL,eHUBATBHCSI KaK OCHO-
BaHMe A5 oTkKaza oT a/L1oTI'CK, oco6eHHo npu o6Hapy-
>)KEHUU HeO6JIarONpUSATHBIX XPOMOCOMHBIX abeppanuil y
MOTeHIUAJIbHBIX KaH/AU/AaTOB Ha JaHHbIN BU/JL JIeYeHHs].

Bompoc o 1esecoo6pa3HOCTH  [JJONOJHUTETBHOIO
Has3HaueHUsl POCTOBBIX PAKTOPOB OCTAETCS OTKPBITHIM.
MoxxeT /11 BKJIIOYEHHE B COCTAB Tepallu aroHUCTOB pe-
L[eNITOPOB TPOMOOIO3THUHA CIIOCOGCTBOBATh YBEJTUYEHUIO
4acTOTbl 0TBeTOB, Heu3BecTHO. Yto kacaetcsa JIICII, To
VX Ha3HavyeHHe Ha OoJiee OTJaJIeHHbIX 3TanaXx UMMYHO-
CyNpecCUBHOM Tepalnuy, KOrjja OTMe4yaeTcsl MOBbIlLIeHHe
KJIETOYHOCTH KOCTHOTO MO3ra M yBeJMYeHHe o06beMa
KJIETOK 3pUTPOUAHOrO psijia, MOXeT CIHOCOOGCTBOBATH
6oJiee OBICTPON HOPMaAJIU3ALUU YPOBHS reMOTJI0OOUHA.

14. B 4em cxo4cCTBO M pA3/INYUS A3ALUUTUANHA U
AeyntabuHa? Bawmn npegnoydyreHns?

JlenuTabuH — NepBbId TUIOMETHUJUPYIOLUN Mpe-
napat, 3aperucTpupoBaHHblil B P®. MHoW c KoJuleramu
HaKOIJIEH 3HAYUTeJbHBbIA ONBIT PaboOThl C JAaHHBIM
npemnapaToM, KOTOPbIM ObLI OTpa)KeH B psZe CTaTel,
ony6JIMKOBAaHHBIX B T. 4. U B Bauiem ypHaue. [Ipenapat
MHTepeceH Npex/ie BCero BO3MOXXHOCTbIO IPUMeHEHUs B
BU/IE IBYX PEKMMOB, OTJIMYAIOLIUXCS He TOJIbKO pa3oBOH
J1030H, HO M YaCTOTOM BBE/I€HUS, YTO B UTOTre OTPAKAETCs
B pa3/jiuyuu cymmapHoro o6bema — 100 u 135 mr/m2
AHanu3 CcOOGCTBEHHBIX Pe3y/JbTAaTOB B COBOKYMHOCTHU C
JlaHHBIMU JIMTepaTypbl MO3BOJIMJ CJenaTb BBIBOZ, 00
ONPaB/laHHOCTH B PsiJie CJIyyaeB YBeJUYeHUs] CDOKOB BBe-
JleHUs e TabuHa, a UMeHHO 1o 20 Mr/M? BHyTPUBEHHO
B TeueHue 10 gHeil. Takoll peXUM He CONMPOBOXKAAJICH
yBeJIMYeHUeM TOKCUYHOCTH. X04y 3aMeTHUTb, YTO JJaHHbIH
pexXuM HCI0JIb3YyeTCcsl B HAaCTosILee BpeMs B psijie reMaTo-
JIOTUYEeCKUX KJIUHUK.

5-azauMTHAMH IpUBJEKaeT NpexJe BCero Mexa-
HU3MOM JIENCTBUS, T. €. «paboTaeT» Ha ypoBHe u PHK, u
JHK. OgHuM U3 ya06CTB UCN0JIb30BaHUS 5-a3aliUTHINHA
SIBJISIETCS BO3MOXKHOCTb MOAMGUKALUU CXEMBI, T. e.
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MOXXHO Ha3HA4YaThb He TOJIbKO 7-AHEBHbIN KypC, KOTOPBIN
CYMUTAETCS HauboJiee ONTHUMAaJIbHBIM, HO U 5-IHEBHBIH,
a TakXe Kypc no cxeme 5-2-2, T. e. ¢ 2-AHEBHbBIM Iepe-
PBIBOM B Cy0660TY U BOCKPECEHDE.

Eciu ke comocTtaBasATh 06a IpemapaTa, TO MoOe
JIMYHOE TpeAnoyTeHne — 5-a3anuTuguH. OTYacTH 3TO
00yC/I0BJIEHO JAaHHBIMM COOGCTBEHHOTO UCCJe0BaHUS,
MOKAa3aBUIEro Y/Iy4YlIEHHWE BbLDKUBAEMOCTH OOJBHBIX
M/IC BbicoKOTO pucka. He 3Hato, MOXKET OBbITh, TAKHE XKe
pe3y/bTaThbl ObLJIM Obl MOJYYEHbI U IPU aHAJIU3E JIeUeHUs
0O0JIbHBIX AELUTa0MHOM.

BoJjiee BeCOMBbIM apryMeHTOM [iJil MeHS SIBJISIETCS
caenymouiee. MHe He BCTpedyalMCh UCCAEe0BaHUS, B
KOTOPBIX ObIJI0 GBI TPOBEEHO CPABHUTE/IbHOE U3yUEHUE
3ddeKTUBHOCTH 5-a3ayUTUAMHA U JenuTabuHa. B cBa3u
C 9THUM 51 OPUEHTUPYIOCh HA Pe3y/bTaThl HECKOJbKUX Me-
TaaHaJIM30B, B KOTOPbIX MPOJEeMOHCTPUPOBAHO, YTO PHU
OJJMHAKOBOM 4YaCTOTE OTBETOB IIOKa3aTeJM OOILEeH BbI-
>KMBAEMOCTH BBIIIE MPU UCTIOTb30BAaHUU 5-a3al[UTH/IUHA.

15. Kparko: KaKOBblI OCHOBHbIE NMPUHLUNIbI JIEYEHUS
rurniomeTunpyrowmumMu npenaparamu npu MAC?

Ecau MBI XOTUM NOJIYYUTb OTBET Ha T'MIIOMETUIUDY-
IOLIYI0 Tepamnuio, TO OHA, KOHEYHO, ZI0JKHA ObITh MepBOH
JuHued. 006s13aTesIbHOE YCI0BUE — COOJIIOJeHUEe Cy-
TOYHOM J103bI U IJTUTE/IbHOCTH MEXKKYPCOBOTI'0 UHTEPBAJIa,
0COOGEHHO NPU 3HAUYUTEJbHOM 4HcJ/e 6J1acTHBIX KJIeTOK U
He6JIaronpusATHOM KapuoTHuIle. [Ipy yMeHbIIEHUH J03bl
Ba’KHO COXPaHUTb AJIUTENbHOCTb LuKJIa. [Ipy Heo6xoau-
MOCTH MOAUGULIUPOBAThL CXEMY INpeJNOYTEeHHE CleayeT
OTZaTh YJJIMHEHUIO MEXKypCOBOTO MHTEepBasa, Hexesr
pesyKLHUU J103bl.

MuHHUMaZbHOE YMCJI0 KYPCOB IPU OTCYTCTBUM SIB-
HOT'0 MPOTrpPeCcCUPOBAHUSA LODKHO ObITh He MeHee 6. [Ipu
OTCYTCTBHUM yBeJUYEHHUs] KOJUYeCTBa 6JIaCTHBIX KJIETOK
Y IPU3HAKOB TpaHCPOPMaALIUHU B OCTPbIH JIeHKO03 Tepanus
JlI0JDKHA ObITh NpogoskeHa. [Ipyu focTHXKeHUH reMaTo 10~
IMYEeCKOro OTBETA, T. €. IOBBIIIEHUH YPOBHS reMoIJIo0MHa
He MeHee 4yeM Ha 15 r/j u/Wiu CHXXeHHUU NOTPeOHOCTH
B TPaHC)Y3UAX JOHOPCKUX 3PUTPOLUTOB He MeHee YyeM
B 2 pasa, MoKasaTesJu 00Ilel BbDKMBAEMOCTH 3HAYHMMO
ayudie. [Ipy crabunnsanuu 3a6o/ieBaHus TPOJOIKEHUE
JIeYeHUs] MOXKEeT CONPOBOX/AAThCS JJOCTHXKEHUEM OJHOTO
Y3 BAPUAHTOB OTBETA, BKJIt0Yasl N0JIHYI0 peMHUCCHI0. YIy4-
LIeHUe TMoKasaTesiel nepudpepruyeckoil KpoBHU U KOCTHO-
MO3T0BOI'0 KPOBETBOPEHMUS C yMeHbllIeHHeM KOJIM4ecTBa
6JIaCTHBIX KJIETOK He JIO/DKHO paccMaTpUBAThCsl Kak
OCHOBaHMe JJsl NpeKpalleHUs Tepanuu — ee CileayeT
MPOAO/KUTh. JJaHHBIA Te3UC 060CHOBAH 06PATUMOCThIO
CTaTyca TUIIOMeTHU/IMPOBAaHUS, a TAKXKe ObICTPOU MoTepei
JoCcTUTHYTOro 3dpdeKTa B ciiydae OTMEHbBI JIeUEHUS.

16. Korga Heo6xo4QMMo peLudaTb BOMpPocC O
Les1ecoo6pa3HOCTH BbinosiHeHnsi annoTlI CK?
CoxpaHsieT /11 CU/ly TE3UC O TOM, YTO
eAUHCTBeHHbIM MmeTogom usnedeHnsa MAC go
Hacrosiwero BpemMeHu ocraercsi asioTICK?

K coxxanenuto, EBrenuit AsnekcanapoBud, Mbl ¢ Bamu
BBIHYK/I€HbI KOHCTATUPOBATh TOT PAKT, UTO B HACTOsIIlee
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BpeMss aoTICK — pgelcTBUTENbHO eWHCTBEHHBIN
MeToJ| U3jeyeHUss. Ha Mol B3rzisj, Bompoc o TOM, SIB-
JisieTcsl JIM 6OJIbHOM NOTEeHLHaJbHbIM KaHJWUAaTOM Ha
JlaHHBIN BUJL JIe4eHHUs, JOKEH pellaTbCsi B MOMEHT I10-
CTAHOBKM JlMarHosa.

3To 0O6yCJOBJEHO HECKOJbKHMH NpUYHHAMH. Bo-
MEePBBIX, UCII0JIb30BAHUEM PEXMMOB KOHJUIIMOHUPOBAHUS
CHW)KEHHOM WHTEHCUBHOCTH, 4YTO 3HAUYMMO PACILIMPHUJIO
BO3pacTHble rpaHULbl Ajs BblnosHeHUss a/uioTI'CK. Bo-
BTOPBIX, MOSIBUBLIEHCS BO3MOXXHOCTbIO KOHTPOJIMPOBATh
YacTOTY M TSDKECTb HMMMYHOOINOCPEZI0OBaHHON peakLUU
«TPAHCIJIAHTAT POTUB X035IMHA» Iy TEM BHE/JPEHUSI HOBBIX
MeJJMKaMeHTO3HbIX MOAXO0A0B. B-TpeTbux, yBe/suueHHEM
KOJIM4eCTBa GOJIbHBIX C HU3KUM PUCKOM, KOTOPBIM BbINOJI-
Hsetcst aoTI'CK. Takum 06pa3oM, ONTUMAIBHBIM CPOKOM
s HLA-TunupoBaHusi HEOOGXOAMMO paccMaTpUBaTh Iie-
PO/ TOC/Ie OKOHYATebHOU Bepudukanuu guarsosa M/ C.

BbickazaHHble MHOIO Te3MCbl HE MOTYT TOJIKOBATbCS
OJIHO3HAYHO. B KaX/10M OT/ie/IbHOM C/lydae Hy>KeH UHJM-
BU/YaJIbHBIA MOAXOJ C y4eTOM Bo3pacTa 60JIbHOrO, ero
06111ecoOMaTUYECKOr0 CTaTyca U HaJIMYUs COMYTCTBYIOIIUX
3abosieBaHUN. He MeHee CJI0KHBIM BOMPOCOM SIBJISIETCS
U BO3pacT cUOJMUHTA, OCOGEHHO B CJydae IOJIHOM Co-
BMECTUMOCTH C NALJMEHTOM, y KOTOPOTO AUAarHOCTUPOBAH
6saronpusaTHbiX BapuaHT M/IC. [Ipornos M/IC y 60/1bHOTO
MOEeT He U3BMEHUThLCSI B TeUeHUe JIJINTeJIbHOTO NIepro/a,
0COGEHHO B C/Iy4ae yAauyHO MoJ00paHHON Tepanuuy, HO CU-
GJIMHT 32 3TO BpeMsl, K COKaJIeHUI0, KITIOCTAapeeT» U MOXKET
BbINACTb U3 CMUCKA OTEHLHaJIbHbIX JOHOPOB reMOI03TH-
YeCKHX CTBOJIOBBIX KJIETOK. BOT moueMy s1 npu/iep>KuBaroch
MHEHMsS O I1e1eco06pa3sHOCTH MOJy4eHHUs] 3KCIepTHOro
3aKJII0ueHUs U3 delepaIbHbIX UM ClIeliHaIN3UPOBAHHbBIX
LIeHTPOB O NOKa3aHUsAX U cpokax nposefenus aanoTI'CK.
OzpHako ciefyeT MOHUMATh, YTO OOOCHOBAHHOE 3aKJIIO-
yeHHe MOXeT ObIThb CJleJIaHO TOJIbKO M0 pe3y/bTaTaM
KOMIIJIEKCHOT'O 00C/IeJOBaHMS], MIO3BOJISIIOLIETO B IOJIHON
Mepe OLIEHUTD U CTATyC 60JIE3HU, U COCTOSIHUE GOJIbHOTO.

B 3akJ/itoyeHHe s Obl XOTeJs MOAYEPKHYThb elle pas,
YTO MbI BCe C GOJIbIION HAZEXKJOW KJAeM perucTpanuu
Ha TeppuTopud P® HOBBIX NpenapaToB AJis JieYeHUs
MUEJIOUIHBIX Heolsa3ui. Ho, HeCMOTpsl Ha TapreTHBIN
MeXaHU3M JIeNUCTBUSA, IPUCYLUIUN HEKOTOPHIM U3 HUX (MHU-
JlOCTaypUH, 3HA3UAEHUO), UX MECTO B JIEYEHUHU 60JIbHBIX
M/IC okoHuYaTe/bHO He YyCTaHOBJeHO. He yBepeH, 4To
MoA06HO MHTUOUTOpPAM THUPO3UHKHUHA3, NMPHUMEHSEMBIX
MIpY XPOHUYECKOM MUeJIoJelKo3€e, OHU CMOTYT 3aMeHUTh
amnoTICK. /[lymar, 4TO npuMeHeHHE HOBBIX JieKap-
CTBEHHBIX CPEJCTB COBMECTHO C I'MIOMETHU/IMPYIOLIMMU
npernapaTaMy M03BOJIMT 3HAYMMO TMOBBICUTb LIUTOPEAYK-
THUBHbIN 30 PEKT UHAYKIIMOHHBIX KYpPCOB 6€3 YBeJIUUYeHUs
TOKCMYHOCTH. B mocTTpaHCIJIaHTALMOHHBIN Nepuoj,
BO3MOXXHO, YJacTCsl CYLIeCTBEHHO CHHU3UTb 4YacCTOTY
peLyiMBOB, 0COGEHHO B CJy4Yasix ¢ He6GJIaronpUsATHBIMU
MOJIEKY/IIPHO-TeHeTUYeCKHMU abeppalisiMHU.

17. BO3MOXXHO /11 UCMO/Ib30BAHUE
rurnomMeTUINPyroLMX rNpenaparoB 4715
nogroroBku 6osbHbix MAC k nocnegyrowen
annoTlrCK?

Jymato, EBreHuil AsiekcaHApOBHUY, YTO MOW OTBET
He OyZieT CTOJIb OPUTMHAJNbHBIM, KaK Obl MHE 3TOTO HU
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xotesiocs! Jla, AEeHCTBUTENBbHO, TUINOMETUJIUPYIOLHE
npemnapaTbl B HacTosillee BpeMsi LIMPOKO UCIOJIb3YHOTCS
reMarToJioraMy JJisl NpeJTPaHCIVIaHTAllMOHHON MOJAro-
TOBKHM 60bHBIX M/IC.

Ho onarp-Taku B 3afaHHOM BaMu Bompoce MHOro
MOABOAHBIX KaMHel. Beab KaAbIl pa3, CTaJKUBASICh C
6osibHbIM M/IC BBICOKOTO PHCKa, MPUXOJUTCS pellaTh
OJIHY U Ty e HeNpoCTY0 3aJjady, YTO BbIOpATh: CTaH-
JapTHYI0 UHAYKIIMOHHYIO CXEMY «7+3» UM TUIIOMEeTHUJIU-
pPYIOLLYIO Tepanuo?

B uccnegosanuu MDS-001 6b110 yoe UTeNbHO MPO-
JIeMOHCTPUPOBAHO, YTO Ha3HayeHHe 5-a3alUTH/JMHA
3HAYMMO YJy4YllaeT OOLIYI0 BbDKMBAEMOCTb OOJIBHBIX
M/IC BrIcOKOTO pucKa. Ho B rpymnne cpaBHeHUs] GOJbHbIE
noJiy4asiu TpY BUJA Tepaluy, pasnyanliyecs 110 cBoen
VHTEHCHBHOCTH: HAaWJIY4YLIyI0 TepaIUIo NOALePXKKH, HU3-
KOJIO3HBIM LUTApabUH U UHAYKIUOHHYIO CXeMy «7+3».
Pe3ysnbTaThl Ke HENMOCpPeICTBEHHOr0 cpaBHeHUs 3 dek-
TUBHOCTU THUIOMETHJIMPYIOIUX IpPenapaToB U CXeMbl
«7+3» pa3nyaroTcs. ITO BIIOJIHE 00bSICHUMO PETPOCIIEK-
TUBHBIM XapaKTepoM 60JIbIIMHCTBA IPOBeJIeHHbIX HCCJIe-
JIOBaHUH U, KaK CJIe/ICTBHEe, HEOJHOPOJAHOCTbIO CPaBHU-
BaeMbIX I'PYIII 60JIbHBIX 110 KJIMHUKO-TeMaTOJIOTHYeCKUM
NoKasaTeJisiM. BaXkHO OTMETUTB, UTO B TeX C/Iy4dasx, Korja
He yJiaBaJioCcb INPOJEMOHCTPUPOBATb yOeAUTESTbHOI0
pasinyus B 00lield BbBDKHBAEMOCTH, OKa3bIBAJIOCh, YTO
4YaCTOTa OTBETOB Obla BblLe TPH UCIO0JIb30BaHUH CXEMBI
«7+3», HeXeJu IMocjJe TUIOMETUJUPYIOUeN Tepanuu.
O HaKo BbICOKAsl JIeTAaJIbHOCTD BCJI€/ICTBHE TOKCUYECKHUX
OCJIOKHEHUH HMBeJIMpOBaJa NMPUOPUTET WHTEHCHUBHOIO
JleyeHMUsl.

B nesoM ciefyeT MoOHMMaTbh, YTO YCHELIHOCTb aJ-
J0TTCK He 3aBUCUT OT TOr0, KAKUM Ny TEM ObLJI JOCTUTHY'T
oTBeT. [loX0AUT Ha3HayeHHe U 5-a3allUTH/ANHA, U CXeMbl
«7+3». [lpyroe pejsio, 4TO [l JOCTHXKEHHUS OTBeTa Ha
TUIIOMETU/IMPYIOLIYI0 Tepanuio HeoOXOAMMO IPOBECTH
4-6 KypcoB, B TO BpeMsl KaK IOJIHasl PEMUCCUS MOXET
ObITh KOHCTAaTHUPOBaHa ye mnocje 1-ro HHAYKIMOHHOI0
Kypca «7+3». ®DaKTOpOM, 3HAYUTEJNbHO 3aTPYAHAIOIIUM
BbIOOP MHTEHCHBHOCTH UHAYKILMOHHOW TepaIuH, sBJis-
eTcsl OTCYTCTBHME INPEJUKTOPOB, NO3BOJIAIOLIMX POrHO-
3upoBaTh 3QPEKTUBHOCTb OTAEbHbIX BUJIOB JIeYEHHUs.
B sToM ciyyae HeMaJIOBaXXKHbIM apryMeHTOM J[0JDKEH
ObITh OIBIT COTPYAHHUKOB B IPOBEJIEHUU arpecCHBHBIX
KYpPCOB LIMUTOCTAaTUYECKOW Tepamuu U 06ecredyeHHOCTb
OT/leJleHUs] MeJJUKaMeHTaMH M KOMIIOHEHTaMH KpOBH,
MO3BOJIAIOIMMU NpeAyNpesUTb U KYyIIUPOBaThb TsKeJible
TOKCUYeCKHe OCJIOKHEeHUsI B Nepuo/| MOCTLUTOCTaTHYe-
CKOM LIUTONEHUH.

YTo kacaeTcs JIMYHOW NPAKTHUKH, TO B HacTosllee
BpeMsl 51 OTJar0 MpejlouyTeHHe 5-asauuTuauHy. [Ipu-
YUHBI 3TOro cjiejymooiiuve: 1) MeHbLIasg TOKCUYHOCTb U,
KakK CJ1e/ICTBUE, MEHbILIAsi BEPOSITHOCTb PAa3BUTHS OCI0XK-
HEHUMH, U3-3a KOTOPBIX 60JIbHON MOXKET NMOTEPSATh CTATYC
kaHaujaTa Ha anoTI'CK; 2) Hanuyre nepuozia BpeMeHH,
HeobxoAauMoro AJist noucka HLA-cOBMECTUMOTO JJOHOPA;
3) BO3MOXHOCTb MHUI[UALUU NTPeATPAHCIIAHTALMOHHOHN
MOATOTOBKM INPU CHMXKEHUM 4YMCIa OJIACTHBIX KJIETOK
Jl0 YPOBHSI, HE COOTBETCTBYIOLIEr0 KPUTEPUSM MOJTHOU
PEMUCCHH.

O HOBpeMEHHO MHe 6bl XOTEJOCh OTMETUTH (aKT,
Ha KOTOPBIA yKe 06paljaloT BHUMaHUE U 3apyOexxHble
aBTOpbl. Penykius o6beMa 6GJIaCTHBIX KJIETOK B KOCT-
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HOMO3TOBOM NYHKTaTe B COBOKYNHOCTH CO CHU>KEHUEM
MOTPeOHOCTU B TPaHCPY3UAX KOMIOHEHTOB KPOBU U
yJaydllleHHeM KauyeCcTBa >KHM3HM HepeJKO HacTpauBaeT
60JIbHBIX Ha BO3MOXXHOCTb OTJlaJIeHUsI CPOKOB IIpOBe-
nenus autoTI'CK. B aToM ciyyae, Ha MOU B3IJIsi[], IPUH-
LMNHAJbHYI0 MO3UIMI0, KOHEYHO, JOJDKeH 3aHMMaThb
Jiedyalui Bpay.

18. Ec/in y 60/1bHOro ¢ HU3KUM PUCKOM
COXPAHSIETCS NOTPEOGHOCTb B 3AMECTUTE/IbHOM
TPAHCHY3MOHHOM Tepanuu, MoXXeT /i1 3TO
PAacCcMaTpUBATLCS] KAK MOKA3AHUE K MUHULUALNUN
noucka goHopa u nposegeHnto asioTICK?

Ecau BospacT M coMaTHYeCKHMH CTaTyC MO3BOJISIOT
paccMmaTtpuBaTh 60sbHOr0 M/IC HU3KOTO pUCKa C 3aBUCH-
MOCTBbIO OT TpaHchy3ui Kak KaHguaaTa Ha a/uioTICK, To
s1 661 UHULMUpPOBaJ ero HLA-TunupoBaHue.

Yro ke kacaeTca noucka HLA-coBMecTHMOro foHOpa
U BOTpoca o 1ejiecoobpa3HocTH BoinosHeHus aioTICK,
TO 51 MpPEXJe BCEro OIeHUJ Obl, JeHCTBUTENbHO JU Y
060JIbHOTO HMeeT MECTO yBeJuW4YeHHe MOTPeObHOCTHU B
TpaHCcPy3USAX AOHOPCKUX IPUTPOLUTOB, WIH 6OJIbILASA
4YacToTa NepejuBaHUM OblIa 00yC/I0BJIEHA YAJUHEHUEM
MeXTpPaHCPY3MOHHOI'0 UHTEePBaJa. A TakXe clefyolye
MOKa3aTeJn:

® /UHaMHUKa HU3MEHEHUH YPOBHsS TreMOIJIOOUHA,
abCoJIIOTHOrO 4YHCJaa HEUTPODUJIOB U TPOMOO-
LUTOB;
cojiep>kaHue 6J1aCTHBIX KJIETOK B MUeJIorpaMMe;
KapUOTHII;

BapuaHT Nporuosa no wkaJe [PSS-R;

ypoBeHb GeppUTHHA B CBIBOPOTKE U/UJHU COZlED-
JKaHMe XeJle3a B le4eHU U MUOKap/e 10 pe3yJib-
TataM MPT-T2*-ucciefoBaHus.

TakuM 06pa3oM, B MEPBYI OYepe/ib YCTAHOBHUJ ObI,
HeT JIM INPU3HAKOB INPOrpeccUpoBaHUs 3aboJieBaHUsA
Y Iepexo/ia M3 OJHOI0 NMPOrHOCTUYECKOTO BapuaHTa B
Jpyroi, 6oJiee HEGJIArONPUATHBIN, a TAKXKe Pa3BUTHS OC-
JIO)KHEHHH, acCOLMUPOBAHHbBIX C BEPOSITHOCTBIO CMEPTH
10 IpUYMHaM, He CBSI3aHHBIM HenocpegcTBeHHO ¢ M/IC.

Eciu HeT oueBUZHOW MPOrpeccuu, TO CAeAyILIUN
3Tan — OlleHKa KOPPEKTHOCTH BbINIOJIHEHUS paHee Ha3Ha-
YyeHHOU Tepanuu. Hanpumep, f03a ¥ YacToTa UHBEKIUN
3IICII, cBoeBpeMEeHHOCThb [06aBJIeHHs MpenapaToB Ke-
Jle3a WJIM, HAllPOTHUB, XeJaTOPOB KeJsle3a, AJUTEeJbHOCTh
MMMYHOCYIIpeCCUBHON Tepanuu. Ecin u B 3TOM ciyyae
HeT 3aMeyaHUul, TO /i1 OOJIbHBIX, SIBJSIOLIUXCS MOTEH-
LUaJbHBIMU KaHgugaTaMu Ha a0 TI'CK, y koTopbix HeT
OTBeTa Ha Npe/lIecTBYyOLIee JiedeH e, 1 6bl pacCMOTpeI
Ha3HayeHue 5-a3auuTHAUHA. Y OOJIbHBIX, KOTOpPble He
MOTYT paccMaTPUBATbhCsl B epCIEKTHBE KaK KaHAUJAThl
Ha a0 TTCK, 51 6b1 He MCKJIIOYAJT ¥ IPUCOEJUHEHUE XeJla-
TOPOB KeJle3a, ec/id paHee OHU He Ha3HayaJ/MCh.

B ciydae mnporpeccupymooled LUTONEHUH, YBeJIU-
YeHHUs] 4YaCTOThl TreMoTpaHchy3ul, HeapPeKTUBHOCTHU
paHee NPOBOJUMOW TepanuM, BKJOYAss TMIOMETHJIU-
pymwoLlylo, TO Jaxe B OTCYTCTBHE MOBBILIEHHUS YMCJIA
6J1aCTHBIX KJIETOK B KOCTHOM Mo3re 51 6bl MHUIIUMpPOBaJ
BOIIPOC O I1eJ1Ieco06pa3HOCTH BbinoHeHUs anoTI'CK.

[loueMy s BbIOpas TEPMHUH «HHULUHpOBaI»? IIpo-
Begenue aoTI'CK y 6onpHbix M/IC HU3KOTO pUCKa —



136 C.B. Mpuuaes

OTBETCTBEHHBIA war. JlaHHBIA BONPOC [AO/DKEH OBbITh
pelleH KOJIJIErHaJbHO MyTeM B3BELIMBAHUS BCEX «3a»
U «IPOTHUBY», Jla’Ke HECMOTPsI HA TO, YTO 0OIAsi BbDKU-
BaeMOCTb 3TOM KaTeropuu 6oJsibHbIX nocie awnoTICK
3HAYMMO JIy4llle, HEeXXeJTU OOJIbHBIX U3 Pyl BLICOKOTO
pucka. KaMHeM NpeTKHOBEHHs, KaK BCerja, sBJseTCs
PHUCK Da3BUTHS TsXKEJIOW peaKIUH «TPaHCIJIAHTAT
MPOTHUB X03sIMHA», 0COGEHHO B CJy4ae HEPOJCTBEHHOIO
WJIU TallJIOUIEHTUYHOTO JIOHOPA.

19. MaymneHtel c MAC — 310 NpEeUMyLyeCTBEHHO
/Mya cTapLueyi BO3pPACTHOM rpyrrbl, KAK
npaBsu/io, CO MHOXXECTBOM COIMYTCTBYIOLYNX
3a6on1eBaHni. KakoB Balu s1e4e6HbIVi BbIGOP
HUMEHHO y 3ToM kareropum 6osibHbix MAC nz3
rpynnbl BbICOKOIro pucka?

[Ja, EBrenuii AyiekcaH/IJpoBUY, 5 IOJIHOCTbIO ¢ Bamu co-
ryaceH: 60bHbIe M/IC — 3TO npexx/ie BCero Jiniia cTapuien
BO3PACTHOW I'PYMNIbl, Y KOTOPBIX K MOMEHTY JUArHOCTUKHU
M/IC HEpejKO UMeeTCsl psifi COMYTCTBYIOLIMX 3200/1eBaHUH,
U TpexJe BCEero CepAedyHO-COCYAUCTON cucTeMbl. [Ipo6-
JieMa CONYTCTBYIOIIUX 3a60/IeBaHUM He MeHee, a MOXET
ObITh U B GOJIBLIEN CTENeHH, aKTyallbHA U JJisl 60JIbHBIX,
Yy KOTOPbIX KOHCTAaTHPOBAaHO NpPOIpecCHpoBaHUe paHee
AuarHoctupoBaHHoro M/IC B BuJle MOBBILIEHUS 4YHUC/IA
6J1aCTHBIX KJIETOK B KOCTHOM Mo3re. CoxpaHstoliasics
aHeMHUs U INOBpexJarollee JelCTBUE KeJe3a, MOCTyNaro-
LIEro B U30ObITKE C PETYISPHBIMU TPAaHCPY3USIMU JJOHOD-
CKUX 3pUTPOLIUTOB, Ha3HaUYaeMbIX B [1€pH O/, OTHOCUTEIBbHO
6J1aronpUsTHOrO IPOrHO3a, CAYXKaT CaMOCTOSITEJbHbIMU
NpPUYMHAMU NTOBpeXAeHUsI MUOKap/a.

OpHako s OBl XOTeJ CHelHaJbHO OOpPaTUTh BHHU-
MaHHe MPaKTUYeCKHX Bpauell Ha TOT GaKT, UTO eCJU Mbl
XOTUM KOPPEKTHO OGOCHOBATh BbIGOP HWHTEHCUBHOCTU
TepaneBTUYECKOI0 110CO6Ms, MPUHUMas BO BHUMaHUe Co-
NyTCTBYyMOLIMe 3a60/1eBaHUs, TO HEOOX0AUMO YYUThIBATh
He UX NepeyeHb B aHAMHe3e, 2 OPUEHTUPOBATHCS Ha Mpo-
CUUTAHHBIA WHJIEKC KOMOPOUAHOCTH C MCIO0JIb30BAaHUEM
OJIHOHM U3 clleljMa/IbHBIX IKaJ. Hepeako MHJEKC KOMOp-
OMHOCTH MOXET OKa3aTbCs HUXKe 0XMJaeMoro, U Torja
JlaKe yKasaHUe Ha I[eJIbl «0yKeT» 3a60/1eBaHUMN He MOXKET
paccMaTpUBaTbCA KaK IPOTUBONOKAa3aHUe K IPOBeJeHUI0
WHTEHCHUBHbBIX CXeM Tepanuy, Bk/atovas atoTT'CK.

OJHOBpPEMEHHO C OLeHKOU MHJIeKCa KOMOPOUAHOCTU
s Obl peKOMEeH/[0BaJl YVIYUTHIBAaTh U 0OIeCOMAaTUYECKUM
cTaTyc 60JIbHOIO, MCNOJIb3ys MIKajJy KapHOBCKOro uiu
mkasny BO3.

HemasioBakHbIM (aKTOpPOM SIBJISETCS U BBIOOD ca-
Moro 6osibHOro. Ho B mocsiefjHeM cjiyyae MHOr'0Oe 3aBUCUT
OT NMO3ULUM U MHEHMUs Jievalllero Bpaya, OCHOBAaHHOI'0 Ha
pe3ysibTaTax KOMILJIEKCHOTO 06cCJjel0oBaHUs OOJBHOTO,
COGCTBEHHOM OIbITE U 3HAHUH JJaHHBIX JINTEPATYPHI.

BosBpalasch K 3aZlaHHOMYy BONpPOCY, a MMEHHO K
CUTYaLMH1 C NOXXUJIBIMU G0JIbHBIMU C BBICOKMM UH/€KCOM
KOMOPOUJHOCTH, TO IIEPBOE, YTO 51 PEKOMEH/Y0, — 3TO
MpoBeJleHHe MEePONPUATHN MO KOMIEHCAlUU O0O6Ilero
craryca 60JbHOr0 MyTeM KOpPPEeKLHUH YPOBHS reMOrJIo-
6MHa U TPOMOOLMTOB, KYMIUPOBAHUS KPOBOTOUUBOCTHU U
MHQEKIMOHHBIX OCJI0XXKHEHUM, ec/ii TaKOBble MMEIOTCS,
yaydlleHus: QYHKIUHW J>KU3HEHHO BaKHBIX OpraHOB
(cepaua, meyeHu, Movex, Jerkux). HemanoBaxxHbiM ¢ak-

K/IMHNYECKAA OHKOTEMATO/TON 4

TOPOM SIBJISIETCSl TaK)Xe KOpPPEeKLHUs TUINONPOTEHHEMUH,
KOTOpasi CONpsiKeHa C BbBICOKMM YPOBHEM CMEPTHOCTH BO
BpeMsl NpoBeJieHus1 Tepanuu. [locsie MOBTOPHOH OLleHKH
obLIero cratyca s olnpejesso IieJb JedeHusl KOHKpeT-
HOro GOJIBHOTO Jake B TeX CJydyasX, Korja pedb UJeT
TOJIbKO O NPO/IJIEHUH KU3HU U YJIy4LlIeHUH ee KauecTBa.

BbiGop JieyeGHBIX ONUUN B MOAOGHBIX CHUTyaIUsIX
HeOOJIBIION, HO OH BCe-TaKH CYIIECTBYET. ITO FMIIOMETH-
JIMpyoliye MpenapaThl, Kypchl MaJlblX /103 LIUTapabuHa B
MOHOpeXHUMe UM KOMOUHALMKY C JpyTMMU IpenapaTaMy,
MaJlbIX Z103 MeJjidasiaHa UM 3TONO03U/1a, 6-MepKaNTONYpPHH
Y HauJIydllasi Tepanus nojjep>kku. Ho nepBeiM fiesioM s
paccMaTpHUBal BO3MOXXHOCTb BKJIIOUEHMs MalMeHTa B
KJIMHWYEeCKHe UCCJe[0BaHusl, TPOBOJMMble He TOJIbKO B
WHCTUTYTE, HO U B IPYT'UX JIeyeOHbIX yUpexAeHHUsIX Fopo/ia.

[Ipy OTCYTCTBHUH TaKOM BO3MOXKHOCTH OOCYXKJAeTcCs
11eJIeC000pa3HOCTh  HasHAyeHUsl  THUIOMETU/IMPYIOLINX
[penapaToB, NpPUMeHeHHe KOTOpbIX, Kak OblIO Ipo/je-
MOHCTPHUPOBAHO B MCC/Ie/JOBAaHUSX, NMeeT HEeCOMHEHHOe
MPEUMYILeCTBO IepeJ, LUTapabWHOM B MaJjbIX J03aXx U
CBSI3aHO CO 3HAYMMBbIM YJy4llleHHeM BbDKUBAEMOCTH Jlaxe
y Jiury ctapuie 75 JieT. [Ipy BbIGope JaHHOU OTLIUU 51 OpUEH-
TUPYIOCh NPEUMYIECTBEHHO Ha NPOTHO3MpyeMble BepOsiT-
HOCTb OTBeTa ¥ NPOOJKUTENBHOCTD KU3HU 60J1bHOTO. [10-
cleJHUH Te3HUC, KaK ObI 3TO CYPOBO HU 3By4aJsio, 00yCJIOBJIEH
COTPSDKEHHOCTBI0 3$GEKTUBHOCTH TUMOMETHUINPYIOLIUX
IpenapaToB C KOJHWYeCTBOM NPOBeJIEHHBIX KYpPCOB, YUCJIO
KOTOPBIX JIO/DKHO OBITh He MeHee 4-6, a Horga u 9. Uz
MIPOrHOCTHYECKUX (HAKTOPOB NMPHUHLMIIMAIBHOE 3HAaUYeHHe
JlUIsT MeHsl MMeeT yKa3aHue Ha He3d(eKTUBHOCTh paHee
MIPOBOAMMOM TepanuM, a TaK)Ke XapaKTep XPOMOCOMHBIX
abeppanui, npex/ie BCEro HaJM4Kle KOMILJIEKCHOTO U/WUJH
MOHOCOMHOT'0 KapHOTHIIA, NPU OOHApPYXKEHUH KOTOPBIX
BEPOSITHOCTD ycIleXa MUHUMaJIbHasl.

Bo Bcex ocTa/bHBIX Clay4yasX, a Take HNpu Head-
GEeKTUBHOCTH THUIIOMETUIUPYIOIIUX MpernapaToB BbIOOP
Tepanuu WHAMBUAyaseH. OnpepensomdM ¢$akTOpoM
SIBJISIETCS COBOKYIIHOCTb TaKUX MOKasaTeJel, kak oblie-
COMaTUYeCKUU cTaTyc 6OJIBHOTO, TOKa3aTeu nepudepu-
YeCKOW KpPOBH, KJIETOUHOCTb KOCTHOI'O MO3ra, XapaKTep
U TSKeCcTb UHQEKLHOHHBIX U reMopparuyeckux OCI0XK-
HEeHUH, 3aperucTpUpPOBaHHbIX BO BpeMsl NpeJliecTBYIO-
1Ilero JeyeHusl.

BMecTte ¢ TeM cieflyeT o6paTUTb BHUMaHHUe Ha Ps/
NepCrHeKTUBHbIX MOJIEKYJ, KOTOpble, KaK OXHJAeTcs,
MOTyT OKa3aTbcsl 3G PeKTUBHBIMU B CIy4yae HeyAauu I'u-
MOMeTU/IMpYIoLlel Tepallii B BU/Jle OTCYTCTBUS WJIH I10-
Tepu OTBETA. ITO PUTOCEPTUD, UHTUOUTOP CUTHAJIBHOTO
nyTy Ras, ¥ 3Ha3uAeHU6, UHTUOUTOP MyTanuu reHa IDH2.
JHa3uAeHuO, TabJIeTUPOBAHHBIN NMpenapaT, 3aperucTpu-
poBaHHbIN FDA s jiedeHUs GOJIbHBIX C peluUBaMu
u pe3ucteHTHbIM OMJI, npoeMOHCTPUPOBaJ BbICOKYIO
TepaneBTUYECKYI0 aKTUBHOCTb U y 60JibHbIX M/IC ¢ u3s-
OBbITOYHBIM COJZlep>KaHeM GJIaCTHBIX KJIETOK.

20. Hacko/sibko BO3MOXEH MPOrHo3
aghheKTUBHOCTU TEPANUU, HAZHAYAEMOH
60/1bHbiM MAC Bbicokoro pucka?

EBrenuii AjiekcaHZJpOBUY, €CJI1 JAKOHUYHO OTBETUTh
Ha 33/lJaHHbIi BamMu Bompoc, TO OH MOXET ObIThb TaKHUM:
3TO KpalHe HebJ1arogapHoe Jieso!
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Xopouro u3BecTHO, 4To aioTI'CK mo cBoel adpdek-
TUBHOCTU NIPEBOCXOJUT BCe Jpyrve MeTOAbl JeueHUs
6osbHBIX M/IC U paccMaTpuBaeTCs B HACTOsILee BpeMs
KaK eJIMHCTBEHHbIH MeToJ M3JiedeHUs. bbljio Takxke He-
OJIHOKpATHO MPOJIeMOHCTPUPOBAHO, YTO BbIXKMBAEMOCTh
nocjle MHTEHCUBHOW XUMHOTepaluu Bblllle, YyeM IpHU
Ha3HauYeHUH FMIIOMEeTH/IMPYIOLMX NpenapaToB, a MaJible
Jl03bl [[UTApabuHa, B CBOI0 OYepe/ib, YCTYMAIT 5-a3alu-
TUJWHY U JelUTaOuHY.

B To ke BpeMsl Mbl 3HaeM U Jpyrue JaHHble JiMTe-
paTypbl 0 TOM, YTO JOJIFOCPOYHble Pe3y/bTaThbl MOCJe
aoTICK y GosbHbix M/ZIC ¢ He6GJAaronpuUsTHBIMU
xpoMocoMHbIMY, IPSS-R 1 BO3-BapuaHTaMu xyxe, 4eM y
60JILHBIX C 60Jiee 6J1arONPUATHBIM MOPPOJIOTUIECKUM U
LIUTOreHeTUYeCKUM NporHo3oM. boJsiee Toro, y u1 crap-
mero Bo3pacTa 3PpQPEeKTHUBHOCTb THUIIOMETUIUPYIOMIUX
npenapaToB MOXeT ObITh CONIOCTaBUMa C pe3y/bTaTaMu
BBICOKOZ03HOM xuMuoTepanuu u auioTT'CK no npuyrne
VX TOKCUYHOCTH U, KaK CJ1e/ICTBHUE, BBICOKOW CMEPTHOCTH.

CnoxuBasicss cuTyauuss o6GycjoBJieHa He TOJIbKO
BBIpaKEHHON Ouosiorndyeckoi reteporeHHoctbio M/IC
y GOJIbHBIX, BKJIIOYEHHBIX B TO UJIM UHOE HCC/e/loBaHUeE.
[IporHo3upys 3¢ PeKTUBHOCTL JiedeHUs: 60bHBIX M/IC
BBICOKOI'0 PHCKa, Mbl OPUEHTHUPOBAHbI NIpex/e BCero Ha
dakTophl, CBsA3aHHbIe C 60JIbHBIM (BO3pacT, cOMaTHue-
CKUU CTaTyC, HAJIU4YHe CONMYTCTBYIOIIUX 3a60€BaHUN) U
6oJie3HbI0 (BapuaHT Mo kJyaccupukanuu BO3, xapaktep
MOJIEKYJIIPHO-TeHETUYECKUX abeppanuii), omnpenes-
eMble Iepesi Ha3HaueHHeM JedyeHus.. Ho Mbl mopoil He
NpUHUMaeM B pacyeT NMPOrHoCcTHYecKHe GpaKTOphl MOCT-
peMUCCHOHHOIO neproza. M B JaHHOM ciydae s UMeEIO
B BUJY HE CTOJIbKO 06b€éM MHUHHMAJbHOW OCTATOYHOM
60JIe3HH, CKOJIbKO MHTEHCHBHOCTb, XapaKTep, CPOK Ha-
yaja W [JJINTEJbHOCTb IOCTPEMHUCCHOHHOW Tepamnuy,
KOTOpble TaK)Ke He0OX0JMMO pacCMaTpHUBaTh B KaueCcTBe
dbakTOpOB NpoOrHo3a.

Xopo11o U3BeCTHO BJIHSHUE 5-a3aljUTHMHA U TPaHC-
by3uit JOHOPCKUX TUMPOIUTOB, HA3HAYAEMbIX C TPEBEH-
TUBHOM LleJIbl0 B MIOCTTPaHCIJIAaHTALMOHHBIN Mepuoj, Ha
JUITUTEbHOCTDb 6e3pelUIMBHOM U 0011lel BBIXKMBAEMOCTH.
CoOCTBEHHBIN OMBIT CBUAETENBCTBYET O HEOOXOJUMOCTH
NPOJIOJ/>KEHUsI TUIIOMEeTHIMPYIOLel Tepanuy, axe ecau
MOJIHAsA PEMUCCHUS JIUTCA B TedeHHe 2 JieT. ITO BIIOJIHE
00'bSICHUMO, €C/IM NPUHATH BO BHUMaHue TOT QaKT, YTO
nosiHasg apagukanus M/C-kJjoHa, Guosioruyeckuil ¢e-
HOTHUIl KJIETOK KOTOPOrO NPUHLMMHAIBHO OTJIHYAeTCs
oT ¢eHoTHUNa KJeTOK 60sbHbIXx M/IC HU3KOTO PHCK3,
NpaKTUYeCKH HEBO3MOXKHA.

TakuMm o6pasoM, Mbl ¢ BaMu MoAoII/IN K BBIBOAY O
TOM, YTO NPOrHo3upoBaHue 3GPEeKTUBHOCTU Tepanuu
60sibHBIX M/IC BBICOKOTO pHUCKA — JUHAMUYECKUU MPO-
1[ecc, OCHOBAaHHBIN Ha PeryJsipHOM aHaJ/IU3e [oKa3aTeJel,
OTPaXKAIIIUX COCTOSIHME OGOJIbHOTO W CTaTyC 6OJIe3HH,
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a TakXe aJleKBaTHOCTb BbIGOpa U CBOEBPEMEHHOCTb
HasHaueHUsl Tepaluud B MNOCTPEMUCCUOHHBIA INEePHUOL.
He ucksroyar, 4To NpUMeHeHHe B MOCTPEMUCCUOHHBIN
Mepuosi MOHOKJOHa/IbHBIX aHTU-CD33-anturten (rem-
Ty3yMab 030TaMHUILIMH) HU/UJI1 HOBBIX TapreTHBIX Npermna-
paTtoB (3Ha3uAeHUO, pUrocepTud, MUJAOCTAYPUH) OyIeT
obecneynBaTh 6oJiee KECTKUN KOHTPOJIb HaJ, KJIETKaMHU
MaTOJIOrMYECKOT0 KJIOHA, NPENsATCTBOBATh KJIOHAJbHOU
3BOJIIOLIMM M TeM CaMbIM CNOCOGCTBOBATb 3HAYHMMOMY
YJAy4IIeHUI0 TOKa3aTesJeld BbDKUBAEMOCTH Y 60JIbHBIX
M/IC BbICOKOTO pHUCKa.

21. He Mory He 3a40Tb 3AK/TIOYUTE/TbHbI
BOIMpPOC, CBSI3AHHbINA C BbIXO4OM B CBET
3-ro usgaHuns Kraccughukayum oryxosien
KPOBETBOPHOM U JINMPON[HON TKAHEN
BO3 2017 r. Yro nsmeHuns10cb B pasgese
«Munenogucnnacrndyeckne CUMHAPOMbI»?

W3mMeHuICs, Ipex/ie Bcero, noAxo/ K GopMyinpoBKe
Juar"osa. Ternepb y>xke HET MPUBBIYHOTIO /IJIs1 HAC aKLeHTa
Ha pedpaKkTepHY0 aHEMUIO U LIUTONEHMI0. B yacTHOCTH,
HaM Tellepb peKoMeHJo0BaHbl TepMuHbl «M/JIC c ofHO-
pocTkoBo aucmiasueit», «MJIC ¢ U36BITKOM GJIACTHBIX
KJeTok» U T. A. CieflyeT coryiacuThCsl, YTO B 3TOM €CThb
paloHa/lIbHOE 3ePHO: TSXEeCTb U NMPOrHo3 3a60JIeBaHUs
ompeiesisieT He TOJIbKO aHEeMUs, HO U HeUTporneHus u/
WU TpoMbouuToneHus. bosee Toro, AUcnaasusa KiIeToOK
OJIHOTO W3 MHEJIOMJHBbIX POCTKOB He BCerja COINpOBO-
»K/JJaeTCsl COOTBETCTBYIOIIUM CHIMKEHHEM MOKasaTeJel
KpOBH.

YTo e KacaeTcsl NPUHLUIIHAIbHBIX U3MEHEHUH, TO 5
Obl BbIJIeJINJI CIe/iyIolie TPH.

1. He pekoMeHJOBaH IepecyeT COJep:KaHUs
6J1aCTHBIX KJIETOK B KOCTHOM MO3Te Ha He-
3pPUTPOU/IHbIE 3JIEMEHTHI, €C/1M 00beM KJIETOK
3pUTPOUIHOTO pocTKa npeBbiaeT 50 %.

2. HepekoMeHJ0BaHO OPUEHTUPOBATHCS HAa Pe3YJib-
TaThl FISH u cekBeHUpOBaHus4 AJ15 BepuPuKanuu
M/IC B 3aTpyAHUTEJIbHBIX CIyYasiX.

3. [JwuarHo3 «M/IC c wu30/JMpPOBAaHHOUN [Jeseluein
JUIMHHOTO IJIeya XpOMOCOMBbI 5» Jl0oNycKaeT Ha-
Jin4ue elje OJHOW XPOMOCOMHOM abeppaluu, 3a
HCKJ/II0YeHHeM 0JIOMOK XpOMOCOMBI 7.

He MeHee BaXHBIM INpeJCTaBJsAETCS paclIMpeHUe
CIHCKA MOJIEKYJISIPHO-TeHETUYECKUX abeppanui, wuc-
M0JIb3YeMbIX JJIs1 JIMAarHOCTUKHU OT/e/IbHbIX BapHaHTOB
M/IC. TlpexcraBssieTcss BO3MOXHBIM BepuUIIMPOBATH
oauH u3 BapuaHToB M/IC € KOJIbIIEBBIMU CUIEPOGIACTAMU
B c/ly4ae oGHapyKeHUs1 MyTauuu reHa SF3B1, naxe eciau
KOJINYECTBO KOJIbIIEBBIX CU/eP06JIaCTOB U He JJOCTUTaeT
MOTPaHUYHOTO ypoBHs 15 %.




