PexomMeHnaanum mno Jje4eHu0 CHCTEMHBIX BaCKYJ/IMUTOB.

E.JI. Haconos, T.B.bekeToBa no nopydeHuto rpynisl 3xcneptoB APP.

OcHoBHasi meap (apMakKoTepanuy CHCTEMHBIX BacKyJuToB (CB) nampaBieHa Ha
NOJIaBJICHUE HUMMYHO- MAaTOJOTMYECKMX pEeaklUuid, JeKaluX B OCHOBE 3a00JieBaHUS.
[TaToreneTnuecKkyro Tepanuio NOApPa3AeIIAOT Ha TPU HTara:

- UHAYKLHUS PEMUCCHH;

- IOA/Iep>)KaHNE PEMUCCUU;

- JIEYEHUE PELIUINBOB.

[TaToreneTnueckoi Tepanmuy COIMYTCTBYIOT MEPONPHSTHS, HAIIPABICHHbIE HAa CHI)KEHUE PHUCKA

KOMOp6I/II[HBIX 3a00JIEBAaHUH U JIEeUEHHE OCIOKHEHHH.

OO0mue pekoMeH AU,

1. Benenue GonbpHbIXx CB mpezacraBiseT JOCTATOYHO CIOXKHYIO 3a1ady U TpeOyeT 4YeTKOro

B3aMMOJICHCTBHS MEXKIY BpadaMH Pa3IMYHbBIX CIIEUATFHOCTEH KaK Ha 3Tare JUarHOCTHUKH,
TaK U JICYECHUs.
Jleuenne nanueHToB CB OMKHO MPOBOAMTHCS BpauyaMH- pPEeBMATOJOraMu, B CIydyasx C
JOMUHHUPYIOIIUM TSDKEJIBIM TOpaKEHHEM I0YeK HedpojoraMu WM pEeBMAaTONOraMu B
KOOIEpaly CO CIEUMATUCTAMH OTAEJIEHUsl TreMojuain3a (B BHJE UCKIIOUYEHHS JEUEHHUE
MOTYT OCYILECTBJIATh Bpadu OOLIEH MPAaKTUKHU MPU KOHCYJIBTATUBHOM MOAJIEp)KKE Bpaya-
peBmaroisiora, Hedposora). Pa3Butne a0AOMHHAIBHOIO CHHApPOMA TpeOyeT ydacTHs
XUPYPTOB B CBSI3U C PUCKOM TaKHUX OCJIOXHEHHUH, KaKk TaHTpeHa U nepoparyst KUIIeYHUKa.
[Ipy  HEOOXOIMUMOCTH  TNPHBIEKAIOT  JPYTHX  CICHUAIUCTOB  (OTOJAPHHTOJIOTOB,
o(TanbMOoIIOroB, KapauoJIO0roB, raCTpOIHTEPOIOrOB, HEBPOIATOJIOTOB, IICUXOJIOIOB U Jp.).
JleueHne OCHOBBIBAETCSI HA TECHOM B3aUMOJICHICTBUY Bpaya U NalUEHTa.

2. Cruenmyer peKOMEHIOBaTh MalMeHTaM u30eraTb (QPU3MUYECKUX W TCHXOIMOLMOHAIBHBIX
MEPETPy30K, MEPEOXTAKIACHUS, CTPEMUTHCS K TMOJAECPKAHUIO HOPMAJbHOM Macchl Tena.
BosbHBIX cregyeTr mpenocreperatb OT CaMOCTOATENBHOrO Ipuéma JIEKapcTB, B TOM YHCIIE
CPEACTB HETPAJAULIMOHHONW MEIUIIUHBI.

3. VYuureiBasg MEXIyHApOIHBIN ONbIT U B cooTBeTCTBUM ¢ Bepcueilt EULAR (mapt 2009 1) [1,
2], onmparomeiicss Ha coBpeMeHHyIo Kinaccupukanmio CB [3, 4] (cm. Tabu. 1), BeIIeIeHb
PEKOMEHAALMHU AJs MALUEHTOB C MPEUMYIIECTBEHHBIM IOPAKEHHEM COCYA0B MEIKOTo U
CpeaHero Kanubpa ¥ peKOMEHIALNH 17l TAUEHTOB ¢ BaCKYJIUTaMH KPYITHBIX COCYIOB.

C mno3unmu ne4eOHON CTpaTeruu HO30JI0THYecKHe (GOpMbl, OObEAMHEHHBIE B TPYIILY

AHIIA- CB uenecooOpa3Ho paccMmaTpuBaTh Kak €IuMHOE cocTosiHue [1], a neueHue



muddepeHnrpoBaTh MPEXKAEC BCETO B 3aBUCHMOCTH OT TSKECTH 3a00JIeBaHUS, C Y4ETOM
PUCKOB  Pa3BUTHA  JIETOYHOIO  KPOBOTEYEHHMs,  MPOTPECCUPYIOMIEH  IOYEHYHOH
HEZ0CTaTOYHOCTH, TSKEIOoro nopaxenus oprasa 3penusi, [ITHC (yposens nokasarensnocru 2B).
Boinenstior pedpakrepHslii BapuanT TedeHus CB, mpu KOTOpOM OTCYTCTBYET oOpaTHOE
pa3BUTHE KIMHWYECKUX TPOSBICHUH 3a00/eBaHUS WM OTMEYAeTCs yBEIHUYCHHE
KIIMHUYECKON aKTUBHOCTH, HECMOTpPSI Ha IPOBOJMMYIO B TeueHHUE O HENEIb CTaHIAPTHYIO

MaTOIrCHCTUYCCKYO TCPAIIUTO.

Tabnuua 1. Knaccudumkaums cMCTEMHbIX BACKYNUTOB.

MpenmyLecTBEeHHOE NOPaXKeHNe COCYyA0B MeNKoro kannépa:
— nypnypa WennenHa- NeHoxa
—  3cceHumanbHbIN KpUOrnobynMHeMNYEeCKUn BacKynmuT

- MMUKPOCKONNYECKUA MONNAHTNUT

AHLIA-

npeMMyLLl,eCTBeHHOG nopaxeHmne cocyoB MEJIKOro n cpeaHero KanMGpa. acCcoLMMPOBaHHbIE

— rpaHynemaro3 BereHepa (rpaHynemaTos ¢ NofiMaHrumTom™)
— cuHagpom Yepaxa- Ctpoc

MpenmyLLIECTBEHHOE NOpaXeHWe COCYAOoB cpeaHero kanubpa:
—  Y3enKoBblil nonMapTepumuT
-~ BonesHb KaBacaku

MpenmyLLecTBEHHOE NOpaXXeHNe cocyooB KPYNHOro kanubpa:
—  BMCOYHbIN apTepunt
—  apTepuuT Takasicy

CoueTaHHble COCTOSHUS:
— 6onesHb bexyeTta
—  0bnMTepupYOLWUA TPOMOAHTUNT

* n3MeHeHne B Ha3BaHue BHeceHo B 2011 r. [5]

Bce 6onbHbIe ¢ BIepBble BBIABIECHHBIMM Ipu3Hakamu CB mojuiexaT rocrnuranus3aluy B
CHELMAIU3UPOBAHHOE  OTAEJICHHE PEBMATOJIOIMYECKOrO MpOo(UIs, NpU  TIKEIOM
HOpaXEHUHM MOYEK B HE(PPOJIOrHYEecKoe OTAEICHHE WM MHOTONpO(UIbHBIA CTallMOHAp,
JKEJIaTeIbHO, pacojaraouii BO3SMOXHOCTAMHU 1S poBeneHus remoananusa (I'J1), B Tom
YHCJIe B 9KCTPEHHOM MOPSIKE.

Heobxogumocth mpoBeneHus nporpaMmuoro ']l He MemiaeT akTUBHOW MAaTOTe€HETHYECKOM
Tepanuud. bornee TOro, mpuM yCHEIIHOM JIEYEHWM, BIIOCIEICTBUM MOKET HCYE3HYTh
notpebnocts B ['/1.

CrennanbHBIMU NOKa3aHUAMM K TOCIHTAIM3AalMM NAMEHTOB, crpajaroumx CB ciegyer
CUMTATh!

- OITACHOCTB PA3BUTHS JIETOYHOTO KPOBOTCUECHUS;

- OBICTpPO Mporpeccupymolee yxyameHue GyHKINU 0YeK;

- mporeuHypusi >3 1/cyT, (opMUpOBaHHE HEPPOTUYECKOTO M OCTPOHEPPUTHUECKOTO
CUH/IPOMOB;

- peUMIMBHUPYIONINE a0 JOMUHAIITHY;




- IOpa)KEHUE OpTraHa 3peHMUS;
- mpusHaku nopaxxenus [{HC.

CranpapTHas MHIYyKIHMOHHAas cxeMa jedeHus: CB Menkux u cpeHHMX COCYIOB BKJIIOYAET
HazHaueHue BbICOKUX 103 LID u 'K [6] (ypoBens mokazareannoctn 1A- 1B). Ilocnenyromiee
MOAAECPKUBAIONIEE JICYEHUE OCYIIECTBIseTCd HU3KuMu go3amu ['K, kak mnpaBwio, B
coueTaHuu ¢ azatuonpuHoM (A3). [7], 4TO MO3BOJISET CHU3UTH PUCK peuuauBa a0 17%.
CornacHo pe3yJpTaTaM JUIMTEIbHBIX HAONIOJCHUN, MPU HCIONB30BAHUM CTaHAApTHON
MaTOreHeTUYeCKOoU Tepanuu S- netHss BebkuBaeMocTh AHIIA-CB cocrasnser 65% [8]. B
TO K€ BpeMs, JyInTenbHoe kKomOuHnpoBanHoe jnedenne L{® u 'K comnpsikeHo ¢ pazButueM
mo00YHBIX A(P(EKTOB, W B MEPBYIO oOdYepenb HWH(PEKIIMOHHBIX OCJIOXHEHHH: TOJIBKO 3a
MEPBBIA TOJl CTAaHAAPTHOW TEepamuu Cepbe3Hble MOOOYHBIC SBICHUS pa3BUBAIOTCH y 25%
narueaToB AHIIA- CB [9]. ¥V 6onbabix CB murensHoe nedenne [ B 33 pasa moBblmaer
PUCK paka MOYEBOro Mmy3bIpsi, B 2,4 pa3a pUCK pa3BUTHs Ipyrux omyxosied, B 11 pas-
mumpomsr [10, 11].

Hauunas ¢ 2011 roaa, nocne nomydenus pe3yabtatoB 1Byx PKU Putykcumaba (PTM) [12,
13] ¢ ydyerom naHHBIX cucTemarudeckux 0030poB [14], PTM Obi1 BKJIIOYEH B YHUCIO
IpernapaToB MepBOro psaa ansd uHAyKOuoHHoM Tepanuu AHIIA- CB  (yposens
JnokazaTejbHocTH 1A).

OcHOBHOE MeCTO B JIEUEHMM aprepuuTa Takascy M TUraHTOKJIETOYHOIO apTepunTa
3anumaroT ['K (yposens mokasareannoctu 3), KOTOpPbIE MO3BOJSIOT JOCTHYb PEMHCCHH M
MOJIJIEP)KUBATE €€ B OOJIBITUHCTBE ciydaes [15, 16].

Oco00if pobseMoil SBISETCS JIEUEHUE Y3EIKOBOIO MOJIHAPTEPUNTA, ACCOLIMUPOBAHHOIO C
Bupycamu remnatuta [17, 18]. Ilpu Hamuuum Bupyca rematura B npoBondar
MIPOTUBOBUPYCHYIO TEPANMIO B COYETAHUM C KOPOTKMM Ha3zHaueHueM BbICOkuX a03 ['K Ha
(¢oHE TOBTOPHBIX CEaHCOB IUIa3Madepe3a (ypoBenb jJoKasaTeabHocTH 3), JICUCHUE
OCYIIECTBJISIIOT B TECHON KOOIEpAIMH C FenaTojioraMH.

OtnenbHO mpeacTaBiieHO JedeHue mnyprnypel Illenneiina- ['eHoxa, 3CCEHIIMATBLHOIO
KpUOTJI00yTMHEMUYECKOT0 BacKyuTa, 6oie3nu KaBacaku, 6o1e3nu bexuera.

B nporecce nevyenus cieayer TIATENIbHO KOHTPOJINPOBATh d3PPEKTUBHOCTh M 0€30MaCHOCTh
MPOBOJIMMOM Tepanuu Kaxabie 1- 3 mecsama. Becem manmentam CB, HaxoasmuMcst B cTaauu
CTOMKON pEeMHUCCUU CIIeyeT MPOBOAUTH JabopaTopHoe obOcienoBaHue He MeHee | paza B
MOJITO/1A.

9. Jns CHWXKEHHA DPHUCKA DPa3BUTHA MOOOYHBIX 3((HEKTOB MAaTOTCHETUYECKOH Tepanuu

HE00XOIMMO MPOBEACHUE COOTBETCTBYIOMINX MPO(YUIAKTHYECKIX MEPOTIPHUSITHH:



- TeMOpparu4eckuii IUCTUT, pak MoueBoro mysbips (LID)- yBenmuenue norpelreHUs
KUIKOCTH (110 3 1 B CyTKM) miepea nmpumeHeHneM [P u B Teuenne 72 mocieayronmx 9acos;
4acToe MOYEHCITYCKaHUE; MPEBEHTHUBHOE B/B BBEIEHUE 2- MEpKANTO3TaHCyIb(oHaTa HATpUs
(MecHa);

- maeBMoncTHast mHeBMOHMA (L[D)- Tpumeronpum/cynspamerokcazon 400/80 Mr B cyTku
nu 800/160 mr uepes JIeHb.

- TOKCHUUYECKHH 3((eKT MeToTpeKkcaTa- (oareBas KUCI0Ta,

- ractpurt, s3Ba xenynaka (I'K)- 6mokaropel Hp-perientopoB rucramMuHa WM MHTHOUTOPHI
IIPOTOHHOI'O HAacoca;

- ocreoniopo3 (I'K)- mpenapatsr kanbius u ButamMmuna D; ouchochonatsr.

Pexomenganuu no jedeHuro nanueHToB CB MeJIKMX M cpeTHUX COCYH0B.

1. L®d- npenapat nepBoro psana ais geuenuss CB Menkux u cpeaHux cocynoB [6] ¢ qoKka3aHHOU
3¢ (HeKTUBHOCTHIO U 0€30MaCHOCTHIO (ypoBeHb jAoka3zaTeabHoctn npu ['TIA, MIIA- 1A, npu VII,
cuc- 1B) [1, 19]. ITlo pmanueim PKW, unpykumonnas tepanus [{® mo3Bossier A0CTUYB
pemuccun y 88 % GonbpabIx AHIIA-CB [20].

[{® na3HayaroT B BHJIC B/B MyJIbCOBBIX BBeAeHMM 15 Mr/kr (He Oosee 1 r) uepe3 2 Hemenu N
1- 3, mamee kaxzawple 3 HemeIW WM BHYTph 2 MI/Kr/cyTku (He Oosiee 200 Mr/cyTku) co
CHIDKEHHEM J03bl 10 1,5 Mr/Kr/cyTku mpu JocTwxkeHun pemuccuu. Jleuenwe LD
nponoinkaercsa 3- 12 mecsues. bonee mmrensHbii npuem L@ acconuupyeTcst ¢ BBICOKOM
YaCTOTOW Pa3BUTHS TOOOYHBIX PEAKIIHI, B IEPBYIO OUYepeh HHPECKITMOHHBIX.

Hokazano PKUM [20], yto npumenenune [P B pexxuMme MylibCc- TEpanvuu B CPaBHEHUM C
Ha3HAYCHHEM per O0S TMO3BOJSET CHHU3UTh KyMynsaTuBHyl0 103y L@ (82 r m 159 r
coorBercTBeHHO; P< 0.001) mpu coxpaHeHHMH TepareBTHYECKOro >PQeKTa U YMEHBIIUTh
4acTOTY NMOOOYHBIX pEaKIUi.

[Ipy mNOBBINIEHWH CHIBOPOTOYHOTO KpeaTWHHWHA WJIM B TOXKWJIOM BO3pacTe NalleHTa

UCTONB3YIOT 60see Huzkue no3bl LD (Tadmx. 2).

Tabnuua 2. Mogudmkaumsa gosbl B/B LI® B 3aBucMMOCTM OT BO3pacTta MauueHTa U YpPOBHS

KpeaTMHUHA CbiBOpOTKM Kposm [20].

Bospact KpeaTvHuH KpeaTvHuH

< 300 mmonb/n 300- 500 mmonb/n

<60 15 mr/kr/nynbc 12,5 mr/kr/nynsc

60- 70 12,5 mr/kr/nynsc 10 mr/kr/nynsc

>70 10 mr/kr/nynsc 7,5 mr/kr/nynsc




Jlo Havana u Bo Bpems seueHus LD (depes 7- 9 qHel mocie Kaxaoro B/B BBeAeHUs, | pa3 B
7 nHEell B Haudaje JICYEHHUs per 0S) MOHUTOPUPYIOT MOKA3aTENIM MOYEBOIO OCA/IKa, YPOBEHb
reMOTrJI00MHA, YHCIIO JICHKOLUMTOB, TPOMOOIIMTOB, YPOBEHb KpeaTHMHHUHA, aKTUBHOCTH AJIT,
ACT. TIpy yMeHBIICHHM 4YHCIa JEHKOIMTOB MeHee 2,5-10°/m, TpOMGOLHTOB MeHee
100-10°/1, noeermenny koumnenrparmu AJIT/ACT Goiee 4eMm B 3 pa3a OT BepXHeil IPaHUIIBI
HOPMBI JIEYCHHE MPEKpaIlaT 10 KynupoBaHUs Tokcuueckux 3¢dexroB LD. [lossnenue
IIPU3HAKOB T'EMOpPPAru4eckoro IUCTHTAa TaK K€ SABJIAETCA NPOTHBOIOKA3aHUEM IS
nponomkerus nedueHus L[D. Kapmuorokcnueckoe neiictue 11d Hambonee BBIpaXKeHO B
MIEPBBIE THHU.

Jleuenue L{® couetaroT ¢ I'K, kak HeoTbeMIIEMOIi YaCThI0 KOMOMHUPOBAHHOM Tepanuu [21].
[IpoBoasaT B/B mynbcoBbie BBeAeHus Mertumnpena (MII) (pa3oBas mo3za He 6onee 1 r) 3 qHS
noapsAn ¢ mociexyromuM HazHaueHueM [Ipemnmszonona (I13) BHyTps 1 mr/kr/cytku (He
6osee 80 Mr). (ypoBenn nokazareabHocTH 3)

Jnsa wHIykinuu pemuccun B aebrote 3aboneBanus [13 per os oOBIYHO Ha3HAuYalOT B
HECKOJIBKO TIPUEMOB, TP TOJIOKUTEILHOW KIMHUKO- J1a00opaTopHOi AuHamuke yepes 7- 10
JTHEN mepexoiT Ha OAHOKPATHBIN MpUEM B yTpeHHUE yackl. CHIbKeHue 1036l 113 HaunHatoT
yepe3 3 Henenu Ha 25% kaxnpie 4 Henenu 10 noanepxkusatomeii 0,15- 0,2 Mr/kr/cyTku.

VY 6onpubIx ¢ nedtrotom AHITA- CB B kauecTBe MHAYKIIMOHHOW Tepanuu PTM comocraBum
no 3¢ dexruBHOCcTH ¢ LD [12, 13] (ypoBens noxazareannocru 1B).

PTM B mepByio odepenb Ha3HAYAIOT MPU pePpPaKTEPHOM HIM PELUIUBHPYIOIIEM TECUCHUH
AHIIA-CB (yposens nokazateannoctu 1B), B TOM 4YHCIE TPU JIOKAIBHOH Qopme
rpaHyJieMaTo3a ¢ MOJMAaHTUUTOM (ypoBenb aokazareabHoctu 2B) U cunapome Yepmxa- Ctpoc
[22, 23] (ypoBenn nokazatenbHoCTH 4)

B kauectBe mpemnapara nepBoro psaa HazHaueHHne PTM moxeT ObITh MPEeAroYTHTEIHHO B
Cly4asix, KOrja 10 pa3IM4HbIM TpUYMHAM B Je0roTe 3a0o0JieBaHHUS HEXKeNIaTeIbHO
HazHayeHne [[D. OtcyTcTBYIOT yOenuTeNlbHble JO0Ka3aTelbCTBA YBEIUMYEHHS YaCTOTHI
TSOKENbIX HMH(EKUMOHHBIX OCJIOXHEHUH mnpu HazHaueHMn PTM OGomsueiM AHIIA- CB.
Jlpyrue HexenaTelbHbIE SIBJICHHMS BCTPEYAlOTCd € TOW KE 4YacTOTOW, 4YTO W IIpU
ucrnonb3oBanuu apyrux cxeMm jgedeHust AHIIA- CB. (yposens nokazarensnocru 4)

[TockoyIbKy CpPaBHHUTENBHOTO HWCCICIOBAHUS PpA3JIUYHBIX BapuaHTOB BBeaeHus PTM He
MIPOBOAMIIN, MOTYT OBITh PEKOMEH/IOBAHBI ABa pexxkuma: 375 MI/M® B HEJETIO B TeueHue 4

Henenb win 1000 Mr 1BaXKbl C MHTEPBAJIOM B 2 HEJICIH (YPOBEHB 10KA3ATEALHOCTH 4).



Jlisg cHuKeHMs pUcKa MH(QY3HMOHHBIX peakuuil BBeaeHnue PTM ocymecTBiastoT Ha (oHe
npemeaukamuu B/B MIT 250- 500 Mr 1 aHTUTUCTAaMUHHBIMU TIpenapaTamu (XJjaoponupamMuHa
ruapoxuopun 20 Mr B/m).

B nebiore AHIIA-CB neuenne PTM couerator ¢ HazHauenuem ['K. Jlns yckopeHwus
spdexTa OT JeueHHs MpH TPOBEACHUHM mepBoro kypca PTM Morytr ObITh Ha3HAYEHBI
BbIcOKHE 710361 ['K B/B mim per 0s. (yposens nokazatennnoctu 4)

Cnenyer mzberath pyTuHHoro couetanus L@ u PTM, ogHako mpH TsDKEIOM TEYEHUU
AHIIA- CB, B tom umcne npu passutuu BIII'H, mns  yckopenust neueOnoro sddexra
BO3MOXkHO couyetanne PTM u I{® Ha OpoTSHKEHMHM OMHOTO WM HECKOJIBKUX MECSAIIEB.
O6ocunoBano coueranne PTM c¢ nazHauennem A3 mnm modetmia muxkodenomnara (MMOD)
[24].

[Tocne neuennst PTM Bo3moxkHo pa3zsutue peruana AHILIA- CB, B cBsi3u ¢ 4eM MauueHThb
JOJDKHBI HAXOIUTHCS TIOJ HaOmoaeHueM c mnepuomudeckum (1 pa3 B 2- 4 wmecsma)
onpexaeneHueM conepxkanus CJI 20 B- xmerok B umpkyssinuu. HaaexHble TpeauKTOphI
passutus peuuaua AHIIA- CB He yCTaHOBIICHBI. (ypoBeHb 10Ka3aTeNbHOCTH 3)

IIpn pasButum peungua AHIIA- CB mnocne pemuccumn, uHayuupoBaHHo PTM
pexoMeHa0BaH NMOBTOpHBIA Kypc PTM, npu 3ToM MOryT OBITH 2P QEKTHBHBI OOJiee HU3KHE
no361 PTM (500- 1000 mr). (ypoenn mokasareannoctu 4) J[7s CHIDKEHMsI PHCKa pELUIMBA
MOYXHO pacCMaTpuUBaTh MPEBEHTUBHOE HA3HAYEHUE MOBTOPHOIO Kypca PTM.
ANBTEpHATUBHYI0O UMMYHOCYIIPECCHUBHYIO TEPAIMIO Ha3HAuyaloT OOJIBHBIM C pedpakTepHbIM
win  peuuauBupytouM  tedeHuem CB.  Pesymbratet  PKM  cBuzmeTenscTByOT 00
apdextnBHOCTH MM [25], B/B uyenoBedeckoro ummyHornoOymuHa (0.4 r/Kr/cyTku B
TeueHue 5 aHei) [26]. Bo3MoXXHO ycnenHoe NpuMeHEHHE aHTH- TUMOIIMTAPHOTO TI100yIMHA
[27], uaruOutopa uHTepneiikuHa- 5 (Menonuzymal) npu cunapome Yepmxka- Crpoc [28],
JPYTUX T€HHO- MH)KEHEPHBIX OMOJIOTHUECKUX Mpenaparos [29].

Coueranue CTaHIAPTHOW MaTOreHETHUecKoW Teparmuu M [lmazmadepesa y GompHBIX CB C
TSDKEJIBIM  [TOPAXEHUEM IIOYEK CHIJKAeT PHUCK Ppa3BUTHA TEPMUHAIBHOW IOYEYHOM
HEeI0CTaTOYHOCTH (10 24% B TedeHue 12 MecsieB), HO HE yIydiaeT oOIIyI0 BBDKHBAEMOCTh
NAIMEHTOB, YTO 3aCBUAETENLCTBOBAHO pe3yiapTaTamu PKU [30].

[locne mocTwKeHWST TIOMHOM  KIMHUKO-  JTA0OPAaTOPHOM  PEMHCCHUHM  JUTMTEIBHOCTH
NOJACPKUBAIONIEH Tepanuu JOJDKHA COCTaBIATh He MeHee 24 wmec. PekomeHayercs
UCIONb30BaTh KoMOuHaimio Hu3kux 103 ['K u A3 B 103e 2 MI/KI/CYyTKH C BO3MOYKHBIM
CHIDKEHHEM 036l 10 1,5 MI/KT/ CyTKH 4epe3 TOJ1 (yposenn nokazateasnoctu 1B) [7].

[Ipn Hanmuuuu NpPOTHBONOKA3aHUM (MM IUIOXOM NEPEHOCHMMOCTH) JUIsl HasHaueHus A3

MOkeT ObITh pexomeHaoBaH Jleguynomun 20- 40 Mr/ CyTKU (ypoBenb aokazaTennHoctn 1B)



[31], y 6ompHBIX AHIIA- CB 6e3 Tspkenmoro mopaxeHwus mouek u jerkux- MT 20- 25 mr/
Heaeno [32- 34] (yposenn pokazareannoctu 2B).

MM® oTHOCAT K aJbTEpPHATHUBHBIM MpernapaTtaM g HWHAYKUMOHHOW [25] win
noanepxuBatomiend [35] tepanuu AHIIA-CB (yposenn mokasareanmnocru 3). Jleuenne MMO®
Ha3HadaloT ¢ 1036l 1000 mr/cytku (paszeneHHON Ha 2 mpuéma), B CiIydae XOpoluei
nepeHocumocTtu yBenuuusas 10 2000 mr/cytku (B 1- 2 mpuéma), ¢ IpoJ0KUTETHHOCTHIO HE
MeHee 6 mecsueB. [1ockobKy yCTaHOBIIEHBI PEHONPOTEKTUBHBIE cBoKicTBa MM® [36], oH
MOJKET 00JIaZiaTh OMpeeIEHHBIMHA PEUMYIIECTBAMU MPHU JICYCHUN OOJIBHBIX C MOPAKCHHEM
MOYEK.

OcHoBHbIe 110004YHBIE YhHexTei MM® HaOMI0AaI0TCS CO CTOPOHBI JKETYT0YHO-KHUIIIEUHOTO
TpakTa (auapesi, TOIIHOTa, pPBOTA, IOBBIIICHHE TpaHCAMHHA3). BO3MOXHO pa3BUTHE
JCHKOTICHUH, aHEMHU, TPOMOOIMTONEHUH, TOBBIIICHHE BOCIPUUMYHBOCTH IAIIUEHTOB K
UH(EKIHH.

Y OonpHBIX TpaHyJeMaTo30M ¢ ToJuaHruuToM (Berenepa) peKOHCTPYKTHBHBIC
xupyprudeckue omepanuu Ha JIOP- opranax criemyer BBINONHATH B HEAKTUBHYIO a3y
00JIe3HU U B IIEHTPaX, UMEIOIINX JOCTATOYHBIN OMBIT UX TpoBeacHwus [37].

[IpoBeneHne TpaHCIIAHTAIIMK TIOYKH OOJBHBIM B CTAJAWM TEPMUHAIBHOH TOYEYHOU
HEJOCTAaTOYHOCTH OTrPAaHUYEHO IMOBBIIIEHHBIM PUCKOM HMH(EKIM Ha (oHE MNpUMEHEHUS
UMMYHOJICTIPECCAHTOB U TsDKENMOM aTpouu CIM3UCTOM [IbIXaTENbHBIX IMyTeH MpH
rpanyneMaro3e ¢ mnonuanruutoMm (Berenepa). Yactora peuumuBoB 0O0i€3HM TOCHE
TpaHCIUIAaHTAMK CHUXaeTcs A0 17% [38], uTo MokeT OBITh CBSI3aHO C MPOBEACHHUEM OoJiee
AKTUBHOM M JJIUTEIbHON UMMYHOJAENpECCUBHONW Tepanuu. OTMEUYEHO, YTO PELUIUBBI Yallle
BO3HUKAIOT TOCJE Mepecajkd MOYKH OT JOHOpa- POJACTBEHHHMKA. HanexHble MpeauKTOphI

pa3BUTHA pelinBa B ICPECAKCHHOM OpPraHC HEC YCTAaHOBJICHDI.



PexoMenpanuu nmo JieyeHno nanueHToB ¢ nmypnypoi lllenseiina- I'enoxa.

1. Tlockonbky mokaszarenbHass 0aza BbIOOpa TEpameBTHUYECKOW CTpaTeTMM IpU MypIype
[[lennelina- I'eHOXa OTCYTCTBYET [0 HACTOSIIET0 BpPEMEHM, JICYCHHE CTPOMUTCS Ha
OPUHLMINAX HWHIMBUIYAJIbHOTO TMOAXOAAa C MPUMEHEHHEM KOMIUIEKCHBIX METOJIOB
(3THOTpONHAA, TATOr€HETUYECKasl, CAMIITOMATHYECKasl TEPausl U JIEYCHUE OCTIOAKHEHUH ).

2. JlBuraTenbHbI pEXHUM JIOJDKEH OBITh OrpaHMYEH Ha BBICOTE KOXKHOM Nypmypbl, Hpu
abIOMUHAJIBHOM M CyCTaBHOM cuHApoMax. CreayeTr MCKII0YaTh U3 JHEThl OOJUraTHBIC
aJjyiepreHsl ¥ IpOAYKThI, HA KOTOpPbIE B aHaMHe3€ ObUIM OTMEYEHBI alNIEPrUYeCKUe PeaKiii,
n30eraTb BaKIMHAIIMK, TPOBEICHUS MpoO ¢ OakTepuadbHBIMH aHTHUTeHamH. [loka3aHa
CaHalusl XPOHMYECKMX O4aroB HMH(EKIHu (HOCOIVIOTKA, IMOJIOCTh PTa, >KEIYHbIE MYTH,
JKEMYJIOK U KHUILIEeUHUK) [39].

3. YV manueHToB C MPEUMYIIECTBEHHBIM MMOpPaXEHUEM KOXH J(PQPEKTHBHO TPUMEHEHHE
Cynwacanazuna (500-1000 mr 2 paza B cytkn) [40], Komxumuna (1-2 mr/ cytkn) [41]. Kak
npasuno, dpdextuBHsl ['K [42], omHako, MX ATUTENbHOE MPUMEHEHHE MPU OTCYTCTBHH
BOBJICUCHUS! BHYTPEHHHMX OPIraHOB HEXENIATEJIbHO B CBSI3U C KOHKYPHUPYIOIIEH TSKECTBIO
100049HbIX 3Q(ekToB ['K (yporens nokazarensnocru 4).

4. Ilpu mopaxennn JXKT ¢ MHTEHCHBHBIM OOJEBBIM CHHIPOMOM, KEIYJOYHO- KHUIICYHBIM
KPOBOTEUYCHHEM, O0YCIIOBICHHBIM BAaCKYJIUTOM, TTOKa3aHO B/B KamenbHoe BBeaeHue 113 300—
500 mr/cytku Ne 3 ¢ mocneayromuM HazHaueHueM I13 per os 0,5 MI/kr/cyTku B TeueHue 2—
3 Henenb U OBICTPBIM CHMKEHHEM JI03BI (TI0 5 MT KaKable 3 CyTOK) A0 MOJTHOM OTMEHBI.

5. Tlpu TsKenoM MOpakeHUW IOYEK ONpaBIaHO NpuMeHeHue Bbicokux a03 'K [43- 45],
nuroctatukoB (LD, A3, nuknocniopuna, MM®) [46- 48] u/unu ceanco miazmadepesa [49],
B/B HOPMAJILHOT'O 4€JI0BEYECKOro MMMYyHOI100ynuHa[50] (yposens aokasareannoctu 4):

- [13 BHYTpH | MI/KT B CYyTKH B Te4eHHE 4—6 HEJeNb C MOCIEeIYIOIUM CHUKEHUEM 03Bl 110
2,5 Mr/Hen 10 TONHOM OTMEHBI WM B/B MynbcoBble BBeneHuss MII 15 mr/kr/cyTku
exenHeBHO Ne 3 moBTOpHO Kaxabie 3- 4 Heaenu (Bcero 6—20 KypcoB);

- II® B/B 15 Mr/kr 1 pa3 B 3— 4 nenenu, Ne 6-20;

- mnasmadepes, 10—14 ceaHncos;

- B/B HOpMaJIbHBIN yenoBeuecknit tMMyHor1o0ymuH 400—1000 mr/kr B TeueHue 1— 5 cyTok ¢
IIOBTOPHBIMU KypcamH | pa3 B MecsIll Ha IPOTSHDKEHUH 6 MECSIIEB;

- uMeroTcsl coolmieHust 00 YPPEeKTUBHOCTU MPU THKEIOM MOPAKEHUU MOYEK KOMOMHAIIMH
I'K u A3, TK u L® c adrmarperantamu (AMIUPUOAMON) W/WIM aHTUKOAryJIsSHTaAMU

(remapuH, BapdapuH);



- mpu I'H c¢ ymepennoit mnporeunypueir (0,5-1 r/cyTkn) 0OOCHOBaHO Ha3HA4YCHHUE
JIEKapCTBEHHBIX CPEJCTB, BIMSIOIMX Ha HEMMMYHHbBIE MEXaHH3Mbl MPOrPECCHUPOBAHUS

MOpaKCHUA IIOYCK: HAII® uau aHTaroHWCTOB PELCIITOPOB AHTHOTCH3MHA H, CTaTHUHOB.



Pexomenganum no jedeHuio nauneHToB CB KpynHBIX cOCY/I0B.

Jns manykumn pemuccun npu aprepuute Takascy u 'KA npumenstor monorepanuto 'K,
YTO MO3BOJIAET JOCTUTraTh PEMHUCCUM M TOJAEPXKHUBATh €€ (ypoBeHb AokasareabHoct 3) [2].
PexomennoBano pannee HaszHadeHue ['K. Jlo3sl u TakTnka tepanuu ['K Te ke, 4ro u npu
sneuyeHnr CB Menkux v CpeIHuX COCY0B.

[Tpu TsKenom Teduenun 3aboneBanus A03y 'K cnenyer ysenuuusats 10 60- 80 Mr/cyTku umm
NPUMEHSTH B/B IysbcoBble BBeAeHUs: MII ¢ mocienyomum nepexooM Ha npuem [13 BHyTpb
20- 30 wmr/ cyrku. HeotmoxkHoe B/B mynbcoBoe BBeneHne MII pekomMeHIOBaHO TpH
MMOPAKEHUH OPraHa 3pEHHUs], TOCKOJIbKY IIPU PAaHHEM AaKTHMBHOM JIEYEHUU BO3MOXHO ITOJHOE
WJIM YaCTUYHOE BOCCTaHOBJIEHUE 3peHus [S1, 52].

bonbubiM I'KA He cinenyer HasHauaTh ['K B anbTepHUpYIOLIEM PEKUME, MOCKOJBKY 3TO
MOXET TOBBIIIATh PUCK peuuauBa [53]. Eciu B Teuenne 6 mecsueB Ha ¢one mpuema I[13 2,5
MI/CYTKM KiIMHMYeckue mnposiBieHus ['KA oTcyTcTByloT, TO JjeuyeHue MOXET ObITh
MIPEKPaAICHO (ypoBenb nokasareannocru 3). B ciydae peunausa ['KA nocne ormenst ['K, npu
OTCYTCTBUHM CHUMIITOMOB IOPAXXCHUs OpraHa 3peHHs WM HEPBHOM CHCTEMBI MOTYT OBITh
s dexTrBHBI peayupoBannbie 10361 [13 (5- 10 mr/ cyTkn).

[IpuMeHeHre MMMYHOIETIPECCAHTOB PACCMATPUBAIOT B KAYECTBE JIOMOJHUTENIBHON TEPAIIHH.
(yposens aoka3zatenbHoctu npu 'KA- 1A, npu aprepuute Takasicy- 3)

ITpucoenunenne MT nokazaHo npu pegpakrepHoM TeueHun aprepunta Takascy (B no3ze 20-
25 mr/uenento) [54] u KA (10- 15 mr/uenento) B couetanuu ¢ I'K. CornacHo JaHHBIM MeTa
aHamm3a, y OombHbIx 'KA Hasnmauenne MT cHIKaeT puck penuuBa 3a00JI€BaHUS U
yMEHbIIAET KyMyJaTuBHY0 103y 'K [55].

A3 (2 Mr/Kr/cyTKH) Ha3HAYAIOT B CiIy4asx Hed(PHEKTUBHOCTH WM HeriepeHOoCUuMOoCcTH MT.

B caywae pedpaktepHoro TteueHus aprepunrta Takascy MOXeT ObITH 3PPEKTUBEHO
npumeHenne LD [56], reHHO- WH)KEHEPHBIX OMOJIOTMYECKUX IPErnapaToB, B YACTHOCTH,
unruouropoB ®PHO-a [57, 58].

I[Ipu I'KA couerannoe mnpumenenue 'K u wunarun6mropor ®HO-o HE pexomeHI0BaHO,
MOCKOJIbKY HE CHIKAET PUCK peluInuBa 3a0oneBanus [59].

Bcem OGompabiM I'KA 11 CHIKEHMS pUCKAa pPAa3BUTHA LEpPeOPOBACKYJSPHBIX U
KapIMOBACKYJIIPHBIX KaTacTpo(d pEeKOMEHIyeTCsl Ha3HavaTh HU3KHE 103kl acrimpuHa (75-
150 mr/ cyTKH) (ypoBenn nokasareannoctu 3) [60].

70% OONBHBIX apTepuuTOM Takascy HMMEIOT TOKa3aHUS ISl XUPYPrUuecKOoro JICYCHHS.
PeKOHCTpYKTHBHBIE ONEpallUUd CONPSDKEHBl C MEHBUIMM PHCKOM pPECTEHO03a, YEM

AHTHOILTIaCTUKAa HUJIW CTCHTHUPOBAHUC. OHepaTI/IBHBIC BMCIIATCIILCTBA CICAYCT MPOBOJUTL B



HEaKTHBHYIO (pa3zy OOJE3HM W B LIEHTpaxX, UMEIOUIUX JOCTATOYHBIA OMBIT MX MPOBEIACHUS

(ypoBeHb gokasateabnoctu 3) [61].
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