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KPUTEPUU JUATHOCTHUKHU U COBPEMEHHBIE METOJAbI JIEYEHUSA

NEPBUYHOI'O MUEJTO®UBPO3A

Pe3iome. Tlepsuunbiii muenopuodpos (IIMD) —
penkoe 3a00eBaHNe, YUCIO BHEPBbIE BBISIBICHHBIX
OOJIbHBIX KOTOPBIM B TOJl COCTaBJIseT MPUOIU3U-
teapHO 1 : 100000 Hacenenusi. CHHOHUMBI, paHee
MIPUMEHSIBIIINECS JIJISI ONMCAaHUs JaHHOTO 3a00JIeBa-
HUsI: arHOTeHHAss MUCJIOW THAsI MeTaruia3usi, XpOHH-
YEeCKUM uauonaru4eckuii Muenopuopos, ocTeomMu-
enoubpo3, cyoneikeMuieCcKuii MUeI03.

[Tarorenetnuecku [IM® mnpencrasiaser coboit
3a00J€BaHNe KOCTHOTO MO3Ta, MPH KOTOPOM IPOJTH-
(depanmsi MOTOMKOB TpaHC(POPMHPOBAHHBIX TE€MO-
MMOATUYECKUX CTBOJIOBBIX KJIETOK MPUBOAUT K (u-
Opo3y U 3aMELIEHUIO AESATEIBHOr0 KOCTHOIO MO3ra
BOJIOKHAMU KOJIJIareHa.

B nocnennue rogapl JOCTUTHYTHI 3HAYUTEIbHBIC
yCIexu B pacmn(poBKE MOJIEKYISIPHO-TEHETHYE-

CKuX MexaHu3MOB [IM®, 4yTO MO3BOJMJIO CO31aTh
HOBBIH KJIacc JICKApCTBEHHBIX MpenaparoB, o0naa-
FOIIUX TTATOTEHETUYECKUM JIEHCTBUEM.

B Hacrosimieli crarbe NPEACTABIEH CUCTEMAaTH-
3UPOBAaHHBIN, C Y4EOM IIOCIECIHUX CBENCHUU O Me-
XaHU3Max Pa3BUTHUS 3a00JICBaHUS U TCPMHUHOJIOTHH,
alrOPUTM BejieHUsI OOJBHBIX C MEPBUYHBIM MHUEIIO-
(bubpo30M, BKIIOUAIONMIMI OMHCAHUE BCEX DTAroB
€ro TUarHOCTUKU U Teparuu.

Knrouegvle cnoea: mepBUYHBIA  MHenodH-
0po3, ocrteomuenopudpo3, CyOIeHKEMUYSCKUMA
MHEJI03, aJITOPUTM, HHICUOUTOPHI  SIHYCKHHA3,
PYKCOJIIMTUHHO.
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Abstract. Primary myelofibrosis (PF) is rare
disease with newly incidence about 1 : 100000
inhabitants per year. The names for primary
myelofibrosis used before were agnogenic
myeloid metaplasia, chronic idiopathic metaplasia,
osteomyelofibrosis, subleukemic myelosis.

Pathogenesis of PF consisted of bone marrow
disorder in which stem cells progenitors proliferation
result to fibrosis and substitution active bone marrow
with collagen fibers.

In recent years, significant progress was reached
in the molecular and genetic mechanisms of PF

decoding, which allow invention a new class of
targeted drugs that have pathogenic effects.

This article presents algorithm of PF patients
management, based on modern information about
disease development and therminology. This
algorithm includes description of all stages PF
diagnosis and treatment.

Keywords: primary myelofibrosis,
osteomyelofibrosis, subleukemic myelosis,
algorithm, janus kinase inhibitors, ruxolitinib.

BBEJAEHUE

[TepBuunselii Muenoduodpos (IIMD) npeacranmns-
eT co0oil ormyxoJieBoe 3a00I€BaHIE KOCTHOTO MO3-
ra, Ipyu KOTOPOM Tpoiudepanus MOTOMKOB TPaHC-
(OPMHUPOBAHHBIX TEMOITOPTHYECKUX CTBOJIOBBIX
KJIETOK MPUBOAMUT K (UOPO3y M 3aMEIICHHIO Jesi-
TEJIbHOTO KOCTHOT'O MO3Ta BOJIOKHAMH KOJUIareHa.
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CUHOHUMBI, paHee TPUMEHSBIIIUECS ISl OnUca-
HHSl JAHHOTO 3a00JICBaHMS: arHOTCHHAas MHUEIIOW/I-
Has MeETAaIula3us, XPOHUYECKUU HIMONATHYECKUI
muenogudpos, ocreomuenopudpos, cyoOneiikemu-
YeCKHU MHUEJIO3, B 3apyOeKHOM JIUTEeparype HHOTIa
Takke Ha3piBaeTcs O0ojie3nbio Heuck-Assmann [93].
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Hcropusa uszydenus I1IM® Bener cBoe Hadayio
OT OMHUCaHUA JIBYX CIy4YaeB «JICUKEeMHH CO CTpaH-
HBIM KOCTHBIM MO3TOM», KOoTophle B 1879 1. man
Gustav Heuck [36]. B 1907 r. Herbert Assmann
BIIEpBBIE TNPUMEHWJI TEPMUH OCTEOCKIIepo3 [46].
BriepBrle B CaMOCTOSTENIBHYIO HO30JOTHYECKYIO
dbopmy  muenmonposudepaTUBHOTO  3a00JIeBaHUS
B 1951 r. mox Ha3BaHWEM MAMOTNATHYECKAsl WA ar-
HOTCHHHAasI MUEJIOW/IHASI METarula3usl €ro BbIJICIIHI
William Dameshek [25]. B nmocnenyromem 3a6oie-
BaHUE C JICHKOIIUTO30M, CTUICHOMEeTaue u (puopo-
30M KOCTHOTO MO3Ta OIHCHIBAJIOCh W HA3BIBAIIOCH
B pa3HBIX CTpaHaX KaK MEPBUYHBINA OCTEOCKIICPO3/
ocreomMuesiopudpo3, arHOreHHAss MUEIOWIHAS Me-
Tariasus, XpOHUYECKUH HIUOMATHYCCKUN MHUEIO-
hubpo3, ocreomuenopudbpos, cyodIeHKkeMUUeCKUi
muenos [1, 3, 4, 46, 93]. B oTreuecTBeHHOM TUTEpa-
Type MCTIOJIB30BAJICA TAKKE TEPMUH CyOneiikeMuye-
CKUHM MMEJ03, NONYEPKUBABIINN MPUPONY IIPOHC-
XOXKJICHUs 3a00JIeBaHUsI U BEPOSITHOCTH OJIACTHOMU
Tpancopmanmu [3, 5]. UsydyeHne XpoHHUYECKHUX
MUETONpoIu(epaTUBHBIX 3a00JIE€BaHUN  SIBISCTCS
TMIOCTOSTHHOM TEMOM HAy4HBIX MCCIIEOBAaHUU B Poc-
CHUICKOM Hay4YHO-MCCJIEAOBATEIIHCKOM HWHCTHUTYTE
reMaTtoJioruu u Tpancdysuonoruu. B 1985 r. Oputn
pa3paboransl yTBepxkaeHHble MunzapaBom CCCP
MeTonn4ecKkrne pekoMeHaannu «Junddepennmans-
Hasl JUarHOCTHKa UAUOIATHYECKOro Muenopuoposa
U XpOHUYECKOTO Muenoneriko3a» [1]. B 2011 . 3a-
IIWIIEeHA JTOKTOpCKas auccepranus Ha TeMy «Pomb
IIUTOTEHETUYECKUX W MOJICKYJSAPHBIX HCCIE0Ba-
HUH B JIUArHOCTHUKE W TEpalvy MHUEJIOUIHBIX He-
orazuit» [6].

[TepBuunsblit Muenopudbpos (IIMP) — penkoe
3a00JIeBaHUE, YUCJIO BIIEPBBIC BBHISBIICHHBIX OOJIb-
HBIX KOTOPBIM B TOJ COCTAaBIISICT MPUOTUZUTEIHHO
1 : 100000 nacenenwus.

CooTHoIIIEHHE KEHITUHBI: MY>KUYUHBI COCTABIISIET
2 : 1; MenuaHa Bo3pacTta Ha MOMEHT 3a00JIeBaHUS
61,8 ner. Ilpu anHanuze AecATUICTHEW AUHAMHUKU
3abonmeBaemoctu B CankTt-lleTepOypre exxeromnas
nepBuyHas 3abosieBaeMOCTh Konebamack ot 0,72
1o 1,56 u coctaBuna B cpenneM 1,06 ma 100000 Ha-
cenenus B rojl. B CIIIA exxerojHas 3a0071€Ba€MOCTh
cocrtaBiieT 1,46 : 100000 HacejleHHA C IHUKOM 3a-
OoneBaemMocTH B Bo3pacte 60—70 jeT, COOTHOIIICHUE
1Mo 1oJly (PKEHIIMHBI/MY>KYWHBI) cocTaBiseTr 1,63;
TIPY 3TOM TIPY CTAaHIAPTU3AIMH TI0 BO3PACTY TOJIO-
BBIX pa3Inuuii He ObLIO ToJTy4YeHo [52].

Ilatorenetnuecku [IM® mnpencraBisieTr coOoi
KJIOHAIBHBIN MHenonponudepaTuBHbIN  Mpolece,
pa3BUBAIOLIMICS B pE3ylbTaTe 3JI0KaueCTBEHHOM
TpanchopMaIy B paHHUX T€MOTIO3THYECKHUX TTPeI-
MIECTBEHHHUKAX C HAPYIICHUEM KIIETOYHBIX CUTHAb-

HBIX ITyT€H, peryIupyroNIuX KIETOYHbIN pOCT, aKTH-
BaIMIo, 1M GEepeHITUPOBKY, AATE3HUIO U aronTo3 [4].
XapakTepHbIM Il 3HaUUTeNNbHOM (2550 %) yactu
60sbHBIX [IM® siBrIsIeTCS BBIIBICHUE TOYCUHON My-
TalliM B IT€HE SIHYCKMHAa3bl PELENTOpa SPUTPOIIO3-
tnHa JAK2V617F.

Menuana BepxnBaeMocTd npu [IIM® cocrasnser
OKOJIO 6 JIET, HO MOXET KOJIe0aThCsl OT HECKOIbKHUX
MECSILIEB JO MHOT'HX JIeT. 3a001€BaHKEe 4acTO OCJIOXK-
HsI€TCsl IpOorpeccupytolleii aHeMuel, BIpaKeHHOU
CIUICHOMETaJINeHl C MPUCOEAWHEHUEM CHUMIITOMOB
OIlyXOJIeBOM HMHTOKcuKauuu. IIpwumHamm cmeprtu
OONBHBIX MOTYT OBITH OylacTHasi TpaHcgoOpMalus
(oxomno 20 % ciyyaeB), porpeccupoBaHue 3adoie-
BaHUS C TNTyOOKOI LIUTONEHUEH U OCIIOKHEHHUS CBsl-
3aHHBIE C TpOMOO3aMH, TOPTAIBHOMN THIIEPTEH3UEH
C pa3BUTHEM KpoBoTeueHUH, nHpekmuu [20, 50].

[Ipumensiromasicss B HacTOsIIIIee BpeMsl Tepamnusl,
KakK IMpaBWIO, HE NPUBOAUT K IPOIJICHUIO >KU3HH.
EnvHCTBEHHBIN paguKaJIbHBIA METO, NOTEHIINAIIb-
HO MOTYUIUMH NPHUBECTH K W3JICUCHHIO,— aJJIOreH-
Hasl TPAHCIUIAHTALMSI KOCTHOTO MO3ra (reéMOmo3TH-
YECKUX CTBOJIOBBIX KJIETOK) UMEET OrpaHUYCHHBbIC
BO3MOYKHOCTH TIPUMEHEHHUS B CBSI3U C BBICOKOU
JIETAIBHOCTBIO U MPOOIeMaMHU, CBA3aHHBIMHU C IIPHU-
JKUBJICHUEM TpaHCIUIAHTaTa IpU MOPaXKEeHUU CTPO-
MbI KOCTHOTO MO3ra PeLUIIUeHTA.

B nmocnennue roapl JOCTUTHYTHI 3HAYUTEIbHBIS
ycrexu B pacmu@poBKe MOJICKYJISIPHO-TEHETHYE-
CKuX MexaHu3MoB [IM®, 4TO 1O3BOJMIIO CO34aTh
HOBBIN KJIaccC JIEKAPCTBEHHBIX Mpenaparos, oOnaaa-
FOIIMX MaTOr€HETUYECKUM JAeHCTBUEM.

Ilenpio coBpemenHoil Tepanuu [IM®D saBusgeT-
Cs CIEp>KMBaHUE MPOTPECCHUPOBAHUS 3a00JIeBaHUSA
U KYIIUPOBAaHUE €r0 CUMIITOMOB C YJIy4YIlIEHHEM Ka-
YecTBa KU3HU OOJTBHBIX. Pe3ynbTaThl KIMHUYECKUX
HCCIIEIOBAaHM 110 MPUMEHEHUI0 UHTMOUTOPOB SIHY-
CKHMHAa3 MOKa3aJIM BBICOKYIO 3((PEKTUBHOCTH B pe-
JTYyKIMU OIyXOJIEBOTO KJIOHA M TPOSIBICHUN 3a00-
JIEBAHUS C YAOBJIETBOPUTEIbHON MEPEHOCUMOCTBIO
1 6e30I1aCHOCTBIO.

AnekBaTHasi TUarHOCTUKA U PETYISIPHBIA KOH-
TPOJIb JIEYEHUS C IMOMOIIBIO KIIMHUYECKUX, MOPQO-
JIOTUYECKUX, IIUTOTE€HETUYECKUX M MOJIEKYJISIPHO-
FEHETUYECKUX METOJ0B HCCIIEIOBAHUS SIBISIETCS
00s13aTeIbHBIM yCIOBUEM IPABHJILHOTO MPOTHO3U-
pOBaHMS TEUCHUS 3a00JICBaHUS U JIOCTIDKCHUS MaK-
cuMasbHOM 3¢ pexTuBHOCTH Tepanuu. B HacTosmee
BpeMsl B OTE€UECTBEHHON KIMHUYECKOH MpaKTHUKE
OTCYTCTBYIOT OOILIENPUHSATHIE CTaHAAPTHI JAHArHO-
CTUKH U jedeHus [IMO.

[Ipu Hanucanum AaHHOW pabOTHI HMCIOJIB30BA-
JIUCh PE3YIbTaThl MCCIEAOBAHUN OTEYECTBEHHBIX
U 3apyOeKHBIX aBTOPOB. Takke OBUI TIpOaHaIN3H-
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POBaH OMBIT THATHOCTUKH U JiedeHus 315 O0mbHBIX
MEePBUYHBIM  MHUEIOPUOPO30M, HAOIIOAAIOIIUXCS
B PoccuiickoM Hay4yHO-HCCIeA0BaTeIbCKOM MHCTH-
TyT€ TeMaTOJIOTHH U TPaHC(]PY3HUOJIOTUH.

B nanHOM Tpyne mnpeacTaBi€H ajJrOpUTM JUa-
THOCTHKHA W Tepanuu OonbHBIX [IM®D, ¢ yuerom
MOCIICTHUX JTOCTHKEHUH (yHIaMEHTAIbHBIX HC-
CJIEJOBAHWM M KIWHWYECKOUW TNpakTuKu. B ocHoBe
€ro Jjexar COOCTBEHHbIH MHOTOJIETHUI ONBIT Be-

neHust oonbHbIX [IM®, nocnenHue pekoMeH1anuu
EBpornelickoii opranu3anyy 1o JICYEHHUIO JEUKO30B
(ELN) u HamuoHanpHONW OHKOJIOTHUYECKOW CETH
(NCCN) CIHIA. B HeMm Takke OCBEIIaI0TCsl BOIPO-
Cbl, CBsI3aHHBIE C aJICKBaTHBIM HCIOJIb30BaHUEM
paziauuHbIX MeToAoB JjeueHust [IM® c uenpro 1mo-
BBIIIICHHS KaueCTBA KU3HU OOJBHBIX U YBEITUUCHUS
NPOAOJKUTEIBHOCTH KU3HU UX COLHAIIBHOU U TPY-
JI0BOM peaduIuTaIuu.

ITUOJIOT'USA U ITATOI'EHE3

Otnonorus 3aboneBaHus 10 CHX IOp HE ycTa-
HOBJICHA, BEAYIIEH TUITOTE30H SIBISIETCS TTOJTUITHO-
JIOTUYHBIN XapakTep BOSHUKHOBEHHUS 3a00JIeBaHUs,
TJIe TIPENPACIIOIOKEHHOCTh K OOJIC3HH peainu3yeTcs
10/1 BO3JCHCTBUEM BHEITHUX (DAKTOPOB, MOBPEXKAa-
HOIMNX I'eHOM HOpMaHBHOﬁ KJICTKHU U IIPUBOIAIIUX
K €€ 3JI0KaueCTBEHHOU TpaHcdopmartuu [45, 59, 82].

MOJIEKYIIAPHO-I'EHETHYECKHE
MEXAHHU3MbI CTAHOBJIEHHUA
U PA3BUTHA BOJIE3HH

IlepBoHauanbHass MyTalus, NPUBOAAILAS K Ma-
nurauzanuu npu [IM® nenspecTHa, XOTs OONBITHH-
CTBO OOJBHBIX MMEIOT TOYEUHYIO MYTAIHMIO B I'€HE
KuHa3bI-TIepenaranka curaana (JAK?2) ¢ penenropa
SPUTPONOITHUHA, Y MEHBILIETO KOJIWYECTBA NallUEH-
TOB MOXKHO BBISIBUTH MyTalnu B reHax MPL, LNK,
CBL, TET2, ASXLI, IDH, IKZF1, EZH2. Jlanusbie
MYyTallMU HE SIBISIOTCSA CTPOro CIeUM(PUUHBIMU IS
[IM® u uMeroT BTOPUYHBIN I'€HE3 B LIENU ['€HETHU-
YeCKuX COOBITHI. BEepOsSTHBIM MOJICKYJISIPHO-TCHE-
THYECKHUM MEXaHM3MOM pa3BHUTHS OOJE3HH MOTYT
ObITh akTuBanus JAK?2 kuHa3bl, MyTalus B reHe pe-
nenropa TpomoonodtnHa MPL u moreps GpyHKInm
rena LNK Genka SH2B3, uHrubupyroiero akTuB-

HOCTh JAK?2.

Janus activity kinase type 2 (JAK2) sBusiercs
MpeJICTAaBUTENIEM CeMelCcTBa HEpEelenTOPHBIX TH-
po3uHKHHA3. JlaHHBIE MOJEKYNbl COAEpKaT OKOJIO
1100 amuHOKkucIOT ¢ oOmiei Maccoi 120-140xk/la
(puc. 1). CTpyKTypHO OHH COCTOSIT U3 CEMHU TOMOJIO-
TUYHBIX YYaCTKOB, (POPMHUPYIOIIMX YETHIPE JTOMCHA:
kuHa3Hb (JH1), mceBmokmuaszueiii (JH2), momen
¢ romonoruei Sarc onkob6enka (SH2), FERM nomen
[101]. IlepBerit nomen (JH1) ¢ yrmmeBogHOTro OKOH-
YaHUST MOJICKYIbI SBISCTCS TUITUYHOW TUPO3UHKH-
Ha30i ¢ KaTaJIMTHYECKON aKTUBHOCTHIO W OYEHB
CXOK C KaTaJUTUYECKUM JTOMEHOM THPO3HMHKHHA3
SMUJESPMAITHFHOTO POCTOBOTO (DaKkTOpa, CIeIYIONTHMA
nomeH (JH2) cTpyKTypHO MOX0K HAa TUPO3UHKUHA3-
HBII JOMEH, HO JIMIIEH KaTaJUuTUYE€CKON aKTHUBHO-
CTH W BBITIOJTHSCT PEryISATOPHBIE (DYHKIIMH aKTHB-
HOocTH [30]. OTa 0COOCHHOCTH B BUJIC ABYX ITOXOXKHUX
YY4acTKOB Jjajla Ha3BaHUE BCEMY CEMEWCTBY, MTOCBSI-
IIEHHOE JIPEBHEPUMCKOMY Oory SIHycCy, HMEeBIIeMY
nBa nuna. SH2 nomen obrerdaeT cBA3bIBaHUE JPY-
rux 6enkoB ¢ JAK, nomen FERM, pacnonoxkeHHBIH
C aMHHOKHCJIOTHOTO OKOHYAaHUSI MOJICKYJIbI, M B3a-
HMOJICHCTBYET ¢ TpPaHCMEMOpPaHHBIMU OCITKaMU —
perenTopaMu HEKOTOPBIX ITUTOKHHOB, PETYIHPYS
aktuBHOCTH JAK-KknHa3w! [23, 102].

JH7  JH6 JH5|JH3 JH2 JH1
— i { } l l
Amino SH2 ?’seudokinase Kinase Carboxyl
terminus terminus
5336
JAK?2 ex0n12 otk
exonl4

MYTaLln

Pucynox 1.
Cmpyxkmypa JAK2 u mecmo moueunvix mymauyuii,
oobycnoenusarouux e2o Hezagucumyto akmusavuio [23, 101].
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Bnepsble sHYyCKMHA3bl BO3HUKAIOT y IIPUMUTHUB-

KOJUPYIOIIUX COOTBETCTBYIOIIUE 66J’IKI/I, " y4acCTue

HBIX XOpPAOBBIX. VY MIEKONMTAIIUX CEMEUCTBO | B CUTHAJILHBIX OYTAX KOHKPCTHBIX HUTOKWHOB IIPpHU-

SAHYCKHHA3 IIPCACTABJICHO YCTbIPbMA OeIKaMHu: BCACHBI B mabn. 1.
JAK1, JAK2, JAK3 u TYK?2. Jlokanu3aius reHoB,
Tabnuya 1.
Jlokanuzauusa 2eHo6 u cuzHaibHble NYMU WUMOKUHOG C yuacmuem aHyckunas [43, 101]
HaumeHoBaHMe Jlokanusauusa reHOB _ .
AHYCKMHO3M | (XpOMOCOMa/nneuo/yuacrox) LIMTOKMHBI, B3AMMOAEHCTBYIOLLME C SHYCKUHA30M
nn-1, UnN-4, Nn-6, UN-7, UN-9, UN-11, UN-15, NUN1-21, onkocratmu M,
JAK1 1p31.3 daktop MHrMbupyiowmi nerikemuto (LIF), umnmapHsii HeltTpoTpoduueckmin
$akrop (CNF), I-KCDP, untepdpepoHsi
UN-3, UN1-6, UN-11, onkoctratun M, daktop MHIMBUpPYIoWMiA nelikemuio
JAK2 9024 (LIF), umnmaphbii HerTpoTpodbuueckuin baktop (CNF), uutepdepoH-ramma
P ropMOHOMNOAOGHLIE LUTOKMHBI (3PUTPONOITUH, FOPMOH POCTQ,
NponakT1H, TPOMBONO3THH)
JAK3 19p13.1 Un-1, UN-4, UN-76 UN-9, NN-15, UN-21
TYK2 19p13.2 NN-12, 6akTepranbHbie AMNONOAMCAXAPUAI

Ha xierouHoM ypoBHE SIHyCKMHa3bl pacroJjiara-
FOTCSI B LIUTO30JI€ U JIOKAJIU30BAaHBI PSIAOM C JHIO-
COMaMHU M KJIETOYHON MeMOpaHOW BOIM3M IUTOKH-
HOBBIX PELENTOPOB. bellkn ceMelcTBa sIHyCKHHA3
y4acTBYIOT B PEryJsIIMM MHOTUX IpoueccoB. On-
HUM U3 HauOoJiee 3HAYMMBIX SBIETCS Iepenada
LUTOKMHOBOIO CHUTHAJIa B SIAPO C ILENBIO CTUMY-
mauuu  nponudepaunn  nocpeactsom JAK-STAT
CHUTHAJILHOTO IyTH, CXEMAaTHUYHO MPEICTaBICHHOTO
Ha puc.2. Ilpu akTMBalMu IUTOKMHOBOTO peIIeTI-
TOpa MPOUCXOANT U3MEHEHHE ero KoH(popMalmoH-
HOH CTPYKTYpbI, KOTOPOE BBI3BIBAET ayTO- W/WIHU
Tpanchochopuinpoanue n8yx JAK-kunasz. Any-
CKHHAa3bl, B CBOIO Oodepelb, (HoCchHOPIHPYIOT BHY-
TPUKJIETOYHYIO YacTh LUTOKWHOBOIO pelenTopa.
STAT-6enku cBsi3bIBaloTCs ¢ (HoCHOPUITMPOBAHHBI-
MM 4YacTSIMHU LUTOKMHOBBIX PELIENTOPOB, U TaKXKe,
dbochopunupyrorcss JAK-xunazamu. CBsizpiBaHUE
STAT-6enxoB ¢ (ochopom, mo3BojsieT UM 0bpa-
30BBIBaTh AKTHUBHBIC TUMEPHI, KOTOpbIE, TPOHUKAS
B SIZIPO, PETYIUPYIOT dKCIpeccuio TeHoB [71]. Cuu-
TaeTCs, YTO UMEHHO TaKOH IMyTh JICKUT B OCHOBE
Mepefayd CUrHajga OT PELENTOPOB IPUTPONOITH-
Ha W TpoMOomosTuHa nocpenctsoM JAK?2-knHazbI
B KJETKaxX-IpeliecTBeHHUKax muenomnoss3a [100]
1 00yCJIOBIMBAIOT OOUINI MAaTOTEHE3 XPOHUYECKUX
muenonponudeparuBabix BCR-ABL-HeraruBHBIX
3aboneBanuii (XMII3), u [IM®, B wactHOCTH [56].
OnHUM U3 KIIIOYEBBIX MOMEHTOB IIaTOTE€HE3a Ya-
CTO SIBJISIETCS BO3HMKHOBEHUE TOYEUHOW MyTalUU
B 1849 monoxenuu rena JAK2 B BUAe 3aMEHBI I'y-
aHMHA Ha TUMUH, (DeHWITaTaHWHA Ha BaJUH B KOZO-
He 617 perynsitopHoro nomena JH2-nceBnoknnasbl
6enka JAK?2, yTo mpUBOAUT K HE3aBUCHUMOU aKTH-
BallUM STHYCKHWHA3bl (OCHOPHIMPOBAHUS B OTCYT-
CTBHUE CTUMYJISILIUU PELIETITOPOB.

Cytokine

Q-
o

Receptor

T

H

(P)
T/
Stat —_

Cytoplasm

Pucynox 2.
Cxema JAK-STAT cucnanvnozo nymu [56, 101].

JlaHHBIC W3MEHCHHS TPHUBONAT K aKTHUBAIUU
JAK-STAT curnanbHOTO MyTH U yBEIUYEHUIO MPO-
nudepanuy MUEJIOMIHOIO pocTKa. MyTtaruu B re-
Hax TET2 (TET ¢epmenra, ydyacTByrOLIEro B mpe-
BpallleHUU S5-METUJIIIUTO3WHA B S-TUIAPOKCUMETHII-
unto3uH), ASXL1 (Heo6xoguMoro 1ist HopMaabHO-
O TEMOIIOAd3a M TOAABISIONIETO TPAHCKPHIIIINIO),
EZH2 (MetuntpaHcdepaza — cynpeccop OITyXOyH)
MPEAIOIOKUTEIBHO BHOCAT 3MUIC€HETUYECKUE Ha-
pyLIEHUs B PEryjslMIO TpaHCKpUniuu. MyTauuu
B rerax IDHI/IDH2 (mermagporenas wm3ouuTpara)
MPUBOIAT K OOpa3oBaHUIO 2-THAPOKCHUIIyTapara,
KOTOPBIH UTPaET POk IMIPOMOyTEpa MPOrpeccupoBa-
HUs 3a00J1€BaHUs.
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Knonansnast muenonpomudepanus npu [IMOD
COIIPOBO’KJIAETCSI BTOPUYHBIM BOCHAJICHUEM C W3-
MEHEHUSMH CTPOMBI KOCTHOTO MO3I'a U IaTOJIOruye-
CKOHM BBIPAOOTKOM ITUTOKUHOB. B pa3Butue mueno-
(bubpo3a, ocreockiieposa u anruorenesa npu [IMD
BOBJICUEHBI TpaHCHOPMUPYIOIIUH (aKTop pocTa
O6era muenonnHblx npenmectseHHUKOB (TGF-f),
pocToBoii (hakTOp BBIpabaTHIBaEMBIH TPOMOOIHUTA-
mu (PDGFR), n sHI0TenmManbHbIN COCYTUCThIN (ak-
top pocta (VEGF) [78]. Ilatonoruueckast BeipaboT-
Ka IUTOKMHOB, XEMOKHHOB WU METaJJIONPOTEHHA3
MOXXET y4aCTBOBAaTh B ITaTOJIOTHYECKOM MEKKIIe-
TOYHOM B3aUMOJICUCTBUM HEUTPOPHUIOB, MOHOIIH-
TOB U METaKapUOIIUTOB, IPUBOJIS K Beixoay CD34+
MHEJIOUIHBIX MPEIIIECTBEHHUKOB U 3HAO0TEIHAIb-
HBIX KJIETOK B NepudepuiecKyo KpoBb [22, 47, 70].
Konuenrpamuss mnpoBOCHATUTENbHBIX ITUTOKHHOB
npu [IM® TOBBIIIIEHA U MOXKET BBI3BIBATH CUMIITO-
MBI OITyXOJIEBOW HHTOKCHKAIIUM U Kaxekcuro. Kaxk
opuT0 mokaszano A. Tefferi et al. [86], moBeIICHHUE
ypoBHs uHtepneiikuaos IL-8, IL-10, IL-15, u skc-
npeccuu perentopoB k [L-2 cBsizaHo ¢ Oonee HU3-
KOH 00IIeil BBDKMBAEMOCTBIO W BBDKHBAEMOCTBIO
JIo OyacTHOM TpaHChOpMAIMH, YTO MOXKET OBIThH
CBSI3aHO Kak ¢ 6ojiee OBICTPOH KIOHATBHOHN BOITIO-
LHEH, TaK U C YXYALIEHUEM TEUEHHs COIyTCTBYIO-
mux 3a001€BaHUN.

Knunnueckoe Teuenue 3a001eBaHusl TECHO CBSI-
3aHO C ero naroreHe3oM. Ha nmepBoHayaiabHOM 3Ta-
Te pa3BUTHS TPOUCXOAUT OBICTPOE YBEIMYCHUE
OITyXOJIEBOM MAacChl, BO3HHKHOBEHHE CHMIITOMOB
OITyXOJIEBOW MHTOKCHKAILIMHM, CBSI3aHHOE C CEKpe-
HMeil LIUTOKUHOB. BBIXOJA MMENIOMAHBIX Mpelle-
CTBEHHHMKOB B NepU(PEpUUECKYI0 KPOBb MPUBOJIUT
K BO3HHMKHOBEHHIO DSKCTPAMEAYJUISIPHBIX OYaroB
KPOBETBOPEHUS B MEUYCHU U ceJie3eHKe. Jlehkonu-
TO3 U TPOMOOIIMTO3 MOTYT MPHUBOAUTH K HapyIle-
HUSIM MUKPOLMPKYJISALUN U Pa3BUTHIO TPOMOO30B.
I'emarocmiieHomeranus MOBBIIIAET JABICHUE B CH-

CTEME BOPOTHOU BEHBI C BO3MOKHOCTBIO Pa3BUTHS
CHHIpOMa MNOpTajJbHOM runepren3uu. Hapymie-
HUST MUKPOLUPKYJSIUAM NPUBOAAT K YXYALIEHUIO
CONYTCTBYIOILIEH IIaTOJOTMU, B MEPBYIO OudEpEdb
CEePACYHO-COCYAUCTRIX 3a0oieBaHnii. B manbHEl-
[IEM U3MEHEHHWsSI CTPOMBI KOCTHOTO MO3ra B BHJIE
¢pubpo3a m ocTeockiiepo3a MPUBOIAT K COKpaIle-
HUIO IUTallapMa KPOBETBOPEHMS U Pa3BUTHIO IH-
TONIEHUI: aHEMUU C KIMHUYECKUMHU NPOSIBICHUSIMU
aHEMHUYECKOI'O CUHAPOMA, JEUKONIEHUHU C yBeJInYe-
HHUEM pHUCKa WH(PEKIIMOHHBIX OCJIOXHEHHH, TPOM-
OOIIMTOIICHUN C BEPOSTHOCTHIO PA3BUTHS CIIOH-
TaHHBIX KPOBOTEYECHHUH, KOTOpPBIE, B OCOOEHHOCTH
W3 BApUKO3HO PACIIHPEHHBIX BEH NHUIIEBOAA, MOTYT
OBITH OMacHbI IS KU3HU. JlnurenbHas nponude-
palus OmyXoJeBOro KJIOHa MPUBOAUT K TPUOOpeTe-
HUIO JIOTIOJIHUTEIBHBIX MyTalluii U 00Jiee BHICOKOM
CTENEHN MalWurHu3anuu. JlaHHBI mporecc uMeeT
CJIeACTBHEM OJAaCTHYIO TpaHC(HOPMAIUIO U Pa3BU-
THE TePMUHAIBLHON cTaauu 3a0oeBaHusl — OyacT-
Horo kpu3a (BK) IIM®. O6m1as cxema TeueHus 3a-
OosieBaHMs TIpeJCTaBIEHA Ha puc. 3.

MepBOHa4anbHbIN KAOH

oy

ﬂpmostfeHme

Hapacranune

A Mcxoa B
ONyX0NeBOM MaccChl

[OMNOMHUTENBHbIX Muenodubpo:

MYT

‘umZ

OpraHOM‘eranMﬂ EIlaCTH+l7| Kpn3

Pucynox 3.
Cxema kaunuuecxkozo meuernus IM@.

JUATHOCTHUKA NIEPBUYHOI'O MUEJTO®PHUBPO3A

KIIMHHUYECKHUE IIPOABJIEHHA

Knuangeckass kapTUHa NpU TIEPBUYHOM MHE-
10¢pudpo3e XapaKTepU3yeTcsi MHOT00OpPa3HOCTHIO
MIPOSIBIICHUI, CBSI3AHHOW C HEOTHOPOJHOCTBHIO CUM-
NTOMOB W Pa3JIMYHON arpecCUBHOCTHIO TECUYCHUSI.
Hauanenslii nepuoz 601e3Hu y O0nbIIMHCTBA 00Tb-
HBIX MOYKET ITPOTEKATh MOCTEIICHHO HA MPOTSKEHUH
psina net. Hepeako npusnaku 3a0oneBanust oOHapy-
KUBAIOTCSI HEOXKMJIAHHO TIPU BBINOJHEHUU KIIMHU-
YEeCKOTO aHaIN3a KPOBH Ha MPO(HIAKTHUECKOM OC-
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MOTpE WJIY IO MOBOJY COMYTCTBYIOIIEH MaTOIOTHH.
Knunuueckue nposinenus [IM® He umeroT naror-
HOMOHWYHBIX CHMIITOMOB W CKJIAJBIBAIOTCSI U3 HE-
CKOJIBKUX CHHJIPOMOB [2—4]:

®  CHUHJPOM ONYXOJEBOM HWHTOKCHUKAIUA —
nporpeccupytomiasi ciadocTb, HE COOTBETCTBYIO-
11asl CTENICHN aHEMUH, CHIDKEHHE allleTuTa, moTeps
Beca, IMOTIUBOCTh, CcyOdeOpribHas TeMIieparypa,
00NN B KOCTSIX, CyCTaBaX, 3y[l KOXH, yXyIIICHHUE
TEUEHUsI COIYTCTBYIOIIMX 3a0osieBaHuid. [lpu-
3HaKd JaHHOTO CHHJPOMa MOXXHO BBISIBUTH MpH
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BHUMATEILHOM cOOpe aHamHe3a y OOJIBITMHCTBA
OOJILHBIX;

® CHUHIPOM OIlyXOJeBOH mponudepanuu —
00JI1 ¥ YyBCTBO TSKECTH B JIEBOM OOKY, CBS3aHHOE
C YBEIIMUYCHHUEM CEJIE3CHKH, KOTOPOE€ MOXKHO OIpe-
JeTTUTh TPHU TaJIbIIATOPHOM HCCIIEIOBaHUN Oosee
yeM y 90% 6onpHbIx [IM®. Hepenkum takxke sB-
JIA€TCS U YBEJIIMUYECHUE NIEUEHH, IIPU JUTUTEIbHOM Te-
YyeHUH 3a00JIeBaHUM Y OOJIBHBIX MOT'YT Tak)Ke pas-
BUBAThCS OYaru 3KCTpaMenyJUIIPHOIO KpOBETBOpE-
HUS U B IPYTHX OpraHax — JIUM(paTudecKue y3ibl,
JIETKWE, TIJIeBpa, OPIOIIMHA, CIIMHHONW M TOJOBHOM
MO3T, KO’ka, MSITKME TKaHU KOHEYHOCTEH W Tp., 00-
YCJIOBIMBasl KIMHUYECKUE MIPOSIBJICHUSI, CBSI3aHHBIE
C IOpaXeHUEM 3THX OPTraHOB;

®  aHEMMYECKHU CHHIAPOM — 00111as c1adocTh,
OJIBIIITKA, CHIDKEHHUE TOJIEPAHTHOCTH K (HU3NUECKOU
Harpys3ke, OJICTHOCTh KOXKH U CITU3UCTBIX, BEIPaKeH-
Hasl TaXWKapAus, TUIIOTOHUSI, YXYIIICHUE TCUYCHUS
CEepACUYHO-COCYIUCTBIX 3a00IE€BaHMI;

e  TpPOoMOOTHYECKHE OCIIOKHEHUS — TPOMOOo-
36l U TPOMOO3IMOOJINU COCY/IOB PA3IMYHBIX OPTraHOB
Y TKaHEW MOTYT BO3HHUKATh Ja)ke MPU OECCUMIITOM-
HOoM TeueHun [IM® n Hepenko CIly’)KUTh MOBOJAOM
K 00CJIeI0BaHHIO M YCTAHOBJICHUIO IMArHO3a IOcie
TpoMOO0GIcONTOB TIepUPEPUICCKUX COCYIIOB, HH-
(hapKTOB MHMOKapaa U HapyLIEHUH MO3roBOTO Kpo-
BOOOpaIeHus;

e  CcuHIPOM HUH(EKIMOHHBIX OCIOKHEHUH —
pa3BHUTHE ONIMOPTYHUCTUYECKUX WM Ooyiee TshKe-
JI0€ TedeHue OOBIYHBIX MH(EKIHOHHBIX 3a0o0JieBa-
HUH;

® TreMopparuyeckuid CUHAPOM — KPOBOTOYH-
BOCTh IIPM MUHHUMAJIbHBIX TpaBMax WJIM CIIOHTaH-
HbIE€ TIETEXUAJIbHBIC WM CHUHSYKOBBIC BBICHITIAHUS.
DTOT CHHIPOM MOKET TPOSIBISATHCS HE TOJBKO MPH
TpoMmOoruTonneHn Ha (oue ¢udpo3a KOCTHOTO
MO3ra, HO U B «kjerounyo» ¢azy [IM® npu ru-
MePTPOMOOITUTO3E U BTOPUIHOM Aeduumte (akTo-
pa BunneOpaHnia B CBS3M C MOCTOSTHHOM JUCCEMM-
HHUPOBAaHHOW arperarueid OOJBIIOTO KOJIMYECTBA
TPOMOOITUTOB; TMPUIUHOW KPOBOTOYUBOCTH MOMKET
TaK)Ke OBITh M KOATyJIONATHs BCIICJICTBUE HapyIle-
HUSA (PyHKIHMH [TEYSHU U Pa3BUTHUS NMOPTAJIBHOMN I'v-
MEePTEH3UU.

JeOroT mnepBuyHOro muenopudpo3za 0OBIYHO
HaOmomaeTcst B Bo3pacte 50-60 yer [1-4], omHa-
KO TIpH TIIATETHHOM HM3yYCHUH MEIUIIMHCKOH J0-
KyYMCHTAllMM M3MEHEHUS B KPOBH MOXKHO OIpee-
JIUTb B TE€YEHUE HECKOJIBKUX JIeT 0 OOpalleHUs
K remaroiory. XKanoOsl Ha ymMepeHHbIe 00JIU B KO-
CTSIX, TEMOPParu4eckKuii CUHAPOM CJIa00 BBIPAKEH
uin oTcyTcTByeT. Cene3eHka OOBIYHO 3HAUUTEIHHO
YBEJIMYEHA, TUIOTHAsI, HAOIIOMAeTCsl TUCTIPOTIOPIIHS

MEXIYy 3HAYMTEIBbHON CIJICHOMETanueil U yMEpEH-
HBIM JIeWKonMTO30M. YacTo HabmromaeTrcst Takxke
U yBenuueHue nedenu. [lpu pearrenorpapun Tpyo-
YaThIX KOCTEH BBISBISIOTCS CKJIEPOTUYECKUE U3MeE-
HEHHSI KOCTHOW TKaHW, HEPEIKO BMECTE C Ouyaramu
ocreoropo3a. B aHamm3e KpoBH YpPOBEHb T€MO-
ITOOMHA B Hadayie 3a00JIeBaHUS HOPMAaIbHBIN WITH
MOBBIILIEH, aHEMUSI Pa3BUBAETCSI OOBIYHO B TEPMHU-
HaJIbHOM cTaauu 3a0o0yieBaHus WU 00yCIJIOBJIeHA Ire-
monmm3oM. [IpakTuuecku Bcerma B niepudepuaecKon
KPOBH IIPUCYTCTBYIOT HOpMOOIacThl. Yncio ieiko-
[IUTOB Ha BEpXHEH I'paHUIIC HOPMBI I YMEPEHHO
MOBBIIICHO, B JEHKOLIMTApHOH (OpMylle OTMEedaeT-
Cs1 paBHOMEPHBIN CABUT O MOJIOBIX (POPM HEUTpO-
¢unioB. BoBieueHue MerakapuoIMTapHOIO POCTKA
MOXET COMPOBOXKIATHCA BHICOKUM TPOMOOILIMTO30M
(mo 10003000 x 10°7a) ¢ mosiBeHreM B niepude-
pHAYECKON KPOBH OCKOJIKOB METAKapHUOIIUTOB M TH-
ranTckux opm TpoMmOornToB. CTepHabHAS MTyHK-
LIMSI YaCTO OKa3bIBAETCS «CYXOW» WIM 3HAUUTEJIHHO
pa3BeneHa nepudepruueckol KpoBbto. B TpenaHo-
Ouornrare HaOIrOMACTCs TUIIEPILIA3HS TPEX POCTKOB
MHEJIOUTHOTO KPOBETBOPEHUS — T'PaHYIOLUTAPHO-
TO, SPUTPOUTHOTO U MerakapuorurapHoro. ['pany-
JIOTIOA3 MPEJICTABIICH 3PEIBIMHU WU CO3PEBAIOIIINMH
KJIETKaMM — MaJIOYKOSIAEPHBIMHU, CErMEHTOsIep-
HBIMHM HEUTpoduiIaMu, METaMUEIOLUTaAMHU, MUEJIO-
uuTaMyu. MerakapuouuTonod3 YCHWIEH U XapakTe-
pU3yeTcsi HAJIMYMEeM CKOIUICHHH MerakapHOIUTOB
B ouarax (puOpO3HO# TKaHW C OTYETIMBBIMH Jere-
HEpaTUBHBIMHU TIPU3HAKAMH B BHJIC NMHKHO3a U Je-
(dhopmanuu siaep U MUKporeHepamnui kierok. B ru-
CTOJIOTMYECKHUX Ipernaparax, Hapsjay C ydacTKaMu
TUTIEPIIa3UPOBAHHON KOCTHOMO3IOBOM TKaHH, 00-
Hapy>XUBaIOTCs oyaru ¢uopo3a, yBEeTUINBAIOIIUECS
B JIMHAMHKE JIO TTOJTHOTO (hHOPO3HOTO 3aMEIICHUS.
[Ipu HIUTOXUMHUYECKOM HCCIICIOBAaHUN yPOBEHB aK-
TUBHOCTH MIenoyHor ¢ocdarazpl HEHTpoPuion
OOBIYHO TOBBIIIEH.

HCCIIEJJOBAHHA IIPH JITHAT' HOCTHUHKE
HEPBUYHOI O MUEJIO®HUBFPO3A4

Jwnarno3 mepBuuHOro mMuenodudposa ycraHas-
JIUBaeTCA HAa OCHOBAaHWM JAHHBIX KIMHUKO-1a00-
paTOpHBIX HCCieNOBaHUN (PKaJIOObI Ha Ci1abOCTh,
JINXOPAJIKy, MOTEPIO BECA, YBEJIMYEHHE pa3MEpOB
MEYEHU U CEJIE3€HKH, aHEMHSI C HOPMO- WJIU 3pH-
TpOoOIACTO30M, JEUKOIIUTO3 CO CIABUTOM B HEWUTPO-
¢bunbHOM psimy 10 MoJonbix (opma, TpoMmOOLH-
TO3 WM TPOMOOIIMTOIICHHIO, TMOBBIIICHUE YPOBHS
JIAT, oGHapy)eHue NpU3HAKOB aTUNHH U (pudpo3a
B KOCTHOM MO3re, a TaKKe OOHapy»KE€HHUE TOUYECUHOMN
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MyTtanuu JAK2V617F B reHe ssHyCKUHa3bI peLENTO-
pa sputponosTuna) [77].

Tounslif [rarHo3 B 1e0r0Te 3a00JIEBaHUST MOXKET
OBITb YCTaHOBJIEH TOJBKO IPHU IOJTHOLIEHHOM O00-
canegoBanuu. OcoOyr0 TPYAHOCTb COCTaBIsET aU-
(depeHImanbHas TUarHOCTUKA MEXIY IMEePBUYHBIM
MHen0puOpPO30M U UCXOIOM B MHUEI0(PUOpo3 mpu
JPYTrux MueaonpoiaudeparuBHbIX 3a00JI€BaHUIX
(MCTMHHAs MOJULMTEMUS, dCCEHIIUAIbHAasE TPOMOO-
LUTEMUS, XPOHUYECKUI MUesnoneiiko3 u ap.) [1-4].

OO0s13aTenbHBIC MCCIASAOBAHNS:

e [JlepBu4HBI NPHUEM-OCMOTP Bpada-reMaro-
jora co cbopom kanob, anHamHe3a (CUMIITOMBI OIy-
XOJIEBOM HMHTOKCHUKAIIUM), HCCIEAOBAaHUEM OOBEK-
TUBHOTO CTaryca OOJILHOTO ¢ 00sA3aTeabHBIM OIpe-
JIeTICHUEM Pa3MEepOB MEUCHH U CEJIC3CHKH;

e  OOmmii (KIMHUYECKU) aHAIU3 KPOBU pa3-
BEpHYTHI C BHU3yaJIbHBIM HCCJICIOBAaHUEM Ma3Ka
IU1s1 MOp(OIOTrHYecKoi XapaKTepUCTUKA MUEIIOHI-
HOT'O pOCTKa (HapylleHue cOo3peBaHUsl HeUTpodu-
JIOB CO CIBUTOM (DOPMYJIBI BI€BO, IATOJIOTUSI pa3me-
pPOB U (POPMBI SPUTPOLIMTOB, HAIMUUE BHYTPHUKIIC-
TOYHBIX BKJIIOYEHUN, HOPMOOIIACTOB);

e buoxmmMuueckue MapkKepbl KpOBH: OOIIMIA
oumupyoun, ACT, AJIT, JIJII, MoueBast Kuciorta,
MOYEBHHA, KpEaTWHUH, O0Iuii OeloK, anbLOyMuH,
JIATL, menounas ¢ocdarasa, MEKTPOIUTHI (KaJIHid,
HaTpui, Kaablui, Gocdop), CHIBOPOTOUHOE KeJle-
30, ¢epputuH, TpaHcheppuH, GonmeBas KHUCIOTA,
BUTaMUH B12, spurponostus;

e  CrepHasnbHas MyHKLUSA C [TOJCYETOM MHUEIIO-
rpaMMBbl;

e [[UTOreHEeTHYECKOE HCCIEeIOBAaHUE KIIETOK
KOCTHOTO MO3Ta;

e MoJeKyIsIpHO-TeHETHYECKOE HUCCIIEIOBAHIE
neprudeprudeckoil KpOBH: KadeCTBEHHAs Ha HaH-
yne myTtanun JAK2V617F; npu monoxutearHOM
pe3yiabTaTe OInpeaeseHre ajyleabHON HAarpy3Ku My-
tantHoro JAK2V617F u «auxoro» tumoB JAK?2
rena meroaom real-time TIL[P;

e TpemaHoOWOINCUS KOCTHOTO MO3Ta C OIpe-
JIeTICHUEM KJICTOYHOCTH, TPEXIIBETHAsI OKpacKa (BaH
I'm3on, umnpernanus cepebpom, Ilepiac), orenka
creniend ¢pubpo3a Mo craHaapTHOM mkane [89];

e VY3 opraHoB OpromniHoii mosocTH (pa3Mepbl
Y IUIOTHOCTH TICYCHU U CEJIC3CHKH, THaMEeTP BOPOT-
HOM BEHBI).

HccnenoBanus no noka3aHUsIM:

e  OmpeneneHue MyTanuii B DK30He 12 TeHa
JAK2, renax MPL, LNK, CBL, TET2, ASXLI1,
IDH, IKZF1, EZH2 y JAK2V617F orpunareiabHbIX
OOJIbHBIX;
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e OrmpeneneHre YpOBHS [HPKYIUPYIOITAX
B kpoBHu CD34+ mpeiiecTBEHHUKOB C 1EIIbI0 OIpe-
JIeTICEHUSI DKCTpaMeyJUIIPHOIO KPOBETBOPEHUSI;

e [Ipoba KymOGca mpu Hamuuuu HPU3HAKOB
reMOJIN3a, OINpeAeieHNE aHTUTENI K dPUTPOLUTAM,
JeUKOUTaM, TpPOMOOIIUTaM, MHUEIOKApHUOIIUTAM,
HCKJIFOYCHNE UMMYHHOM NPHUPOABI IIUTOIICHUM;

e  OrmpeneneHrue ypoBHsI ranToINIOOMHA C Iie-
JIBIO OMpeIeNIeHHUs] aKTUBHOCTH I'€MOJIN3a;

e Koarynorpamma (aKTUBUPOBAHHOE YaCTHY-
Hoe TpomboriacTuHoBoe BpeMms (AUTB), TpomOuHo-
Boe Bpems (TB), MexayHapomHOe HOpMAITM30BaHHOE
otnomenune (MHO), pubGpunoren) mpu prucke TpoM-
OOTHYECKUX UM TEMOPPArnYeCKUX OCIOKHEHUH;

e  MoneKynspHO-TeHeTHYeCKoe 00ciieIoBaHNE
Ha MapKepbl HaclleCTBEHHO TpoMOodmiInu, romo-
LUCTEUH, KOHCYNBTAIUsI COCYIUCTOTO XUpypra npu
HaJIMYUH TIPEAIIECTBYIOMINX TPOMOO30B U TPOMOO-
SMOONMK NIl ONpeiesieHns NMOKa3aHWi M oObeMa
AHTHUKOATyJIIHTHOHN Tepanuu;

e  OrmpeneneHre akTUBHOCTH IIEIOYHOM (oc-
¢ara3pl HEUTPODUIIOB;

e [[uroxmmuyeckoe (Muenonepokcuaasa,
munuabl, PAS-peaknus, anbda-HadTUIACTEpa3a)
1 UMMYHO(EHOTUIIMYECKOE HCCIe0BaHHUEe OyacT-
HBIX KJIETOK (B (ha3ze OIacTHOTO KpHU3a)

e HLA-TunupoBaHue y MOJOABIX TMAIMEHTOB
C MPOMEXYTOYHBIM 2 U BBICOKUM PHCKOM I10 CHUCTe-
mam IPSS, DIPSS+ nns pemienust Bornpoca o BO3-
MOXXHOCTHU npoBeaeHus ajio-1TKM;

e  OmnpeneneHue TpynnoBON MPUHAIIE)KHOCTH
kpoBu (ABO, pesyc dakrop) npu HEOOXOAUMOCTH
FeMOKOMITOHEHTHOM Tepanuu;

e lccnenosanue kpoBu Ha HBsAg, anturena
k HCV IgG, BUY 1 u 2 tunos peakuusi Baccepma-
Ha;

e [Ipob6a PeGepra npu npusHaKax MaTOJIOTUU
MIOYEK;

e  @PubporacTpoayoAeHOCKONUs MpU IMpHU3HA-
Kax MOPTaJbHOW TUIIEPTEH3UU JJIsl UCKIIIOYeHUs Ba-
PHKO3HOTO pACIIMPEHUsI BEH MUIIEBOA U KEITYIKA;

e DOKI cranmaprHas B 12 oTBeACHHUSAX MPHU Ha-
JWYUU KapIHAIHbHON MaTOJIOTHH;

e Penrrenorpadust TpyOuaThIX KOCTEH I
KOCBEHHOH OILIEHKM OCTEOCKJIepo3a IIpU OTKaze
0GOJIBHOTO OT TPEMaHOOHOIICUY;

e PenrreHorpadus OpraHoB TpyOHON KJeT-
KH JUIS WCKIIOYCHWS BTOPUYHON MHeaodhuopo3a
Ha (hOHE XPOHUUECKHUX 3a001eBaHNi 1 HOBOOOPa30-
BaHHUM JICTKUX

e KoHcynprauuu Bpayeil-cienuasucToB (ra-
CTPOSHTEPOJIOTa, KapAUOJIOra, YHIOKPUHOJIOTa, THHE-
KOJIOTa, W TIp.) NMPU HAJIHYUU OCIOKHEHHH M COIyT-
CTBYIOIIEH TTATOJIOTHH JUTSI ONTUMH3AIINN TePauu.
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HAHATHOCTHYECKHE KPUTEPHHU
IIEPBUYHOI' O MUEJIODHUBPO34

Jns Bepudukamum nuarfHosa MeXIyHapOTHON
pabodeil Tpynmoil Mo JUArHOCTHKE W JICYCHUIO
IIM® B 2007 r. pa3paboTaHbl JUArHOCTHUYECKHE
kputepuu. Kpurepuu nonpasnesnstorcst Ha 60JbIIne
u mansle. JlJis ycTaHOBIEHUs AUAar€Ho3a HeoOXoau-
MO HaJM4yue TpexX OOJIbIINX U HE MEHEE ABYX MaJIbIX
Kputepues [85].

*  bonpmue xputepuu:

— mponudepanus MEerakapuoIuTOB C MpHU3HA-
KaM{ aTUIUM B COYETAaHUU C PETUKYJIMHOBBIM WU/
WM KOJUTareHOBBbIM (pubpo3oM (Ipu OTCYTCTBHH
¢ubpo3a U3MEeHEeHHUsT MErakapruoLUTOB JOJKHBI CO-
TPOBOXXIATHCSI TTOBBIIIEHHOW KJIETOYHOCTHIO, TMPO-
mudepanyeid TpaHyJIOIMTOB M YacTO CHIDKCHHBIM
3PUTPOIIOI3ZOM;

— He cooTBeTcTBYyeT Kputepusm BO3 nns nua-
rHoctuku XMJI, uctunHoi nonuiuremuu, MJC
WJIM IPYTUX MUEJIOUTHBIX HOBOOOpa30BaHUIA;

— o6Onapyxenne JAK2V617F wmm npyrux kio-
HaJIbHBIX MapKepOB, OTCYTCTBUE IMPHU3HAKOB pEak-
TUBHOTO MHeN0(puOpo3a.

*  Mansle KpuTepuu:

— JIeUKO3pUTPOOIIacTO3
KpOBH;

— noBblmenue yposHs JIAT;

— aHemus,

— [ajbnupyemas CIiJIeHOMErasus.

OnHUM U3 OCHOBHBIX METOJIOB JUArHOCTUKH SIB-
JISIETCSl TUCTOJIOTHYECKasi OlleHKa cTerneHu (puopo-
3a B KOCTHOM MO3Te 10 CTaHJAapTHOU mkane [89].
MuxkpodoTorpaduu KOCTHOTO MO3ra, COOTBETCTBY-
FOIIME PA3TMYHBIM CTETICHSIM IITKAJIBI IIPEICTaBICHBI
Ha puc. 4.

nepudepudeckoi

. D i
Pucynox 4.
Mukpogomozpagpuu Kkocmnozo mo3sza,
coomeemcmeyloujue paziudHbIM CIEneHAM WKAbl
(A— MF-0; B— MF-1; C— MF-2;
D — MF-3) no J. Thiele et al. [89].

e MF-0 penkue BOJOKHA pPETHKYJIWHA Oe3 me-
pecedyeHunii, COOTBETCTBYIOIINE HOPMAJIBHOMY KOCT-
HOMY MO3TY;

e MF-1 HemIOTHasl CETh PETUKYJIWHA C MHO-
YKECTBOM IIePECEUCHUN 0COOCHHO B MEPUBACKYIISIP-
HBIX 30HaX;

e MF-2 nuddys3Hoe yBeaudyeHHE IJIOTHOCTH
PETHUKYJIMHA C HU30BITOYHBIMU MEPECEUCHUSIMU H3-
penka ¢ GpokaIbHBIMU 00pa30BaHUSIMU KoJIareHa n/
i (POKaJIBLHBIM OCTEOCKIIEPO30M;

e MF-3 nuddysHoe yBeIMUYECHHE TIIOTHO-
CTU PETUKYJIMHA C M30BITOYHBIMHU TIEPECEUCHHUSIMHU
C MMy4YKaMH KOJUIareHa, 9acTo CBSI3aHHBIMU CO 3Ha-
YUTEJIBHBIM OCTEOCKIIEPO30M.

KITACCHDHUKALIUA
HEPBUYHOI O MUEJIO®HBFPO3A4

KITACCUDPUKALINA DA3

B teuenun [IM® BoIfenstoT ase ¢a3bl, oTpaxka-
IOIIME CTENEeHb MPOTrPECCHpPOBaHMs 3a00JIEBaHUS:
xporuueckyio ¢gazy (X®) m TepMuHaIBbHYIO (azy
OacTHOW TpaHCPOPMAIIUN WA OJACMHbBIN KPU3
(PK).

[To rHCTOOTHYECKUM XapaKTePUCTUKAM B 3aBH-
CHMOCTH OT HaJau4us GuOpo3a KOCTHOTO MO3Tra BbI-
JeTSI0T pepuopoTHIecKyto U GuOPO3HYIO CTAIUH.

JNATHOCTUKA PA3
N UCCIIEAOBAHUE I'PYIIIIBI PUCKA

3aboneBanne MOXET OBITh BIEPBBIC BBISBIIC-
HO Ha JIIOOOM JTame CBOEro TEYCHHUs. YCTaHOB-
neHne ¢das3pl 3a00neBaHUS U MPOTHOCTHYECKOTO
pHUCKa TO3BOJISIET MPEAIOI0KUTh BEPOATHYIO IPO-
JOJDKUTEIBHOCTh KU3HM M OIpPEACISIeT TaKTHUKY
JICYCHHSI.

Xponuueckas ¢paza (XP) sBIseTcs Ha4aTbLHOU
cramueit [IM® u nguarHoctupyercs y OOJBIINH-
ctBa (0onee 90 %) BHepBbIC BBHIABICHHBIX OOIBHBIX.
Hawnbonee xapakTepHBIMH TNpPU3HAKAMU SIBIISIOTCS
W3MEHEHUs! KIIMHUYECKOTO aHaju3a KPOBH (JIeH-
KO3pUTPOOIACTO3, MOCTENEHHBIA CIBUT B HEHUTpPO-
(bUIBHOM U 3PUTPOUIHOM DSy 10 MOJOIBIX (opM
C HaJIMYMEM TPOMEKYTOYHBIX (POpM co3peBaHUs),
YBEJIIMYCHUE Pa3MEpOB MEUYCHHU U CEJIC3CHKH, HaJH-
YUe CUMIITOMOB OITYXOJIEBOM MHTOKCHUKAIIUH (JINXO-
paznka, morepsi Beca, Npogy3HbIE HOYHBIC ITOTHI).

brnacmuwiii kpuz (BK) siBAsieTcsl TEpPMUHAIBHOU
CTaJleil pa3BUTHS NMATOJIOTHYECKOTO Mpoliecca Mpu
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[IM®. JInarHOCTUYECKHM KpHUTEpHUEM OJIaCTHOTO
kpu3a [IM® sBisieTcst Hanu4ue B niepudeprudecKon
KPOBH WJIH B KOCTHOM Mo3re > 20 % 61acTHBIX Kile-
TOK.

OIIPEAEJIEHUE ITPOI'HO3A TEYUEHM A
3ABOJIEBAHUS (I'PYIIITA PUCKA)

[TpoBeneHne MeXAYHAPOIHBIX MHOTOIICHTPOBBIX
MCCIIEIOBAaHUI TTO3BOJIMIIO OOOOUINTE pPEe3yabTaThl
JedeHus OonbIIol rpynmbl 00JbHBIX [IM® 1 BbI-
JIETTUTH TIPOTHOCTHYECKHE (haKTOPbI, UMEIOIIHE 3HA-
YeHHUe /Il BEPOATHON MPOJOKUTEIIBHOCTH )XKU3HU
OT MOMEHTa yCTaHOBJICHHS auarHosa. [lepsas npo-

rHoctuueckasi cucrema (IPSS) Obuta mpennoxena
B 2009 r. F. Cervantes et al. [2]1] mo pe3ynbraram
a”Hanuza pel3yiabTatoB JieueHusi 1054 OONBHBIX B
7 reMaroJIoTMYecKUX LEeHTpaX. BpuiM BBISBICHBI
ciaenyrome (GaKTopbl, JOCTOBEPHO BIIHSIOLINE
Ha BBDKMBAEMOCTh OOJIbHBIX: BO3PACT, YpPOBEHb Te-
MOITIOOMHA, TIPOIEHT ONacToOB B mepudeprudecKoi
KPOBH W HAJIMYHE CHUMITOMOB OITyXOJICBOW WHTOK-
cukauuu. B co3maHHON MPOTHOCTUYECKOW CHCTE-
M€ HCHOJIb3yeTCsl OaJlIbHAs OICHKA, INIe KaXIOMY
Y3 NPU3HAKOB IPUCBAMBAETCS MO OJHOMY Oaiuty.
PazneneHHble MO KOJWYECTBY HPOTHOCTHYECKHUX
0ajuIoB Trpynmbl OOJBHBIX CTATUCTUYECKH 3HAYH-
MO pa3IMYaroOTCs MO JTUTEIBHOCTH OOIIEH BBIKH-
BaeMOCTU. B oOiieM Buje cuctema mpenacTaBieHa
Ha puc. 5.
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Onpeoenenue zpynn pucka IIM® — cucmema IPSS (OB — oouaa evtrrcusaemocms) [21].

B 2010 . F. Passamonti et al. cuctema IPSS Ob11a
MOAN(HUIIMPOBaHA C TTIOMOIIBIO MPUCBOSHUSI (HaKTO-
py ypoBHs remoriioouna menee 100 r/m 2 6amioB
BMecTo 1. Takke Obuta M3MEHEHa KiacCU(pUKAIH
T10 TPyIIIIaM pUCKa COOTBETCTBEHHO Oajuiam:

e () OasioB — HU3KHUI PUCK;

1 wim 2 Gansa — MpoMeXyTOUHBIH 1;
3 unu 4 Gayta — NPOMEXYTOUHBIH 2;
5 i 6 6anI0B — BBICOKUI PUCK.

Hogas cucrema Dynamic IPSS (DIPSS) crioco6-
Ha MpeJCcKa3blBaTh PUCK TpaHCPOpMaIUU B JIFOOO0M
MOMEHT IO/ICU€Ta, a HE TOJIBKO MPU YCTAaHOBJICHUU
nuarHosa [61].

[Tocnenyrommii aHanmM3 MHOTOLEHTPOBBIX JaH-
HBIX TTOKa3all, 9To He3aBHCHUMEBIMU OT IPSS 1 DIPSS
MPOrHOCTUYECKUMHU  (aKTOpaMH  BBDKMBAEMOCTH
OompHBIX [IM® Takxke SBISIOTCA 3aBUCHMOCTH
oT remotpancdysuii [84], TpOMOOIIUTONIEHNUS MEHEE
100 10%/1 [62] 1 HUTOreHETHYECKIE aHOMAITUU (M30-
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JTUpOBaHHbBIC WK 2 HapymeHus +8, 7/7q, 1 (17q), inv
(3),5/5q, 12p mnu nepectpoiika 11q23, KOMIUIEKCHBIN
kapuotum) [39]. C yuerom stux nanaeix N. Gangat
et al. cucrema crparudukanuu ObLIa JOMOIHEHA
XapaKTEepPUCTUKON KapuOTHIa, YPOBHEM TpPOMOOIH-
TOB U TpaHC(Y3MOHHBIM CTaTyCOM U arpoOupoBaHa
Ha 793 manumenrax [32]. HoBas cuctema ctparudu-
Kaluu, noiyuuBinas HaumeHoBanue DIPSS+, mo-
3BOJIMJIA TIPOTHO3HPOBATh HE TOJBKO OOIIYIO BBIKH-
Ba€MOCTb, HO M BpeMs 110 (a3pl O61acTHOM TpaHC-
¢opmannu. BHOBb BBeIEHHBbIE OMOJHEHUS K Mpe-
neiayiet cucreme IPSS mpencraBnensl Ha puc. 6.
Krnaccudukanus mo creneHu pucka COOTBETCTBEHHO
6asmam o cucreme DIPSS+ crnenyromas:

0 6amoB — HUBKHUH PHUCK;

1 6amn — npoMexyTOUHBIH 1;

2 unu 3 Ganna — NpoOMeXKyTOYHBIN 2;

4 6amna wim 601ee — BBICOKUN PHUCK.
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I'pynnot pucka IIM® — cucmema DIPSS+ (Oononnenus xk cucmeme IPSS
(OB — o6uwan evrrcueaemocms)) [32].

Hns obneryenus noacuera B maon. 2 u 3 npuBenensl cucremsl IPSS, DIPSS u DIPSS+ ¢ yka3zannem
OaJTTbHOM OIIEHKH ITPU3HAKOB.

Tabruya 2.
Iloocuem puckoeé no cucmemam cmpamugpurxayuu IPSS u DIPSS
 T— Konuuecteo 6annoB no cucreme crparnpukanmum pucka
IPSS DIPSS
Bospacr 6onee 65 ner 1 1
YposeHb remornobuna meHee 100r/n 1 2
YpoeeHs neikouutos 6onee 25x10°/n 1 1
Bnacrbl B nepudepuyeckoi kposu paeHo unu 6onee 1% 1 1
Hannune cuMnToMOB onyxoneeom MHTOKCUKALMM 1 1
Tabnuya 3.

Hoocuem pucka no cucmeme cmpamugurkayuu DIPSS+

anBHuK KonuuectBo 6annoB no cucreme CTPUTH¢HKG“HH puUcka

lpynna pucka no DIPSS

Huskumn

NPOMEXYTOYHbIN- |

NPOMEXYTOYHbBIN-2

Buicokum

3aBUCUMOCTb OT reMoTpaHcdy3ui ™

—|=|w|[N[=|o

YpoeeHb Tpomboumtoe meree 100x10°/n

He6naronpuatHbii kKapuoTHn (M30IMPOBAHHbIE MK 2 HOPYLUEHMS
+8,7/7q,i(17q), inv (3), 5/5q, 12p nnu nepecrpoiika 11923, 1
KOMMNEKCHBIM KapUoTHn)

* 3aBUCUMOCTB OT TeMOTpaHC(y3nil onpeesieTcsi Kak HUIMINe aHeMHUH, TpeOyrolieit Tpanchy3uu Win
NeperBaHue pUTporuTcoaepkammx cpen no nosony IIM® B anamuese

[Ipu paspaboTke naHHBIX pekoMeHmanui Obl1 | nebanack or 0,72 go 1,56 m cocraBuia B CpeaHEM
MpoaHAIIM3UPOBAH OMBIT oOcnenoBanus u jiedenus | 1,06 va 100000 nacenenus B ron. Meauana Bo3pac-
315 6onpHbix [IM® B HameMm uHCTHTYTE. BBHIOOp- | Ta HA MOMEHT YCTAHOBJICHHS JHUAarHo3a COCTABIISLIA
ka cocrosuia u3 204 sxenmuH u 111 myxuun, co- | 61, 8 ner (16—83 ner). Kiimanueckue mposiBIeHUs
OTHOILIEHUE 10 IOy COCTAaBJISJIO MPUOIM3UTENBHO | 3a00J€BaHUS U X YacTOTa HA MOMEHT JIUarHOCTUKU
2 : 1. Exerognas mepBUYHas 3a00JIEBAEMOCTh KO- | MPEACTABICHBI B mabi. 4.
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Tabruya 4.
Knunuueckue nposaenenusa IIM® na momenm ouaznocmuKku 3a601eeanus
CumnTOMBI Yacrora B% (konuuecreo cnyvyaes)

aHeMus 39,3% (124)

neMKounTo3 80% (252)
TpombouuTos 69,5% (219)

neukoneHus 4,4% (14)

TpombouuToneHus 10,2% (32)
cnneHomeranus 71,4% (225)
OnyXonesas MHTOKCUKALMS 33,3% (105)

TpoMbB0o3bl 25,4% (80)

NOPTANbHAS TMNEPTEH3US 5,1% (16)

KPOBOTEYEHMs U3 BAPMKO3HO PACIUMPEHHbIX BEH NMULLEBOAA 1,6 % (5)

Pacnpenenenune no crenenn ¢pudpo3a KOCTHOTO
MO3ra IO pe3y/IbTaTaM r'MCTOJIOTMYECKOr0 UCCIIEeI0-
BaHMUSl TPENaHOOUONTATOB OBUIO MPUOIU3ZUTENIHHO
paBHbM: 0 OGamoB (mpedubpoTryueckas craaus)
B 26,7 % cirydaes, 1 6amn (peTUKyIspHBIA puopo3)
y 20 % GonbHEIX, 2 Oajia (09aroBbIi KOJIareHOBBIH
¢u6po3) 29,2 % u 3 6amna (nuddy3HBIA KOIIAreHo-
BbIN pubpo3) y 24,2 % nanueHTos.

[{uToreHeTHYECKOE UCCIIEIOBAaHUE KOCTHOTO
MoO3ra ObLJIO BBINOJIHEHO Yy 76 GonbHbIX. Hopmaib-
HBIH KapuoTHun Okl OOHapyxeH y 72,4 % OONbHBIX,
MHTO30B HE OBLJIO MOTy4YeHO B 7,9 % ciydaes, IIuTo-
FeHEeTUYECKHE aHOMaIuu ObUIN BbIABIEHBI Y 19,7 %
60npHBIX. CTPYKTypa HUTOTCHETHYECKUX MOJIOMOK
Opu1a crnenyromeit: 46, XX, del5 (q31) — 1 (6,7 %),

Tabnuya 5.

46, XX, del6 (q13), dell5 (q21) — 1 (6,7 %), 46,
XX, del7(q32) —1(6,7%),47XX,+7-1 (6,7 %), 47,
XX+8-2 (13,3%), 46, XY, — 9,+9q — 1 (6,7 %),
45, XY, — 9-2 (13,3%), 46, XY, delll (q23) —
1 (6,7%),47, XYadd (12) (p13) — 1 (6,7 %), 46XY,
dell3 (ql2ql4) — 1 (6,7%), 48, XY, +8,+21-1
(6,7%), 45, X, — X — 1 (6,7 %), KOMIIJICKCHBIH Ka-
puotun — 2 (13,3 %).

MouekynsipHO-T€HETUYECKOe HCCIeI0BaHUE
Ha Hanmumuyue mytauun JAK2V617F Obuio BbINo-
HEHO y 69 OonbHbIX. [lOMOXHUTENBHBIN pe3yiabTaT
(JAK2+) 6but momyueH y 47 6onbHBIX (68,1 %).

ITpu cTparndukanuy GOIBHBIX MO TpynnaM pH-
CcKa ObUIO MOJIyUY€HBI pPe3yJbTaThl, IPEACTABICHHbBIC
B maon. 5.

Pacnpeodenenue 601vnbix no cpynnam pucka no cucmemam IPSS, DIPSS, DIPSS+

Cucrema Konuuecteo 60onbHbIX, h (%) No rpynnam pucka
cTparnpukaumum HU3KUWA NMPOME)XYTOUHbIH 1 MPOME)XYTOUHbIN 2 BbICOKMUM
IPSS 85 (27,0%) 121 (38,4 %) 45 (14,3 %) 64 (20,3 %)
DIPSS 85 (27,0%) 147 (46,7 %) 58 (18,4%) 25 (7,9 %)
DIPSS+ 81 (25,7 %) 113 (35,9 %) 82 (26,0%) 39 (12,4%)

OOmas BeDKHBaeMOCTh O0NbHBIX [IM®D ¢ me-
nuaHou B 7,6 nmet cocraBwia 44,4%. Ilporpeccu-
poBaHue B a3y OJIACTHOTO KpHU3a IMPOU3OLLIO Y
18 (5,7 %) 60nbHBIX, MEAAHA TPOJIOJKUTEIBHOCTH
3a0o0JieBaHUs OT YCTaHOBJICHHUS AUArHo3a /10 O1acT-
HOW TpaHcdopMmanuu coctaBuina 5,1 ner. Yacrora
Tpanchopmainuu B OJaCTHBIA KPU3 B 3TOM BEIOOPKE
MOXXET OBITh HEIOOIIEHEHA B CBSA3U C TPYAHOCTSIMH
HaOmoneHus U1 amOynaTopHoro oOciea0BaHMs I10-
JKUJIBIX OOJIbHBIX, YXYAIIEHUE COCTOSIHUSA U JIETallb-
HBIH MCXOJ y KOTOPBIX OTHOCHJIMChH Ha CYET COMYT-
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CTBYIOIIICH MaToiorun 0e3 MoCMEPTHOTO MaToIoro-
AQHAaTOMUYECKOTO MCCIICIOBAHMUSI.

IIpy ananmu3e oOumiel BBIKHMBAEMOCTH COOTBET-
CTBEHHO IpynmnaM pUcKa ObUIM MOJy4YE€HBbI CTaTH-
ctuuecku 3HauuMsble pasnuuus (p < 0,001) mo Bcem
cucremaM ctparudpuxanuu (IPSS, DIPSS, DIPSS+).
[Tpu sTOoM HamboJIee BBICOKAsI CTETIEHb JOCTOBEPHO-
ctu paznuunii p = 0,00002 mabnronanack npu cpas-
HEHHU O0IIEH BEIKUBaeMOCTH o cucteme DIPSS+,
KpUBBIE BBKHBAEMOCTHU OOJBHBIX IO TPyIIaM pH-
CKa IIpeJICTaBJICHBl Ha puc. 7.
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Oobwan evlorcueaemocms 001bHbIX RO cpynnam pucka cucmemst DIPSS+.

TEPAIIUSA HEPBUYHOI'O MUEJIO®UBPO3A

Ienpio Tepanuu [IM® B HacTosilliee BpeMs SIB-
JIAeTCs CASp >KUBaHME MPOrpecCUpoBaHms 3a00eBa-
HHSI U KyIIHPOBAaHHME €ro CUMIITOMOB JUIS yJIy4Yllle-
HUS KauyeCTBa KU3HU OOJIbHBIX.

Tepanns B XO [IM®, kak IIpaBuio, IIPOBOIAUT-
Cs C IIOMOIIBIO JIEKAPCTBEHHBIX IIPENApaToOB B BUJIE
MOHOXMMHUOTEpANuU, HHTEPPEPOHOTEPANNN MU
UX COYEeTaHHOro npumeHeHus. B ¢asze OmactHO
tpancdopmanuu (bK) neaenne Moxet mpoBOaUTHCS
10 IIpOrpaMMaM JIEYEHUsI OCTPBIX JICHMKO30B ¢ yde-
TOM BO3pacTa ¥ KOMOPOUIHOCTH OOIBHBIX.

OIlIPEJ/[EJIEHUE
TEPAITEBTHYECKOH TAKTHUKHU

B nepuon o6¢cnenoBanus, 10 NOIYYEHUS pe3yiib-
TaTroB OOCJIEN0BaHUs, B MEPBYIO O4Yepe/lb THUCTOJIO-
TUYECKOrO MCCIIEI0BaHUsI KOCTHOTO MO3ra, O0JIBHO-
My TIPOBOIMTCS CHMITOMAaTU4YecKas Teparwus, Ha-
TpaBJICHHAasT Ha KOHTPOJIb HanOosee BBIPaKEHHBIX
CUMITOMOB. /[ KyIMpOBaHUS IIUTOIICHUHU TIPOBO-
JUTCS TEMOKOMITIOHEHTHasl Tepamnusi, NepeuBaHUs
SPUTPOLUTCOACPKAIIMX CPeJl /I YCTpaHEHUs aHe-
MHYECKOTO CUHIPOMA, TPOMOOIIMTHOIO KOHIIEHTpa-
Ta TIPU TPOMOOLIMTONIEHUN M HAJUYUU PUCKA KU3-

Heyrpoxaromux KpoBoTeueHuidl. C yderoM Oosee
BBICOKOH 3200J1€Ba€MOCTH B IIOJKHIJIOM BO3pacTe ak-
TUBHO JOJDKHA TTPOBOJIUTHCS TEPAIHS COMMYTCTBYIO-
el Maroysoruu (CepAeyHO-COCYIUCTBIX 3a00ieBa-
HHUH | Jp.), TSICHUE KOTOPOH MOXKET YCyTyOIsIThCs
Ha ¢oHe aHemMuu. JIeWKONeHUsT MOXXET MPHUBOIUTH
K Pa3BUTHIO MH(PEKIMOHHBIX OCJIOXHEHUH, B TOM
YHUCIIe ONMOPTYHUCTUYECKUX MH(DEKIIHIA, UTO TaKkxkKe
TpeOyeT aKTUBHOM MPOTUBOMHUKPOOHOI Tepamnuu.

JIJ1st KOppEKIMH BEICOKOTO JICHKOIIUTO3a M TPOMOO-
LIATO32 IIPU HEMOATBEPKIACHHOM auaruose IIM® mo-
XKeT HazHadatbesl [ unpokcukapbamuy (I'mapea®, ['n-
npokcukapbamug Menak®, ['mapokcuypea®) B 1o3e
10—40 mMr/Kr/cyT B 3aBUCUMOCTH OT YPOBHS JIEHKOLU-
TOB ¥ TPOMOOIIUTOB (mabn. 6). [Ipyn HanmMuum KIMHU-
YECKHX MPHU3HAKOB HAPYIICHWA MHUKPOLMPKYIISIIIN
(oHIEanonarusi, CHIDKCHHUE 3pCHHs, MOoYeuHas He-
JIOCTaTOYHOCTh, HEAOCTATOYHOCTh KPOBOOOPALIEHUS
KOHEYHOCTEH), ¢ CUMITOMAaTUYECKOM LEeNbI0 CIeyeT
MpoBOAUTH LuTadepes. g npopuiIakTUKH OCIIOKHE-
HUH, CBSI3aHHBIX C CHHAPOMOM JIM3UCA OIyXOJIU B Tie-
PHOI IUTOPEAYKIINH, 00S3aTEIHHBIM SIBIISIETCS HA3HA-
YCHHUE aJICKBaTHOTO 00beMa KUIKOCTH (10 2—2,5 11/m?
B CYTKHU P OTCYTCTBHM CEPJCYHOI HEI0CTaTO4HO-
cTH), asmonypunona B noze 300-600 mr/cyT.
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Tabruya 6.

Cxema npumenenun I'uopoxcuxkapoamuoa

Jlo3a onpepensercs ¢ yHeTOM MAcCChl Tesia 60JIbHOrO M KOJIMYECTBA JIEMKOLUTOB B NepudpepuyHeckoin KPoBU.

Mpu nerkountose >100 x10?/n Mmppokcnkapbamup HasHauyaetcs B gose 50 mr/kr/pexb

Konuyectso nenkoumTos B KpoBM

Hosa lMapokcukapbamupa

40-100 x 10%/n
20-40x10%/n
10-20x10%/n
10-5x10%/n

<3x10°/n

40 mr/kr exepHeBHO
30 Mmr/kr exegHeBHO
20 Mmr/kr exegHeBHO
10 Mmr/kr exepHeBHO
*BpeMeHHO OTMeHseTcsa

*Ipuem ['mapokcukapbamuia TOKEH OBITH PEryisIpHBIM, TaK Kak IPU OTMEHE IperapaTra ypOBEHb
JEHKOIIMTOB BHOBb OBICTPO yBenuuuBaeTcs. KOHTpOIb KOJIMYECTBA JICHKOLMTOB M APYTHX MOKa3aTesen
reMorpamMMmsl (reMorIo0MH + TpoMOOIUTHI + (hopMysia KpOBH) BO BpeMsl IIpUeMa rujipea Heo0XoIuMo ocy-
HIECTBIISITH €KEHEIETIbHO B TEUCHHE TIEPBBIX 1—2 MecsIeB JISUSHHUs, 3aTEM €KEMECSIIHO.

[Tocne moxaTBepkIeHHMs] AMArHO3a W OMpenesie-
Hus rpynnsl pucka [IM® nomkHa ObITE OnpeeneHa
TAaKTUKa crienuanbHoi Tepanuu. C y4eToM xapakre-
pucTtuk 3aboneBaHus (MMOXKUIIONH BO3pacT OONBHBIX
B 71e010Te, HAJIMUKE COMYTCTBYIONIECH MaToJIOruy, Be-
pOsSITHAs POAOJKUTEIBHOCTD KU3HU MPH HUCTOIb-
30BaHUM CHUMIITOMATUYECKOW TEparmuu OT HECKOJb-
KHX MECSIICB 10 HECKOJIBKHUX JIET C MEIMaHOW OKOJIO
6 11eT) 000CHOBAaHHBIM IIPEICTABIISIETCS MPUMEHEHUE
PHUCK aanTHPOBAaHHOW T€PaneBTUYECKON TaKTHUKH.

OcHOBHBIMU (haKTOpaMH, BIUSIOIIUMH Ha BBIOOD
BapUaHTAa JICUCHUS, SIBJITIOTCS CJIEIYIOIIHE:

e rpynmna pucka (mo cucremam [PSS, DIPSS+);

®  HaJWYHe U CTETICHb BHIPAXKECHHOCTH CUMIITO-
MOB 3a00JIeBaHNs;

e  BO3pacTt OOJIBHOTO;

®  HalIM4yhe COBMECTHUMBIX Mo cucreme HLA
JIOHOPOB U BO3MOXKHOCTbH BBITIOJIHEHUS amio-TKM.

Crnenyet ydects, uTo amno-TKM, ¢ yueTom BO3-
pactHOTO TIpoduist OonbHBIX [IM® 1 pucka TpaHc-
IJIAHTALMOHHOM JI€TAJIbHOCTH MOXKET IPUMEHSITHCS
TOJIKO Y OIPAaHUMYEHHOI0 4ucia OOJBHBIX, KOraa
OLIEHUBAEMbI€ PUCKH OCJIOKHEHHI Onepauyu MeHb-
1Ie MPEeaIoiaraéMbIX PHUCKOB IPOTPECCUPOBAHUS
3a0071€BaHNsl W BEPOSATHAS TMPOJIOJDKUTEIHHOCTD
JKA3HUA MOXET OBITh yBEJIMYEHA C IIOMOIIBIO JaHHO-
ro METOJa JICUECHHUS.

[lepcrieKTUBHBIM SBIISIETCS NPUMEHEHHE WHIHU-
OUTOPOB SIHYCKHHA3, MOKAa3aBIIMX B KJIMHUYECKUX
HCCIIEIOBAHUSIX BBICOKYIO 3()(PEKTUBHOCTH B PEeIyK-
UM OIyXOJICBOTO KJIOHA W TMPOSIBJIICHUI 3a0o0JieBa-
HUSI Hapsay C YAOBICTBOPHUTEIHHON TMEPEHOCHMO-
CTBIO U O€30MaCHOCTHIO.

Xa[)aKTe[!I/ICTI/IKa Y TMPUHITUIIBI BBI6OQa METOJa
JICUCHUA

Huskuti u  npomescymounwiii-1  pucx  (IPSS,
DIPSS+)
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JlanHas creneHp pHucka Haubolsiee 4acTo OIpe-
JIeJsIeTCs IPU ITOCTAaHOBKe nuarHo3a. Kak mpasuio,
9TO0 OOJIbHBIE C HOPMAJIBHBIM HWJIM HE3HAYUTEIbHO
CHIJKEHHBIM YPOBHEM TI'€MOITIOOMHA, YMEpPEHHbIM
JIeWKOIUTO30M O€3 OlacTeMun, ¢ yMEpEeHHBIM (-
Opo3oMm kocTHOro Mosra. bombHble [IM® 3TOM
TPYIIBI UMEIOT BEPOSITHOCTD JUTUTEILHON BBDKHBA-
eMoctu 7—15 ner u HU3KHUIl pHCK TpaHCchopmau
3aboneBanus [21, 32]. [IpumeneHnne arpeccUBHBIX
METO/IOB JICUEHUsI y TaKUX OOJIbHBIX COINPSHKEHO
¢ OOMBIIUM PUCKOM MOOOYHBIX 3G (PEKTOB, YeM pPH-
CKHM TIporpeccupoBaHus 3aboneBanus. [Ipu orcyT-
CTBUM CUMIITOMOB WHTOKCHKAIIMM W OCJIOKHEHUMA
YacTO OIPABIAHO IPOBEICHHUE TOIBKO JMHAMHYE-
CKOTo HAONIONEHMSI W TEpamnuio CienyeT HauyuHaTh
TOJIBKO TMPU MOSIBICHUH CUMIITOMOB, OIpaHUYUBAI0-
LIUX KU3HEIESITeIbHOCTh NallieHTa.

[Ipy Hanuuum nposBIeHUN 3a0o0iieBaHUS Tepa-
MUl 9aCTO OTPAHUYMBACTCA CHUMIITOMATHYECKUMH
CpencTBaMH: KOPPEKLIHS aHEMHHU SPHUTPOIOI3CTHU-
MYJIMPYIOIIMMU [penaparaMy, aHAPOTr€HaMH; Ky-
MUPOBAHUE CUMIITOMOB OITyXO0JIEBOM MHTOKCUKALIUU
DIIOKOKOPTUKOMJaMH. B kadecTBe maroreHeTuye-
CKHX CPEICTB MOTYT OBITh PEKOMEHJIOBAHBI HM-
MYHOMOXYJISITOPEI (B OCOOGHHOCTH TIpU HaJIMYUH
del5q) u ©”HrUOUTOPHI STHYCKHUHA3.

Hpomescymounwiii-2 u evicoxuti puck (IPSS,
DIPSS+)

JaHHas cTeneHb pucKa MEHEe 4acTo onpeness-
eTCsl TIPY MOCTAHOBKE AHarHo3a. Y OOJIBHBIX 3TOU
TPYIINbl MPOJOIKUTEIBHOCTh JKU3HA OrpaHHYCHA.
Kak npaBuiio, 3170 G0JIbHBIE ¢ KIMHUYECKH 3HAYM-
MO aHEMMEN, BBICOKUM JIEMKOLIMTO30M CO CIIBU-
roM 10 065acTOB, MHOTAA C TPOMOOLIMTONEHUEH,
BBIPAKEHHBIM (POPO30M KOCTHOTO MO3Ta, HEPEIKO
co cneuuduueckumu st [IM® nomomkamu Kapu-
oruna. Y TaHHOW KaTeropuu OOJBHBIX B OnxKaii-



TEHETUYECKUE METOA4bI ANATHOCTUKUN TEMOBJIACTO30B

IIA€ TOJBI MOXKET TIPOU30UTH OnacTHast TpaHchop-
Marusi.

IIpu BEIOOpE TAKTUKU JIEUSHUS OOITBLHBIX MOJIOXKE
45 ner 6e3 BBIPAXKEHHOM COMYTCTBYIOIIEH MaToOJIO-
TMH B TEUCHUEC OJHOTO-JBYX JIET OT AcOroTa 3a00-
JIeBaHUS JOJDKHA OBITH OOCY)X/JIeHa BO3MOYKHOCTH
nposeneHus auio-TKM. Ilpu HeBO3MOXKHOCTH ITPO-
Benenus amuo-TKM HazHavyaeTcs JiedeHrne HUToCTa-
THKaMHU 1 TEMOKOMITOHECHTHAasI TepaItusl.

B Bo3pacTHOli rpynne 45—-65 ner npeumyiie-
CTBEHHO MCIIOJIb3yeTCsl JIEKApPCTBEHHAsl Teparus
¢ BBIOOPOM MperaparoB B COOTBETCTBHH C KIMHH-
YEeCKMMHM TPOSIBIICHUAM 3aboneBanus. [lpu orcyt-
CTBUU TIPOTHUBOMNOKA3aHUN MOXET BBIOIHITHCS
aio-TKM c npoBeieHHEM PeXUMOB KOHIUITMOHU-
pOBaHUs CHU)KEHHOW UHTEHCUBHOCTH.

VY 60abHBIX cTapiie 65 JeT OCHOBHOM IIEJIBIO JieUe-
HUS SIBIIIETCS TIOICP KaHMe KaueCcTBa KU3HH, TPOH-
JIAKTUKA U KYyITHPOBaHHUE OCIOKHEHHH 32a00IeBaHHUS.

OCHOBHO# MEPCHNEKTUBON JaTbHEHIIIETO YIyd-
IICHUSI Pe3yJbTAaTOB JICUCHUS ¥ OOJBHBIX, KOTOPBIM
HE MOJKET ObITh BbINONHEHa aiuio-TKM, sBisercs
BHEAPEHUE HWMMYHOMOIYJIATOPOB U WHTHOUTOPOB
sIHyCKMHa3. B HacTosiiiee BpeMsi TpOBOASTCST MEX-
JIyHapOJIHbI€ MHOTOIIEHTPOBBIE PaHIOMHU3UPOBAH-
HbIE KJIMHUYECKHE HMCCIICIOBAHUs, B KOTOPBIX Ha-
KarjuBaeTCsl OMBIT MO MPUMEHEHUIO dTHX KIJIACCOB
JIe4eOHBIX MpenaparoB.

METO/BI TEPAIIUH [TMD

Hecmotpst Ha MHOroo6pasue NnpUMEHSIOMINXCS
B HacTos1ee Bpems 11s ieueHus [IM®D meTonos, Bce
OHH MOTYT OBITH pa3/ieJIeHbl Ha HECKOJIBKO TPYIIIL:

e  JIeKapCTBEHHbIE IpEIaparsl;

e amno-TKM;

®  XHUPYpPrU4ecKoe JIedeHHUE (CIJICHIKTOMHS,
KOPPEKLHs NOPTAIbHON TMIEPTEH3UN);

e  JIyueBas Tepamnus;

®  IeMOKOMIIOHEHTHas Tepamnusl.

Hwxe npencrapieHa 6osiee moapoOHas Xxapakre-
PUCTHKA KaXXIO0W TPYyMIIbIL.

MennkaMeHTO3HBIE IIpenapaThl ABJISIIOTCS B Ha-
CTOsIIIEE BpeMsI OCHOBHBIM CPEJICTBOM JIEUEHUS
IIM®. Jlannas tepanusi, XOTS U HE IPUBOAUT K U3-
JIEUEHUI0, HO, MPU MPABUIBHOM ITOAXOAE, HO3BOJIS-
€T CHEP)KUBATh IMPOTPECCHPOBAHUE 3a00JICBaHUS
Y TIOJIJICPKMBATh Ka4€CTBO KU3HU OOIBHBIX. Tpaau-
LIMOHHBIMM Ipenaparamu, MPUMEHSIOIMUMUCS IJIs
neuenus: [IM®, sBAsIOTCA ClIeayIOIINE:

e Ilurocraruku: I'mapoxcukapObamuyn (I'u-
npea®, ['mapokcukapbamun menak®, I'mapoxcuy-

pea®); [lurapadbun (Anexcan®, [{urapadbun-JIDHC,
[utozap®, [uroctanmu®); MepkanTonypuH
(Mepkanronypus, [lypu-Heton®) npumeHsronu-
ecsl, Kak MPaBUjI0, B KAY€CTBE MOHOXUMHUOTEPAIIUU
B HM3kuX n03ax (I'mapoxcumoueBuna 10-30 mr/kr/
cyT; Mepxkanrormypun 1-2 wmr/kr/cyrt; LlutapaGun
1020 mr/m?/cyt 10—14 nHei kaxabiii Mecs). Le-
JIbIO IPUMEHEHHUSI IUTOCTATUKOB SIBIISIETCS CACPKHU-
BaHUE Npojudeparuy omyxojar U KOHTPOJIb MOKa3a-
TeJIel KPOBH C LEJIbIO MPOGUIAKTUKHI OCIOKHEHUM.
OOUIENPUHTHIX CTaHAAPTHBIX CXEM MPUMEHEHUS
HE CyIecTByeT. [IpeanoyTuTenbHbIM SIBISIETCS TI0-
CTOSIHHBIN €XXEIHEBHBIM WJIM WHTEPMHUTUPYIOIIUI
(B cimydae umTapabuHa) TMpUEM B TMOAOOpaHHBIX
C YYETOM MHIVBHUAYaJIbHON NEPEHOCUMOCTH J103aX,
MO3BOJISIIOIIUX KOHTPOJIMPOBATH IMOKA3aTeNd KPOBH.

e Unreppepon-anbpa (UD-a) (AnsreBup®,
Anbdapona®, Murepdepans®, Uatpon A®, Pe-
anpIupoH®, Podepon-A®, Peadepon-EC®) Gomee
1esiecooOpa3Ha y MOJIOABIX OOJIbHBIX, HAMOOJIbIIIAS
s pexkTuBHOCTH NIpenaparoB Ud-o orMevaeTcs mpu
HazHaueHuu B XD [IM®. [Ipu BK sdpdexkruBHoCcTh
tepanuu MdP-o He nokazanHa. OnTumanbHas 103a
nHTepPEepOoHa HE yCTAHOBJIICHA, C YYETOM YaCTBIX
MOOOYHBIX (P(PEKTOB U HEOOXOAUMOCTH TIOCTOSH-
HOH Tepamnuu JIEYEHUE MPOBOIUTCS B MAKCHUMAJIBHO
MEPEHOCUMBIX [103aX, 00€CIeUMBAIOIINX KOHTPOJIb
nokaszareseu kpoBu. J{03UpoBKa MOXKET COCTABISITh
1o 10 maa. ME/M2 B Henienio B IpOOHBIX 033X, pe-
YKAM BBEIICHUS TaK)KE BHIOMPACTCS WHIUBUIYATHHO
C y4€TOM NePEHOCUMOCTH (€KETHEBHO, Yepe3 JIeHb,
ISTh AHEN B Heelro U 1p.). [lepcnekTuBHBIM ABIIS-
eTcsl MPUMEHEHHE MNEerWIMPOBAHHBIX (POpM HHTEp-
(depoHa, onHako, B HacTosIIee BpeMsi, opuIraIb-
HBIX TOKa3aHUI K IPUMEHEHUIO JaHHBIX (popM mpu
[IM® nHe 3aperucTpupoBaHO U OHU MOTYT OBITH HC-
TOJTb30BaHBI TOJIBKO B PaMKaxX KIIMHUYECKUX HCCIIe-
noBaHuii. CodyeTaHHOE Ha3HAY€HUE IUTOCTATUKOB
¢ mpemnaparaMu MHTepdepoHa ajgb(a MOXKET MMOBBI-
maTth 3(QPEKTUBHOCTh U MO3BOJIATH PEAYLIMPOBATH
JI03bl KaXKJIOrO TIpernapara C YIydlIeHHeM Tepe-
HOCHUMOCTH. B mipui. 4 mpuBenieH npuMep KOMOH-
HHUPOBAaHHOW Tepamuu TpernaparaMu uHTepdepoHa
Y LMTO3apa C peKOMEHAAUUsIMHU 10 KOPPEeKUUU J0-
3UPOBOK IMPHU Pa3BUTUH TOKCUYHOCTH.

e  DpUTPOINOI3CTUMYIUPYIOLINE areHThI (Dpu-
TpocTUM®, Dnpekc®, Pekopmon®, Apadnecn®) —
MPUMEHEHNE TaHHBIX MPErapaToB BO3MOXKHO C IIe-
JBI0 CTUMYJISIIIAML DPUTPOINIO033a I KyITUPOBAHUS
AHEMHU U YMEHBIIEHUS ITOTPEOHOCTH B FEMOTPaHC-
¢y3usx. [Ipumenenne qaHHBIX IpenapaToB J0Jroe
BpeMsi Obl10 orpaHudeHo y 60ibHbIX [IM® co006-
pakeHHsIMU 0€30MaCHOCTH, CBSI3aHHBIMU C BO3MOXK-
HOM CTUMYIISIIMEN OmyXosieBoro kjoHa. OnaceHus
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OBLIH CBSI3aHBI C TIPEAIIOJIOKEHUEM, YTO B3AaUMOJICH-
CTBHE NPENapaToB YPUTPONOITUHOB C PELENTOPAMHU
Ha OITyXOJIEBBIX KJIETKAaX MOXKET MIPUBOIUTH K OoJiee
OBICTPOMY MPOTrPECCHPOBAHUIO OMYXOJIM U YBEJIH-
YHUBaeT PUCK OnacTHOU Tpancdopmanwu [37]. Bro-
CIICZICTBUH JTaHHBIE OIACEHUS HE TOJYYHMJIA TIOA-
TBEPXKJICHUS B HAyYHBIX HCCICIOBAHUIX, BMECTE
¢ TeM OOJIBIIMHCTBO KCIIEPTOB IPUBETCTBYIOT IIPO-
BEJICHUE KIMHUYECKUX HCCIIEIOBaHMUI Ge3omacHo-
ctu 3puTponodTuHoB npu [IM® [13, 77]. IIpenapa-
THI IPUMEHSIIOTCS B CTaHAAPTHHIX A03ax 150 ME/kr
(10000 ME) 3 pa3za B vegemnto unu 40000 ME 1 pa3
B HEACNIO C TOH ke A(PPEeKTUBHOCTHIO, BO3MOX-
HO TaKXXe NMPUMEHEHHE IMPOJIOHTHPOBAHHEIX (hopm
(Hap6smiostun ansda 500 mxr 1 pa3 B 3—4 Henenn)
¢ Toi ke 3ddekTuBHOCTRIO. [Ipu HegocTaToOUHOM
OTBETE /1032 MOXET OBbITh IMOBBIIICHA B JBa pasa.
Bwmecte ¢ Tem, ¢ ydetoM martoreHe3a 3a00JIeBaHUS
o6m1as 3QGHeKTUBHOCTH BBEIICHHS SPUTPOITOAITHHOB
cocTaBisieT Okono 56% U JUIMTCA B CPETHEM OKO-
70 roga. BeposTHOCTh OTBeTa CHUXKAETCsl MpPU Ha-
JWYUU TpaHC(PY3MOHHON 3aBUCHMOCTH M HAJIMYHUH
crieHomeranuu [38]. YpoBeHb SHAOTEHHOTO JPU-
TporosTHa O6oinee 125 ME/n Taxke mpenmonaraer
HU3KYIO BEPOSITHOCTD IOJIy4eHus: oTBeTa [19].

e  [JIIOKOKOPTUKOMIBI (KOpTHUKOCTEpOUI-
Hble TopMmoHbl) — Ilpegnuzonon (IIpexnuzonox,
[Ipeanuzonon Hukomen®); MertuinpeaHu3oia0H
(Metunpen®; Comy-Meapon®); Jlekcamera3zoH
(excamerason, Jlekcamen®) — HMEIOT MHOTIO-
TPaHHBIA MEXaHU3M JIEHCTBHS B BUJIE TOPMOKEHUS
MEKKJIETOYHOM KOooNepaluuu HMMYHHOW CHCTEMBI
U CHUXXEHUS CEKpeUMH LHUTOKHMHOB, YMEHBILIAIOT
nponudepanuio ¢pudpodracToB u oOpazoBaHHUE CO-
SIMHUTEIBLHON TKaHU. DTH MpenapaTbl MOIYIUPYIOT
00MEH BEIIEeCTB C OrpaHUYEHUEM KaTaboInu3Ma, Mo-
TyT CTUMYJIUPOBATh aIlONTO3 OITyXOJICBBIX KJIETOK,
YMEHBILIATh NPOSIBICHUS ayTOMMMYHHU3AIUHU K KIIET-
kaM KpoBH. OCHOBHOUW KIIMHUYECKU 3 PEeKT mposiB-
JsieTCsl B BUJE OBICTPOrO0 YMEHBIICHUS CUMIITOMOB
OITYyXOJIEBOW MHTOKCHKAIMHU. BMecTe ¢ TeM, UMEIOT
0OJIBIIIOE KOJIMYECTBO TTOOOYHBIX JEHCTBHH, YPhEeKT
MIPUMCHEHHSI HECTOCK M TPEOYeT MOCTOSHHOMN TOJ-
JepKuBarolleil Tepanuu. B Hacrosiee Bpems mpu
[IM® npuMeHSIOTCS B KadecTBe KOMOWHUPOBAaH-
HOM Tepanmuu ¢ UMMYHOMOAYJISITOPAMHU M CHUMIITO-
MaTHUYECKOM Tepamnuu, B pa3IMYHbIX J103aX U CXeMax
npuMeHeHus [53, 54, 64, 65, 87]. OTHOCUTETLHBIMU
MIPOTHBONIOKA3aHUSIMU K TIPUMCHEHHUIO SIBJISICTCS Ha-
JIMYUe caxapHOro auabeTa u OCTECONEHUH.

e  AmnjaporeHbl (aHAOOIUYECKHUE CTEPOUIBI) —
Haunponon (denobonun, Perabonun®, Jleka-my-
paboma®), MeTtannuenon (MeTtanapocTeHONIOH®,
Hepo6on®), Janazon (Bepo-/anazon®, JlaHo-
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Ban®, [anomunon®, Jlanon®) mpemapaTbl CHHTE-
TUYECKMX aHJAPOTN€HOB C MEXAaHU3MOM JIEeHCTBUS
Onu3kuM K koptukoctepougam. OcHoBHOU ekt
COCTOMT B YTHETEHMHM Karaboiau3ma, YMEHBIIECHUU
CHMIITOMOB OITyXOJI€BOH MHTOKCHUKAIINU, CTUMYIIS-
UM remMonod3a. [loBbImeHne YpOBHS TeMOIIoou-
Ha HaoOmonaercst y 30—40 % O6onbHBIX, Oosiee peaKo
IIpY HAJIMYMM MACCUBHOM CIUICHOMETAIMH U LH-
ToreHetTuyecknx aHomanusx [16, 18]. Orpanuue-
HUEM TMPUMEHEHHUsS SBISICTCS TMOBBIIICHUE YPOBHS
MPOCTAT-CIIeNU(UIECKOT0 aHTUTeHA WM HaJIn4ue
B aHAMHE3€ paka MPeJICTaTeIbHON JKeIIe3bl.

e  VIMMYHOMOIYJSATOPBI — TaJUIOMUJI, JICHA-
muaomMuj, nomanuaomua. B Poccuiickoit deaepa-
UM B HACTOSIEe BpeMs 3aperMCTPUPOBAH TOJIBKO
neHamunoMul (PeBnumua®). Mexanusm neicTBus
OCHOBAaH Ha PeryJsiiui UMMYHHOU CUCTEMBI U OJ10-
KUPOBaHWW aHTHOTeHe3a. VMMyHOMOIYJISATOPHI
CITIOCOOHBI TOPMO3WUTH BBIPAOOTKY (PaKTOpOB He-
kpo3a onyxonmd — o u f (PHO-a, DHO-B), NJI-1p,
nJi-6, 1JI-12, 'M-KC® u ctumynupoBaTh MpoJu-
¢epaunto T-mumdoruro. Takum obpaszom, mpen-
MoJIaraeMbIM MEXaHU3MOM JIEUCTBUS SIBIISIETCS TOP-
MO)XEHHUE AKTHBHOCTH CHTHAIBHBIX ITUTOKHHOBBIX
nyTeli. UMMyHOMOIYIATOPBI MOTYT TPUMCHSITHCS
Kak B Buje moHoTepanuu [80, 90], Tak u B koMOuU-
HalluM C DIIOKOKopTukouaamu. [Ipu mMoHOTepanuu
HCIIONB3YIOTCs 10361 TanuaomMuaa 200 Mr exxeaHeB-
HO MOCTOSIHHO, IeHanugoMuga 10-25 mMr exeaHes-
HO IOCTOSHHO WM B TeueHHe 21 gHsa 28-1HEBHOIO
nukia. KoMOWHaANus ¢ TIFOKOKOPTHKOWIIAMH T10-
3BOJISIET CHU3UTD TO3UPOBKY U YMEHBIINUTH TOKCHY-
HOCTb OpH JIyuiieit 3¢p(PpeKTUBHOCTH: MPUMEHSIOTCS
tamuaoMua 50 MI/CyT MOCTOSIHHO WUIM JICHAJHO-
mug 10—15 Mr/cyt moctosHHO Win B TedeHue 21
JHS 28-THEBHOTO IHUKJIA B COYETAaHUHM C MPETHU30-
noroM 0,5 mr/kr/cyt mim 15-30 mMr/cyT ¢ mocremnes-
HBIM YMEHbBIIIEHHUEM 1036l [53, 54, 64, 65, 87]. llpu
CPaBHUTEIBHOM aHAJIM3€ JICHAIMJIOMUJI MOKa3all
6osbiryo 3¢ pextuBHOCTh (38 %) MO CpaBHEHUIO
¢ tamunomuynoM (16%). HauOGonbimas mimmrTensb-
HOCTh OTBETa HaOJfoaiach MpU KOMOWHHPOBAH-
HOM Tepanuu JICHAIUAOMHUAOM U IIPEIHU30JI0HOM
(Mmenmnana 34 mecsilia) IO CPaBHEHUIO C MOHOTEpa-
MUe JEHAJTUIOMUIOM U TaIUIOMHUAOM (MeauaHa
7 u 13 mecsiueB). KomOuHanus ¢ nIrOKOKOPTUKOU-
JlaMH TPUBOJIMJIA TAKXKE M K Jy4IlIed MepeHOCUMO-
CTH, NOJII OONBHBIX, MPEKPATHBIINX JICUCHHUE H3-32
060YHBIX 3(P(HEKTOB MpU KOMOMHUPOBAHHOU Tepa-
nuu, cocrasuia 13 % no cpaBHeHuro ¢ 32-39 % npu
MoHoTepanuu [40]. Ucrionb3oBaHue TIeHATUAOMUAA
HanOonee >(pPEeKTUBHO MpU HATUYUU JIeNIeUH 5q,
ademun u cruieHoMeranud [81]. Tepamus nenanu-
noMuaIoM y 60mbHBIX [IM® ¢ Hammumem nenenuu



TEHETUYECKUE METOA4bI ANATHOCTUKUN TEMOBJIACTO30B

5q Gonee yacTo MPUBOIUT K KYITUPOBAHUIO aHEMUH
110 CPAaBHEHHUIO C JAPYTMMH OOJBHBIMM, TAaK)Ke Ha-
OJIIOIalOTCA  LUTOT€HETUYECKHUE, MOJIEKYJISIPHbIE
U THCTOJIOTHYECKHE OTBeTHl [54, 64, 81]. OTHOCH-
TEIbHBIMH TPOTHUBOMOKA3aHUSMH SIBIISIFOTCS: HEM-
pomatus s Tepanvud TAIHIOMHIOM W HEUTpO-
MIEHUsI U TPOMOOLMTOIICHUS CpPEIHEH W TSKEIOn
CTEIEeHM [T Ha3HadyeHus JeHanuaomuaa. [lepcnek-
TUBHBIM IIpenapaToM JaHHOW TpyHmbl SIBIASETCS
MOMAJIUJIOMU/I, TPOXOSIIMNA B HACTOSIIEE BpeMsi
OIIEHKY B KIIMHMYECKUX HccienoBanusx. [Ipenmapar
TIPUMEHSIETCS B MOHOTEpAIliH B 103€ 2 MT/CyT B pe-
JKUME TIOCTOSTHHOTO TIpHeMa, B KOMOWHHPOBAaHHOM
cxeme 0,5 MI/CyT OCTOSIHHO B COUYETaHUH IPEIHU-
30510HOM 30 MI/CYT C TOCTENEHHBIM YMEHBIICHUEM
JT03bl TIPEIHU30J0HA JI0 OTMEHBI B TEUEHHUE TPex
MecsieB. O01ras yacToTa oTBeTa MpH JICYSHUHU T10-
MaJIMIOMHAIOM COCTAaBIISIET OKOJI0 25 %-44 %, Ooiee
BBICOKWI OTBET HaOmoAancs y OOIBHBIX TIPU HAJTH-
gy myTanuu JAK2V617F, 6azodunuu Ha dhone ne-
YEHHUsI U pa3Mepax NajablUpyeMOi Cele3eHKU MEeHee
10 cm. MennaHa MJIMTENbHOCTH OTBETa COCTaBUJIA
16,5 mecsues. [Ipu nucronp30BaHNN TOMATHIOMHUIA
y 3HaYUTEIbHOU YacTu (110 58 %) OONBHBIX TaKke
HaOII01aI0Ch U TIOBBIIICHUE YPOBHSI TPOMOOIIMTOB
[14, 15, 87]. IIpenapar Takxe uMeeT u Oonee Ona-
TONPUATHBIN TPOPUIB TOKCUYHOCTH 110 CPABHEHUIO
C IpYTUMH UMMYHOMOAY/IsiTopamMu. C y4eTOM MOBBI-
IIEHHOTO PUCKa TPOMOO30B IPH JICUCHHH UMMYHO-
MOYJISITOpaMHU TOKa3aH MPO(HUIAKTUYSCKUNA TIPH-
€M HHU3KHX /103 allCTHJICATUIINIOBON KACIOTHI [88].
[IpuMeHeHre UMMYHOMOZYIATOPOB KAaTErOPUYECKHU
3ampeniaeTcs y )KeHIIUH JETOPOAHOro Bo3pacrta 6e3
aJIeKBaTHON KOHTpAICTIIHH.

e  UHruGuTOpsl SIHYCKHUHA3 — MEAUKAMEHTHI,
Onokupyrone akTUBHOCTh JAK2-kmHa3, mepBbie
Tperaparbl MPUIICIIBHOTO TAapTreTHOTO JIEHCTBHS,
HalpaBJICHHbIE Ha KIIOYEBOE 3BEHO IaTOT€HE3a
IIM® — curaanesasii nyth JAK-STAT. Creny-
€T YYWUTHIBaTh, YTO ATU Mpemnaparbl BIUSIOT Kak
Ha myTtaHTHbIH (JAK2V617F), Tak n Ha «IUKHi»
tun JAK-kuHa3, mosromy MoryT ObITh 3¢ (eKTHuB-

HBIMHU U TIPH JedeHnH 601bHBIX [IM® HeraruBHBIX
o Hannuuto myTtaruu JAK2V617F [66]. B Hacto-
siiee BpeMs B KIMHUYECKHUX HCCIEIOBAaHUSX Olle-
HUBaroTcs cineayromue npenaparsl: INCB018424,
TG101348, CEP-701, CYT387, AZD1480, SB1518
u LY2784544 [69, 91]. ToproBoe HamMeHOBaHUE
n odunmanpHOE pa3penieHne K MPUMEHEHUIO ISt
snedenus [IM® Ha TaHHBIA MOMEHT MOJIY4YHJI TOJIBKO
npenapat INCB018424 (Ruxolitinib, Jakavi® (Pyxk-
conmutuHuO, xakaBu®), npousBonuresnb HoBapruc
dbapma AI, HlIBeiinapus). MakcuMalbHO TEPEHO-
chmas 703a mpernapara 25 Mr JBaXKIbl B J€Hb WU
100 Mr omHOKpaTHO, TEpaneBTHYECKUMHU J103aMHU
npu [IM® 10 unu 25 mr aBaxasl B neHb. [lo pe-
3y/lbTaTaM JIByX MHOTOLIEHTPOBBIX PaHIOMH3UPO-
BaHHBIX KnuHNYeckuXx ucciemoanuii COMFORT-1
u COMFORT-2 mpenapar uMMeeT BBICOKYIO 3¢-
(beKTUBHOCTB: y OOJBIIMHCTBA OOJIBHBIX IIPOHC-
XOJIWJIa HOpMalu3alus JIEHKOUMTOB M TPOMOOIIHU-
TOB, YMEHbIIIEHUE PAa3MEPOB CEJIE3E€HKHU 0oJiee YeM
Ha 35% nocrturanock y 28,5-41,9% OonbHBIX 2.
VYV OGonpmMHCTBA OOJBHBIX JOCTUTHYTO YMEHBIIIE-
HHE CHUMITOMOB MHTOKCHKAIIMU W TOBBIIICHHE TO-
JIGPAHTHOCTH K (PU3MUECKUM HaArpy3Kam, MpHA 3TOM
OoJIbHBIE, MOJyYaBIINE PYKCOIUTUHHUO, HCIBITHI-
BaJId YJIy4ylIE€HHUE [OKa3aTejed KadyecTBa >KU3HU,
4yero He HaOJII0a’IoCch MPU CTAaHAAPTHOM Teparnuu
[49]. HauGonee 3Ha4YMMbIMU MOOOYHBIMH 3P deK-
TaMU SIBJISIOTCSI aHEMUSI, TPOMOOIIMTOTICHUS U CHH-
JIpOM «IIATOKWHOBOW OTIAauM», BBIPAKAIOIIUNUCS
B OBICTPOM BO3Bpare CHMIITOMOB HHTOKCHKAIIWH,
BIUIOTh JO CUCTEMHOW BOCHAJUTEIBbHOW peaKkluu
u cruieHomeranuu [98]. Ilpu cpaBHeHUHU ¢ rpynmnou
HCTOPUYECKOTO KOHTPOJSL TEPAHH PYKCOIUTHHUO
CTaTUCTHYECKH 3HAYUMO YIydqIal OONIyI0 BBDKH-
BaeMOCTh OONbHBIX [96]. B HacTosimee Bpems mpe-
rnapar IMPOXOJHUT TOCYIapCTBEHHYIO PETHCTPALUIO
C MOJy4YEeHUEM pa3pelieHusl Ha npuMeHenue B Poc-
cuiickoii Deneparuu. B mabn. 7 npeacrasieH nepe-
YeHb JIEKAPCTBEHHBIX MPENapaToB IPYIIbl HHIUOH-
TOPOB IHYCKHHA3, TPOXOSIIIIMX B HACTOSIIIIEE BpEMS
KJIMHUYECKHE UCCIIeIOBaHMS.

Tabruya 7.

Huzubumopwt anyckunasz (JAK2),
npoxooaujue 8 Hacmoauee epema Kiunuueckue uccieoosanus [69, 77, 91]

Muenu KonuuectBo 60nbHbBIX Cm:: T(%MT:;,I::\QGL
’
HaseaHuue kpome JAK :J::::::ﬁfmi NpenMyLLeCTREHHO Mo6ouHbie 3¢pPpekTbi
BNIUSIET Npenapar
INCB01842 CMIEHOMErasMs, CUMMTOMbI C;EOMSZL;T::::T“; :::ﬁ:?;;e
(pykconntnumb) (pasa HeT 121 OMyXOneBOW MHTOKCUKALMH, Ap 4
= ceneseHkM, LUTOKMHOBAS
1/2) [95] KOXHBIM 3yA, KOXEKCHS otaaya)
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IIpooonscenue mabnuywl 7.

Cvumntomsbl MTM®D
Konuuecteo 60nbHbIX ’
MuwueHnm, Ha KOoTOopble
Haseanue kpome JAK :;:::Hg::::;v:; NpenmyLLLecTBEHHO Mo6ouHblie 3¢ deKTbl
A BNMsIET Npenapar
CMNEHOMeranms, CUMNTOMbI MOBbILIEHWE AMMNA3bI
TG101348 (dasa 1/2) FLT3 OMyXONeBOM MHTOKCHKALIMM, M NUNA3bl, GHEMMS,
[60] RET 59 KOXHBIX 3YA, NEMKOLMUTO3, TPOMBOUMTONEHMS, TOLIHOTA,
TpoMbouuTO3, annenbHas pBOTQ, AMApes, NOBbILIEHWE
Harpyska JAK2V617F TPAHCAOMMHA3
CEP-701 (nectaypuHub) FLT3 29 CNNEHOMEranms, aHemms, AMapes, TOWHOTA, PBOTA,
(baza 2) [68] TrkA KOXHbIN 3y, aHeMus, TpomboupuToneHus
NOBbILUIEHWE AMMAA3bI
JNK1 aHeMus, cnnenoMeranns, T §Mn6”onquart;llnreo:l-lvzl“ncglsflznebr'me
CYT387 (basza 1/2) [7] 36 CMMMTOMbI OMYXONEBOM P » ‘ =
CDK2 MHTOKCHKOLYY, KOXHBIF 3y 8 TpaHcamuHas, 3¢ ¢ekT nepeom
’ [03bl (NpexopasaLLas rMnoTeH3us
M rofIOBOKPYXEHME)
TrkA
AZD1 48([)3(%030 1/2) Aurora A pe3ynbTaThl He ony6nMKOBAHBI
FGFR1
racTpoaHTeponoruyeckme
SB}il?q(qc;zp;;};u:]uﬂ FLT3 31 cnieHoMeranms CMMNTOMbI, AMApEs, TOWHOTA,
TpoMboumToneHus
LY2784544 (pasza 1/2) pe3ynbTaThbl He ony6AMKOBAHI

AnnorenHas TpaHCIUIAHTAlUsl KOCTHOTO MO3Ta
(TeMOTIOTHYECKUX CTBOJIOBBIX KIIETOK TepuepH-
Jeckoi KpoBu — aiuio-TKM) — HecMoTpst Ha ycrie-
XU, TOCTUTHYTblE NPU TPUMEHEHUHU UMMYHOMOJY-
JATOPOB M WHTUOUTOPOB SIHyCKHHA3, ayio-TKM
JI0 CUX IOp OCTaeTCsl €AUHCTBEHHBIM METOJOM, MO-
3BOJISIFOIIMM JOCTHUYb MOJIHOTO T€MaTOJIOTHUYECKOTO,
HUTOTEHETUYECKOTO Y MOJIEKYJISIPHOTO OTBETOB. Cy-
IIECTBEHHBIM OTPaHUYEHHEM BO3MOXKHOCTEH MpH-
MEHEHUs TaHHOT'O METO/1a SBJISIIOTCSI:

®  [IaTOreHEeTHYeCKHe OCOOEHHOCTH 3aloJieBa-
HUSl, CBSI3aHHBIE C MOPAXEHUEM CTPOMbI KOCTHOTO
MO3Ta, OOYCIOBIHMBAIONIINE TUIOXO€ MPYHKUBICHUE
TpaHCIUIaHTATA;

® QOXWIOW BO3pacT 3HAYUTEIBHOW YaCTH
OOJIBHBIX;

e o0mas MenuaHa JUIMTEIBHOCTU KU3HHU
OOJIbHBIX TIPU MPUMEHEHHH MEINKaMEHTO3HBIX Me-
TOAOB JICYCHHS] CPAaBHUMA C MEANAHON BBIKUBAEMO-
ctu pu aiuto-TKM.

Nmerorcst pe3ynbTaTbl HECKOIBKMX MHOTOLICH-
TpoBbIX wuccnenoBanui amno-TKM npu I[IMO:
B HCCJEIOBaHUM OpUTAHCKOro oOIIecTBa TpaHC-
TJIAHTAIlUM KOCTHOTO MO3Ta oOmas TpexJeTHas
BBDKMBAEMOCTh coctaBuna 44 % npu muenoadia-
THUBHBIX peXuMax KoHaumuoHupoBanus u 31%
MpU KOHAULIMOHUPOBAHUM CHUYKEHHOW HMHTEHCHB-
HOCTH, C 4acTOTol peuuauBoB 15% u 46 % coort-
BeTCTBEHHO. CMEpPTHOCTh, HE CBA3aHHas C peLu-
JOUBaMH, cocTaBuia cOOTBeTCTBeHHO 41% u 32 %,
pacnpocTpaHeHHasi XPOHUYECKass peaKusl «TpaHC-
IJIAHTAT-NIPOTUB-X03s1nHa» coctaBuia 30% u 35%
[76]. B wmccinenoBaHuM INEHTpa MEXIyHAPOIHBIX
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WCCIICTOBAaHMI TPAHCIUIAHTAIMA KOCTHOTO MO3Ta
JIeTaJIbHOCTD, CBSA3aHHAs C TPAHCIJIAHTAllNEH, B 00-
et rpynmne cocrasuia 27 % u 35% uyepes 1 rog u
5 net coorBeTcTBeHHO. [IpUu TpaHcIuIaHTauy OT He-
POACTBEHHBIX JJOHOPOB COOTBETCTBYIOIIHME MOKa3a-
TEJIN JIETATbHOCTH cOCTaBIsUIHN 43 % 1 50 %. Obmas
MATHICTHSS BBDKUBaeMOCTh Obuta 37 % B oOmieid
BbIOOpKE U 30% B rpymnme HepOACTBEHHBIX TPaHC-
mnadTanuii [10]. B uccnenoBannu, mpoBeeHHOM
TPYNIION UTATBIHCKUX YUEHBIX, 00Iasi TPEXIJICTHSIS
BBIKHUBAeMOCTh cocTaBuna 42 %, mpu 43 % tpexnet-
HEM JIETAJIbHOCTH, CBSI3aHHOM C TpaHCIUIAHTALWEH
[67]. bonee BbICOKasi MATUIICTHSS Oe3peMANBHAS
BbDKMBaeMocTh — 51 % Obuta mpejcTaBieHa B UC-
CIIeIOBaHWH, TIOCBAIIICHHOM OIIGHKE TpaHCIUIaH-
TalUii TPU HCTOJB30BAaHUHM KOHIUITMOHUPOBAHUS
CO CHMIKEHHOW WMHTEHCHUBHOCTBIO, IMPU STOM YaIllle
peunanBhEl 3a00JIEBaHUS Pa3BUBAIUCH y OOIBHBIX
C BBICOKMM PHCKOM 3a00JI€BaHUS U TPEIIIECTBYIO-
et cruieHskromueit [42]. C ydeToMm 3TUX JaHHBIX
nposenenue amwio-TKM B HacTosiiiee BpeMsi MOXKET
ObITh pekoMeHJ0BaHO OoNbHBIM [IM® mpomexy-
TOYHOIO-2 U BBICOKOTO pucka 1o cucremam IPSS
u DIPSS+, npenmymiecTBEHHOTO MOJIOAOTO BO3pac-
Ta OpU UIHTEIBHOCTU 3aboseBaHusi He Oonee 1-2
JIeT.

Xupyprudeckoe JieueHue (CIUICHIKTOMHUS, KOP-
peKIusl TPOSBICHUN TOPTAIbHON THUIIEPTCH3HH)
SIBJISICTCS] TOTIOJHUTEIbHBIM METOJOM, HarpaBiIeH-
HBIM Ha KOPPEKIMIO OCJOXKHEHUH 3a0oseBaHMUs.
CriyieH3KTOMHUS TIOKa3aHa MPU MacCHUBHOM CIIJICHO-
MeTajauyd C CHHAPOMOM THIIepCIJIeHN3Ma (IIUTOoTIe-
HHUSIMH C ayTOUMMYHH3aIlMei), KOMIIpECCUe BHY-
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TPEHHHX OPraHOB W COCYIIOB IPH HEIOCTATOYHOM
a¢pdexTe MeANKAMEHTO3HOH Tepanuu U KaxXeKCHH.
B GonpmmHCTBE CilyyaeB CIUIEHIKTOMUS IPUHOCUT
yIy4II€HUE B BUJI€ YMEHBIICHUS! CHMIITOMOB U BbI-
PaXEHHOCTH LHUTONECHUU. AHAJIWU3 MHOTOJIETHETO
OTBITAa HE MOATBEPAUI MHEHHS O 00Jiee BBICOKOM
pucke OnmacTHOW TpaHCHOPMAIIUH TIOCIIE CIUICHIK-
tomuu [92]. O0mIast BBbKHBA€MOCTb OOJBLHBIX ITOCTIC
CILJIEHPKTOMMH COCTaBJISI€T OKOJIO 2 JIeT U HE BIIUs-
€T Ha OOIIYI0 IPOJOJKUTEIIBHOCTD )KU3HHU OOJIBHBIX
[IM®, nipu 5TOM TPOMOOIUTONEHUSI O CILJICHIK-
TOMUU SBISIETCS (PAaKTOPOM, HEOIArONMpHUsSTHO BITH-
SIOIMIMM Ha TIPOJOJKUTENBLHOCTh Xu3Hu [51, 83].
Orpannuenusimu siBisiercst 5—10% oneparnmonHas
JIETAJIbHOCTD, U MOCJIEONEPALIMOHHBIE OCJIOXKHEHUS
y 30-50% Oonbubix. Hanbonee yacTbIMU OCIIOXK-
HEHUSIMH TIPU CIUICHAIKTOMHH SIBJISIOTCS TPoMO03
a0IOMHHATBHBIX BEH, KPOBOTCUCHUS W MH(OEKIIUH.
C 1enp0 YMEHBIIICHUSI PUCKa MTOCTONEPAITMOHHBIX
TpoMOO30B U THIEPTPOMOOIINTO3A MTEpe]] ONepaLu-
ell 1iesiecooOpa3HoO C MOMOUIBIO IUTOCTATUKOB IPO-
BECTH KOPPEKIHIO YPOBHS TPOMOOIIMTOB JO HOPMBI.
B nocneonepalinOHHOM MepHoO/e B TEUCHHE HEACTH
1esiecooOpas3eH THIATeNbHBIIT MOHUTOPUHT YPOBHSI
TPOMOOITUTOB M KOAryJIOTPaMMBbl, TAK)KE B TCUCHHE
Mecsla ¢ LeNbo TPOPUIAKTUKYA Ha3HAYaloTCs rena-
PUH WM HENpsIMble aHTUKOAryJasHThL. Yepe3 Hene-
70 U 1 Mecsil mocie CINIEH?KTOMUU 11eJIeco00pa3Ho
BeinotHeHrne Y3U s uckirroueHust TpoM0030B ab-
JTOMUHAJIBHBIX BEH.

JlnuTenpHOE HalW4yMe 04aroB 3KCTpaMenyJlIsp-
HOI'O KPOBETBOPEHUS U I'eNaTOCIUIEHOMETaluu IpHu
IIM® 4gacTo MpUBOAUT K PA3BUTHUIO MOPTATbHOU T'H-
nepren3uu. [lpy HanM4YuM pucka KU3HEHHO orac-
HOTO KPOBOTEUYEHHUS W3 BAPUKO3HO PACHIMPEHHBIX
BEH MHIIEBO/IA U )KEITYIKA MOKET OBITh HEOOXOIMMO
MPOBEJICHUE XUPYPIrUYECKUX BMEIIATENIBCTB C Iie-
JIbI0 HAJOXXEHMsS] MOPTOKaBaJIbHBIX aHACTOMO30B
Y CHWD)KEHUS MMOPTaJIbHON TMIIEPTEH3UH.

JlyueBast tepanusi y 6onpHbIX [IM® Hambonee
3¢ exTuBHA ¢ 1ENbI0 KOHTPOJISI 09aroB SKCTpaMe-
TYJUIIPHOTO KPOBETBOPEHMsI, KOTOpPbIE MOTYT IPH
JUIMTEIbHOM T€YEHUM 3a00JIeBaHUsI TOpaXkaTh, Kpo-
M€ MEYEHHU U CEJIe3E€HKH, TO3BOHOYHUK C Pa3BUTHEM
KOMITPECCUH CIIMHHOTO MO3Ta, JIUM(DOY3IIbI, TUIEBPY
C pa3BUTHEM THAPOTOpaKca, OPIOIIMHY C Pa3BUTH-
€M acluTa, KoKy M JApyrue TKaHu u opraHbl. CuM-
nToMamMu nopaxkeHust mpu [IM®D MoryT ObITh Takke
JIETOYHasi TUIEPTEH3Us NPU OTCYTCTBUU MPU3HAKOB
TpoMbO3MOOIMK Win 3aboJeBaHuil cepara, a Tak-
ke 00JeBOM CHHAPOM B KOHEYHOCTSIX. D PeKTun-
HBIM SIBJIIETCS, KaK MPaBUJIO, MPUMEHEHUE MaJIbIX
no3 (0,1-0,5 I'p, pasnenennbix Ha 5—10 ceaHCOB)

C TIOBBIIICHHEM HMHTEHCUBHOCTHU IPU HEOOXOIMMO-
cru [41, 57, 75]. Ucnions30BaHue Ty4eBOU Tepamnuu
Ha 00JIacTh TIEUYCHU M CEJIC3CHKU MMEET KPaTKOBpe-
MeHHBI (3—6 Mecs1eB) 3QGEKT U CONPSIKEHO C PU-
CKOM ycCyTyOJeH!s IUTOTIEHUH U, B OCHOBHOM, TIPO-
BOAUTCS OOJBHBIM, UMEIOIINM ITPOTHBOITOKA3aHUS
K cruieH3KTOMuUM [27].

I'eMokoMIIOHEHTHasl Tepanusi — HauboJee aaB-
HO IPUMEHSIOMIMUNACS METOJ CHUMIITOMAaTHU4eCKOU
TEpaIuy C XOPOIIO U3yYCHHBIMU MTPEUMYIIIECTBAMH
U HemocTtaTkamH. TpaHcdy3uH TeéMOKOMIIOHCHTOB
NPUMEHSIOTCS C LIEJIbI0 BOCIIOJIHEHUS LUTONEHHU
NPy HaJUYUU PUCKOB PA3BUTHUS >KU3HEYIPOXKaIO-
KX OcHoXHeHU. [lepenuBanus 3puTpouuTCOIEp-
YKAIUX CpeJl MOKa3aHbl MPU HAJIMYUNA aHEMHYECKO-
O CHUHApPOMA, MPH ITOM CTENEHb HEIOCTAaTOYHO-
CTH KpOBOOOpAIIeHHs], a HE YPOBEHb reMOnIOONHA
onpenensieT HeOTIOKHOCTh U 00beM TpaHC(y3UH.
OCHOBHBIM MNPEUMYIIECTBOM TpaHC(Y3UN FPUTPO-
LIUTOB sIBJsieTCsl ObICTPBIN A PEeKT B BUAE KyIUpO-
BaHUSI aHEMUH U YIIy4lIeHUs] camouyBcTBus. Llene-
BOM ypOBEHb reMOITIOOMHA TIPU MIPOBEACHUN TeMO-
KOMIIOHEHTHOH Teparnu 10JKeH ObITh Bolite 70 1/11,
a MpU HAJUYUU CEPAEYHO-COCYIUCTON IaTOJOTHUU
6onee 90 r/1. HeoTNIOXKHBIMU MOKa3aHUSIMH K TIepe-
JINBaHUIO SIBIISIETCS YPOBEHb TPOMOOIIMTOB HMXKE
10x10%1 mpu OTCYTCTBHHM MOBBIIIEHHOTO IOTpE-
osenust poMOoUTOB ((heOpuibHAas TUXOpajiKa, UH-
dbexunu, HaTUYUE TEeMOPPArudecKoro CHHIpPOMA).
[Ipu Hanmauu notpebiaeHuss TPOMOOIMTOB UITU BTO-
PUYHOM KOaryjaomnaTHu W3-3a HapylleHus (yHKIHHU
MeYEeHU HEOOXOIUMO MOAAEP)KUBATh YPOBEHb TPOM-
ooumtoB 6omnee 20x10°%/n. [Ipu HamMYUU NTPU3HAKOB
JABC-cunapoma uiu KpOBOTEYEHHUU IIEJIEBON YpO-
BEHb TPOMOOIIMTOB, MOAACPKUBAEMBIA C TIOMOIIBIO
tpancdy3umii, 1omkeH ObITh 6osee S0x10%/m [2, 4].
Hawnboinee yactsie mobounbie 3¢ HeKTh TeMOKOMITO-
HEHTHOI Teparuu: 3apakeHue reMOTpPaHCMHUCCHUB-
HBIMM HHQEKIUSMH, TPU IJIATEIHHOM IpPUMEHE-
HUHM — TOSIBJICHWE MMMYHH3ALMH K COOCTBEHHBIM
Y JOHOPCKUM DPUTPOIMTAM W TpoMOouuTam, pas-
BUTHE TIEPETPY3KH KEIE30M — IMOCTTpaHcPy3u-
OHHBII TemMocuaepo3. BHenpenue B mpakTHKy 3pHu-
TPOIOA3CTUMYJIUPYIOIIUX IPENapaToB B MOCJIEIHUE
TOJIbl TIPUBEJIO K CYIIECTBEHHOMY CHIKEHHIO O0b-
eMa reMoTpaHcQy3uid.

Jleuenne nopasisitoniero GonpmmHCTBA U3 315
6o0sbHBIX [IM®, npoxoauBIINX 00CIE0OBAHNE U JIC-
YEHHE B HallleM HHCTUTYTE, IPOBOIMIIOCH C UCITIOJIb-
30BaHMEM MOHOXMMUOTEPANUU B BUJI€ THAPOKCUMO-
YEeBUHBI U €¢ aHaJloroB — 258 manueHnToB (81,9 %).
[Ipenapars! unTEpPEepOoHa MPUMEHSITUCH Y 66 00Ib-
HBIX (21,0%), TIIIOKOKOPTHKOCTEPOUABI HCIIOJIB30-
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Basuch y 35 (11,1 %), nepenuBaHusi FeMOKOMITIOHEH-
ToB npoBoausIUCh y 37 (11,7 %) GonbHBIX, BBEIEHUE
SPUTPOMOIZCTUMYIIUPYIOIIMX TMPENapaToB MPOBO-
nuioch y 20 (6,3 %) OonbHBIX, XenaTopHas Teparus
BTOpUYHOTO remocuiaepo3a y 2 (0,6%) OONbHBIX.
AddepeHTHBIE METOZIBI B BHAC dpUTporuTadepesa
u remModkcdy3uil npumeHsucs B 25 (7,9%) ciy-
yasx. XUPYPruuecKre METOAbl JICYCHHS HCITIOJIb-
3oBaiuch y 10 6onbHbIX (3,2%): CIUIEHIKTOMUSA Y
7 OONBHBIX, HAJOXKEHHUE MOPTOKABAJIBHBIX AaHACTO-
MO030B y | O0JIbHOH, onepaTUBHOE JIeYeHHE TPOMOO-
3a OpBDKEHKH KHUIIEUYHHKA Yy 2 OOJIbHBIX. AJIJIOTEH-
Hasl TPaHCIUIAaHTAIUsl KOCTHOTO MO3Ta ObljIa BBITION-
HeHa y 1 GoIbHOM.

Tabnuya 8.

MOHHTOPHHI Y OIJEHKA
OODEKTHBHOCTH JIEYEHHA

Hnst onieHkn 3Q(EKTUBHOCTH TEparuu M BBISB-
JIGHUsI TOKCUYHOCTH HEOOXOAMMO TPOBOJIUTH CBO-
€BPEMEHHBII MOHUTOPHUHT F'e€MaTOJIOTMYECKUX, ONO-
XUMHYECKHUX, [IUTOTEHETUYECKUX U MOJIEKYJSPHO-
T€HETUYECKUX NTOKa3aTelieil.

CBoeBpeMEeHHOE TMPOBEJCHHE OLEHKH 3(deK-
THUBHOCTH TEpaIllid C TIOMOIIBIO CTaHJIapTHU30BaH-
HBIX METOJIOB ITO3BOJISIET MTOJIYYUTh TOYHBIC TAHHBIC
0 pe3yibpTaTax MNPUMEHEHMs Pa3IUdHBbIX CIIOCOOOB
JIeYeHUsT U CUCTEMATU3UPOBaTh TAKTUKY Teparuu
C LIETIbIO €€ MHUBUIYTU3alI1H.

PexoMenmyemas mepuoIMIHOCTh 00CIIeTOBaHMS
npejicTaBiicHa B maoba. 8. Ilpu HeoOxonumocTH (Ha-
JWYWEe OCJIOKHCHHI W Tp.) 9acToTa KIMHHYECKOTO
1 1abopaTOpHOTO0 KOHTPOJISI MOXKET ObITh OoJiee MH-
TEHCUBHOM.

Yacmoma ounamuueckozo oocieooeanus ooavrovix IIMD

UccnepoBanue

nepuop,uquocrb MOHMUTOPMUHIa

O6wwmit (KNMHMYECKMIt) AHANU3 KPOBM PA3BEPHYTHIN

Ha momeHnt YCTAHOBJIEHNS AMATrHO3d, 3ATEM He pexe 1 pa3a B Tpu
Mecsauda B COOTBETCTBMU CO CTEMEHDbIO TAXECTU AHEMUU

Broxnmuueckue nokasarenu

(13T, mouesas kucnota) (ceiBopoTouHoe xeneso, OXCC,
depputHH, bonunesas kucnota, sButamud B12 npu ux peduumnrte
MK Neperpy3ske Xene3om)

Ha MmomeHT ycTaHoBneHMs guarHo3a, 3atem He pexe 1 pasa B Tpu
mecsaua

Koarynorpamma
(AMTB, TB, MHO, $dunbpuHoreH)

Ha MoMeHT ycTaHoBneHus auarHosa, npu Hanu4mm Tpombo3os
M TepanumM AHTMKOArynsHTaMm He pexe 1 pasa B Tpu mecsua

Y3 6pioluHoi nonoctu ¢ onpeaeneHMemM pa3MepoB NeveHHu,
ceneseHKM, OLEHKOM MOPTANbHOTO KPOBOTOKA

Ha momeHT YCTAHOBJIEHNUSA AMArHO3d, 3AaTEM He pexe 1 pa3a B ropg

CrepHanbHAs MYHKUMS C NOACYETOM MUENOrPaMMBI

M UMTOreHEeTMYECKMM UCCNESOBAHUEM
TpenaHobuoncus KOCTHOro MO3ra C FMCTONOMMYECKUM
MccneaoBaHMEM M OLEHKOM cTeneHu ¢pubposa

Mpu ycraHosneHnu auarHosa, panee He pexe 1 pasa B rog,
a TAKXe MPH PA3BUTUM NAHLMTONEHMM MM NOSIBNEHWUM BracTemmum

Pesyneratel Tepanun y 6onbHbIX [IM® oreHu-
BAIOTCA I10 TAHHBIM KAUHUYECKOU OYEHKU, 2eMamo-
J102UHECKO20, YUMO2EeHEeMU4ecKo20 U 2Ucmono2ude-
CKO20 WICCIENOBaHUM. B 3aBUCHMOCTH OT METONOB
OLICHKH M CTETIEHU MOJABJICHUS Oy XOJIEBOT0 KJIOHA
BBIICJISIIOT Pa3IMYHbIC BUJIBI OTBETA: KIMHHUKO-TE-
MaTOJIOTUYECKUN, HUTOT€HETUYECKUI U TUCTOJIOT -
YECKHUM.

Knunuko-remaronornuyeckuii oTBeT OLEHHUBAeT-
Cs MO HAJUYUIO WJIH OTCYTCTBHIO CHMITOMOB HH-
TOKCUKAllUM, CIUIEHOMETalIuu, MoKa3areiasiM KpOBU
Y MOXKET OBITh TOJHBIM WJIM YaCTUYHBIM, a TaKKe
CBHJIETEIILCTBOBATh O NPOTPECCHPOBAHUU 3a0oJie-
Banus [12, 79]. Kpurepuu onpeneneHusi KIMHUKO-
reMaToJIOrMYECKOr0 OTBETa IpUBENEHBI B maba. 9
u 10.

Tabnuya 9.

Kpumepuu knunuxo-cemamonozuueckozo omeema npu aevenuu IIM® [12, 79]
Kpurepun MonHbiN OTBET MNMporpeccus
CvmnToMmbl YacTtuuHbili oTBET

TR AT T OTcyTcTBME CMMNTOMOB MNMosieneHne cumnTromos
YMeHbLIEHHWE PA3MEPOB CENne3eHKH YBenuueHne pasmMepoB ceneseHkm
>50 % npu pasmepax <10 cm Huxe >50 % npu pasmepax <10 cm H1xe
pebepHoit ayru pebepHoit gyru

CeneaeHKa He nanenupyercs U CHUXEeHUE pa3MepoB cefle3eHKHU UNn yBennyeHrue pasmepos cene3eHkHU
>30 % npu pasmepax >10 cm Huxe >30 % npu pasmepax >10 cm Huxe
pe6epHoi ayru pebepHon ayru
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IIpooonoicenue mabauyor 9.

Kpurepumii MonHbi oTBET Mporpeccus
CyumnTOoMBI YacruuHbiii oTBET
T T OTcyTCTBME CMMNITOMOB MosiBneHue cuMNTOMOB
>120 r/n pna 6onbHbIX
¢ Hb<100r/n Chuxenme Hb>20r/n nnu
MU fOCTMXEHNE Yeennuenne Hb>20r/n, Ho <120r/n BO3HMKHOBEHWE 3QBUCUMOCTH
r HE3QBUCMMOCTH NpM OTCYTCTBUM 3ABUCUMOCTH oT TpaHcdy3ui
eMornobuH 4 J
oT TpaHcdy 3uM OT TPAHCHY 3UM UM CHUXEHUE MU NoBbILEHWE NOTPpebHOCTH
co ctabunbHeiM Hb>110r/n | notpebHoct >50 % B TpaHcdyamax >50 % B TpaHcdy3msx ans 6onbHBbIX,
Ans 6ONbHBIX, HYXAAIOLMXCS HYXAAOWMXCS B FeMOTPAHCHY3nsX
B reMOTPaHcdy3max
Chmxenne 250 % 6e3 Hopmanusaumm
npu neikoumtose >20 x 1079/ n
6 1 OBbILLEHUE BbILLE HOPMbI MK
JlerkoumTs 4-10x10%/n HAN NoBblleHMe Donee YeM Ha | X CHMXKEHME HUXKE HOPMbI, HE CBA3AHHOE
1079/ n 6e3 Hopmanusaumu npu M !
- ¢ Tepanuen
nerKoneHnm
<4 x 10"9/n
Cunxenune >50 % 6e3 Hopmanusaumm
npu Tpombouurtose >800x1079/n MoBbiweHWe BbiLLE HOPMBI UK
TpombouuTbl 150-450x 10°/n unu nosbiwenne >50x1079/n 6es CHMXXEHWE HUXE HOPMbI, HE CBA3AHHOE
HOpManuaaumu npu TpoMboumnToneHun | c Tepanren
<100x1079/n

Tabruya 10.
Ouenka KIuHUKo-zemMamoaozuieckozo omeema npu nevenuu IHHM® [12, 79]

Tun oteeta OnpepgenexHune

MonHbIM OTBET NO BCEM KPUTEPUSIM: OTCYTCTBME MHTOKCUKALMM, YBENIMHEHUS CEne3eHKU, HOPMASbHBIM
YpOBEHb reMornobuHa, nemMkouuTos, TpoMbouuTos

MonHbik oTeeT

He cooTseTcTBYeT KpHUTEPUSM NONHOrO OTBETA

YHacTHyHbIM MK NONHLIM OTBETHI MO YPOBHIO reMornobuHa M pasmepam ceneseHku 6e3 nporpeccuu
CMMNTOMOB MHTOKCHKALMM

nnn

bonblion otser MonHBIM MAKM YACTMUHBIN OTBET NO reMOrnobuHy Npu TPAHCPY3UOHHOM 3ABUCUMOCTH C OTCYTCTBUEM
CUMMTOMOB MHTOKCMKALMM Be3 NporpeccMpoBaHms CNIeHOMEranmm

17

YMeHbLIEHWE cnneHoMeranum (YacTMYHOe MM NOIHOE) C OTCYTCTBMEM CUMNTOMOB MHTOKCMKALMMK 6e3
NporpeccUpoBaHUs AHEMMUM

He cooteetctByeT kpuTepuam 6onbluoro oteeta

Hopmanusauus ypoBHs reMornobuHa unmu He3saBMCMMOCTH OT reMOTPaHCdy3ui (NonHbIA oTeeT

NO QHEMMM) C yBENMYEHNEM PA3MEPOB CeNne3eHkM (MporpeccMpoBaHmue CrneHOMeranmu)

nnn

YacTuuHbIM OTBET NO YPOBHIO reMornobuHa 6es ysenuueHus pasmepos ceneseHku

nnn

MonHbIM MAKM YACTUYHBINA OTBET NO pa3MEPaM ceneseHkn 6e3 NPorpeccMpoBaHMA QHEMMUMU U yCUNEHMS
CUMNTOMOB MHTOKCMKALMM

YMepeHHbIH oTBET

He cooTtBeTcTBYET KPUTEPUSIM YMEPEHHOTO OTBETA
Maneiit otset HopManusaums unm 4acTUuHbIi OTBET MO NEMKOLMTAM Mnn Tpomboumntam 6e3 nporpeccupoBaHms
GHEMMM, CMNIEHOMEraauM UIIM CUMNTOMOB MHTOKCMKALMM

JTio60i OTBET He COOTBETCTBYIOLWMIA MANIOMY OTBETy 6€3 yXyAleHUs NoKa3aTenen KpoBu

OrcyTcteue oteeta v 7
Y / (nporpeccuposaHre aHeMMM, NEMKONEHUM UK NEMKOLMUTO3d, TPOMBOUMTONEHUU unn TpombouuTosa),

Crabunusaums
yBENMYEHMS CIEHOMErQNUM UK YCHIIEHUSI CUMITOMOB MHTOKCMKALMM
JTio6oe yxyaweHue nokasaTenei KpoBu (MPOrpeccMpoBaHMe QHEMUH, NTEMKONEHMU UITU IEHKOLMTOS3A,
Mporpeccupoeanme TpoMbBouuTONeHNM MU TPOMBOLMTO3a), YBENMUEHMUS CNIEHOMEranMM UK YCUNEHUS! CUMNTOMOB

UHTOKCHUKALMU

[luToreneTnueckuii OTBET OlleHWBaeTCsa Npu mu- | uu) npoBoautcs: FISH ucciaenoBanue. YposeHs oT-
TOT€HETUYECKOM HCCJIEIOBAaHUM KOCTHOTO MO3ra | BeTa MOXKET ObITh O0onbIuM U MasibiM. Kputepuu 1u-
B JMHAMHKE, TpU HEoOXonuMocTu (HEMH(POpPMATHB- | TOTEHETUYECKOTO OTBETA MPUBEACHBI B mabn. 11 [79].
HOCTh PYTHHHOM ITUTOTCHETHKH, CKPBITHIE abeppa-

Tabruya 11.
Ouyenka yumozenemuueckozo omeema npu nevenuu IHM® [79]
Tun oTBeTa Onpepenexue
Bonbwon otser OrcyTcTBue aHomanmii (HopManbHbIi KApUoTHn)

Chuxenne >50 % konuuectsa metadas ¢ LUTOreHETUHECKMMU QHOMAMMSMU MO CPABHEHMIO
C NepPBOHAYANIbHBLIM UCCNIEA0BAHMEM

Maneiit oteet
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IIpoBenenne TpPEnaHOOMOIICHMM C THCTOJOTHYE-
CKUM HCCJIEJOBAaHMEM KOCTHOI'O MO3Ta M OLIEHKOU
creneHu ¢uOpo3a MO CTaHAAPTU3OBAHHOW IIKAJIe
MO3BOJIAET OLCHUTHh TMCTOJIOTMYECKHMI OTBET, I0-
CTHKEHHME KOTOPOIO CTAJIO BO3MOXKHBIM IIPH IIPUMeE-

Tabnuya 12.

HEHUU HOBBIX MeTon0B JieueHud [IM®D. OtBeT MO-
JKeT OBITh OIICHEH KaK HaJIMYNEe OTBETA, OTCYTCTBHUE
OTBETa U mporpeccupoBanue 3aboneBanus. Kpure-
PHH OLEHKU THCTOJIOTUYECKOIO OTBETA MPUBEICHBI
B maon. 12 [79].

Ouyenka zucmonozuueckozo omeema npu neuenuu IHIM® [79]

Kpurepun Hanuumne orBerta

OtcyTcTBME OTBETA

MporpeccupoBanmne

YMeHbLIeHMe cTeneHu

Kneto4Hoctb 1 cTeneHb KNeTo4YHOCTH U Ppnbposa

OrcyTcTBME M3MEHEHMM

YBsennueHne cteneHu KNeToYHOCTH
1 $16po3a NO CPABHEHMIO C UCXOAHBIM

$ubposa MO CPABHEHMIO C UCXOAHBIM MO CPABHEHMIO C UCXOAHEIM
MCCrenoBaHMEM uccnegoBaHueM nccnegosaHMem
OCJIO’KHEHHA Tonamu Tepanuu. B rpynne pykconutuHnOa ObLIO
HHPU IITEPBUYHOM MUEJIO®PHUBFPO3E MOJyYEHO CTAaTUCTUYECKH 3HAYMMOE YMCHBIIICHUE
U TAKTHKA UX TEPAITUHU BBIPAKEHHOCTH CUMIOTOMOB WHTOKCUKAIIUU U yITyY-

HaubGonee d9acTBIMH OCIOKHEHUSIMH KJIMHHYE-
ckoro TedueHus: [IM® MOTryT SBISATBCS: OIyXOJIEBAs
WHTOKCUKAIIUS, CTTICHOMETaJusl, aHeMHUs1, HH(EKIH-
OHHBIC OCJIO)KHCHUS, TPOMOOITUTOIICHUSI U TEeMOp-
paruyecKuii CHHAPOM, HAJIUYHUE O4YaroB SKCTpame-
JIYJUISIPHOTO KPOBETBOPEHHS, TPOMOO3bI, OjlacTHasI
TpaHchopMaIysi, MOYSKHUCIBIA ruare3 (BTOpUIHAS
rnojarpa), BTOpUYHBIN reMocujiepos. Hrke npuse-
JICHbI PEKOMEHIAIIUH 110 MPO(PUIAKTHKE U JICUSHUIO
OCJIO)KHCHUM.

OITYXOJIEBAS MHTOKCUKALIUA

JIuxopajnka, MPOJMBHBIE MOTHI M MOTEPS MACChHI
TeJIa YacTO SIBJISIFOTCS TIEPBBIMH MPOSBICHUSIMH 3a-
OoJieBaHus, HanboJIee CHIIEHO O€CIIOKOSIITMME OOJTE-
HBIX, 1 00yCIIOBIMBAIOT 0OpallleHre K Bpady 3Hauu-
TEJIBHOI YacTH MauueHToB. CUMIITOMBI OITyXOJICBOU
WHTOKCUKALIUH BBI3BIBAIOT OTPAHUYCHUS B IOBCEI-
HEBHOM )KM3HEIESITEIbHOCTH U YXY/IILICHHE KaueCTBa
JKU3HU OOJIbHBIX. TpanuiroHHash Tepamnus, B BUIC
TUIPOKCUMOYEBHHBI, KaK MPABWIIO, IPUBOINT K HE-
KOTOPOMY YMEHBIIIEHHIO BBIPAKEHHOCTH OITyXOJIe-
BOH MHTOKCHKAIIUH, HO TTOJIHOCTBIO €€ He KyITUpPYeT.
Bonbsmum addexTom obnagaer mpUMEHEHHUE TITIO-
KOKOPTUKOUJIOB U UMMYHOMOJIYJIATOPOB, a TaKKe
WX KOMOWHAIIMH, KOTOPBIE y 3HAYUTEIHLHOW YaCTH
MaMeHTOB MPUBOASIT K YMCHBIICHUIO HAPYIICHUM
CEKpEeLMH IUTOKUHOB U YITYUYIICHUIO X COCTOSHUSI.
HaubGonee 3¢ dekTuBHRIMU TIpEIapaTaMu, OKa3biBa-
IOIIMMH BJIMSTHUE HAa YPOBEHB IPOBOCIATUTEIBHBIX
LHUTOKHMHOB, B HACTOSAIIEE BPEMS SIBJITIOTCS HHTHOU-
TOPBI SHYCKWHA3, YTO TTOATBEPKACHO HUCCIIEIOBaHU-
eM COMFORT-2, B koTopoM cpaBHUBaJICA dDPeKT
JICYCHUSI PYKCOJIMTHHHUOOM M CTaHAAPTHBIMU Me-

64

MICHUE TIoKa3aresield KadyecTBa JKU3HHU, B TO BpeMs
CTaHdapTHasA TEpalinusad CYHICCTBEHHO HE BJIMATIA
Ha JaHHbIe ToKazaTtenu [34, 97].

CINVIEHOMETAJINA

VBenuueHue pasMepoB CEJIC3€HKH BCIIEJCTBHE
SKCTpaMEenyUIIPHOTO KPOBETBOPEHHUSI TAKXKE SIBIIS-
€TCs OTHUM U3 4YacThIX nposieneHuit [IM® u moxet
MPEACTABIIATh 3HAUUTENIbHYIO MPOOJIEMY B JICUEHUU
6onbHBIX. KpoMe (U3uKaIbHBIX CUMIITOMOB B BHJIE
YBEJIUYEHHSI U B3AYTHS KMBOTA, paHHETO HaChIIlIe-
HUsI, a0JJOMUHAIIBHOW OOJIM CTUICHOMETJIHSI 4acTo
MPUBOIUT K Pa3BUTHIO MH(APKTOB CEJIE3E€HKH, C/1aB-
JIGHUIO OpPraHOB OPIOIIHON MOJIOCTHU, MOPTAIBHOM
runepreH3sud. CUHIApPOM TUIIEPCIUIEHU3Ma BCIea-
CTBHE CEKBECTpallMd 3HAUYUTEIBHOTO KOJIMYECTBa
KPOBH, Pa3BUTHS ayTOMMMYHHU3AIIMH TIPUBOIHUT
K YCHJICHHIO BBIPA)KCHHOCTH ITUTOIICHUN. JledeHue
CIJICHOMETAJIMU MOKET NMPOBOAUTHCS C MOMOIIBIO
JIEKQpCTBEHHBIX IIPENapaToB WM ONEPATUBHBIM ITy-
teMm. Hanbosnee yacTo npuMeHsieTcsi rTuIpoOKCUMOoYe-
BUHA, KOTOpas MOXXET INPUBOAUTH K YMEHBIIEHUIO
pasMmepoB cene3enku [48]. OmHako JiedeHne THAPOK-
CHUMOYEBUHON MOXET MPUBOAUTH K YCYTryOJIEHUIO
LUTOINIEHUH, TpU ATOM 3P EKT Je4eHUuss HECTOEK
u HalOnoaercs yaiie y OONBbHBIX CO CIUIEHOMEra-
nueit menee 10 cMm. HUKe peOepHOM TyTru U ¢ HaJIU-
yreMm mytauuu JAK2V617F [77]. Ilpu HeniepeHocu-
MOCTH WJIM PE3UCTEHTHOCTH K THIAPOKCUMOYEBHHE
MOXXHO HWCITOIB30BaTh Oycynb(aH nim MenbgaliaH,
IIpY 3TOM HEOOXOMMO YUUTHIBATH UX O0JIee YacTyo
reMaToJIOTHYECKYI0 TOKCUYHOCTh. Y HEOOIbIION
yactu (MeHee 20 %) NanyMeHTOB yMEHBIICHUE pa3-
MEpOB CeJIe3€HKH HaOII0JaeTcsl MpHU HMCIOIb30Ba-
HUU MaJibIX 1103 Tanuaomuaa [14]. C monoxuTens-
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HBIM JIe4eOHBIM 3P (EKTOM HCHOIB3YEeTCsl KIaapH-
OMH, KOTOPBIA IPUBOAUT K YMEHBIIEHUIO Pa3MeEpOB
ceNle3eHKU y Oosbliedl yacTu OOJIbHBIX, HO TaKKe
COIIPSIKEHO C BBIPAXKEHHOU LIUTOIIeHUEN [29].

CrIuieHPKTOMUS  SIBIISIETCA  aJbTEPHATUBONM Me-
JTUKaMEHTO3HOMY JICUEHMIO, KOTZA JIEKapCTBEHHAas
Tepanus HeaeKTHBHA MO0 IIOXO MEePEHOCUTCH.
[TokazaHusIMM K yOAJEHUIO CEJIE3€HKH SIBIISIOTCS
MAaCCHUBHas CIUIEHOMETraius, KaXeKCusl, opTajabHast
TUTIEPTEH3UsI C HaJW4YMeM BapUKO3HO PACIIMpPEH-
HBIX BEH MHIIEBOJA M >KENyJIKa, aHEMHUS C TpaHC-
(y3noHHON 3aBHCUMOCTHIO. CIUICHIKTOMHS TIPH-
BOIUT K KyIUPOBAHUIO OOJIM, CHMIITOMOB B3IYTHS
JKUBOTAa M OBICTPOTO HACBIILIEHUS, YMEHbIIECHUIO
neduuuta Maccsl Tena. IloBeleHne remorioOrnHa
MOXET HaOJII0/1aThCsl Y TTOJIOBUHBI OOJIBHBIX, YMEHb-
IIeHUEe TPOMOOIMTONICHUH 4yTh MeHee ueM y 30%
MaIMeHTOB, MEPEHECIINX CIUICHAIKTOMHUI0. Bmecte
C TeM, yBEJIMYCHHAs CeJIe3CHKa, HAIMYHUE MOPTaIIb-
HOW THUIEPTEH3UH, COIMYTCTBYIOIIME IHUTONEHUHU
U paccTpoicTBa reMocra3a 00yCIOBIMBAIOT 3HAYM-
TENbHbIE TPYAHOCTH MPHU BBITIOJIHEHUU OIEpaLHU
u 'y 30-50% OONbHBIX MPUBOAAT K MOCIICONepaIy-
OHHBIM OCJIO)KHEHUSM, a Yy 5—10 % K JIeTaIbHOCTH.

JlyueBas Tepanus Ha 0OJIACTh CEJIE3EHKH MOXKET
YMEPEHHO YMEHBIIUTh KIMHUYECKHE CHUMIITOMBI
U pa3Mephl CEJe3eHKU y OOJIbHBIX M MPUMEHSETCS
npu Hed(PHEKTUBHOCTU MEAUKAMEHTO3HOM Teparuu
U HEBO3MOXXHOCTH WJIM OTKa3e OT CIICHIKTOMHH.
JleueGHbIi 3 dekT TydeBoil Tepanuu He IPUBOIUT
K HOJIHOMY YCTPaHEHHUIO NaTOJOTMYECKUX CHUMIITO-
MOB, HECTOEK U JIUTCS BCEro HECKOJBKO MECSIEB.
OOGnyueHue, Kak MPaBWIO, IPUBOAUT K YCHJICHUIO
LUTOIEHUH, YTO 00YyCIOBIMBAET JIETAIHLHOCTD OKO-
710 10-15% OGonpubIX. [Ipu 3TOM IMydeBas Teparnus
MIPUBOJIUT K PA3BUTHIO JOKaIbHOTO (pribpo3a m 00-
pa30BaHUIO CIAEK C OPIOIIMHON M MpHUJIEKAILUMHU
OpraHamu, 4TO, BIOCJEACTBUHU, J€JAeT CILIEHIKTO-
MUIO KpaifHe CI0XKHOU TexHu4YecKu [48].

AHEMUAA

Onnum u3 Hanbosee yacThix ocnoxHeHut [IM®P
SIBJISIETCSI aHEMHSI, KOTopas HEpeaKo HabIromaeTcs
npu Ae6roTe 3a00IeBaHMs U CIYKHUT IMOBOJAOM 00-
paieHusi 60JBHOTO K TeMaToJIory M JTHarHOCTUKH
TIM®. /15151 KOppEKIIMH aHEMUH C LIENBIO 3aMEIIEHUS
neuurTa U NpeaynpexaeHus )KU3HEYTPOKAIOIIUX
COCTOSTHUM 4YacTO MPUXOAUTHCS MpUOerarh K mnepe-
JIMBaHUSIM 3pUTpounTOB. [IpH niiaHupoBaHUM Jieyde-
HUS HEOOXOAUMO TTOMHHUTB, YTO aHeMus npu [IM®
MO>KET HOCUTD MOJUITHOJIIOTUYHBIN XapakTep U siB-
JIATHCS, B TOM YHUCIE, CIEICTBUEM Je(uINTa BUTa-

MHMHOB M MHUKPO3JIEMEHTOB, & TAaK)KXE COITyTCTBYIO-
el naronoruu. [losromy B pamkax oOcieoBaHUs
IMOMUMO OTIPEJIeJICHUs] yPOBHS IeMOIJIOOMHA U YHC-
Jla SPUTPOLIUTOB HEOOXOAUMO MPOBECTU MOJACYET
PETHKYJIOIMTOB, ONIpEIeTICHHE TTOKa3aTeeii oOMeHa
Kesesa (ceiBopoTodHoe xerne3o0, OXKCC, Tpancdep-
puH, GeppuTHH), ypoBHel BuTamuaa B12 u donme-
BOM KUCJIOTBI, SPUTPONOITHHA.

[Ipu neduuure xene3a MPEUMYILECTBEHHO IO-
Ka3aHO Ha3HAYEHUE MepOopajbHBIX IPErnapaToB xKe-
ne3a B 103e 4—5 mr/kr wim He meHee 200 Mr B cyT-
ku: Copbudep-ngypynec, Mansrodep, @eppyMm-iek
(ocobeHHO npU 3a00JEBAHUAX KEITYIOYHO-KUIIeY-
Horo Tpakrta), Depnarym, Depperad DeHroIbC,
Tapaudepon, dDepporpamymer u np. KouTpons
KIMHUYECKOTO aHajdn3a KPOBU M OOMEHa Keiesa
MpU JICYCHUU 1eJIECOO0pPa3HO MPOBOIUTH EKEeMe-
csiuHo. Kpurepuem 3(ppeKTUBHOCTH JI€UCHUS SBIIS-
€TCsl NOBBILIEHHE YPOBHS I'€MONNIOOMHA 10 HOPMBI
nim 6onee yem Ha 15-20 1/ OT UCXOIHOTO YPOB-
Hi B TedyeHHe Mecsua jedenus. [locie Hopmanu-
3allMd YPOBHS TeMOITIOOMHA JIJI1 BOCIIOJIHEHHUS 3a-
[acoB eJjie3a B OpraHu3Me MPUEM €ro Mnpenaparon
11eJIeCOO0pa3HO MPOJOJIKATE OKOJIO TPEX MECSILEB.
B nmanwpueiimem nepuonudecku 1 pa3 B 3—6 mecs-
11€B HEOOXO0IMMO NMPOBOAUTE KOHTPOJIb MTOKa3aTesei
dbeppocraryca [2].

Ilpu nedunmre Burtamuna B12 nokazano ma-
peHTepallbHOE BBeICHUE MaHKOOAIaMUHa B J03H-
POBKE, COOTBETCTBYIOIIECH CTETIEHH TSKECTH aHe-
M. B TeueHnne mepBoro mecsia jedeHus OpHUeH-
TUPOBOYHBIE JTO3UPOBKHU SIBISIOTCSA CIEAYIOLIMMM:
200 MKr B CyTKM OpH aHEMHUHU JIETKOW CTEIEHHU,
400 MKr B CYTKM NHpU aHEMHUU CpElHEH CTelneHU
u 600 MKr B CyTKU NPU aHEMHH TIKEJIOW CTETICHU.
[MognepsxuBaromias 103a MUaHKOOATaMHUHA COCTAaB-
et 200-500 MKr exxemMecsaHo [2].

[Ipu ¢ponueBoaepUIMTHON aHEMUU Ha3HAYAETCS
(onmeBast KMCIOTa, OPUSHTUPOBOYHAS J103a C yue-
TOM YacCTBhIX COMYTCTBYIOIIMX 3a00JIeBaHUM C HApy-
IIEHWEM BCACBIBAaHUS COCTABIISIET 5 MT B CyTKH. 11o-
CJie HOpMaJIM3alliy yPOBHS TeMOITIOOMHA IIeJIeCo-
00pa3HO MNpPOBEACHUE NOJIJEPKUBAIOLIECH Tepanuu
B go3e 1 mr B cyTku [2].

Crnenuduyeckass CTUMYISIIUS SPUTPOINIOI3A MO-
JKET TaKKe MPOBOJIUTHCS U C TTOMOIIBIO SPUTPOIIO-
33CTUMYJIUPYIOUINX TPEnaparoB, TAKXKE C YyUEeTOM
W 9acTOr0 HAJIWYHUsS COIYTCTBYIOIIEH aHEMUU XPO-
HUYECKHUX 3a00J1eBaHUH, B TOM YHCIIe U IPH HEPPO-
JIOTMYECKOM NaTOJIOTUHU. AHAIU3 JOJITOCPOYHBIX pe-
3yJIbTaTOB MPUMEHEHUSI SPUTPOIIOITUHOB HE IMOKa-
3aj1 yBenuueHus pucka tpanchopmanuu [IM® npu
WX UCIIOJIB30BaHUHU. 3aBUCHMOCTB OT TeMOTpaHCcy-
3uil [38] ¥ ypOBEeHBb 3HJIOTEHHOTO 3PUTPOIOITHHA
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repes] Ha4ajoM Tepari UMEIOT MPOTHOCTUYECKOE
3HaYCHME, IIPU ero BenmarHe Oonee 125 ME/n Bepo-
SITHOCTB MoJTyueHust orBeta Huxe [ 19]. OTBeT Ha Te-
panuo HalIonaeTcs: MPUOIU3UTENIHBHO Y TTOJIOBUHBI
OOIBHBIX U MPOJOJDKASTCS B cpeaHeM roa [38].

JJ1s1 BO3IEMCTBYSI HA UMMYHOJIOTHYECKUE MEXa-
HHU3MBI pa3BATUA aHemuu nipu [IM® n HOpManu3a-
LMY [IUTOKUHOBOTO OajaHca MOTYT OBITh UCIIOJIB30-
BaHbl TNIFOKOKOPTUKOUBI B HU3KUX J103aX, aHApOre-
HbI 1 UMMyHOMOZysiTopbl. HanbGonbias s dexrus-
HOCTbD U JIy4IIasi IEpeHOCUMOCTb HAaOIIOIAl0TCS TIPH
KOMOMHUPOBAHHOM TPUMEHEHUH UMMYHOMOTYJISITO-
poB u mmokokoptukonaoB [40, 53, 54, 64, 65, 87].
IToBblIeHNE reMoriIoOMHA PH UCIIOJIB30BAaHUN HM-
MyHOMOIysTOpoB Habmogaercsa y 20—40% Oounb-
HbIX [88]. 3HaunTenbpHO Oonbiias 3()PEKTUBHOCTH
HaOIIoaeTcsl IpU HMCIOJIb30BAaHUU JICHAJIUIOMHIA
y 60IBHBIX ¢ fmenenueit 5q [54, 64, 81].

[Ipy HATMYWW CTUICHOMETAJIMU U CHUHIpOMA TH-
MEPCIIEHN3Ma YMEPEHHOE MTOBBIIEHUE FeMOITI00U-
Ha MOXET HaOJII01aThCs OCHE CIIJIEHIKTOMHUH.

MH®O®EKIIMOHHBIE OCJIOXXHEHM A

JleiikoneHUs1 U1 HEUTPONEHUS], SBJISIOIIUECS UHO-
I71a TPOSIBICHUAMH 3a00JIeBaHUs, OOYCIOBIMBAIOT
TOBBIIIIEHHE YaCTOThl BO3HUKHOBEHUSI MH(PEKIINOH-
HbIX ocioxHeHui y 6ombHbIX [IM®. Omnpenenen-
HBbIM BKJIaJ B pa3sBUTHE UMMYHOAE(QULIMTA BHOCHUT
Y LIMTOKMHOBBIM AUCOanaHC, SIBISIOMIMICA OJHUM
13 KJIIOYEBBIX 3BEHbEB MaTOreHe3a. JlekapcTBEeHHbIE
npenaparbl, NpUMEHsoIuUXcs 11 Jedenus: [IMOD,
TaK)K€ MOTYT YyCYryONsATh HEWUTPOICHHIO W TOpP-
MO3HUTh MEXKJIETOUHYIO KOOIMEPAIui0 WMMYHHOU
cucreMbl. MHGEKIMOHHBIE TpoLecCchl y OONMbHBIX
[IM® 00ycroBieHbl BTOPUYHBIM UMMYHOIEDUIIN-
TOM U 4aCTO MPOTEKAIOT aTUMIUYHO. OTMedaeTcs Bbl-
COKasi CKOPOCTh HapacTaHUsl MHQPEKIIMOHHOTO TPO-
necca. Tak Kak MOBBIIICHUE TEMIIEPATyphl, B TOM
guciie u (HeOpUITbHOE, MOXKET SIBIISATHCS U CUMIITO-
MOM OIIyXOJIEBOI HMHTOKCHUKAllUM, II09TOMY Jie-
OI0T MH(EKIIMOHHBIX OCJIOKHEHUH MOXET ObITh
MPOMYIIIEH.

Jnarnoctuka MH(PEKIMOHHBIX OCIOKHEHHUI Oa-
3UpyeTcsl Ha THIATeILHOM cOOpe aHaMHe3a C BBISIB-
JIGHHEM BO3MOXKHOTO o4dara MH(QEKIUH C THIATeThb-
HBIM TOIMYECKUM HCCIIEIOBAHUEM, BKJIFOYAOLINUM
BU3yaIM3alMI0 (METOJIbl JIy4eBOM JHAarHOCTUKU
Y DH/I0CKOMHUH) CTPYKTYPBI OPraHOB U COOpOM mare-
puana st uaeHTuduKanuu Bo30yauTens (CMBIBBI,
MCCIIeIOBaHNEe OMOJIOTHMYECKHUX KUIKOCTEH W TIp.).
[Ipu ummyHOneduuTe HEOOXOOAUMO YUHUTHIBATH
BEPOSATHOCTBh OBICTPOrO MPOHUKHOBEHUS MHUKPOOP-
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TaHU3MOB B KPOBb C Pa3BUTHEM OAKTEpHUEMUHU U BU-
pycemun. Ilpu nuxopanke y 6ompHOro [IM® 06s-
3aTeJIbHBIM SIBJISIETCS UCCIIEIOBAHUE T€MOKYJIIBTYPHI,
KOTOpO€ MpH MPUMEHEHUU COBPEMEHHBIX METO/IOB
(ITP m mp.) MOXKET B T€YEHHUE HECKOJIBKUX YacOB
onpeneauTs Bo3Oymurensa. [loceBrl HeoOXomuMo
MIPOBOJNTH OJHOBPEMEHHO Ha Cpeibl, CEJIEKTHB-
Hble K OakTepusiM u rpubam. OOs3aTeIbHBIM SIBJISI-
eTcsl OJHOBPEMEHHBIN NapasuleabHbIi 3a00p mpoo
W3 KaTeTepoB LEHTPAJIBbHBIX H TepUupepruIecKux
BEH JUISl WUCKJIIOYEHUsS KaTeTep-aCCOLMMPOBAHHBIX
nHpexuit [58]. Hepeakum siBisieTcst BO3SMOXHOCTh
XPOHM3AIUU 04aroB MH(MEKIUHU C ePUOIUISCKUMU
obocTpeHusMU B mocienyroueM. B 3tom ciyuae
TIIATEJIbHOE H3Y4YEHHE aHaMHe3a MOXXET IOMOYb
B auddepeHInaNIbHON IUAarHOCTUKE WH)EKIIHi.
Ha ¢one Bropuynoro nmmyHoxaedummnra, o0ycioB-
JIGHHOTO 3a00JICBAaHUEM U JICYCHHUEM, TaKXe BBICO-
Ka BEPOSITHOCTH OMNIOPTYHUCTUYECKUX HH(EKIUi
(aTunUYHBIX OaKTepUAIBHBIX, TPUOKOBBIX U TIP.).
Jlo unenTudukanuu BoO30OyAUTENsA, OOILHBIM,
B CBS3UM C YAaCThIM HaJIMYUEM KOMOMHHUPOBAHHOTO
WUMMYHOJIe(HUIIMNTA JTIOJDKHA OBITh Ha3HAUYCHA DMITH-
pyuYecKas aHTHOAKTepHaIbHAsI TEPANHs C WCIIOIb-
30BaHUEM AHTUOMOTHKOB, IEPEKPBIBAIOIINX BECH
CIEKTpP HH(EKIMOHHBIX BO30yAUTENEH B MaKCH-
MaJIbHBIX J103aX. Kpurepuem s3¢p@dexkTuBHOCTH M-
MUPUYECKON aHTHOAKTEpHUAIHHON Tepanuu SBIISET-
Cs yIIy4IIeHNe WiN CTaOMIn3anusi COCTOSTHUS OOJTb-
HOTO, HWCYE3HOBEHHE KIMHUYCCKUX TMPOSBICHUM
MH(DEKIMN 1 JTUXOpagKu B Te4eHue 3—5 CyTok Te-
panuu. [Ipu HengocratounoM >ddexre HeOOX0TUMO
Ha3HA4YUTh APYyrue aHTUOMOTHKHU WM UX KOMOUHa-
LUIO C YYETOM KIIMHUYECKUX JTAHHBIX U PE3y/IbTaTOB
HCCIIeIOBAaHUI MUKPO(IOPH HA YyBCTBUTEIHHOCTD
K aHTuOMoTuKaMm. [locie BBIABICHUS BO3OYIUTEIIS
Y ONPENIENICHNS €70 MHANBU1yaJIbHON YyBCTBUTEIIb-
HOCTH aHTHOAKTepualibHasl Tepanusl J0KHA ObITH
panMoHanu3upoBaHa BBEIOOpOM HaumbOosee 3pdek-
TUBHOTO Tipenapara [2, 8, 24, 27, 28, 31, 33].
O1HaKo, Y 3HAYMTEIBLHOUN Y4acTH OOJIBHBIX MEPO-
MIPUATHS 110 UACHTU(DUKAIINY BO3OYIUTEIIS TIPU WH-
(eKIIMOHHBIX OCTIOKHEHUAX HE IPUHOCST Pe3yJIbTa-
TOB, a IEpBOHAYaIbHasl CXeMa AIMIIUPUUECKON aHTHU-
OakTepUabHON Tepanuu HEAO0CTaTOYHO YPDEeKTUB-
Ha. B »Tux ciaydasx HeoOXOAMMO UCKIIIOYEHUE BH-
PYCHOTO ¥ MHUKOTHYECKOTO TeHe3a MH(EKIIMOHHBIX
ocinoxHeHu#. [lpu yXyamieHUM COCTOSHHSI OOJIb-
HOTI'O aHTUMHUKOTHYECKasl Tepamnus, akTUBHAsI B TOM
Yyucjae M NPOTHUB IUIECEHEH, NOJKHA Ha3HAyaThes
nociye 4-ro AHSA JAUXOpaJKU TaKUMH IpernapaTraMu
KaK UTpakoHa30J (00siailaeT OTpUIATEIbHBIM HHO-
TPOITHBIM JEHCTBUEM), BOPUKOHA30J, T03aKOHA30,
aM(OTEpHINH B pa3TNIHBIX MOAU(PUKALINIX, KACTIO-
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(yHruH, MUKaQyHIHH), 0COOCHHO IIPH OTCYTCTBHH
AHTUMHUKOTHYECKON NMPOUIAKTUKH TIEpe]l Ha9aIoM
mmxopasnku [17, 63, 74]. [IpotuBoBUpyCHAas Tepanusl,
HalpaBJICHHasl IPOTUB BUPYCOB IIPOCTOrO repreca
U IIUTOMErajaoBupyca (alHMKIOBUpP, BaJallUKIOBUD,
TaHIIUKJIOBHUP, BaJITAHIIUKIOBUD, (HaMIIUKIOBHD),
MOXET OBITh Ha3Ha4YeHa JIO MOATBEPXKICHUS Cepo-
sgorndyeckumu win I[P merogamMu mpu Haauduu
XapaKTepHbIX KIMHUYECKUX IPU3HAKOB IOpaxe-
HUM (ITy3BIPbKOBBIE MOPAKEHUS KOKU U CIIU3UCTHIX,
SI3BBI C HEKPO30M, 330(paruT, aTUMUYHBIEC JIETOYHBIE
UHPUIBTPATHI, pETUHHT) [9, 99].

[Mpu nHGEKITMOHHBIX OCI0KHEHUSX, BOSHUKIITAX
Ha (OHE HEUTPOINEHUH, BO3MOXKXHO HCIIOJIb30Ba-
aue ['-KC® 5 MKr/Kr/cyt, a Takke 4eI0BEUECKOTO
nMMyHoDtoOynmuHa B fo3ax 0,2—0,5 r/kr 3—5 gnei
U MIpOBeJIeHHE TutazMadepesa ¢ 1eIblo 1e3UHTOKCH-
Kallii W YIIy4YIIeHUS 9yBCTBUTEIBHOCTH K JIEKap-
CTBEHHBIM IIpenaparam [2, 33, 73].

TPOMBOIIUTOIIEHNWA
U T'EMOPPATUHYECKHWU CUHAPOM

TpoMOOIUTONIEHUS YACTO MOXKET OCJIOXKHSITh Te-
yenue [IM®, ocoGeHHO TPy HATMYHUH BBIPAKEHHO-
ro ¢udpo3a KOCTHOTO MO3Ta U UCTOLLIEHUH F'eMOII0d-
3a. Knuunueckum nposiBneHnemM TpoMOOIIUTOIIEHUH
SIBJIIETCSI FTEMOpPPAaruiecKuii CHHAPOM B BUJIE Pa3BU-
THSI CIIOHTAHHOW KPOBOTOUYMBOCTHU. OmpeieieHHbIN
BKJIQJ] B pa3BUTHE reMOpparuii BHOCUT ¥ BTOPUIHAS
KOoaryjonaTus, CBsI3aHHasl ¢ HapyLIEHUEM IPONYK-
UM (HAKTOPOB CBEPTHIBAHUS MEUECHBIO BCIIEIACTBHE
MOBPEXICHUS MNapeHXUMBbl odyaraMu 3KCTpaMeryli-
JIAPHOTO TEMOI033a M MOPTAJIbHOW TUIEPTEH3UH.
TepaneBTUyecKass TaKTHKa TIPU TPOMOOITUTOTICHUH
JOJDKHA OBITH HAIlpaBJIeHA HAa yCTPAaHEHHE TPUYHUHBI
TPOMOOIIMTONEHNH U NMPO(UIAKTUKY reMopparuye-
ckoro cusuapoma. IlpuumHamu pa3BuUTHS TpPOmMOO-
uuronennu npu [IM® moryT ObITH yMEHBILIEHHE
BBIPAOOTKH TPOMOOIIMTOB U X MOBBIIIIEHHOE pa3py-
menue. CHkeHne oOpa3oBaHUs TPOMOOIIMTOB Ya-
CTO 00YCJIOBIIEHO aKTUBHOM mpoiudepanueii naro-
JIOTUYECKOI'O KJIOHA C MOJABISHUEM HOPMAaJIbHOIO
reMornon3a 1 pasButuem ¢puodpo3a KOCTHOTO MO3ra.
[laTorenernueckoe BIMSIHUE Ha JaHHBIM MpoLECC
MOT'YT OKa3aTh TaKX€ UMMYHOMOIYJISITOPHI [14, 15,
87] u uarubutopsl sHyckuHas [34, 97]. YmeHnsie-
HHE YrCIla TPOMOOLIMTOB MOXKET IPOUCXOIUTH U3-3a
HUX MOBBIIIEHHON NECTPYKLHH B CEJIE3E€HKE BCIIEI-
CTBHE THNEPCIUICHU3MA IPHU CIUICHOMEraauu u 00-
pa3oBaHUs ayTOAHTUTEN K TPOMOOILIMTAM M Meraka-
puonuram. IlpodunakTuka OCIOKHEHUH TOJHKHA
OBITH HaIpaBJIeHA Ha YIIYYIIEHHUE COCTOSHHUS COCY-

JIMCTOM CTEHKM C IOMOUIBIO Ha3HauYeHUs MIpenapa-
ToB ButamuHa C, pyTHHA, 3TamM3mwiara (JUIMHOHA)
U UCKJIIOUEHHUs (PaKTOPOB pUCKAa — HOpMaJIU3ALIUS
BEHO3HOTO JaBJICHUS! (YMEHBILIECHHE MOPTAIHHOMN
TUTIEPTEH3UH C TTIOMOIIIBI0 OeTa-010KaTopoB, OoKa-
TOPOB KAJIBITMEBBIX KaHAJIOB, COCYIHCTOTO IIYHTH-
poBaHus), NPOMUIAKTUKN TOPAXKEHUS CIU3UCTHIX
(yBnakHEHHE CIIM3UCTON HOCA, CEKPETOJIUTUKHU IS
Npo(UIIaKTUKH SI3BOOOpa3OBaHUs, MECTHas Tepa-
MUsi TEMOPPOUJIATIBHBIX BEHO3HBIX y3loB). Ilepe-
JINBaHUE TPOMOOIIMTHOTO KOHIIEHTpaTa UMEET Kpa-
TKOBpPEMEHHBIN 3(p(]PeKxT u 1enecoodpa3HO TOIBKO
NpY HAJIUYUHM TeMOPParudeckoro CHUHIApoOMa WIN
MIpY BBICOKOM PHUCKE KPOBOTEUEHUM, K TOMY K€ P
MHOTOKPATHBIX TpaHCY3USIX MOXKET pPa3BUTHCS
PE3UCTEHTHOCTh K TEPEIMBAHUSM B CBA3U C ayTO-
nmmyHmn3arnued. [ms xoppexkuuu JIBC-curapoma
Y HapyIICHHWH IJIa3MEHHOTO 3BeHa reMocTasa TaK-
YK€ NMIPUMEHSIOT MIEPEIMBAHUS CBEKE3aMOPOKEHHOM
IJIa3Mbl B aJIEKBATHBIX 033X U BBEJIECHHS PEKOMOU-
HaHTHBIX (PAaKTOPOB CBEpThIBaHMUS [2, 4].

O4YAI'1
SKCTPAMEAVJIJIAPHOI'O KPOBETBOPEHM A

I[Ipu IIM® mnpakTUYeCKH BCErJa pa3BUBAKOT-
Cs o4Yaru KpOBETBOPEHHUsI BHE OpPraHOB IeMoIi033a.
[IpuunHON WX BO3HWKHOBEHUS SIBIISIIOTCS TpyObIe
HapylIeHUs] CTPOMAJIbHOIO MHUKPOOKPYKEHUs, BbI-
3BaHHbIE OIYXOJIbIO, M, KaK CIIEICTBUE, IPOHUKHO-
BEHHE B MepUpepUvIecKUil KPOBOTOK KIIETOK-TIPE-
ILIECTBEHHUKOB, B TOM YHCJIE TI'€MOIO3TUYECKUX
ctBosioBbix KieTok (I'CK) [22, 47]. Bo3moxHOCTB
xomuHTa 1 pasmMHoxkeHus: ['CK ¢ ¢popmupoBannem
Y4aCTKOB IeéMOII0332a B IIEPBYIO OYEPEb CYIIECTBYET
B IIEYECHU U CEJIE3€HKE, B KOTOPHIX KPOBETBOPEHHUE
OCYILECTBIsIeTCI B 3MOpPHOHAJIBLHOM U MpeHaTallb-
HOM nieprone. OTHAKO NPU ATUTETHHOM Te4eHUH 00-
JIE3HH OYaru SKCTPaMenyJUIIPHOTO KPOBETBOPEHUS
MOTYT Pa3BUBAThCS U B JIPYTHMX OpraHax M TKaHsIX.
Tak, KpoMe MEUEHU U CEJE3EHKHU, IKCTpaMeTyIuIsIp-
HbIE€ OYaru KpOBETBOPEHUS MOSBISAIOTCSA B OproIIu-
HE C pa3BUTHEM aCIHUTA, JIETKUX C (OPMHUPOBAHUEM
JIETOYHOM THIEPTEH3UU U DKCCYNATUBHBIM ILJIEBPU-
TOM, JTUMGOY3JIaX ¢ MX YBEJIWYEHHEM M KOMIIpEC-
CHeH TOoMIeXalIuX OPTraHOB M COCYJOB, T'PYIHOM
Y NOSICHUYHBIM OT/EJIaX MO3BOHOYHHUKA C BO3MOXK-
HBIM CJaBJICHUEM CIHMHHOIO MO3ra, KOHEYHOCTSIX
CO CHaBJIEHHWEM HEPBHBIX CTBOJIOB M HeWpomaTude-
ckoii 6oiybro [92]. BO3HUKHOBEHHE Y4YacTKOB BHE-
KOCTHOMO3IOBOT'O KPOBETBOPEHUSI COMPOBOXKIACTCS
MOBPEXAECHUEM CTPYKTYpPbl OpraHa M HapylIeHHEM
COCYAMCTOrO0 KpOBOTOKA (IOpTajibHas TMIEPTEH3NU,
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SKCCYNATUBHBIN TIJIIEBPUT U acuuT). OnpeeseHHbIN
BKJIa/l B HapylleHUe (PyHKIUN BHYTPEHHHX OPraHOB
BHOCAT M LMTOKHHBI, IPOAYLUPYEMBIE OITyXOJIEBbI-
MM KJIETKAMH, KOTOPBIE BBI3BIBAIOT JIOKAJIbHOE BOC-
najenre. Hanmnune 6eCCUMIITOMHBIX 04aroB dKCTpa-
MEAYJUIIPHOTO TeMOII033a He TpeOyeT TOMOIHEHUS
cucteMHoi Tepanuu. C yd4eToM TOro, 4TO OCHOBHOM
MIaTOr€HETHYECKUI BKJIaJ B PAa3BUTHE 3THX OYaroB
BHOCUT HapyLICHUE MEKKJIETOYHOIO B3aUMOIECH-
CTBHS M IAaTOJIOTHUYECKasl CEKpelusi UUTOKMHOB, Hau-
6omee 3¢ GeKTUBHBIM 111 TPOPMIAKTUKHI U TaTore-
HETUYECKOW Tepanus dTUX OCJIOKHEHHUI MOTYT OKa-
3aThC UMMYHOMOJYJIATOPHI B COUYETAHUU C TITIOKO-
KOPTUKOMJAMU U UHTHOUTOPHI sHycKuHa3. Hanuuue
JIOKUIbHBIX KJIWHUYECKHUX CHMITOMOB, CBSI3aHHBIX
C BKCTpaMeqyJUIIPHBIMU OYaraMi, siBJIsi€TCs IToKa3a-
HHUEM K MECTHOMU JIy4€BOW TE€PANMH B HU3KHUX J103aX
(B pazomoii noze 1 I'p, kypcosas no3a 10 I'p) [41, 57,
75]. Ilpu CKOTIIIEHWUH KHUJIKOCTH B IMOJOCTAX BO3MOXK-
HO NIPUMEHEHUE IJIEBPAIBHBIX IyHKIMN U apaleH-
Te3a C BBIIOJIHEHHUEM IIJIEBPOAE3A.

TPOMBO3bI

Teuenue [IM® conpskeHO ¢ PUCKOM pPa3BUTHS
TPOMOO30B U YCUJIECHHUEM TSKECTH CEepACHYHO-CO-
CymucThIX 3aboneBanuil. JlokazanubeiMH (hakTopa-
MU pucka TpoM0030B y OombHBIX [IM® sBIsIOT-
ca Bo3pacT crapue 60 jleT U HaJIM4Me MyTaluH
JAK2V617F, ocoOeHHO B COYETAaHHUHU C JIEHKOIIU-
to3oM [11]. Ilpennonaraercs, 4To Ha3HAYECHUE THU-
JIPOKCUMOYEBHHBI M CHIKEHHSI YPOBHSI TPOMOOIHU-
TOB, YMCHBIIAIOIINE PHUCKH Pa3BUTHA TPOMOO30B
IIPH CCEHUUAIBHONH TPOMOOIIMTEMHUHN M MCTUHHOMN
MOJINIIUTEMHH OyIyT aBaTh aHAJOTUYHBIN 3 dexT
u nipu [IM®. Tlpodunakruka TpoMOOOOpazoBaHUs
C MOMOIIbI0O Ha3HAYEHUs] aHTHArperaHToB — alle-
TWJICATHUITUIOBOI KMCIIOTHI TOKa3aHa BCEM OOJIbHBIM
[IM® mtpu ypoBHe TpomboruToB Gosiee 50x10%/n
[92]. IIpuBnekaTenbHON MEPCHEKTUBOMN 11 YMEHb-
IIEHUS] pUcKa TPOMOO30B SIBIISIETCS MCITOJIb30BaHUE
MHIT'MOUTOPOB SIHYCKMHA3, B YACTHOCTH PYKCOJIUTH-
HuOa. B 1ByX NpoBeIeHHBIX KIMHUYECKUX UCCIIEN0-
BaHusAX (COMFORT-1 u COMFORT-2) pykconurtu-
HUO 3HAYMMO CHIKAJT YPOBHH JICHKOIIUTOB M TPOM-
OOIMTOB, C OTHOBPEMEHHBIM YMEPESHHBIM CHIKCHH-
eM ayuenabHou Harpy3ku JAK2V617F [34, 97].

BropuuHast npoduitakTiKa nocie yxe ciay4duBlie-
rocst TpoM003a CBOAUTCS K HOpMAIU3aLUY MTOKa3are-
Jiel KpOBHU, TOKa3aTesleil CHCTEMbI CBEPTHIBAHUS KPO-
BH M HA3HAYCHHIO 110 TIOKa3aHUSAM aHTHKOATyISTHTHOM
Tepanuy TPSIMBIMU M HENPSIMBIMH aHTHUKOATYJISTHTa-
MU IIOJ{ KOHTPOJIEM CBEPTHIBAIOLIEH CUCTEMBI.
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BJIACTHAA TPAHCOOPMALIUA

HakonneHue AOMOTHUTENBHBIX MYTallUid MpU
JIUTETbHONW mpoiudepanuy OIyXoJIeBOro KIOHA
npu [IM® moxeT npuBecTH K OOJIBIIEMY O3JI0Ka-
YECTBJIICHUIO OIyXOJIM U PAa3BUTHIO TEPMUHAIBHOU
ctaauu 3a0oieBaHusl — OaCTHOW TpaHCchOopMaITUU.

Cpoku oT MOMeHTa J1e0roTa 3a00sIeBaHusl 10 pa3-
BUTHSL OnacTHON TpaHchoOpMalMyd MOTYT Cyllle-
CTBEHHO Pa3JIMYaThCs OT OAHOTO-ABYX JIO JIECSATKOB
set. Takast pa3HHIIa B CPOKax pa3BUTHSI OJIACTHOM
TpaHchopmaluu oOyClIOBJIEHA HETOYHOCTBIO yCTa-
HOBJICHUsI CPOKOB Hauasia 0osne3Hu. OnpeaeneHHyo
MOMOIIb B IPOTHO3UPOBAHUM T€UEHUs OOJIE3HU OKa-
3pIBaeT cucrema crparuduxanuu DIPSS+ (mabn. 3)
[32], ctanupoBaHUe IO KOTOPOU MOXKET ITPOBOIUTh-
cs B JIFO0O0IT MOMEHT 3a00JIeBaHUSI.

JlokazaHHBIX CpencTB NPO(HIAKTHKN OIaCTHO-
ro Kpu3a 3a0o0JieBaHUsA, B CBA3M C HEIOCTATOYHOM
M3YYEHHOCTBIO MEXaHM3MOB €ro BO3HUKHOBEHUS
B HacTos1Iee BpeMs He pazpadborano. [lepBbiM cpen-
CTBOM, CTaTHUCTHYECKH 3HAYMMO YyBEIWYMBAIOIINM
OOIIYI0 BBDKHBAEMOCTH OOJIBHBIX TIO CPaBHEHUIO
C TPaAULMOHHOMN Tepanuell B paHAOMH3UPOBAHHOM
WCCIIEIOBAaHUM, CTajJd UHTMOUTOPBI SIHYCKHMHA3 —
pykcomutunu®  (uccnemoBanuss ~ COMFORT-1
n COMFORT-2) [34, 97].

[Ipu pazBuTHH OnacTHOUW TpaHCchOpPMAIMH TPO-
THO3, KaK TMpPaBWJIO, HEOIAronpUATHBIA, MeIuaHa
BBDKMBAEMOCTH COCTABIISIET HECKOJIIBKO MECSLEB.
TakThka Tepanuu ompenessieTcs BO3pacToM Malu-
€HTOB U COITYTCTBYIOLIEH Mmarosorueii. ¥ OOIbHBIX
C COXpaHHBIM 00I1I€COMAaTHYECKIUM CTaTyCOM MOXKET
OBITh TIPEANPHUHSTA TOMBITKA MPOBEICHUS KypCO-
BOM XMMHOTEpANMH IO CXEMaM JICUCHHS OCTPBIX
JIEHKO30B, KOTOpasi MPUHOCHT BPEMEHHBIN 3(deKT
y HeOob1Ioi yacTu 60IbHBIX. [10XKUIBIM OONBHBIM
C HaJIMYUEM CYIIECTBEHHON KOMOPOUIHOCTH U OC-
noxHeHusMu [IM® 1enmecoobpa3Ho TIpoBeICHUE
CACPKUBAIOIICH IMATJTHATUBHOM MOHOXHMHOTEpa-
MMM 1 Ha3HAYCHUE MaJbIX 03 TITFOKOKOPTHKOH/IOB.
JlaHHBIE MEpOIpUATHS HaNpaBICHBI Ha TOPMOXKeE-
HUE pOCTa OMyXOJM U KYyHNUPOBAHUE OCIIOKHEHUM
(mepenuBaHMe T€MOKOMITIOHEHTOB, JieUeHUE UH(]EK-
UOHHBIX OCJIOKHEHUH U TIp.), C HENbIO YIIyUIICHUS
KadecTBa XU3HU O00JbHOTO [2, 4].

MOYEKWCJIBIM JINATE3
(BTOPUYHAS ITIOAAT'PA)

Hanmaue 60ibI10i Oy X0JIeBOM MacChl U TOCTOSTH-
HOE pa3pylIeHUE YaCTH KIETOK KPOBH IPUBOJIUT K HE-
00X0AMMOCTH TiepepabOTKU OOJBIIOTO KOJWYECTBA
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azotucThix ocHoBanuii JIHK, BBICBOOOMKIAIOIIMXCS
U3 siiep JIM3UPOBaHHBIX KiIeTok. KittoueBbiM epMeH-
TOM IepepabOTKH MOYEBOM KHUCIOThI, 00pasytomieiics
W3 TMYPUHOBBIX HYKJICOTHIOB, SBIISETCS THUIIOKCAH-
TUH-TyaHUH-pocopubo3mITpancdepasa, UMeronas
3HAYUTENIbHYIO TIOMYJSIIMOHHYIO BapuabeIbHOCTh
aKTUBHOCTHU. B CBS3U C 3TUM y ONpeAeNeHHON YacTH
6onbHBIX [IM® MOkeT pa3BUBATHCSI BTOPUYHAS THTIC-
PYPUKEMUS U BBIABISATHCS CUMITOMBI CXOKHE C 110/1a-
rpoii. Kpome kiiaccuueckoro cycTaBHOIO CHHIpPOMa
C IOpaKeHHEM ILUTIOCHE(AIAHTOBBIX CYyCTaBOB MOXKET
HaOII0IaThCs Pa3BUTHE MOYCKAaMEHHOM OO0JIC3HHU C OT-
JIO)KEHHEM ypPaTOBbIX KOHKPEMEHTOB B TIOYKaX M pa3-
BuTHEM nHenoHedputa. OTIOKEHHE MOYEBON KHC-
JIOTHI B TKaHAX MOXXET MPUBOAUTH K (POPMUPOBAHUIO
6€300J1e3HEHHBIX y3EIKOB — TO(YyCOB.

Jns  npoduiaakTUKA JAHHOTO  OCJIOKHEHHS
B MEPBYIO OYEpelb ClIeIyeT KOHTPOJIUPOBATh ypoO-
BEHb MOYEBOW KHCJIOTHI BO BpEMS MEPBUYHON nua-
THOCTHUKH U IIPU NPOBENCHUY JICUEHUS 10 HOpMaJIu-
3allMy 4YHucia JEHKOLIUTOB U Pa3MEPOB CEJIE3EHKH.
[IpenynpeanTs NposiBIIEHUE CUMIITOMOB THIIEPYPH-
KEMHHM MOKET aJieKBaTHasi CKOPOCTH JIU3UCa OIly-
XOJIM THUJIpaTaluusi ¢ Ha3HAUYCHHEM THIIpOoKapOOHaT-
HBIX MHUHEPAIHHBIX BOJ JIJISI MPEITYyNPEKIACHUS BbI-
MaJIeHUs] B OCaJOK KPUCTAUIOB MOYEBOM KHUCIIOTHI
B IIOYKaX M Ha3HAYEHUE aJUIONypUHOJA B J03aX
300—-600 mMr/cyT ¢ KOppeKIuel 1035l B 3aBUCUMOCTH
OT YPOBHSI MOUYEBOW KHUCJIOTHI CBIBOPOTKH KPOBH.

IIpm pa3zBuTHH TTOgAarpuvecKoOi araku MPUMEHS-
FOTCSI HECTEPOUIHbIE NPOTUBOCTIAIUTEIbHbBIC CPEI-
CTBAa MEPOpajJbHO U MECTHO Ha OO0JIACTh CyCTaBa
B Buze maseil u reneii (Humecynun, Ilenexokcu®,
Menokcukam, Jluknodpenak, MOynpoden u mp.).
[Ipu Hamuuuu MOYEeKaMEHHOW OOJIE3HW TPOBOIAT
MPO(UIAKTUKY O0OCTPEHHI XPOHHUECKOTO MTHEIIO-
Hedputa ypocentukamu (Hurpokconun, [Tunemu-
JI0Bas KUCJIOTA, (puTonpenaparsl TOJTOKHIHKH, Opyc-
HUKH U TIP.), IPU OaKTEepUATbHBIX 000CTPEHUSX TTH-
ejroHe(dpUTa TPUMEHSIOT AHTUOMOTHUKH IIUPOKOTO
criekTpa: (TOPXHHOJIOHBI, MAaKpPOJIHIbl, aMHUHOTIIH-
KO3HJIBI B COYETAHUH C MPOTHUBOMHUKPOOHBIMU TIpe-
rmaparamMu HUTpodypaHOBOTO psima u ap. beicTporo
CHUKEHMS YPOBHSI MOUEBOM KHCIIOTHI KPOBU MOYKHO
o0UThCs NpuMeHeHeM adepeHTHBIX METOTOB —
yIABTpaUIBTPALIN KPOBU C KPUOTLIIA3MOCOPOLIHUEH.

BTOPUYHBIM TEMOCUJIEPO3

[Ipumenenne TpaHchy3Hil SpUTPOLUTCOCPIKA-
mux cpen B Tepanuu [IM® npuBoauTt k ObICTpoMy
YIIYUYIIIEHUIO COCTOSIHHSI OOJIBHOTO W YMEHBIIICHUIO
NPOSIBIICHWM aHEMHUYECKOIo CcHHIApoMa. Bwmecre

C T€M, JINUTEJIBHOE HCIIOIb30BaHUE TpaHCcQy3ui
B CBA3U C OTCYTCTBUEM B OpraHHU3ME AaKTHBHBIX
MEXaHU3MOB BBIBEJCHHUS Kejle3a U OrpaHMYCHHOMN
BO3MOKHOCTH €ro JCMOHUPOBAaHUS B NEUYCHU, MPHU
Konn4uecTBe TpaHcdys3uit Oonee 20-25 103 mpuBo-
JIAT K Pa3BUTHIO BTOPUYHOTO TE€MOCHAEPO3a, XapaK-
TEPU3YIOLIEr0Csl MHTEPCTHULIMATIbHBIM HAKOIIJIEHUEM
’kelie3a B opraHax u TkaHsax. ¥ 6onbHbIX [IM® cko-
pOCTb pa3BUTHUSI FTEMOCHIEPO3a MOXKET ObITh BBILIE,
TaK Kak Ha (pOHEe XPOHUUECKOI aHEeMUU yCUJINBAET-
Cs BCACBhIBAaHUE KeJe3a W3 KeTyJOYHO-KHIIIEYHOTO
TpakTa. HapyleHne OKHCIUTEIHFHOTO-BOCCTaHO-
BUTEJIBHOIO COCTOSIHUS, CTUMYJIALIMS HNEPEKUCHOTO
OKHCJICHUSl JIMIUJOB IPUBOAUT K IOBPEKICHUIO
KJIETOK 1 HapylIeHHIo pyHKLuK opranos. Hanbonee
YacTble KIMHUYECKHUE TPOSIBICHUS T'e€MOCHJIEpO3a
CBSI3aHBI C TIOPAKCHUEM CEp/Ilia, IIEYCHH, TTOJKETY-
JTOYHOM JKeJIe3bl, CeTUaTKH I71a3a. KoHTpoib 3amacos
JKesesa cllelyeT IPOBOJAUTD Y Ke MOoce TpaHCPy3HUu
6onee 10 go3 spurpounToB. Hanbonee noctymabim
CIoco0OM OLIEHKU (eppocTaryca SIBISETCS OIpe-
neneHue (peppuTuHa CHIBOPOTKH KPOBHU. YPOBEHb
6osee 1000 HI/MIT CBUAETEIHCTBYET O BO3MOXKHOU
nieperpyske xenezoM. Omnpenenenue heppuTUHA SIB-
JIAETCS JIETKO BBIIOJIHUMBIM B JIaOOpAaTOPHOMN MpakK-
THUKE, OJIHAKO, UMEET PsiJ HelocTaTkoB. B mepayro
ouepelb HeI0CTaTOYHO TECHAsI KOPPEIIALUS YPOBHS
(deppuTHHA C TKaHEBBIMH 3amacamMu xejesa. Kon-
HeHTpanus GeppuTHHA B CHIBOPOTKE KPOBH TaKXKeE
MOXET M3MEHATHCS MPU BOCHAJICHUH, HAPYIICHUH
¢ynkunn nedenu, runosuramunose C. Jlpyrue me-
TOIBl OLIEHKH COJEpKaHUs jkejie3a (ompenesieHue
B CYXOM BemlecTBe Ouornrara neueHu, MPT nedenu
B T2 pexume), Oonee TOYHBI, HO B OTEYECTBEHHOM
MPAKTUKE TMOKa TPYIHOAOCTYTIHBI.

[leperpy3ka xene30M MOXKET OBITh CKOPPEK-
THpOBaHa TPUMEHEHHEM XenaropHou (nedepasu-
pokc, nedepanupon) tepanuu [44], npuyueMm eciu
paHblIe MOKa3aHUEM K Ha3HAYEHMIO XeJIaTOPOB SIB-
JISII0OCh HAJIW4YHME reMocHieposa (reMmoTpancdy3uu
O6onee 20-25 no3, depputur Oosee 1000 Hr/mi
WA MKT/J), TO B TIOCJIEIHEE BpeMs MpO(PUIaKTH-
YeCKOe Ha3HAYCHHE XeJIaTOPOB Keje3a U KOHTPOIIh
(heppuTnHa yKe HEOOXOAUMBI TP BOSHUKHOBEHUH
reMoTpaHc(y3uoHHON 3aBucumoctH. M3 xemaro-
poB keye3a B Hacrosee Bpems, B Poccuiickoit
®denepannu 3aperucTpupoBaH Tonbko Jledepasu-
pokc (Okcmmkan®). [Iupoko NPUMEHSBIIHHACS
B TIPOIIOM JIe(hepOKCAMHH CHST C IMPOU3BOJCTBA,
a aJbTepHATUBHBIN Aedepa3upokcy mpemnapar Je-
(eparmupon B PD ne zapeructpupoan. Hauamb-
HOU no30# aedepasupokca (Dxcumxan®) sBIsieT-
cst 1020 mr/kr/cyT. YpoBeHb H03bI ONIPEACIISICTCS
B 3aBHCHUMOCTH OT ypOBHA (peppuTrHa (MEHEE HIIH
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6omee 2500 ur/mm). Kpurepuem s¢pdexruBHOCTH
XEJIATOPHOW Tepanuu SBISETCS OTCYTCTBHE IIPO-
rPECCUPOBAHUS OPTaHHBIX MOPAKCHUH U CHUKEHUE
ypoBHs depputuHa menee 2 500 ar/mi. KonTponb
YpOBHsI (peppUTHHA CIIEAYeT MPOBOAHUTH Ka)KIble
2-3 wmecsna. [lpu HedpPEKTHBHOCTH BO3MOXKHO
MOBBIIICHUE JT03bI Jiedepasupokca 10 30 Mr/Kr/cyT.
CrieryeT HOMHHTB, 9YTO TIOCJIE CHUKEHUS (hepprTH-
Ha, HO TIPU COXPAaHEHUHU TPaHC(y3MOHHOW 3aBUCH-
MOCTH TpPHEM XeJIaTOpOB Keje3a IeJIeco00pa3Ho
MPOJOKATh C LEJbI0 MPOYUIAKTHKH PpPEeluauBa
Teperpy3ku xeie3oMm. MHoTaa Ipu JIedeHun OO0JTh-
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HbIX IIM® ¢ neperpy3Koil )KeJIe30M € IIOMOIIBIO Xe-
JIaTOPOB Y OOJIBHBIX HAOII0AATI0Ch CHUKEHNE YPOB-
Hs mupkynupyonmx CD34+ npeniiecTBEHHUKOB,
YTO MPUBOJMIIO K YIy4ILIEHHUIO ITOKa3aTeaei KpoBU
C YMEHBIICHHEM TpaHC()Yy3MOHHOM 3aBUCHUMOCTH
[26, 55, 72]. D10 00ycioBiIeHO TeM, 4To nedepa-
3UPOKC caM IO cebe MOXeT ObITh MHIHOHUTOPOM
NF-kB simeproro ¢akropa, TeM camMbiM yMEHbIIIasi
npoaugeparuio OmyXxojeBOro KJIOHa. YMEHbIIIEHNE
reMOCHAEpP03a KOCTHOTO MO3Ta TAK)KE MOXKET YIIyd-
UTHh QYHKITUIO TEMOTI0A3a.
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3AK/ITIOYEHHUE

[TepBuunblil Muenopudpo3, HECMOTPS HaA JUIU-
TEJIbHYI0 UCTOPHUIO €ro U3y4eHHs, JO HACTOSIIETO
BpEMEHHU MpencTaBisieTr coOol Tspkenoe 3abosne-
BaHUE CO CpeaHEH MPOAOKUTEIBHOCTHIO >KU3HHU
OKOJIO 6—7 JIeT OT MOMEHTa YCTaHOBIICHUS JTHArHO-
3a. B mocnenHue roapl JOCTUTHYTHI 3HAYUTEIIHHBIE
ycrexu B pacmu@poBKe MOJICKYJISIPHO-TEHETHYE-
CKUX MexaHu3MOB naroreHesa [IM® B yctaHoBie-
Hun ponu JAK-STAT curHainbHOTro myTH M LIHUTO-
KHMHOBOI'O KacKajJa B CTAHOBJICHMHM W Pa3BUTHH 3a-
OosieBaHUsA. DTO MPUBEIO K YIYUYLICHHUIO KauecTBa
00cIIeIoBaHMUsl M CO3/IaHUI0 MEXITYHApOAHON YHHU-
(buIpOoBaHHON CUCTEMbl KPUTEPUEB TUATHOCTHUKH,
MOHMTOPHHIA U OLIEHKU OTBETA Ha JIEYEHHUE.

TunuyHoe TedeHue 3a00JIeBaHUs CBA3aHO C MPO-
TPECCUPYIONIUM YBEIIMYCHHEM OITyXOJICBOW MAacCHI,
BO3HUKHOBCHHEM CHMIITOMOB OITyXOJICBOW HHTOK-
CHKAIMH, PAa3BUTHEM OYaroB JKCTPaMETyUISIPHOTO
KPOBETBOPECHHUS B TICUCHU U CEJIC3CHKE. B nanbHen-
eM U3MEHEHHSI KOCTHOTO MO3Ta B BHJ/I€ HapacTaHUs
¢ubpo3a m ocTeockiiepo3a MPUBOAAT K COKpalle-
HUIO IUIaIiapMa KPOBETBOPEHUS M Pa3BUTHUIO aHe-
MHH, JIEUKONEHUU U TPOMOOLMTOINEHUH. [[muTens-
Has nponudepanus OMyXoJeBOro KJIOHA MPUBOAMUT
K IPUOOPETEHHUIO JTOMOJIHUTENbHBIX MyTallUi U Be-
POSITHOCTH pa3BUTHA OJACTHOIO KpU3a 3a00JI€BaHUS.

Knuandeckue nposBiaeHus 3a00JeBaHUS XapakKTe-
PHU3YIOTCSI MHOTOOOPA3HOCTHIO M CBSI3aHBI KaK C HaJIH-
YHeM OITyXOJIEBOM MacChl H CHMITOMaMH WHTOKCHKa-
UM, TaK U C yXYIAIICHHEM TEYEHUS COITyTCTBYIOIINX
3a0oeBaHMii Ha ()OHE M3MEHEHHMs MOKa3aTelNel mepu-
(deprueckoii kpoBH. TunuaHbIME cuMnToMamu [TM®
SIBIISIIOTCSL KaJIOObI Ha CJIa00CTh, JIMXOPAJKY, MOTEPIO
Beca. Jluarno3 [IM® ycranaBnuBaeTcsi HA OCHOBaHUU
KJIMHUYECKOM KapTHHBI U JaHHBIX KIMHUKO-Jabopa-
TOPHBIX UCCIIe0BaHUM (YBEIMUYEHNE Pa3MEPOB MEUEHU
U CEeJE3eHKH, aHEMHS C HOPMO- UJIM 3PUTPOOIACTO30M
B nepu(depuuecKoil KpoBH, JIEHKOIUTO3 CO CIABHIOM
B HEUTPOPHUIBHOM PSAY 10 MOJIOABIX GOPM, TPOMOOITH-
TO3 WJIM TPOMOOLIUTOTIEHHIO, TToBbImeHue ypoBHs JI/T,
oOHapy)keHHE TPU3HAKOB aTHIUU U GuOpo3a B KOCT-
HOM MO3Te, a TaKke 0OHApyKEHNE TOYEIHOW MYyTalluu
JAK2V617F B rere sHyCKHHA3BI PEIIEITOPa SPUTPOIIO-
stuHa) [77]. ONHUM U3 OCHOBHBIX METO/IOB IMArHOCTH-
ku [IMO® siBrisieTcst TUCTOJIOrMYECKasl OLIEHKA CTEIeHU
¢ubpo3a B KOCTHOM MO3Te 0 cTaHAapTHOH 1ikaine [89].
Bepudukanus auarsosa mpoBOAUTCS B COOTBETCTBUHU
C PEKOMEHJIAIMSIMU MEXTyHapoIHOU pabodeid rpymiibl
I10 TuarHocTuke u aedeHuto [IM® (2007 1.).

B teuenun [IM® BoigenstoT ase ¢a3bl, OTpaxa-
IOIIME CTENEHb IPOrPECCUPOBAaHMS 3a00JIEBaHUS:
XpPOHUYECKYI0 M ¢azy OmacTHOil TpaHchopmammm
(6mactHbBIA Kpu3). st ompeneneHus mporuo3a 3a-

OosieBaHUS U TEPANEBTUYECKON TAKTHUKH HCITOIbL3Y-
FOTCSI CUCTEMBI CTpaTuUKAIIMN OONBHBIX 110 TPYII-
mam pucka (IPSS, DIPSS, DIPSS+).

Jleuenue 60mapHBIX [IM® MOXET OCYIIECTBIATHCS
TOJIBKO O] HAOIIOIEHHEM Bpada-reMaroiora ¢ MOHH-
TOPUHIOM €T0 Pe3yJbTaTOB B COOTBETCTBUU CO CTaH-
JAPTHBIMHU KPUTEPUSIMU OLIEHKH OTBeTOB [12, 79].

Jleuenue OOJBHBIX C HUZKOM M TMPOMEKYTOU-
HOM-1 cTemeHsAMHU pucKa 4YaCcTO MPOBOJIUTCS B BHUE
JTUHAMHYECKOTO HAOFOACHUSI C TPO(PUITAKTUKON OC-
JIOKHEHUN 3a00seBaHus (aHTUATrPEeTaHThl, COCYIH-
CThIC TIpenaparhl, KyupoOBaHUE aHEMHUH SPUTPOIIO-
93CTUMYIHUPYIOIIMUMHU TperaparaMu, aHIpOoreHamu;
KyIIUpOBaHHUE CHUMIITOMOB OITyXOJIEBOW WHTOKCH-
Kalluk TIIOKOKOpTHKOUJaMu). llutocTarndeckyro
TEpanui0 HAYMHAIOT MPHU YBEIUYECHUU OMYXOJIEBOU
Macchl W TIOSIBIIEHUU CHMIITOMOB, OTPaHUYUBAIO-
[IHUX KU3HEACATEIbHOCTD MalueHTa.

IIpyn HamuuuM NPOMEXYTOUYHOTO-2 M BBICOKOTO
pucka 3a001eBaHHs YK€ C MOMEHTa yCTaHOBJICHUS
JHarHo3a Ha3Ha4daeTcs JICYEHHE LUTOCTaTUKaMu,
npenaparaMu MHTepdepoHa, UMMYHOMOIYJSATOpa-
MH B COOTBETCTBUU C BO3PACTOM OOJILHBIX W HallU-
YH{eM COMYTCTBYIOIIEH MaToJoruu. Y orpaHu4eHHO-
ro yucia OOJNILHBIX 3TOW TPYIIbI, IPU OTCYTCTBUU
MPOTUBOIIOKA3aHNUM, MOXKET OBITh BBITIOJIHEHA aJlJIO-
TKM. Ilpu s5TOM mnOpoBeneHHE TpPaHCILUIAHTALNU
I'CK noikHO OBITH OCYLIECTBIIEHO B II€pPBbIE [1BA
roga OT MOMEHTAa YCTaHOBJIEHHS auarHo3a [IMO.

J1s KoppeKIuy OCJIOKHEHUM 3a00JICBaHUS HC-
TOJIB3YIOTCSL TPAaHC(HY3UH TEMOKOMIIOHEHTOB, CTH-
MYJSITOPBl T€MOII033a, XHUPYPrUuecKOe JieueHUe
U JIyueBasi Teparus.

CymiecTByrolye MeTobl JiedeHust 0onbHbIX [IM®
HaIpaBJieHbI MTOKa JIUIIb Ha CACP)KUBAHUE TPOTPECCH-
poBaHus 3a0oJneBaHusl, MPOGUIAKTHKY OCIOKHEHUI
U KynupoBaHUE MposiBieHWN Oomne3Hu. EnuHcTBEH-
HBIM Ha CETONHSIIIHUI MOMEHT, paJKaIbHBIM CIIOCO-
6om neuenust 6onbHBIX [IM® siBRsieTcs amioreHHas
TPaHCIUIAHTAIIMS TEeMOIIO3TUYECKUX CTBOJIOBBIX KIIe-
ToK. OnHako ee ucnonb3zoBanue npu [IM® conpsixe-
HO C BBICOKMM PUCKOM JIETATbHOCTU U OCIOXKHEHHUM.

ITomydeHnHble HOBBIE JaHHBIE O naroreHese [IMdD
AKTHUBHO HCIOJIB3YIOTCS JJIsl pa3paOOTKU M BHEApE-
HUSL B TpakTuky jedeHuss [IM®P HOBBIX KJaccoB
npenaparoB (MMMYHOMOIYJISTOPOB M HWHTHUOUTO-
POB STHYCKWHA3), IPEANOIOKHUTEILHO 00JIaatonInx
CIIOCOOHOCTHIO MOAUDUIIUPOBAThL TEUEHHE OOJIe3-
Hu. [lpoBeneHne KIMHUYECKUX HCIBITAHUM DTHX
MpenapaToB MO3BOJISIET HAAEATHCA Ha YCIENIHOE
BHEJIPEHHUE WX B KIMHUYECKYIO MTPAKTUKY M 3HAYU-
TEJIbHOE MOBBIIICHUE NMPOJIOJIKUTEIHLHOCTH U Kade-
CTBa )KM3HH OOJIbHBIX MIEPBUIHBIM MHEIO(PUOPO30M.
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