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IpenucioBue

MeToaudeckiue peKOMEHIANN TIOCBSIIEHBI METO/IaM JICUYeHHUS! OOJIbHBIX arIacTUYeCKOM
aHEeMHEH, KOTOphIM HE TOKa3aHa TPAHCIUIAHTAI[MM KOCTHOTO MoO3ra JHOO OTCYTCTBYET
BO3MOKHOCTb IIPOBEICHMS TPAHCIUIAHTALUWW W3-32 HAJIUYMS COIYyTCTBYIOLIEH IATOJIOIHH,
OTCYTCTBHS COBMECTHUMOI'0 JIOHOpA. [Ipensioxeno HCII0JIb30BAaHUE porpamm
MMMYHOCYIIPECCUBHOW TEpaluy arulaCTU4eCKOW aHEMHM C YYE€TOM OLICHKH IPOTHOCTUYECKU
3HAUMMBIX IIOKa3aTelel W MaTOreHETHYEeCKHX OCOOEHHOCTeH 3aboyieBaHMs, HadWHAs C JTama
JMUArHOCTHKM W Ha BcexX JrTamax 3aboneBaHus. PaccMmarpuBaioTcss Kak CTaHIAPTHBIE METObI
TE€panuu, TaK U BO3MOXXHOCTH HCIIOJb30BAHUS JOMOJHUTEIBHBIX METOJOB JICUEHHS, 4 TaKXKe
COMYTCTBYIOIIAsl TEpamusi, HapaBlICHHAs Ha TOJAJEpKaHUE OCHOBHBIX IOKa3aTelied KPOBU Ha
0e30MacHOM ypOBHE, NMPO(HMIAKTUKY M JICUCHUE OCIIOKHCHUU. [IpMBEneHBI KPUTCPUU OICHKU
3¢ peKTUBHOCTH NIeUeHUs U TTOKa3aHUs K MOAU(UKAIINK TIPOTpaMM Tepanuu i MoJdydeHus Oosee
MOJIHBIX M CTOMKUX OTBETOB. [Ipe/iokeHHbII METONWYECKH MOJIXOJ, YYWUTHIBAIOIIUN
WHWBUIyaJIbHBIE OCOOCHHOCTH TEUYCHHS 3a00JIeBaHUS y MAIMEHTOB C allJIACTHYECKON aHEMHEH,
MO3BOJIUT ONITUMHU3UPOBATH JICUCHUE MAIIUEHTOB JJAHHOU TPYIIIIHIL.
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Beenenne

Amnnactrueckas anemusi (AA) — peakoe Tspkénoe 3a00JIeBaHUE CHCTEMBI KPOBH, B OCHOBE
[IaTOreHe3a KOTOPOIo JIEKUT KOJMYECTBEHHAs HENOCTAaTOYHOCTh TI'E€MOIIOATHYECKHUX KIIETOK C
3aMEeUICHHEM JESTeNIbHOTO KJIETOYHOro KocTHOro mosra (KM) »KupoBbIM, 4TO HpOSIBISETCS
MAHIUTONEHUEH ¢ pa3BUTHEM aHEMHYECKOIO W IeMOpparundeckoro CUHAPOMOB, HHPEKINOHHBIX U
BOCHAJIUTENBHBIX OCIIOKHEHUH.

IIpu tsxénont amnactuueckoi anemuu (TAA) y nmanneHToB Monoxe 20 JeT ONTUMaIbHBIM
METOJIOM JIeYCHHsI, HAMPABJICHHBIM HA BOCCTaHOBIIEHUE JePUIIUTA TEMOMOITUYECKIX CTBOJOBBIX
kietok (I'CK), sBnsercs tpancmianTamnus ['CK (TI'CK) oT coBMECTUMOTO pOJCTBEHHOTO JOHOPA,
KOTOpasi 00ecrneunBaeT J0JITOCPOYHYI0 BhDKMBaeMocTh Oosee 80% OonbHbIX. OMHAKO, YUUTHIBAS
TOT (hakT, uto He Oonee 20% O0abHBIX AA MMEIOT COBMECTUMOIO POJICTBEHHOIO JJOHOPA U MOT'YT
paccunTbiBaTh Ha BeinojgHeHue TI'CK B kauecTBe Tepanuu nepBOMl JIMHUM, a TaKkKEe IPUHUMAs BO
BHUMaHUE BBICOKUI PUCK OTTOP)KEHUS TPAHCIUIAHTATa MPU OOJBIINM KOJIMYECTBE TpaHC(Y3Hil B
aHaMHe3€, OCHOBHBIM  METOJOM  JieueHus Juid  OOJIbIIMHCTBA  MAllMEHTOB  SIBIISIETCS
ummyHocynpeccuBHas tepanust (MCT) [1, 2, 3, 4]. UCT paccmarpuBaercst kKak 3G (GEKTHBHBIN
MaTOT€HETUYECKUI METOJ| Tepamnuu, IOCKOJIbKY OCHOBHBIM NATOT€HETUYECKHMM MEXaHU3MOM
pa3BuUTUs AA CUMTAETC UMMYHOONOCPEAOBAaHHOE MOBPEKICHUE KPOBETBOPHOU CTBOJIOBOM KIIETKU
[1, 5, 6].

«30JI0TBIM CTaHAAPTOM» JieueHUs AA, JaiolUM HAaWIy4llhe pe3yNlbTaTbl, SBISETCS
KOMOUMHUpOBaHHass UMMyHocynpeccuBHass Tepanuss WMCT ¢ mnpumeHeHueM IpenapaTroB
anTuIMMQoruTapHoro/anTutumoruTapHoro rinodynmuna (AJII/ATIT) u umknocnopuna A (LIA).,
HE3aBHCHMO OT MX BO3pacTa U CTeneHM TsbkecTH arutasuu. KomOunuposannas ICT B cpaBHeHUU ¢
MOHOTepanuel Haubosee pe3yiabTaTUBHA He ToJbKO npu Tsxkénol AA (TAA), o u mpu AA
yMEpeHHON cremeHu TshkecT («HeTsvkénmor AA» — HAA) ¥ TO3BONSET MOJYYUTHh CTONKHUE
pemuccuu y 60-80% nanuenros [4, 5,7, 8,9, 101].

[IporHo3 3a0oneBanus 3aBUCUT, IPEUMYIIECTBEHHO, OT CTETIEHU TSDKECTH aIljla3ud M CpoKa
Havasa akTuBHOW Tepamuu [2,6,9]. [lepBbie momoxurenbHble pe3ynbTarhl npu nposeaeHun MCT
OTMEYaroTCsl OOBIYHO uepe3 2-3 mecsna, a 3 (HEeKTUBHOCT Tepauy OLIEHUBAIOTCS 00bIUHO yepes 3-
6 MecsaueB oT Hayana JiedeHus. [lokasatenmsMm  peMHMcCHM  SIBISIETCSL  MCUE3HOBEHUE
TpaHC(PY3MOHHOM 3aBUCUMOCTH M BOCCTAHOBJIEHUS OTJIEIbHBIX KJIETOUHBIX JIMHUM.

OnpenenéHHas 4yacTb OOJIBHBIX OKa3blBaeTcsi pe3ucTeHTHON K mpoBoaumon UCT.
[TpumepHO y TpeTH OOJIBHBIX Pe3yibTaThl ObIBAIOT HECTOMKMMHU M TOCIHIE MOJYYEHHOH PEeMUCCHH
BHOBBH HAOIIOJAIOTCS peluauBhl 3a0oneBanus [1,2,3,6,8]. B mogoOHBIX cmydasx paccMaTpuBaeTCs
Bompoc 00 ucmosb3oBaHuU anbTepHaTUBHBIX MeToAoB MCT wmmu mposenenun TI'CK. B To xe

BpeMs JOJTOBPEMEHHOE HaOIIOJIEHWE TI0Ka3ajlo, 4YTO OOIIas BBDKUBAEMOCTh OOJIBHBIX,
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nony4yasmux MCT, accomuupyercst ¢ HalMdHeM paHHUX KpurepueB pemuccum [5,9,10, 11]. B
CBSI3U C ATUM OCOOYIO KIMHMYECKYI0 3HAYMMOCTh NPHOOpPETaeT BBHISBIEHHE M HCIOJIb30BAHUE
paHHUX KPUTEPHUEB IPOrHO3MpoBaHUs xopouiero orBera Ha MCT u, HanpoTUB, ONpEelElEeHHE
HEOJIAronpUATHBIX (PAKTOPOB JIsI U3MEHEHHS TAKTUKH JICUCHHUS.

B mnocnennue necsATuieTus NpPEIIPUHUMAINCH MOMBITKA HCIOJNB30BAHUA B JICUEHUU
O00nbHBIX AA  HOBBIX IIpemnaparoB, OOJAJAOMIMX  HMMYHOCYIPECCUBHBIM  JI€HCTBHEM
(MOHOKJIOHANBHBIX aHTUTEN, OiokatopoB ®HO, mpenaparoB MUKO(EHOJIOBOM KHUCIOTHL M Ap.) U
CTUMYJIMPYIOIINX KPOBETBOPEHHE (KOJIOHUECTUMYJIUPYIOUINE (PaKTOphl, arOHUCTBHI PELENTOPOB
tpombonostuna) [4, 5, 6, 12, 13, 14]. CsemeHuss 0 pe3yJbTaTHBHOCTH HX IPUMEHCHHUS
HEOJJHO3HAYHBI U UMEETCsI HE0OXOIMMOCTh B YTOUHEHUH TIOKAa3aHUN K IPUMEHEHUIO TAKUX CPE/ICTB
B JICYCHUH OONBHBIX AA.

YuureiBas yactoTy BbisiBiaeHus [IHI -knona y 60sbHBIX AA (0T MUHOPHOTO /10 3HAYMMOTO C
MaHU(GECTHBIM BHYTPUCOCYIUCTHIM T'€MOJIM30M), BaXKHO OINPEACTUTh KIMHUYECKYI0 3HAYMMOCTh
BBISIBIICHHBIX W3MEHEHHWH W OIPENEeNIUTh TOKa3aHWs K HA3HAUYEHHWIO JIOTOJHUTEIBHBIX METOJIOB
TEpaIuu.

HemanoBaxHbIM acrekToM jeueHus: 00MbHBIX AA SIBISETCS aJeKBaTHAs CONMPOBOAUTEIbHAS
tepanus. llenp Takoil Tepamuu — MOAJNEp)KAHUE OCHOBHBIX T'€MAaTOJOTHMUYECKHUX I[OKa3aTeNei,
npodUIakTUKa M KYNHUPOBAaHME TSDKENBIX TEMOpparvyecKux M JAPYTUX OCJIOXKHEHUH [0
BOCCTAHOBJIEHHSI KPOBETBOPEHUS.

[Iperyiaraemass HaMu TnporpamMma Tepanuu OOJbHBIX AA, NpeaycMaTpuBaeT OLEHKY
0coOeHHOCTEH TeueHus 3a00JeBaHnsl Ha 3Tale MEepBUYHOM JUArHOCTHUKU M B MpOLIECCe TEpaIuu.
Hapsiny ¢ xputepusMu CTeNeHM TSDKECTH 3a00JeBaHUS, IMPEAJaraeTcs Y4YHUTHIBaTh TaKXkKe U
JIOTIOJTHUTEIIbHBIE TPOTHOCTHYECKHE (DAKTOPHI W paHHHWE KpUTepud APPEKTHBHOCTH TEpPAIHH,
KOTOpbIE MO3BOJISIOT 0O0Jiee TOYHO OLEHUTH IEPCIEKTHUBBI JICYEHUS MO JAHHOW IporpamMme y
KOHKpeTHOro OosibHOro.  Mcmonb3oBaHue KoMIulekca MOP(OIOrMYECKHX, TMCTOJIOTUYECKUX U
MMMYHOJIOTHUYECKUX  METOJOB  HCCIIEJJOBaHMM, MpPUMEHEHHE BCEro apceHana  CpelCcTB
COIYTCTBYIOIIEH Tepamuu, CBOEBPEMEHHOE H3MEHEHUE TAKTHKHU JIEYEHUs IO3BOJIAT IOBBICUTH

3¢ (HeKTUBHOCTH JIedeHHsI OONBbHBIX AA.



O0o03Ha4YeHUA ¥ COKPALLlEHU S

AA — Annactudeckasi aHeMHUst
ATT — AHTUTHMOIIUTAPHBIN TIT00YIUH
I'-KC® — I'paHynOIUTAPHBIN KOJIOHUECTUMYJIHPYIOUTU (HakTop
NCT — MMMyHOCyTIpecCcUBHAs TEpAINs
Wnp — WnrepneiikuH 3
JIAT — JlakTaTaeruaporeHasa
KM — KocTHb1i1 Mo3r
KC® — Kosnonuectumynupyrommii hakTop
MII — Metwnpe 1HU30710H
M®K — MukodeHooBast KMCJIOTa
HAA — Hersxénas armactuueckast aneMust
ITHT — Ilapokcu3manpHasi HOUHasi FeMOTJII00MHYPHS
[P — [lonnas pemuccus
C3I1 — CBexe3aMOpOsKeHHas I1a3ma
TAA — Tsxénas ariacTuueckasl aHeMust
TI'CK — TpaHcIutanTanus reMOMO3THYECKHUX CTBOJIOBBIX KIIETOK
TKM — TpaHcruraHTanys: KOCTHOTO MO3Ta
oA — IuknocnopuHA
qp — YactruuHas pemuccus
®HO — DaKkTOp HEKPO3a OITYXOJIH
Ono — DpUTPONOITHH
GPI — I'nuko3undochaTi IMIMHO3UTOIN



OcHOBHBIC HOPMATHBHBIE M0J10KEHHU S

1 MeToauku npoBeieHUs MUCcae10BAHUI

1.1 Metoiuka ornpeesieHusi TAKTUKH Tepalliy Ha dTane MOCTAaHOBKHU JUArHo3a

B cooTBeTcTBUU ¢ MeXAyHapOAHON Kiaccu(UKaIMel ¢ MCIOIBb30BaHUEM TaK Ha3bIBAEMBIX
MoauduipoBaHHbIX KpuTepueB Camitta, mnpu ycTaHOBJICHWH auMarHo3a AA ompeaenseTcs
CTeIeHb TshKecTH 3aboneBanus [2, 3,15, 16].

JlonomHUTENbHBIE UCCIIEIOBAHUS, OTPAXAIOIIME HApPSAy C OOMICHPUHSATHIMU KPUTEPUSIMU
JTUArHOCTUKU M CTENEHU TSDKECTH Takke (DaKTOpbl, MATOr€HETUYECKHUE MEXaHU3Mbl Pa3BUTHS
3a00JIeBaHus, MO3BOJISIIOT 00Jiee JOCTOBEPHO OLICHUTH MpernoaaraeMyro 3(QpQeKTuBHOCTb Tepanuu
[16].

Mamepuanwv

- CtanzapToe ocHalleHHe KIMHUKO-IUarHoCTHYecKoi Jaboparopuun

- WIJIBI-TPENaHbl ISl IPOBEICHUS TPEIaHOONOIICUN

- WIJIBI JUIsl MyHKIUU KOCTHOTO MO3ra C YIOpoM

- peareHThl U PaCXOHbIC MAaTEPUAIIBI ISl IUTOMETPUUECKUX UCCIIEIOBAaHUMN

- nporouHblit mutoduyopumerp (tuna Cytomics FC 500 ¢ npuHaiexkHOCTIMHI)

- TecT-Habopk! s onpeneneHus PHOw

Memoowvi

Ucnonw3ytoTcss pyTHHHBIE METOABI HCCIAEAOBAHUS TEeMOTPAMMBI U MHUEJIOTPAMMBI,
TUCTOJIOTHYECKOTO MCCIIEIOBAHUS TPEMAaHOOMOIITaTOB MOAB3/IOIIHON KOCTH.

B kauecTBe MOMOMHUTETHHBIX MCCIEIOBAHUMN, MO3BOJSIONIUX YTOYHUTH MAaTOTEHETUYECKUE
0COOCHHOCTH 3a00JIeBaHUA U OMPEIEIUTh (PAKTOPBI IPOrHO3a TeUeHU AA MOTYT UCIOIB30BATHCS
[IUTOTEHETUYECKHUE METOJIbI, METOJIbI IPOTOYHOM IIUTOMETPUH, MOJIEKYIIIpHO-TeHeTHUeckoe HLA-
TUMUPOBAHUE

C uenblo BBISIBICHUS BapHaHTOB 3a00JIeBaHNUs, acCOLMUPOBaHHbIX ¢ HannuueM [THI -kioHa,
BCeM mamueHTaM ¢ AA cienyeT NpoBOJAWTh aHaiu3 Ha BbisiBiieHue [IHI-kiona meromgom
BBICOKOUYBCTBUTEIIHOW MPOTOYHON nuTomMeTpuu. IIpu onpenenenun pasmepa [THI -kinoHa cBbiie
5% mokazaHO oOcienoBaHWe OOJIBHOTO JUIsI BBISBICHHUS BHYTPHUCOCYAMCTOTO TEMOJH3a:
pa3BEPHYTHI OMOXMMHUYECKHI aHanM3, OmpelelieHue YpoBHs JakrtartaeruaporeHassl (JIAI),
ranToriioounHa.

HLA-TunmupoBanue KIETOK KPOBHU MPOBOAUTCS Npu Hanmmuumu nokazanuit k TI'CK wu mns
onpeneneHus (HaKTopoB MPOrHO3a TeUeHUst AA.

Bce BrimenepedncieHHple METONIBI MCCICIOBAHUN TOJAPOOHO OMHMCAHBI B METOIMYECKHX
pekoMenpanuax «KomrmiekcHas mporpaMma  JUAarHOCTUKM — alJIACTUYECKOM  aHeMUU  C

OonpeaAcCICHUECM MPOTHOCTUYCCKU 3HAYUMBIX [MATOTCHCTUYCCKUX 0COOEHHOCTEH 3a00JIeBaHUS»
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(CTI6, 2015), B CBSI3U C YeM OHH 37€Ch HE MPEACTABJICHBI C [EJIbI0 COKpAIICHHS 00bEMa TOKyMEHTa
[16].

Oyenxa pe3ynrbmamos

Briaensror cnenqyromuye BapuaHThl AA':

Tsoxénas AA (TAA) - Kuerounoctb koctHOoro mosra <25% wmm 25-50% mnpu<30%

OCTATOYHBIX TIEMOIIOATHUYCCKHX KJICTOK B COUCTAaHMM C HaaIudkeM 2 u3 3 KpUTCPUCB 110

reMorpamme:
. ancino Heitrpomos <0,5 x 107/
. ancio tpomGoruros <20 x 10%/1
o amcio pernkynowutos <20 x 10°/1 (i ¢ Koppekiueii 1o reMaTokpuTy Menee 1%)

Hersaxénas AA (HAA) - nokaszaTenu HE COOTBETCTBYIOT Kputepusm TAA

Boizersiior Takke cBepx-TAA npn umcie Heiitpodutos menee 0,2 x 10%/1
TAA u cBepx-TAA TpeOGyroT HE TOJIBKO aKTUBHOI'O JICUYEHHS B CBSI3U C BBICOKUM PUCKOM
pa3BUTHS JKU3HEHHO YIPOXKAIOIIMX OCJIOKHEHHH, HO M PELICHHUS BOIPOCA O BO3MOXHOCTU U
npoBeleHUsT TpaHCIuTaHTanuu KoctHoro mosra (TKM) — meroma BwiOOpa miisi OONBHBIX B
Bo3pacte 10 40 u, ocobenno — a0 20 Jer.

Hapsiny ¢ kpurepusMu CTeneHM TsDKeCTH 3a0oyieBaHMs oOpaiiaercss BHMMaHUE Ha
NPEJCTaBICHHbIE HIDKE MNPOTHOCTHYECKHE (aKTOpbl M MOKa3aTeiaH, y4€T KOTOPHIX IO3BOJISET
HA3HAYUTh aJIEKBATHYIO COMYTCTBYIOLIYIO TEPATIHIO:

- UHJEKC npoAyKuuu petukyiaounton (UIIP);

- HCCJIeZIOBaHUE Ipernapara TpenaHoOMONTaTa Ha HAJIWYMe OTJIOXKEHUH reMocuiepuHa Yy
OOJIBHBIX C JUIUTEJbHBIM TPAHC()Y3MOHHBIM aHAMHE30M;

- HUCCIIeJOBaHME NPOAYKIMH IUTOKMHOB (B mepByro ouepenr ®HO-o) moHOHyKIEapaMu
KPOBH U KOCTHOI'O MO3ra, MCCIEJOBaHHE Haubosiee 3HaYMMbIX B MatoreHeze AA cyOmnonmynsuuit
mampormtos (3pensix T-mumponuros (CD3Y), T-xemmepos (CD3" CD4"), nurorokcuyeckux T-
mamponuros (CD3* CD8"), NK-knerok (CD3'CD16/56"), NKT-knerok (CD3"CD16/56).

Wunexc npoaykiuu perukysioruroB (MIIP) sBisieTcst MOMOMHUTENBHBIM TOKa3aTeNeMm,
OTpaXaloIUM MpOJU(EpaTUBHBIN TMOTEHIMAl KPOBETBOPHBIX KJIETOK. Ero 3HauMTenbHOE
CHIDKEHHE CBHJIETENILCTBYET O MITYOOKOH JeMpeccuy reMornon3a.

Hanuuue oTnoxeHW remMocuaepuHa — CIEJACTBHE IOCTTPAHC(HY3HOHHOU Meperpy3Ku
xKenmezoM M HEedI(DPEKTUBHOTO SPUTPONOI3Aa — SBISETCS HEOIaronpusiTHBIM (hakTopoM Juid
MIPUKUBJIEHUS TPAHCIUIAHTATA U JOJDKHO YUUTBIBATHCS IIPH onpezesneHnu nokazannii k TKM, a npu
nposeneHnu MCT ciayXuT nokazaHueM K Ha3HAUYEHUIO XEJIATOPHOU TEparuH.

3HAUUTENbHOE  IOBBILIEHUE  BBIIICYKA3aHHBIX  MMMYHOJIOTMYECKUX  IOKa3arenen

CBUJICTENILCTBYET O BeAyLIEH PO HMMYHOOOYCIOBIEHHBIX JECTPYKTHUBHBIX IPOLECCOB B
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naToreHese 3a00JieBaHUS, @ KOHTPOJIb UX JTUHAMHUKU B XOJI€ JICUCHHUS] MOXET CIY>KUTh KpUTEpUEM
agexBaTHoctu npoBoaumoit MUCT.

1.2  Tepanus nepBoil TMHUK

Jleuenue crieyeT HAUMHATH Cpa3y e MOCJEe YCTAaHOBJIEHUS JUarHo3a mpu Bcex dopmax
AA, TOCKOJNbKY JAJUTeNIbHAas BBDKUIATENbHAS TaKTHKa JIeUYeHUs CHIKaeT 3(G(HEeKTUBHOCTh
nocjenyrouiei repanuu [1, 2, 6, 16].

Komo6unuposannas MCT ¢ ucnonb3oBaanem ATI u LA

KomOunupoBannas MCT ¢ wucnonb3oBanreM AHTUTHMOIUTapHOro TiodynuHa (ATI) u
Huxnocropunaa A (IIA) sBiisieTcst oOmenpu3HalHbIM «30J10ThIM cTannapTom» UCT GonbHBIX AA.

Antutumouutapubsiii rodynun (ATI) — npemapar, nmony4daemslii IyTéM MMMYHU3ALUU
KUBOTHBIX JIUM(OIIMTAMH YeJIOBeKa (TUMOIUTAMU IJI0a). VIcmoib30BaHue MpenapaToB JaHHOTO
psga B Tepanuu OonbHBIX AA 0OasupyeTcss Ha UX H30UpATENbHOM JHUM(OIUTOTOKCUYECKOM
3¢ dexTe B OTHOIIEHHH AKTUBHPOBAHHBIX T-CyNpeccopoB, MHTHOULIMK TpoAyKuuu T-KieTkamu
CYINPECCUBHBIX LITUTOKUHOB.

[uxmnociopur A (IIA) — merabonur rpubka Tolipocladium inflatum, umkmrmueckuit
nonunentua. [Ipenapar nogaiseT NPOAYKIHIO TUMGOKUHOB U X (UKCAIUIO HA CHEIU(PUIECKIX
penentopax; uHruoupyer GO um G1 ¢a3pl KIETOYHOTO IHMKJIA UMMYHOKOMIETEHTHBIX KIIETOK,
CHIDKAET aKTUBHOCTh T'€HOB, OTBEYAIOUINX 32 CHHTE3 MHTEpPJICHKHHA-2 U psAa APYTUX IUTOKUHOB.
HocrounctBom  IlcA  saBmsercs  ero  coenuduueckoe  oOpaTumoe  JeiicTBue  Ha
MMMYHOKOMIIETEHTHBIE KJIIETKH IIPH OTCYTCTBUM INOAABJIAIOIIETO BIUSHUA HAa reMonod3. IIpu stom
BiausiHUE LIA Ha NMPOTUBOMH(EKIIMOHHBI UMMYHUTET MUHUMAJIBHO.

Mamepuanet u 060pyoosanue

- [Ipenapater ATI: ATT'AM, Tumorno0ynux

- nepopaiibHble npenapatel L{A: Cannummyn-Heopan, Okopan, buopain
- nH(pYy30MaThI

Memoowi

Tepamus ATI" npoBoauTCs KypcaMu B BHJI€ IPOJIOHTMPOBAHHBIX BHYTPUBEHHBIX BBEACHUI
no 4-5 nHeit B 1o3ax ot 3-5 mr/kr maccel Tena 710 20-40 Mr/kr B 3aBHCUMOCTH OT BHUjIa Mperapara
[1, 2, 3, 5, 18], CranmapTHpIMH J03aMH il HauOOJEe YacTO MPUMEHSIEMOTo Iperapara
gomaauaoro AT — ATTAMa ssistrorest no3bl 20-40 MI/Kr maccesl Tena IalydeHTa Ha BBEICHMUE,
st kponnubero ATID — TumornoOynumHa — 2,5 mr/kr. B nmepBoit jauHMM Tepanuu OOBIYHO
ucnonezyercst ATI'AM. PexkoMmeHayeMble pexuMbl BBeleHMs Ipu  goze 20 Mr/Kr
npeaycMaTpUBalOT S-AHEBHBIH Kypc, mpu go3e 40 mr/kr — 4-nHeBHbIA. VMeroTcs naHHBIE 00
ONTUMAIBHBIX pe3ynbrarax ucnonb3oBanus ATI'AMa nipu kypcoBoii no3e He MeHee 160 Mmr/kr, B

CBSI3M C YeM IMOCICIHUIN pekuM Tpeamnourutensaee [19].
9



[Ipenapatsl BBOASTCS Ha M30TOHUYECKOM COJIEBOM pacTBope B 00béMe 1-1,5 11, sxenaTenpHO
B BEHY C OOJBIIMM O00BEMOM KPOBOTOKA, MEIJIEHHO, KaK MpaBuiio, okojo 12 gacoB (ot 8 mo 18
Y4acoB IO PEKOMEHJALMSAM Pa3HBIX aBTOPOB). /i mpoBeAeHUsT HEOOXOAUMON Teparuu B MOJTHOM
00BEMe T0Ka3aHa IOCTAaHOBKA IIEHTPAJILHOI0 BEHO3HOTo Karerepa [17, 18, 20].

3a yac g0 wHavama wuHOY3un ATI pekomeHmyercs MNpodUIAKTHUECKOE BBEICHUE
aHTUrucramMuHHblx npenapatoB. Kypc ATI mpenycMarpuBaeT OAHOBPEMEHHOE Ha3HAuECHUE
BHYTpUBEHHOro MeTtwinpennusoiona (MIT) B goze okono 1 mr/kr. Cyrounas mo3a MII oObaHO
paszernsercs Ha EpBYIO MOJOBHUHY AJis BBeneHus nepen undysueit AT u BTOpyIo — /Ui BBEACHHUS
B KoH1ie nH}y3uu. Jimrensaocts BBenenuss MII 30 - 60 mun. [To okonuanuu kypca ATI" GosbHOTO
IepEBOAAT Ha nepopanbHbeld nmpuéM MII ¢ mocTteneHHONM OTMEHOHM mpernapara MpHU OTCYTCTBHH
NPU3HAKOB CHIBOPOTOUHOM O0e3nn Ha 10-14 nens Tepanuu.

B mnponecce uHdy3um HEOOXOAMM TOCTOSHHBIA KOHTPOJb Bpada. B xoxme Tepamuu
MPOBOAUTCS JIaOOPATOPHBIH MOHUTOPUHI C €KETHEBHBIM KOHTPOJIEM KOJUYECTBA SPUTPOIUTOB,
TPOMOOIIUTOB M JICUKOIIMTOB C MOJCYETOM JIEHKOTpaMMbl. B0O3MOXXHO pa3BUTHE BBIpA)KEHHOU
mumponennn. [loBbieHne ke a0CONIOTHOTO 4YHCIa HEHTpOPHUIOB B XOA€ Kypca SBISIETCS
OJIaronpUATHHIM IPOTHOCTHYECKUM MTPU3HAKOM.

B xome kypca Tepamuu ATI mnpeamouyrurenbHo wu30eraTh OJHOBPEMEHHOTO BBEACHUS
KOMIIOHEHTOB KpoBH. [Ipu TsDKEMOW TPOMOOLMTONEHHM C BBICOKMM PHUCKOM I'€éMOpparnyeckux
OCJIO’)KHEHUH M IITyOOKOH aHEeMHH MOKa3aHO BBEJCHHE TEPaleBTHUECKUX /103 TPOMOOKOHIIEHTpaTa
Y TIEpEIMBaHUs SpPUTPOLUTAPHON MACChl IIEpel Ha4aJlOM KypCOBOIO JIEUEHHUS.

CnenyeT NOMHUTH O BO3MOYKHOCTH Pa3BUTHs AJUIEPIMUYECKHX DPEAKIUM, B TOM 4YHCIIE
orcpoueHHbIx (uepe3 10-12 mgHed mocie Kypcea), OT MPEXOAIIEro KOXHOTO 3y/a 10 MPOsSBICHUN
CBIBOPOTOYHOH Oosie3Hu. [Ipu MOSBIEHUM AJUIEPTUYECKUX PEAKIUIl JIETKOW CTENEHU TSHKECTH
MOKa3aHO HA3HAUYE€HUE AHTUTMCTAaMUHHBIX IpernapaTroB, KOPTUKOCTEPOUA0B. B ciydasx ¢ Ooiee
TSKENBIM TEUEHUEM aJUIEPTUYECKUX pPEaKUWid, HapacTaHUEM TIeMOPPAruyecKuX MpOsIBICHUI
JIeYEHUE JIOJKHO OBITh YCHUJIEHO BHYTPHUBEHHBIM BBEACHHMEM TIJIFOKOKOPTHUKOHMIHBIX IpPErapaToB
MPOJIOHTUPOBAHHOTO JEHCTBUSI.

IIpoBogUTCS KOHTPOJIb 3a COCTOSSHMEM CBEPTBHIBAIOLIEH CHUCTEMBI KPOBH, IIOCKOJIBKY
BO3MOXHO pa3Butue JIBC-cuHapoma ¢ HE0OXOAMMOCTBIO TpaHC(Y3UH CBEXe3aMOpPOKEHHOU
ma3mbl (C3I1) u TpoMOOKOHIIEHTpATA.

Hannume WHQEKIMOHHBIX OCJIOXHEHWW Y MAIUEeHTOB ¢ AA He sBIsSeTCsS aOCOTIOTHBIM
npoTtuBonokasanueM s nposeneHuss WCT, HO Tpebyer OIHOBPEMEHHOTO Ha3HA4YEeHUs
AHTUOMOTHKOB, MPOTUBOBUPYCHBIX U IPOTHUBOTPHUOKOBEIX MPETapaToOB.

[lanpeHTaM ¢ TMOBBILIEHHBIM  PUCKOM pa3BUTUSA HMHQPEKIUOHHBIX  OCIOXKHEHHM

(arpaHynonuTO3, HAJIMYME OYaroB XPOHUYECKOM WHQEKIWH, TEPCUCTCHIINS BHPYCOB)
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PEKOMEHIyeTCsl Ha3HaueHue LUNpoQIIoOKcaniHa, OUCEenTosa, alUKIOBHpa C MPO(HUIAKTUYECKOM
LEJIbIO.

[Muknocniopun npu coueranHod VMCT HazHawaeTrcsd OOBIYHO B HA4aJbHOW /103€ OKOJIO
MT/KT Macchl Tena 00JIBHOTO cpasy mo okoH4YaHuu BBeneHUd ATI: ¢ 5-ro mHA Kypca Tepanuu npu
4-7HEBHO# cxeMe, ¢ 6-To — rpu 5-mHeBHo# [1, 2, 5, 18]. Bo3amoskuo npucoenunenue LA depes 2- 3
Henenu nocie Havana kypca ATI [20]. Ilpu xopormiell NmepeHOCHMOCTH JICYEHHE B YKa3aHHBIX
J103ax MPOJOJDKAETCS B TeueHHe 1-3 MecsIeB, 3aTeM MepexoIsT Ha Teparuio Mo AeP KUBAIOIIMA
J03aMHU Mpernapara — okojo 5 Mr/kr. Baxno cobmonenue Becex mnpasui npuéma LIA B cooTBeTCTBHH
¢ uHctpykiueil. [lepBbie cToiiKnMe MOJOKUTENbHBIE PE3yNIbTaThl OTMEUYaloTCa OOBIYHO uepe3 2-3
Mecsiia OT Hayaja Tepanuu. JleueHue MOXKET NpoAOIKaThes 1O roja — 2 jer u Oosee B
3aBHCHUMOCTH OT 3P PeKTa y JaHHOTO KOHKPETHOTO OOJIBLHOT0, HO HE MeHee 12 mecsieB, MOCKOIbKY
PHCK pEIMIMBOB CHIKAeTCs MpH Oosiee anuresnsHoM mpuéma I[A [5, 18]. ITlnanoBoe cCHMXKEHHE
JI03BI Tpernapara MPOBOJUTCS MOCTENEHHO 0 MOJHOW OTMeHbl B TeueHue 6 — 12 mec. Ecnu B
nporecce CHIKEHHUS J03bI OTMEYEHO YXYALICHHE KIMHUKO-TEMAaTOJIOTHYECKUX TOKa3aTeneu, TO
JanpHelIee CHUKEHNE TpuocTaHaBnuBaercs. [lpu orcyrcTBumM 1moOodHbIX 3()(PEeKToB BO3MOKEH
BO3BpaT K Ooliee BBICOKMM J03UpoBKaM. JlnuTenbHble HaOmIOAeHHs Tokazanu, yto y 15-25%
OOJIBHBIX OIpeNesSeTCs HUKIOCIOPUHOBASI 3aBUCUMOCTD, ITPU KOTOPOI! 111 COXpaHEHUsI PEMUCCUU
Tpedyercs npoaomkeHue npuéma LA.

[ToGounble 3P pekThl 0OBIYHO J0303aBUCUMBI U MCUYE3AI0T MPU YMEHBIIEHUU 03Bl WU
ormene L[A. Hambonee yacThIMU OCIOKHEHHUSMHU SBISIOTCS runeptpodus néceH, aprepuaabHas
TUIEPTEH3Us, JUCTIETICUYECKUE SBICHMS, HapylIeHHe (PYHKIIMY MMeYeHH U oYeK BO03MOXKHBI Takxke
TOJIOBHBIE OOJIM, TIOSBJICHWE TApPECTE3U, TUIEPKATHEMHUs, KOXKHBIE aJUIEPTHYECKUEe pPEeaKiuul U
pENKO — MBIIIEYHBIE CMa3Mbl W cyaopord. llpm ummTenbHOM mpuéMe BO3MOXKHBI TaKkKe
OCIIO)KHEHUS, CBS3aHHBIE C HMMMYHOCYIpeccHeld B BHUJAE TMOBBINIEHHOW HAKIOHHOCTH K
BOCTIAJIUTENBHBIM 3200JI€BaHUSAM, aKTHBAIIMH XPOHUYECKHX 0YaroB WH(MEKINH.

B xone tepammu mokaszaHo ompeneneHue ypoBHS LIA B CBIBOPOTKE KpPOBH OOJBHBIX C
MOMOIIIBIO  CTICIUATBHBIX Ha0OpOB MOHOKIOHANBHBIX aHTUTen (C-Kit). IleneBbiM ypoBHEM
npernapara B CBhIBOPOTKe KpoBW cumrtaercs 150 — 250 ur/mi. OCHOBHBIM K€ TOKa3aTejaeM
TOKCHYHOCTH Tpernapara CIy>KUT yPOBEHb KPEaTHHUHA B CHIBOPOTKE KPOBU. [Ipu MOBBIIEHUH €T0
ypoBHs B mporiecce nedeHus: LA na 50% mno3a mpenapata J0DKHA OBITh CHHIKEHA HATOJOBUHY.

[IpenenbHBIN ypPOBEHb KpeaTUHUHA HE JJOJDKEH npeBbiaTh 150% oT BepxHell rpaHuiibl HOPMBI.

Oyenxa pesynomamoe
Panaumu  npemukropamu  3ddexkruBHocTH  MCT  choyxar  peTHKYJOIUTApHBIA U

HEHUTPOUIbHBIN OTBET, KOTOPbIE MOTYT OBITH BBISIBIICHBI B IEepBbIe Heenu Tepanuu. KocBeHHbIM
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MPU3HAKOM TOSIBIIEHUSI PETUKYJIOLUTAPHOIO OTBETA CIYKUT IOBBIIIEHUE WHIEKCA, OTPAKAIOIIEro
cpennuii 00beM 3purporura — MCV [5].

®akTopoM OJAarONpPUATHOTO MPOrHO3a B OTHOLICHUH BOCCTAHOBJICHUSI KPOBETBOPEHUS O]
Bozaeticteuem MCT siBisercst Taxoke Hanmuure majgoro ITHI -kmona [21]. CraHoBiieHHE pEMHCCHU B
pesyabrare ycnemHod MCT compoBokaaeTcsi 3aKOHOMEPHBIM —CHH)KCHHUEM  CIIOHTAaHHOM
npoaykiuun @HO u WP, ymeHblieHneM 4Yuclia aKTUBUPOBAHHBIX T-KJIIETOK B KPOBU U KOCTHOM
Mo3re OOJBbHBIX AA, B TOM YHCI€ MHHOPHBIX cyonomynsuuii — T-mumponutoB ¢ mapkepamu
HarypanbHbix KWuiepoB — (NKT-kigerok), dYTo MOXKET paccMaTpuBaThCsl, Kak pPaHHHI
OJIaronpUATHBIN MPOrHOCTHYCCKH (akTop [22, 23].

Hanuune 8 HLA-renotune namuenToB ¢ AA amwtens HLA- DRB1*#15:01, nmo manasiM psna
UcclleIoBaTeNei, sBisieTcsl pakToOpoM, MPOTHO3UPYIOLIUM HOJIOKUTEIbHBIA OTBET HA CTaHIaPTHYIO
UCT [1, 24].

O¢pdextuBnocts UCT okoHYAaTETHHO OLIEHUBAETCA Yepe3 3-6 MecsAleB OT Havaja TeparuH.
Jly1s oLeHKH pe3ysIbTaToB JIeUeHUs O0IbHBIX AA B 3aBUCUMOCTH OT TSYKECTH TeueHUs 3a00JIeBaHuUs

EBpomneickoi rpynmnon 3KCIepToB MPEUIOKEHBI CIEAYIOINE KPUTEPUU:

Jins TAA

[MonHas pemuccus - Yucno veritpoduios >1,5 x 10%n

Ypcio TpomGormTos >150 x 10/

Yacruunas pemucens - He3aBUCHMOCTB OT TeMOTpaHC(y3Hii
OrtcyrcTBue kputepues TAA

ypOBeHB FCMOFJIO6I/IHa, COOTBCTCTBYIOH_II/Iﬁ BOSp&CTHOfI HOpMC

[ns HAA
[Tonnas pemuccus - Kpurepuu Te xe, uro st TAA
Yactuunas pemuccust -  HezaBucumocTh OT reMoTpancdy3uii (€ciu uMenach HCXOIHO)

WM HOpMaJIM3ALMS IO KpalHEeW Mepe OJTHOM KJIETOYHOW JIMHUU

WK TOBBIIEHHE YPOBHS remoriaoouHa >30 r/1 oT UCXOAHOTO (ecau
ucxoaHo0 <60 1/11)

WM TIOBBINICHUE YPOBHS JeHKouToB >0,5 X 10%1 or HCXOJIHOTO (eCiu
rcxoxHo <0,5x 10%/1)

WM TIOBBIIICHHE yPOBHS TpoMGormToB Ha 20 x 10%1 ot mcxomHOro
(pu mexomHOM ypoBHe <20% 10%1) [2, 16].

[Tpuém LA nomkeH mpoIoIKaTHCS MOCHe TOTYyYeHHs] MAaKCHMAIbHOTO TeMaTOJIOTHYEeCKOTO

oreera (IIP, croiikoit YP ¢ ynydmieHreM mokasarenel Mo BceM pocTKaM KpoBeTBOpeHHs) 6 — 12
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MECSIIEB C MOCIEAYIONMIEH MOCTENEHHONM OTMEHOM, YTO MO3BOJSET CBECTH K MUHHUMYMY YHCIIO
PELUINBOB.

Kpurepusimu pedpakrepuoctu AA k MCT, yka3piBatonMu Ha HE0OX0JUMOCTh KOPPEKLIUU
TEpaneBTUYECKON TAaKTUKH, SBISAIOTCA: OTCYTCTBHE MUHHUMAJIbHOTO IeMaTOJOTHYECKOrO0 OTBETA B
BUJC YJIYy4llIEHHS HE MeHee 2-X KIETOUHBIX JHMHMHA uepe3 3 Mecsla OT Hayaja Tepanuu WiId
orcyrctBue UP uepe3 6 MecsliieB Tepanuu.

ITo 3aBepmennu UCT manueHTs! JODKHBI HAXOAUTHCS O TMCIAHCEPHBIM HA0IIOICHUEM C
pEryJspHbIM KOHTPOJIEM aHaJIM30B KPOBH B CBSI3U C UMEIOIIMMCS PUCKOM PA3BUTHUS PEIUAWBOB U
MO3HUX KJIOHAJBHBIX OCIOXKHEHHH.

[Tpu HEeahhekTHBHOM MEPBOM Kypce KOMOMHMPOBAHHOW MMMYHOCYITPECCUBHOW TEepariu
ATI/HA nns TAA paccMmarpuBaeTcsi BO3MOXKHOCTH TpoBefieHUs: TKM 0T cOBMECTUMOTO J0HOpA
[1, 5, 13, 20]. IIpu 3TOM BepOSITHOCTH OJIATOMPHSITHBIX PE3YJbTATOB BBIIIEC MPH BIMTOJHEHUH
TpaHCIUIaHTAIMK B Oojiee paHHUE CpPOKU. B ciiydyae oTCyTCTBUS JOHOpa U AA yMEpeHHON CTENeHH

TsKecTH npooauTcs Bropas tunus UCT.

1.3 Tepanust BTOpO#t JIMHUM

Tepanueit BTopoii TuHUM Y TaniieHToB ¢ AA MoxeT Ob1Th ToBTOpHBIN Kypc ATI nnu TI'CK
ot HepoactBeHHoro HLA-coBmecTHMOro a0HOpa, a B OTAENBHBIX CIy4asX — HCIIOJIb30BaHUE
JIOTIOTHUTEIBHBIX METOOB JIEUeHUs ¢ BKI0YeHHeM HOBBIX cpenacts MCT.

BeposTHOCTh JOCTM)KEHUS YAaCTMYHOTO U TOJHOTO TIeMaToJIOTMYECKOro OTBETa  MpHU
npoBeneHun noBTopHoro kypca MCT comocraBuma ¢ pe3ynbTaTaMM IMPH MPOBEACHUU IEPBOTO
kypca [1, 5, 10, 25]. CooTBETCTBEHHO, MAIMEHTaM MOJYYAIOIIAM BTOPYIO JIMHHUIO TEpalud MO
noBoy penuausa noropHeiii kypc UCT nenecooOpa3sHo BHOBb MpoBoauTh npenaparamu ATI u
LTA. Ecnu npu npoBeJJeHUH HadaJdbHBIX KypCOB Tepanuu OOBIYHO MCHOJb3yeTcs jomaauasii AT
(ATTAM), TO mpH MOBTOPHBIX Kypcax Tepaluu LenecooOpa3Ho HCIOIb30BaTh B LEAX
npoHUIAKTUKH TKEBIX ajuleprudeckux ociaoxueHuid kponnunit ATT (Tumorno0ynun) [1, 18].

Jlia manueHToB ¢ pedpaKTepHOCThIO K MEPBOW JIMHUM TEPAlUU WM HEBO3MOKHOCTBHIO
NpOBEIEHUS] KOMOMHMPOBAHHOIO JiedeHus, pekomeHnayercss aubo TKM oT ructocoBMecTUMOro
HEPOJICTBEHHOTO JIOHOpa, MO0 NpPHMEHEHHE HECTaHAAPTHBIX METOJNOB JeueHHus. Takumu
MeTonamMu Tepanuu  Moryt ObITh Kypcbl MCT ¢ ucnonb3oBaHueM 1ukiodochamuaa (4to
COIPSKEHO € BBICOKON TOKCHYHOCTBIO, OCOOCHHO Y OOJBHBIX 00JIce CTapIIero BO3pacta), MyjbC-
Tepanuy METUJIIPETHNU30JIOHOM, TIpenapaToB MUKO(peHoa0Bo# kuciotel (MPK) u npyrux cpeacts
MMMYHOCYTIPECCUBHOTO JENCTBUSA. B penkux ciydasx peKOMEHAYEeTCs IPOBEACHHUE CIUIEHIKTOMUM.

Mamepuanvt u memoow ipu nipoBeneHnn NOoBTOpHBIX KypcoB UCT xomOunanueir ATI u

ITA cyliecTBEHHO HE OTIMYAIOTCS OT TEPANUU MEPBOM JIMHUU.
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Oyenxa pesynomamos

OTCcyTCTBME MUHUMAJIBHOIO F€MaTOJIOrMUYECKOI0 OTBETa 4epe3 3-5 MECALEB I10CJIE BTOPOIO
kypca CT sBisercss cBUIETEIBCTBOM HEAOCTATOUYHOM A(PPEKTHBHOCTH HMPOBEIEHHOTO JICYCHHUS.
Ecnn orcyrctByer (et Tepanuu npu COOMIOJEHUHM BbIIIE PEKOMEHIOBAHHBIX PEKUMOB,
pe3ysbTar JICYEHUs PaCLICHUBAETCs, KaK peppaKkTepHOCTb.

1.4 JlonmosHUTENbHBIE METOABI TEPAIIUU

1.4.1 Vicionp30BaHMEe MPENapaToB MUKO(PEHOIOBON KHUCITOTHI

Hcnonw3oBanue B mporpammax Tepanuu 00dbHBIX AA npernapatoB MOK mMoxker yaydmuTh
pe3yJbTaThl JIEYEHHUS y IALUEHTOB C HENEepeHOCUMOCThIO [[A M ¢ HavaabHBIM HECTOMKHM
noJOXUTENbHBIM 3 dexkrom oT cranmaptHeix cpeactB HMCT. Ipemaparsr MOK (CeJIJICCHT®,
Maﬁq)opTHK®) HE SBJISISICH AJBbTEPHATUBOM CTAaHIAPTHOM HMMMYHOCYNPECCUBHON Tepanuu AA,
MO3BOJIAIOT MPOJOJDKUTH JICUEHUE IIallMEHTaM, y KOTOPBIX HMMEIOTCS IPOTUBOIIOKA3aHUA K
ucnonp3oBanuio LA [26, 27]. IIpenaparst MOK Ha3zHauaroTCst BO BTOPOU-TPEThEH JTMHUN TEPAIIHH
007bHBIM AA, Y KOTOPBIX OTCYTCTBYET BO3MOKHOCTb IIPOBEACHUS CTAaHAAPTHON TE€panuy B MOJIHBIX
J103ax, a Takke Ha craauu YP s ynydmieHus NOJIy4eHHBIX pe3yibTaToB M JocTvkeHus [IP B
ciyyasix Ioxou nepeHocumoctu LIA.

Pexomennyemble nedeOHble 03b1 CeuicenTta cocTaBisiloT 1 — 2 © B CyTKM U BbILIE,
Maiidopruka ot 720 MT U BbILLIE.

M®K wmoxer wucmnonp3oBathcsi MO0 Kak camocrositenbHoe cpenactBo WCT, mmubo B
COYETaHUU C JPYTUMH HMMYHOCYIpecCUBHbIMU Npenapatamu (LIA) 6e3 3HaUMMBIX MOOOYHBIX
ABJICHUN W OCJIO)KHEHUH. Bo3MOXeH BpeMeHHBIN nepexo Ha npenapatst MOK ¢ nocienyromum
BO3BpaToM K Tepanuu LA nocne kynupoBaHus HEPpPO- U TeMaTOTOKCUYECKUX OCIOXKHEHHH.

1.4.2 Tlynbc-Tepanusi METUIIPEIOM

Hcnonb3oBanue rimokokoptukonoB (I'K) B sneyenun OGonbHBIX AA €caMOCTOSITEIBHOTO
3HaYeHUs He uMeeT. luTenpHOEe MX NPUMEHEHHE HelenecooOpa3Ho H3-3a HEIP(HEKTUBHOCTH U
pHUCKa pa3BUTHS psAlla OCIOKHEHMI. TeM He MeHee, B oTaenbHbIX ciaydasx 'K mcnonesyrores: B
KOMIUIEKCHOW Tepanuu B mnepuon BBeaeHus ATI, B Buae mynbc-Tepanmuud BO BTOPOM H
NOCHEayIOMMX JUHUIX 1npu  HenoctarouHoMm d3ddexre MCT u HamMuum ayTOMMMYHHOTO
xommonenTa [1, 4, 5]. IIpeanourenne oTaaéTcsi METHIINPEAHN30JIOHY, HA3HAYaeMOMY Ha KOPOTKOE
BpeMs B 703ax OT 1 10 3 Mr/Kr macchl Tena, JIUTEIbHOCTh Tepanmuu — oT 3 10 5 mueit. ITymbc-
tepanust MII npoBoauTcs mpu THIATENTFHOM KOHTpOJie KoeOaHUM apTepuanibHOrO JABIEHUS U C
coONIto/IeHHeM Mep MPO(UIAKTUKH OCJIOKHEHHH CO CTOPOHBI KeNyJO0YHO-KHUIIEYHOTO TpPaKTa

(FaCTpI/ITBI, SI3BCHHBIC TTOP a)KCHI/IH) .
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1.5 Teparnust 6onpHBIX ¢ AA, acconnupoBannoi ¢ [THI -knornom

VY manuentoB ¢ pasmepom [THI-knona menee 1%, kak mpaBuiio, OTCYTCTBYIOT Kakue-In00
KIIMHUYECKUE WU JIA0OpaTOpPHBIC MPH3HAKA TeMOjn3a W OOHApYXKEHHE KJIOHA CYIICCTBEHHOTO
KIIMHUYECKOI0 3HaUeHUsl He uMeeT. B To e Bpemsi, Hamu4re HeOOIbIIOro MaToJIOTMYECKOro KJIoHa
ABIIIETCS OJIHUM M3 OJaronpUsATHBIX MporHoctuyeckux ¢dakropos npu nposeaenun UCT. Manbie
nomyysiu K1eTok ¢ nedunuroM GPIl-cBsi3aHHBIX MPOTEMHOB MOXKHO OOHAPYKHUTH TOJBKO TPU
UCIIOJIb30BAHUHA METOAA BBICOKOYYBCTBUTEIBHOM IPOTOYHOM LMUTOMETPUU. Y JAHHOW TIPYIIIBI
ManrueHToB AA HEOOXO0IUMO MPOBOJAUTh €KETOAHBIM MOHUTOPHHT pasmepa [THI-kinona B cBsi3m ¢
BO3MOXXHOCTBIO €r0 YBEJTMUECHUSI, 0OCOOCHHO B MEPHUOJ] BOCCTAHOBIICHUS T€MOII0334.

VY mnamuentoB ¢ pasmepom [THI-kmona mo 10 — 20% 3abosieBaHre OOBIYHO TPOTEKACT
TOJIKO C JIA0OpaTOPHBIMH TPHU3HAKK BHYTPUCOCYIUCTOTO reMoJin3a. B maHHO# rpymie O0JbHBIX
PEKOMEHIyeTCsl MPOBEACHUE MOHUTOpPUHIA 2 pa3a B TOJ M3-3a BO3MOYKHOM HSKCIIAHCUM KJIOHA C
pa3BUTHEM TSDKEIIOTO TeMOJIN3a U MOBBIIICHHBIM PUCKOM TPOMOOTHYECKHX OCIIOKHEHUH.

[Tanmentam ¢ MaHU(ECTHBIM KOMIUIEMEHT-3aBUCUMBIM TE€MOJIU30M CJEAYET IPOBOJIUTH
onpenenenue [THI-knona He pexe, yem 2 pasza B roa. Ilarmentam u3 3To# Tpynmbl MOXKET OBITh
MOKa3aHa JOMOJIHUTENbHAS TEPaNus B CBSI3U C KIMHUYECKU 3HAYMMBIM T'€MOJIM30M: UH(]Y3nOHHAs
JI€3MHTOKCUKALIMOHHAs, FTEMOKOMIIOHEHTHas!.

OtnenbHBIM 00JIBHBIM ¢ OoJibiiuM (cBbIte 80-90%) pazMepom MaTOJIOTHMUYECKOTO KJIOHA, Y
KOTOPBIX TSKENBIA TEMOJIU3 SIBIIACTCS BEAYIIMM CHUMITOMOM, MOXET OBITh TOKa3aHa Teparus
IKYIU3yMaboM (COJ’II/IpI/ICOM®). Okynu3ymad — ryMaHM3UPOBAaHHOE MOHOKIIOHAJIIBHOE AaHTHUTENO,
cBs3bIBarolieeca ¢ C5 KOMIOHEHTOM KOMIUIEMEHTA, UTO IPUBOAUT K 3HAYUTEIBHOMY YMEHBIIEHUIO
reMoJin3a, YacTOThl TPOMOO30B, TpaHC()PY3MOHHOW 3aBHCHUMOCTH, CIOCOOCTBYET YIYYIICHUIO
(GYHKIUM TTOYEK Y TTOBBIIICHUIO KaUYeCTBA KU3HH MAIlIEHTOB.

B nenowm xe, neuenne nanueHToB ¢ AA, accouuupoBanHoil ¢ [THI -knonom, Bkiatouas UCT
u TKM, nmpoBomuTcss B paMKax cTaHAapTHHIX 11 AA mokazanuii. OcoOEHHOCTH B MOAXOAE K
Tepanuy HeOOXOAMMBI TOJBKO B OTHOIICHHUH MAIIMEHTOB ¢ KIIMHUYECKH BBIPAKEHHBIM T€MOJIM30M,
K KOTOPBIM MPHUMEHUMBI TIOJIXO/IbI, KacaroIuecs: 00JIbHBIX ¢ Kiaccuueckoi ¢popmoii ITHT [28].

1.6 ConpoBoauTtenbHas Tepanus

enpro cONMpoOBOAUTENBHOM TE€paNUM SABISETCS MOAEPKaHUE OCHOBHBIX MOKa3aTesaeil KpoBU
Ha 0€301acHOM YPOBHE, TPO(DHUIIAKTHKA U JICUSHHUE OCIIOKHEHUH.

K meromam compoBoguTenpbHOW Tepanmuu OOJBHBIX AA OTHOCHUTCS TEMOKOMITOHEHTHAas
Tepanusi, CpEACTBa KYNHPOBAHMS TIE€MOPPArMYecKOro CHUHAPOMAa M CpPEACTBA  JICUCHMS
WH(EKIIMOHHO-BOCTIAIUTENBHBIX OCJOXKHEHHM, a TaKkKe XelaTopHas Tepamusi y MalHeHTOB C

MpU3HAKaMU OCTTPaHC(PYy3NOHHON MEPETPY3KH JKETE30M.
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bonpmuHCcTBY OONBHBIX AA Ha HaYambHBIX JTamax 3a0ojeBaHUs Tpedyercs
3aMEeCTHTEbHAs T€MOKOMIIOHEHTHas Tepanusi. Hambosiee yacTo BO3HHMKAaeT HEOOXOJMMOCTH B
TpaHCY3HUSIX SPUTPOIMTAPHON MacChl U TPOMOOKOHIIeHTpara. ['emoTpaHcy3un KOMIIOHEHTOB
KpoBH pernameHTupoBansl [Iprkazom Munsapasa Poccuu ot 2 anpens 2013 r. Ne183u [29].
Mamepuanwvi

- DpUTpOLMTCOAEPKAIME KOMIIOHEHTbI KPOBHU: JIPUTPOLMTHAs Macca, (UIbTpOBAaHHAS
SPUTPOLIUTHAS Macca, OTMbBITbIE SPUTPOLIUTHI

- KOHLIEHTpAT TPOMOOLIUTOB

- cBeske3aMoposkeHHas mia3ma (C311)

- I'-KC®: I'panorut, JleikocTum u 1pyrue

- arOHUCTHI PELENTOPOB TPOMOOIIOATHHA: DHIUIECHT, PeBoneiin

- aHTUOMOTUKHU IUPOKOTO CIIEKTPa ACHCTBUS

Memoowvi

TexHuka npoBeneHUs TpaHCPY3UM SPUTPOLUTOB U TPOMOOLMTOB MOJAPOOHO H3JIOKEHA B
WHCTpyKIMU 110 MPUMEHEHUI0 KOMIOHEeHTOB kpoBu [29, 30]. [lyis manueHTOB — KaHIMAATOB Ha
TKM mnokazaHus K T€MOKOMOKOMIIOHEHTHON Tepanmuu coOirofaroTcs ocobeHHo crporo. Jls
CHI)KCHMSI CEHCHMOWIM3allud W puUcKa oclokHeHud npu Tpancmantauuu ['CK  Bo3moxkHO
UCIIOJIb30BAHUE KOMIIOHCHTOB KPOBH IO WHAMWBUIyaTbHOMY MOA00PY M mocie ux odmydenus [1, 5,
20].

IIpu pasButum y OompbHOrO AA HH(EKIMOHHBIX OCIIOKHEHMH JIeYeHHUE MPOBOJUTCS C
UCMOJIb30BAaHUEM BCEX HEOOXOJUMBIX CpEICTB aHTHOAKTEepUaNIbHOH, NPOTUBOBUPYCHOW M
AHTUMHUKOTHYECKON Tepanmuu MO OOLIENPUHATHIM AJisi OOJBHBIX C T'PaHYJIOLUTONEHHEH MeToAaM
[5, 20]. Pexkomenmyercst m3berath Ha3HAYCHUS NPEMAPATOB C MHUCIOTOKCHYECKUM JCHCTBHEM.
BonbHbIM co cBepxTsxkénol AA, Kak M JAPYrMM KaTeropusiM OOJBHBIX C arpaHyJoLUTO30M,
TpebyeTcst Oojiee paHHEe HAyaJlo TEPallMy M Ha3HAuYe€HUE aHTUOAKTEPHAIBHBIX CPEJCTB LIUPOKOTO
cnektpa aerctBus. [Ipu ¢peOpuabHBIX AMHU30/1aX WK UH(EKIIMOHHBIX OCIIOKHEHHUSAX Y MAllUEHTOB C
a0COJIIOTHBIM YHCIIOM TpaHyJonuToB MeHee 0,5 x 10%/11 BO3MOYXHO JIONIOJHHTEIBHOE HA3HAYCHHUE
npenaparoB [-KC® B cTanaapTHBIX 033X, TPOJODKUTENbHOCTHIO 10 30 aueit [18].

1.6.1 MeToab! KOPPEKLIUH aHEMHUYECKOTO CHHAPOMA

Tpanchy3un TOHOPCKUX 3PUTPOLIMTOB periamenTupoBanbl [Ipukazom Munsnpasa Poccun
or 2 ampens 2013 r. Ne 183u [29]. Ilokazanumem i TpaHc(hy3uil IPUTPOIMTCOICPIKAIIUX
KOMITOHEHTOB SIBIISIETCSl YpOBEHB reMorioonna mexee 80 r/.

Oyenxa pe3ynromamos

Onenky 3ddekTuBHOCTH TpaHCHY3UH SPUTPOLUTOB OCYIIECTBISIIOT B COOTBETCTBHH CO

CTaHJIApPTHBIMU peKoMeHmanumsmMu. [locine kaxkmgoro mepenuBaHus (B TedeHHe 24 YacoB)
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orpeneNnsercss IUHAMUKA KIMHUYECKAX CHMIITOMOB, YPOBHS TEMOTJIOOMHA W SPHTPOIUTOB,
KOHTPOJIMPYIOTCS aHATH3bI MOYH.

I[Ipy  HEOOXOAMMOCTH  JJHUTEIBHOH  TreMOTpaHC()Y3HMOHHOW  Tepamud  HEoOXOIuM
JMHAMUYECKHI KOHTPOJIb TOKa3aTelel oOMeHa jKeje3a /Il CBOCBPEMEHHOTO Ha3HAYCHHUS
xenaTopHoi Tepanuu. [TokazaHueM K Ha3HAUYCHUIO XEJIATOPOB KeJie3a CIY)KUT MOBBIIICHUE YPOBHS
ceiBopoTo4HOTO (hepputrna cabime 1000 — 2000 mxr/a [5, 17, 20].

1.6.2 MeToabl KOPPEKIIUU TeMOPPArHIECKOTO CHHIPOMA

Tpancdys3un TpPOMOOKOHIIEHTpaTa — OCHOBHOM METOJ| KYIHPOBAaHUS KPOBOTECYCHUH Yy
OOJIBHBIX C TSKEIOW CTETIEHBIO TPOMOOIIUTOIICHHH.

[TokazanusiMu TpaHCY3HSIM TPOMOOKOHIIEHTpATa B LENAX NPOPHUIAKTHKH THKETBIX
reMOPPArMYecKHX OCIOKHEHH SBISIOTCS 9HCIO TpomGouuToB Menee 10x10%nm wmmm memee
20x10°/n OpU HaJU4ud JUXOpaiku. B ciydae BoisiBIeHMHM AA y OepeMEHHBIX WU DPELUIUBE
3a00JICBaHUsI B TEPUOJl OCPEMEHHOCTH Ba)XXKHO TIOJUICPKUBATh YPOBEHb TPOMOOIMTOB Oolee
20x10°%/1 oMoILBIO TIepeHBaHUS TPOMGOLUTAPHOTO KOHIIeHTpaTa [2, 5].

C3II ucnons3yercs npu JokymeHTupoBaHHoM JIBC-cunnpome.

B03M0OXHO HCITONIB30BaHKE ISl KOPPEKIIMKA TEMOPPAru4eckoro CHHIpoMa y OONbHBIX AA
arOHUCTOB PEIENTOPOB TPOMOOMO3ITHHA — Pomurutoctuma (Dntpombornara), OCKOIbKY HpPEapaTh
JAHHOTO psila MOTYT OBITh CpPEICTBOM MATOTCHETHYECKOW Tepanmuu y 4YacTH OOJBHBIX U
CIOCOOCTBOBATh KYMUPOBAHHUIO T€MOPPArHIeCKOTO CHHAPOMA M MPU OTCYTCTBHHM 3HAYUTEIBHOTO
HOBBIILICHUS] YPOBHS TpoMOouuToB [12, 18].

XKenmuHam ¢ MEHOppesMM JJIsl CHHDKEHUS MEHCTPYaJlbHBIX KpOBOIOTEPh IOKa3aHO

Ha3HAYCHUE CPECTB FOPMOHAIBHOM KOHTparernuuu [17].
3akiroueHune

Annactuueckass aHemuss (AA) — Tskénoe 3a0oiieBaHHE CHCTEMBl KPOBH, B OCHOBE
naToreHe3a KOTOPOTO JIEKUT MMMYHOOIOCPEIOBAaHHOE MOBPEXKIEHHE KPOBETBOPHBIX CTBOJIOBBIX
KJIETOK. ONTUMaJIbHBI METOJIOM JIEYEHHs NAallMEHTOB MOJIOJIOr0 Bo3pacTa ¢ Tskénon AA —
TpaHCILIAaHTAlMsI KOCTHOIO MO3ra OT MJIEHTUYHOI'O POJACTBEHHOrO J0HOpa. OIHAKO TONBKO 4acTh
OOJBLHBIX HMEIOT COBMECTHUMOIO JIOHOpAa-pOJACTBEHHHKA M OCHOBHBIM METOJOM JICUEHHS MJIs
OOJBIIMHCTBA MAIMEHTOB Kak C TsDKEMOW AA, Tak U AA yMEepeHHOU CTeNneHU TSHKECTH OCTaéTcs
ummyHocynpeccuBHas Tepanus (VMCT).

CrannapTHeIM MeTooM JeueHust AA sBisercs komOunupoBanHas CT ¢ nmpumeHeHuneM
IpenapaToB aHTUTUMOLUMTAPHOIO II100Y/INHA U LMKJIOCcTIOpuHa. [lepBble cTONHKHE MON0KUTENIbHBIE

pe3yNbTaThl OTMEUAIOTCs OOBIYHO yepe3 2 — 3 mecsaua U 3(PPEeKTUBHOCTh TE€panuu OLECHUBACTCS
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yepe3 6 MecsieB oT Haudaia jedeHus. [Ipu 3Tom nmerorcs OosbHbBIE, PE3UCTEHTHBIE K CTaHIapTHOM
WCT, BO3MOXXHBI peliIMBhI 3a00JIeBaHMs, a YaCTH MAIMEHTOB M3-3a COMYTCTBYIOIICH MaTOJIOTUU
WM TOOOYHBIX PEAaKIHMi Tepanmusi HE MOXKET ObITh NMPOBEJCHAa B MOJHOM 00BbEMe. B momoOHBIX
ClIy4yasix HUMEITCS TIOKa3aHWs K HCIOJIb30BAHUIO QJIbTEPHATUBHBIX METOJOB JICYCHHUS WIH
npoBeaeHru TKM, pe3ynbTaThl KOTOPOM ONTHMAJIbHBI HA PaHHHUX 3Tamax 3abosieBaHus. B To ke
Bpemsi, HMCT OonpHbIX AA DOCTOSSHHO COBEPLICHCTBYETCS, IPEANPUHUMAIOTCS IIOMBITKU
MCIIOJIb30BAaHUS HOBBIX CPEJCTB OCHOBHOW M CONMYTCTBYIOIIEH Tepanuu. B cBs3u ¢ 3TM 0coOyto
BaXHOCTh MPUOOPETAET BBISIBICHHUE MATOIN€HETUYECKUX OCOOCHHOCTEH HapyIIeHUsS KPOBETBOPEHHUS
(BKJIIOYAsi OLIEHKY M3MEHEHU MMMYHHOro craryca, onpeaenenue [IHI-acconuupoBanubix dopm
AA) Ha 3Tane JUarHOCTMKU U MCIOJIb30BAaHUE PAaHHUX KPUTEPUEB MPOTHO3UPOBAHUS XOPOILErO
orBera Ha MCT 111 CBOEBPEMEHHOIO U3MEHEHMsI TAKTUKU JICUEHMs], OMPEEIICHUs MOKa3aHUi K
Ha3HAUYEHHMIO JAOMOJHUTENbHBIX METOJ0B TEPAIIHH.

[Ipennaraemass mporpamMMa JedeHUs OONbHBIX AA, TNpeaycMaTpUBaeT OLEHKY
0COOEHHOCTEH TeueHHs 3a00JeBaHUS U NPOTHOCTHMYECKUX (PAKTOPOB HA pa3IMUHBIX 3Tarax.
PaccmaTpuBaroTcsi Kak CTaHIapTHbIE METOJbl TEpaluu, TaK W BO3MOXHOCTH HCIOJIb30BAHUS
JIOTIOJIHUTEIBbHBIX METOJIOB JICUECHHUS], a TAKKE COMYTCTBYIOIIAs Tepanus. OnpeaeneHsl oKa3aHus K
UCIIOJIb30BAaHUI0O HMMMYHOCYIIPECCUBHOW Tepanmuu B pPa3IW4YHBIX KoMOMHanwusx. I[lpuBeneHs
KpuTepun 3()PEeKTUBHOCTHU JICUEHUS U MOKa3aHUS K U3MEHEHUIO NPOorpaMM Tepanuu, YTO MO3BOIUT
IIPOBOJAMTH CBOEBPEMEHHYIO KOPPEKLUIO TEpanuy JJi MOJy4yeHUs HauboJiee MONHBIX U CTOMKHUX

OTBCTOB.
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