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Ilapokcuzmanvhas nounas eemoenobunypus (IHHI) seasemcs peOkum dHcu3Heyeposcaruum KAOHAAbHIM 3a001e8aHUEM KPOBU, 8 0CHOGe
KOMOopoeo aexcum npuobpemeHHas Mymayus eeHa, Kooupyruieeo skopHblil 6eaok gocpamudunurosumon kaacca A (PIG-A). ITHT xapak-
mepu3yemcsi XpoHu4eckKum HympucocyOUCmsim 2eMOAU30M, KOCIHOMO320801 HeOOCMAMO4HOCMbI, Mpombouaueil u Opyeumu msxcensl-
MU KauHuveckumu cunopomamu. o Hacmosujeeo epemenu newenue ITHI ocmasanocy cumMnmomamueckum: eeMompancgysuu, aHmu-
KoazyiaHmuas mepanus, npenapamol xcenesa, goauesas kucioma. EQuncmeenHboim n00x000m, npu KOMOPOM 803MONCHO 8bl300P08ACHUE
npu ITHT, cayscum arnoceHnas mpaHcniaHmayus KOCmMHo20 Mo32a, 00HAKO OaHHAs nPOUedypa CONPANCEHA ¢ MANCEAbIMU OCAONCHEHUSMU
u vicokoll aemanvrocmoro. Hosoil mapeemnoii mepanueii [THT sensemcs nodaerenue akmuayui KOMROHEHM08 MePMUHAABHO20 KOMN -
AeKca cucmempl KOMHAEMEHMA ¢ NOMOWbI0 MOHOKAOHAAbHO0 AHMUMeNa npomue Komnonenma komniemenma C5 (3xyausymab). Ixyau-
3yMab noKazan GbiCOKYH 3PheKmusHocms 6 KOHMPOAUPOBAHUU BHYMPUCOCYOUCO20 2eMOAU3A, HMO NPUBOOUM K YAVHULEHUI) KA1ecmed
Jrcu3HU u evivicueaemocmu 6oavhoix ITHIT.

Karouegwie caosa: NAPOKCU3IMANbHAA HOYHAA €€M0€ﬂO6LlHprlﬂ, ANN02eHHAA MPpAaHCcnAaunmayusd KOCmMHo20 mo3sed, 3Icyﬂu3y/vza6

Treatment of paroxysmal nocturnal hemoglobinuria
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Paroxysmal nocturnal hemoglobinuria (PNH) is a rare, life-threatening clonal hematological disorder caused by an acquired mutation in
the phosphatidylinositol glucan (PIG)-A gene. PNH is characterized by chronic intravascular hemolysis, marrow failure, thrombophilia and
other severe clinical syndromes. Until recently, the treatment of PNH has been symptomatic with blood transfusions, anticoagulation and
supplementation with folic acid or iron. The only potentially curative treatment is allogeneic stem cell transplantation, but this has severe
complications with high mortality rates. A new targeted treatment strategy is the inhibition of the terminal complement cascade with anti-C5
monoclonal antibody (eculizumab). Eculizumab has shown significant efficacy in controlling of intravascular hemolysis resulting in improv-

ing quality of life and survival.
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IMapoxcuamanbHas HouHast remoroounypust (ITHT)
SIBJIICTCSI PEOKUM KIOHAJIBHBIM 3a00JeBaHHMEM KPOBH,
pPa3BUBAIOIINMCS B Pe3yJIbTaTe 3KCITAHCUM OTHOTO WIIN
HECKOJIPKHX KJIOHOB TEéMOITO3TUIECKIX CTBOJIOBBIX KPOBE-
TBOPHBIX KJIETOK C coMaTn4ecKoii mytauueii PIG-A reHa,
KOTOPBIH JIOKaJIM3yeTcsl Ha aKTUBHOI X-XxpoMocowme [1].
JlaHHBIN TeHETUICCKUI Te(eKT IMPUBOIUT K HAPYIICHUIO
paHHMX 3TAIIOB CHHTE3a YIJIEBOMHOM 9aCTH IIMKO3MWI(OC-
daTtummmmHo3uTo0Boro (GPI) sikopst, ocymiecTBsIonIe-
ro ¢ukcanuo 1enaoro psma Mojekyn (GPI-cBs3aHHBIX
MPOTEMHOB), 3AILIMIIAIOIINX MEMOpaHbl KJIETOK KPOBU
oT KomiieMeHTa. Knunuueckue niposieinenus ITHI Bkimo-
YalOT XPOHUYECKUA BHYTPUCOCYIUCTBINA TEMOJIN3, PELIU-
IUBUPYIOIIME BEHO3HBIC M apTepHalbHBIE TPOMOO3HI,
LIUTOIICHUY, Pa3BUTHE XPOHUYECKON OOJIE3HM I10YeK
(XBIT), nerounoit runepreH3un (JII') 1 HEKOTOPBIX ApYy-
rux 6oJsiee peIKMX CUHAPOMOB.

OcHoBHBIe KMHMYeckre cuaapoMbl ITHIT aBnsioresa
CJIEICTBHEM XPOHNYECKOTO BHYTPUCOCYIMCTOTO TeMOJIN3a,
KOTOpBIIA COMTPOBOXKIAETCSI BLICBOOOXKAEHEM CBOOOIHOTO
TeMOIJIO0MHA U3 pa3pyIIeHHbBIX SPUTPOIIUTOB, CBSI3bIBAHM-

eM U feruiennei okeraa azota NO, IMOBBIIIIEHHBIM TPOMOO-
00pa3oBaHMEM, SHAOTEINAILHOM TUChYHKIINEH [2].

Tepmun ITHI He oTpaxaeT cyTh 3a00JieBaHMSsI, T1OC-
KOJIBKY OBUI IIPEIJIOKEH 3a0JITO J0 U3YYSHUST HE TOJIBKO
3TUOJIOTUHU U NTATOTEHE3a, HO 1AXE MOJTHOU KJIMHUYECKON
KapTHHEI 3a001eBaHKsl. CUnTaBIIAECS 0 HETaBHETO Bpe-
MEHHU KJIACCUYECKMMMU HOYHBIE TTAPOKCU3MBI BHYTPHUCO-
CYIVCTOIO reMOoJIM3a Y TeMOIJIOOMHYPUY Ha CAMOM JIieJie
BCTPEYAIOTCS PEIKO.

[lo pa3sHBIM TMPEIIOIOXEHUSIM, MEPBOE OIMCAaHUE
ITHT npunamnexut Bpauy n3 Hupepnanmo Johannes
Schmidt, mornanackomy xupypry Charles Stewart uan
anrnmuuyanuny Copy William Gull [3-5]. B Poccun niepoe
cooobmienue o [THI caeman B.B. CronpHukos B 1880 1. [6].
JeranbHoe knauHuyeckoe omnucaHue I[IHI orHocutcs
K 1882 1. u mpuHamnexuT Paul Striibing [7]. Bo Bcex atnx
KJIMHUYECKUX HAOIIONECHUSX IIPUCYTCTBOBAIO OIMCAHUE
ITApOKCU3MOB reMaTypHH I TEMHOM MOYH, B TOM YHCJIE
B yTpeHHMe yackl. bosee nmoapooHoe onucanue I[THI Ob1-
J10 maHo B Havayse XX Beka van den Berghe, Marchiafava
u Micheli [3].
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ITHI oTtHOCUTCS K penKuM 3a00jieBaHUSIM, €€ YaCTO-
Ta COCTaBJISIET OT 1 10 2 cIydaeB Ha MIUIJIMOH HACEICHMS
B roa. Knaccuueckast remonutuyeckas ¢opma ITHT mo-
XKET MPOSIBISATHCS B JIIOOOM Bo3pacte ¢ koM B 30—40 et
C OMHAKOBOI YaCTOTOM y >K€HIIMH 1 My>X4rH. MeauaHa
BO3pacTa OOJIbHBIX HA MOMEHT YCTAHOBKM OMArHO3a CO-
crasisieT 42 rona [4, 8, 9].

ITHI' sBnsiercss XpOHUYECKUM MPOrpecCUpyIonIuM
3200JIeBaHIEM, CHIDKAIOIIINM ITPOIOJIKUTEIBHOCTD XKU3HU
O0opHBIX. MenuaHa BBDKMBAEMOCTH, 110 JaHHBIM IIBYX
HaunOoJiee KPYITHBIX KOTOPTHBIX MCCIeIOBAaHUM, COCTaB-
nser 10-12 aer [9, 10]. I1pu a3T0M TOJIBKO 28 % GOJBHBIX
nepexuBaroT 25-etanii pyoex [10]. B 58 % ciyyaeB npu-
YyyMHa CMEepTU Obla HemocpeacTBeHHO cBs3aHa ¢ ITHI
(B ocHOBHOM, 3TO Tpomb003bl, XBII, reMopparndeckme
OCJIOXHEHMS Ha (pOHE TPOMOOLIMTOIICHHH]).

CoBpemenHas nuardHoctuka ITHI ocHoBaHa Ha BBI-
SIBJICHUY TIOMYJISIIIUI KJIETOK KPOBU C ACDUIIMTOM SKC-
npeccun GPI-cBsI3aHHBIX OEJIKOB ITPY ITOMOIIY MOHOKJIO-
HaJbHBIX aHTUTed M auarHocTukyma FLAER meTomom
MMPOTOYHOI LIMTOMETpUM [8].

VYuuTthiBas cnoxHsie B3auMootHoiueHus ITHI u pas-
JINYHBIX BApUAHTOB KOCTHOMO3TOBOM HEIOCTATOYHOCTH,
9KCIIepTaMU MEXIyHAPOAHOM rpyInbl o uzydyeHuto [THT
ObUIa IpeaioXkeHa pabodast KiraccuUKaIys, IT03BOJISIO-
1asi MHTEePIIPETUPOBaTh U (hOPMATIBHO ITOAPA3ACIISITH
OOJIBPIIMHCTBO KJIMHMYECKNX CHUTYallMil C BBIIBICHHUEM
kioHa ITHI Ha 3 mogkaTteropuu [11]:

1. Kaaccuneckas ITHI. XapakTepusyeTcs KIMHAYECKUA
BBIPaXKEHHBIM BHYTPHCOCYIMCTBIM T€MOJIU30M (PETHUKY-
JIOLIMTO3, TIOBBIIICHHBI YPOBEHbD JaKTaTACTUAPOreHA3EI
(JIAI) n HemmpssMoro OmmMpyOrHa, HU3Kast KOHIIEHTPAIIHsT
CBIBOPOTOYHOTO TaIlTOIIOOMHA) TIPU OTCYTCTBUU Ieu-
HUTUBHBIX IIPU3HAKOB APYTOI IMAaTOJOTMH KOCTHOI'O MO3-
ra. B KocTHOM MoO3re BBISIBIISICTCSI PUTPOUITHAS TUTIEP-
Iia3usi ¢ HOpPMaJbHOW WM OJM3KONM K HOpPMaJabHOM
Mopdoiorueii 1 OTCYyTCTBYIOT aHOMAaJIMM KapHOTHIIA.

2. IIHT na ¢hone dpyzozo napyuieHus KoCHHOM03208020
kposeemeopenus (anaacmuueckas anemus (AA)/ITHI, mue-
aoducnaacmuyeckuii cunopom (MJIC)/ITHI). Xapaktepu-
3yeTcsl KIIMHUYECKH U 1a0OpaTOPHO BRIPAKEHHBIM IT'eMO-
JIN30M C OTHOBPEMEHHBIM BBISBICHHEM WA HaJIUIUEM
B aHaMHe3e Ipyroro 3aboneBaHus Kposu (AA, MC, mu-
enohuodpo3 u ap.). KimoyeBoe 3HaueHNE B ONpeaeIcHUN
naHHou noakateropuu ITHI nmeroT uccienoBaHue KOCT-
HOTO MO3I'a ¥ IIUTOTeHeTUIeCKoe TecTupoBaHue. Mcrmons-
3YIOTCSI CTAaHIAPTHBIE KpUTepuu guarHoctuku AA, MIC
i muenoguodposa. O6HapyXeHre aHOMaINi KApUOTH -
I1a, aCCOIMMPOBAHHBIX C OIPEeACICHHBIM 3a00JIcBaHIEM,
MOXKET CITOCOOCTBOBAThH YCTAHOBJICHUIO TICPBUYHOIO A~
TrHO3a, B epBylo ouepenb, MIC.

3. Cyokaununeckas ITHI. [1aniieHTH HE MMEIOT KITMHU-
YeCKHUX 1 JJAOOPaTOPHBIX ITPU3HAKOB I'eMoJ113a. BbIsSIBIIsIIOT-
Cs1 HeOOJIbIIIME MOITY/ISILIMN KJIETOK KPOBU (3PUTPOIITOB,
IPaHyJIOLUTOB, MOHOLIMTOB, 00BIYHO MeHee 1 %) ¢ neduii-
ToM 3Kcrpeccun GPI-cBa3aHHBIX OSIKOB IPU UCITOIB30Ba-
HHMH BEICOKOYYBCTBUTEILHOTO IIMTOMETPHYECKOTO aHAJIN3a.

Cyoxmnanyeckuii BapuanT [THI BeIsIBISIETCS B accoima-
v ¢ AA u MJIC (pedpakTepHoit aHeMuein).

Tepaneptuueckas: taktuka npu ITHI momkHa ObITh
MaKCHMAaJIbHO WHANBUIYAIN3NPOBaHA K MOXET BapbUPO-
BaTh OT HAOIONECHUS W MOIACPKUBAIONIETO JICYCHUS 10
COBPEMEHHOM MMAaTOT€HETUYECCKOM Tepavy U AJUIOT€HHOM
TpaHCIUIaHTaMu KocTHOro Mosra (TKM).

Cpenu cpencTB KOHTPOJISI BHYTPUCOCYIMCTOTO FeMO-
JIN3a TPaIUIIMOHHO PacCMaTPUBAIMCH KOPTHKOCTEPOU/I-
HBbIE TOPMOHBI 1 aHAporeHnl. OMHAKO JaHHAS TepaIus
naToreHeTU4YeCK1 HelocTaToOuHO obocHoBaHa [11]. bosb-
IIMHCTBO 3KCIEPTOB HE PEKOMEHAYIOT MCIIOJb30BaHUE
KOpTUKOCTepouIHbIX TopMoHOB 1ipu [THI. Tem He MeHee,
y psina OOJIbHBIX Ha3HAYCHHE MPEeIHN30JI0HA TaKe B HU3-
kux mo3ax (0,25—1,0 Mr/Kr/cyT) MOXKeT KyITUpOBaTb FeMO-
JINTUYECKUI KPHU3, YTO BEPOSITHO CBSI3aHO C MIOJABICHUEM
aKTHUBallMKM KoMIuieMeHTa. Cpeny aHApOreHOB HamboJiee
MIpHEeMJIEMbIM IIpeITapaToM Ha CeTOMHSIIHUMA Ne¢Hb SIBJISI-
€TCsI JaHa30J1, Ha3HaYaeMbIil B cTapToBoit 1o3¢ 800 Mr/CyT,
a IIpM JUTUTEJIPHOM TepaIliy C 1IeIbI0 KOHTPOJISI XPOHIYE-
ckoro remonu3sa B noze 200—400 Mr/cyT.

CoBpeMeHHBIM ITATOTeHETUICCKIM METOIOM JICUCHHUSI
BHyTpucocyauctoro remonusa npu ITHI sasasercs uc-
ITOJIb30BaHME TIpeTapara dKyInu3ymMa0, IpeacTaBIISIONIETO
c000#1 TYMaHM3MPOBAHHOE MOHOKJIOHAJIBLHOE AHTUTEIIO
npotuB C5 KOMITOHEHTa KOMILIeMeHTa. Beicokas adhduH-
HOCTb aHTUTEJ O00ECIeurMBaeT CTAOMIbHOE CBSI3bIBAHUE
¢ C5 1o MoMeHTa 2JTMMUHAILIMM KOMIIEKCA U3 [IUPKYJIS -
. Pe3ynsraTsl IepBOTo MIOTHOTO MCCIICIOBAHUS ObI-
Jm onyonmkoBaHbl B 2004 1. [12]. TIpenapart Ha3Havaics
11 6onpHBIM TTHI ¢ TpaHcdy3nMOHHOM 3aBUCHMOCTBHIO
B g0o3e 600 Mr/Hea B TedyeHue nepBbix 4 Hemeab U 900 Mr
Kaxaple 2 HelleIu B TTociieayioneM B Buae 30-MUHYTHBIX
nHoy3uit. [TepeHOCMMOCTD Mperapara OblIa XOpolleil BO
Bcex ciyyvasx. Ha neyeHuun otMedanoch ObICTpOe CHUXKe-
Hue ypoBHs JIAI, remornoouHypum, TpaHCPY3MOHHOMN
3aBUCUMOCTH (B cpeaHeM ¢ 2,1 1o 0,6 103 3pUTPOLIUTOB
B Mecsiir). [Tocite mepBBIX MHBEKIIMI ITperiapaTa 00JIbHbBIE
OTMeYaJIi KyIIMpOBaHUE IIPOSIBIICHU 00JIEBOTO CMHIPO-
Ma, obueit caiadoctu. YoenbHblid Bec ITHI+ spurporiuron
III Tuna Ha poHe TeyeHUS MOBHIIIAJICS MPAKTUYECKU 10
ypoBHs [THI'+ rpanynonuToB, 4To cBs3aHO ¢ 3P HEKTUB-
HBIM TIpeKpalleHUeM HX pa3pylIeHUs W CHIDKCHHEM
TpaHCchY3MOHHOM HArpy3ku. DPdeKT neyeHnss ObLT Ha-
nboJIee 3HAYUMBbIM Y 7 O0JIBbHBIX C HOpMAaJIbHbIM WK OJIU3-
KM K HOpMajlbHOMY YPOBHEM TPOMOOLIMTOB, T. €. 0e3
IMPU3HAKOB KOCTHOMO3TOBOI HeAoCTaTOYHOCTH. OTHAKO
OBLJIO OTMEUYEHO, YTO HE Y BCEX OTBETUBIIMX OOJIBLHBIX YPO-
BEHb IreMOITIO0MHA BOCCTAHABIMBAJICS 1O HOPMAJIBHOTO,
YPOBEHb OMIMPYOMHA U PETUKYJIOLIUTOB MOT TaKXKe OCTa-
BaThCS ITOBBIIICHHBIM, YTO CBUAETEIbCTBOBAJIO O HETIOJ-
HOM KOHTpPOJIE BHYTPHUCOCYIUCTOrO TeMojIr3a. Y 2 maiu-
€HTOB OBUIM ITOKYMEHTHMPOBAaHBI PELMINBHI TeMOJIM3a
rmepel oYepeIHBIM BBeAeHUEM ImpemnapaTa. [lepBeie pe-
3YJIBTAaThI UCTIOIb30BaHMS KYIM3yMada ObLIN JOCTATOYHO
00HaIeKMBAIOIIMMH 1 JICTJIA B OCHOBY 1I€JI0M CeprU KOH-
TPOJMPOBAHHBIX MCCIICTOBAHUIA.
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Pe3ynbraTel IBOMHOTO CJIEIIOTO PaHAOMU3UPOBAHHO-
ro 1maanebdo-KoHTpoaupyeMoro uccienosanus 111 dasbr
IMOATBEPIMIIM BBICOKYIO 3(P(PEeKTUBHOCTH 3KyIM3ymada
npu ITHT [13]. ITpu mpogomKUTeIbHOCTU TePaIuy B Te-
yeHue 26 Hemeslb CTabMIM3alnsl YPOBHS IeMOIIOOMHA
IIPY OTCYTCTBUU HEOOXOIMMOCTH B TpaHC(GhY3MSIX ObLIa
npocTurnyTa y 49 % (21 u3 43) 601bHBIX B OIILITHOM IPYII-
e npotuB 0% (0 u3 44) — B rpymnre 1miaue6o. JleyeHue
IIpenapaToM COIIPOBOXIAIOCH TOCTOBEPHBIM CHIKCHHU -
eM ypoBHs JI/II' ¥ moBhIlIEHUEM KayecTBa XKU3HU 00J1b-
HBIX.

B 2011 . 6111 OITyOJIMKOBAaHBI Pe3yJIBTAThI MCCIIEI0-
BaHMUSI 1O IJIMTEILHOMY IIPMMEHEHHIO OSKyIm3ymada
y O0OIBHBIX ¢ Knaccudeckoii (popmoii ITHT. OnenuBanach
BBDKMBAEMOCTD U TSKECTh CUMIITOMATUKH Y 79 MalmeH-
TOB, TIOJYYaBIINUX JIeYeHHEe B TedeHue 8§ yer. [pymmoit
koHTpous 6bun 30 manuenToB ¢ ITHIT, HabmonaBimecs
B KJIMHUKE B T€YEHUE 8 JIET A0 Hayaia UCTOJb30BaHUS
sKyu3ymaba. [lokazaHUsIMU [T Tepanuu SKyIu3ymMadoM
ObIM TeMOJU3 C TpaHCPY3MOHHOM 3aBUCUMOCTBIO
(3 u 6oee TpaHcdy3mit B TeUeHUE 12 MECSIIIEB) U TSDKETIbIC
OCJIOXKHEHUSI, BKITIOYAIOIIE TPOMOO3bI, IIOYSIHYIO HEIO-
crarouHocTh, JIT. CrapToBas 10o3a BKJIIoUajia 5 BBeIeHUIt
npemnapara ¢ uHrepBayioM B 1 Henmemio: 4 1o3el mo 600 Mr
u 1 BBemeHue 900 mr skynm3ymada. Ilogmep:kuBaromiast
Teparus IIPOBOAMIACH B TCUCHHME BCETO HAOIIONCHUS 3a
mareHTamMu B mo3e 900 Mr mperrapara 1 pa3 B 2 Henenu.
[NosiBIeHME TaKMX CUMIITOMOB, KaK ITOTeMHEHUE MOYH,
0011 B XXKMBOTe, a Tak:Ke ToBbiueHue JIAI pacueHuBaioch
KaK «IIPOPBIBHOI» TEMOJIN3, IIPU 9TOM 1032 3Ky/Ir13yMada
nosbianachk 0 1200 Mr Kaxable 2 HeIeau 10 KyITupoBa-
HHS CUMITTOMATHUKH.

O06111ast BEBLKMBa€MOCTh B KOHTPOJIBHOM I'PYIIIE COCTa-
B1JIa 66,8 % 110 cpaBHeHUIO ¢ 95,5 % B rpyIlilie NalUeHTOB,
noay4yaBlIMX 9Kyau3ymadb. HeobxogumMo OTMETUTH, YTO
BBDKMBAEMOCTD B IPYIIIIEe OOJIbHBIX, IOIyYaBIINX SKYJIH-
3yMa0, He OTJIMYanach OT CXOTHOM IO BO3PaCTy U ITOJY
ITOMYJISILINY 3M0POBBIX JTIOACH.

Y 21 (27 %) nauueHTa u3 79 10 Ha3HAYEHUS SKYJIU3Y-
Maba ObLT aHAMHE3 TPOMOOTUYECKMX OCTIOXHEHUA (5,6 oI~
3oma TpoM0030B Ha 100 maneHTo-1er). Ha one Teparmm
SKYJIN3YMabOM ObUIM OTMEUEHBI TOJBKO 2 TPOMOOTHYEC-
kux smuzona (0,8 wa 100 mammenTo-er). Copok (66 %)
u3 61 maumeHTa yepe3 12 Mec Tepaluy SKyIM3yMabOM
CTaJIM He3aBUCUMBI OT TpaHchy3uii. CpemnHsIst ToTpeOHOCTh
B TpaHchy3usix cHm3mwiach Ha 74% (c 19,3 emuHuil 10
5,0 emuaMII B o). TakuM 00pa3oM, JaHHOE UCCIICIOBaHIE
yOeauTeIbHO 0KAa3aJ10, YTO Ha3HAYeHUEe IKY/IM3ymada Kap-
IUHAJIbHO MeHsieT ectecTBeHHOe TeueHue ITHI, cHukaer
KOJIMYECTBO U TSKECTD XKM3HEYIPOXKAEMBIX OCIOXKHEHMIA,
YBEJIMIMBACT BBDKMBACMOCTD ITALIMEHTOB 10 YPOBHSI OOIIIeH
nionysiunu [ 14].

OcHoBHOI mpuarHOI cMepTH 60abHBIX ITHT aBnsior-
csl TPOMOOTHUUYECKME OCTIOXKHEHUSI. B CBsI3U ¢ 3TM 0COOBIIt
WHTEPEC MPEACTABIISIOT KIMHUISCKIE MCCIeI0BaHUS, TI0-
KazaBIllie 3HAYUTEJILHOE CHIDKCHUE DPHCKA TPOMOO30B
y 6onbHbIX [THI, nurenbHO mojlydamolmnx 9Kyau3yMao.

B 2007 . B myosnmmkanuum P. Hillmen et al. mpuBoasTcs
JaHHBle O mauTeabHoM Haomomenuu (2002-2005 rr)
195 manuenToB ¢ I[THI, monyyaBmmx jedeHne aKyImn3y-
MaboOM B paMKax 3 KIIMHUYECKUX MCCIIeTOBaHUIA: ITUJIOT-
Hoe uccnepoBanre, TRIUMPH [13] u SHEPHERD [15].
IIpoBeneHHBIN aHAIN3 MOKa3ajl YMEHBIICHUE YaCTOTHI
3MU3010B TpoMO0aMOounii Ha 85 % (¢ 7,37 mo 1,07 Tpom-
GoTryeckux 3nu3000B Ha 100 maimeHToB-JeT) [16].

HeobxonnMo 0co00 OTMETUTh, YTO Y NALIMEHTOB, YKe
IMOJYYaBIINX aHTUTPOMOOTHUYECKYIO Tepallnio, Ha (poHe
JIeYEHUSI 3KyIrM3ymMaOboM ObLUIO OTMEYEHO YMEHbILIEeHUE
KOJIMYECTBA TPOMOOTHYECKUX 31130408 Ha 94 % (c 10,6
10 0,62 snu3onos Ha 100 manreHTO-JIeT).

B psime peTpocrieKTUBHBIX UCCAeA0BaHUI ObLIO TTIOKA-
3aHO, YTO PUCK TPOMOOTUYECKUX OCIOKHEHUI KOPPEIH-
pyert ¢ pazmepoM ITHI kiona (> 50 %) [17]. OnHako aHa-
JIM3 JaHHBIX KiuHuYeckux ucciaenoBaHuii TRIUMPH
n SHEPHERD moka3ai, 4To TpoMOOTHYECKIE STTU301bI
MOTYT pa3BUBAThCA M IPW MEHBIIMX pa3Mepax KJIOHa
(20-50%).

B 8—18 % ciy4aeB npuuunHoii cMepTH y 60J1bHbIX ITHIT
SIBJISICTCS ITOYEeYHAsl HEA0CTaTOYHOCTh, Y 59 % nalueHToB
nuarHoctupyercss XBII pa3nuuHoil cTeneHM TSXKeCTH,
IIPY 3TOM CHIDKEHME KIIyOOYKOBOI (DUIBTpalliy MeHee
60 MJI/MUH SIBJISIETCSI IPEIUKTOPOM CHIDKEHUS IIPOHOJI-
XKUTEJTbHOCTU KU3HU MauueHToB [18].

B 2010 1. 6611 TpOBEieH aHAIU3 BIUSTHUS JTUTETLHOMN
Teparnu 9KyJIn3yMadboM Ha QyHKLMIO Todek y 195 manm-
eHroB ¢ I[THTI [19]. do nedernus XBII I-V cragum nua-
THOCTUpPOBAJIAch y 69 % manueHToB, mocie 36 MecsieB
Teparmuu npoueHT 6onbHbIX ¢ XBIT camsmica mo 31 %,
py 3TOM y HNalMeHTOB, UMeBILIMX auarHo3 XbII, 6bu10
BBISIBJICHO YJIyUIIIEeHNE Ha > OTHY CTaIuio. Y BCeX OCTallb-
HBIX TTAIIMEHTOB, MOJYyYaBIINX dKYJIN3yMa0, OTMeYaIach
crabmau3auns QYHKIINY TT0YEK.

Eiie onnum ocnoxuenuem ITHI sBnsiercs JII. Bayt-
PUCOCYIVICTHIN TeMOJIN3 CONpoBoXKaaeTcs aerenneit NO,
IUCPETYJISAIMel M HapyleHrneM (PYHKIIUN TIaaKOW MyC-
KyJIaTyphl ¥ SHIOTSIMAIBHBIX KJIETOK, BACKYJIOIATUEH,
YyTO NIpUBOAUT K pa3sutuio JII' [20].

B craTtee A. Hill et al. mpuBeaeHs! naHHBIE 00 3(pPek-
TUBHOCTH 3KyJIU3yMa0da B JICUCHUH JISTOUHBIX OCIOXHE-
Huii I[THT [21]. ¥V 73 maumeHTOB ¢ TeMOIMTHYECKOM hop-
moii ITHI Gb1na yctaHoBeHa MpsiMasi KOppeasMoOHHast
3aBUCUMOCTb MexXay pa3Butuem JII' u TSLKeCTbio TeMo-
ym3a, crerenbio gerterun NO. IToutn y 50 % GOabHBIX
ObLI0O OTMEYEHO YyBeauyeHue YpoBHs (> 160 mr/mi)
NT-proBNP (N-TepMuHanbHBI (PparMeHT MO3rOBOIO
HATPUIyPETUUECKOTO TENTUAa) — MapKepa Pe3nCTeHT-
HOCTH JISTOYHBIX COCYIOB 1 TMCOYHKIINU IIPABOTO XKeJIy-
nmouka. Teparnus sKynu3yMadoMm B TedeHue 2 Helleb IIpU-
BOOMJIA K IIPEKpaIllcHWIO TeMOJM3a, HOpMaIu3alluu
ypoBHsI NO, CHIDKEHMIO OIBIIIKHI U 3HAYUTEIHbHOMN peIyK-
uuu noxazarenieit NT-proBNP. Heobxonumo oTMeTuTs,
YTO YMEHBIIIEHHE TIPOSIBJICHUI TBIXaTeIbHOM HEIOCTAaTOU -
HOCTH OTMEYAJIOCh 0€3 3HAYMTEIEHOTO YBEIMICHUS YPOB-
HS TeMOIVIOOMHA. DTU JTaHHBIE CBUICTEIBCTBYIOT O TOM,
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YTO MMEHHO HapylieHue karabonuama NO, Kak cienc-
TBHE BHYTPUCOCYIMCTOTO TeMOJIN3a, IIPUBOINT K pa3BU-
THUIO KJIMHUKO-J1a00paTopHBIX nposiBiaeHuii JII (omplika,
yBennueHue ypoBHsI NT-pro-BNP).

Takum oOpa3zom, Tepamusi 3Kyau3ymadboM y O0Jib-
IIMHCTBA ITAIlMEHTOB IMPUBOAUT K KYIHMPOBAHUIO BCEX
MIPOSIBJICHUI BHYTPUCOCYIMCTOIO TeMOJIN3a, IIpopIIaK-
TUPYET Pa3BUTHUE TSLKEIBIX OCTIOKHEHHUM, TAKUX KaK TPOM-
00351, JII, moyeuyHast HeHOCTaTOYHOCTb U B UTOT'€ HOpMa-
JIN3YeT MPOAOJIKUTENLHOCTD XXKU3HU 00abHbIX ITHI.

Ananu3 anrnuiickoi rpynisl uzydenus [THIT naHHbIx
130 manMeHTOB, MOCTOSHHO IOJIYYaBIIMX 3KYIM3ymMad
¢ 2002 o 2011 rr., moka3zai, 4To JiedeHe BO3MOXKHO Op-
TraHM30BaTh B JOMAIITHUX YCJIOBUSIX, KOTIa BHYTPUBEHHYIO
MHGY3UIO IIpernapaTa Kaxable 2 HeleJIu MPOBOIUT CITEILI -
aJlbHasi MOOWJIbHAsI Opuraga meacecrep. JlaHHBINM moaXo,
SIBJISIETCSI HanOoJIee YIOOHBIM IS MAlIMeHTa U 3HAYNTe Tb-
HO yJIydIlIaeT Ka4eCTBO XXMU3HU OOIbHBIX [22].

Kpome mcnonp3oBaHMsT MOHOKJIOHAIBHBIX aHTHTE]
oIpene/IeHHBIC TTePCIIEKTUBBI HAIIPABICHHOI'O KOHTPOJISI
BHYTPHUCOCYIHNCTOIO TeMOJIM3a CBSI3bIBAIOT C Pa3pabOTKOit
HWCKYCCTBEHHBIX aJIbTCPHATUBHBIX SIKOPHBIX CTPYKTYP
(Prodaptin) ¢ miepio BoccTaHOBHTH 3KcIpeccuio CD59 Ha
KJIETKaX KPOBU U TaKMM 00Pa30M 3aIUTUTD UX OT KOMII-
JnemeHTa [23].

[IpoBenenue TpaHC()Y3Uil SPUTPOLIMTOB IIPU KIIac-
cuueckoii ITHI' mo3BoiisieT KOMIEHCUPOBAaTh aHEMUIO
1 MOXET HECKOJIBKO OCIA0ISATh TEeMOJIM3 Yepe3 CyIpec-
cuio apuTponoasa. Ciaemyer MOTIECPKHYTD, YTO TOT Me-
TOI JICYCHUSI OCTAeTCsI OCHOBHBIM IUISI 3HAYUTEJIbHOM
yactu 00abHBIX ITHI. TpaguiioHHO TTpoBOISIT TpaHChyY-
31UH OTMBITHIX 3PUTPOLIMTOB, XOTS PUCK YCHIICHUS TeMO-
JIM3a 3a CYET MMPUCYTCTBUS HEOOIBIIOIO KOJIMIECTBA 10~
HOPCKOI IUTa3Mbl TIpM TPaHCHY3USIX HEOTMBITHIX
SPUTPOLIUTOB BEPOSITHO MpeyBeandeH [24]. Becbma 11e-
JIecooOpa3HO MPOBEeACHME JICHKOACTIICIINN IUIST TIPSO~
TBpaIlleHUs TpaHC(HY3MOHHBIX PeaKIInii, TAK KaK UMEHHO
B OTOT IIEPHOI MOXKET aKTUBUPOBATHCS KOMILJICMEHT.
BcnencTBrue XxpoHMYECKOM TOTEPH Kejie3a pUCK BTOPUY-
HOI TIepeTpy3KHU KeJIe30M MPU POBeIeHUM TpaHCDy3Mit
OTHOCUTEJIbHO HU3KHUM.

bonee Toro, y 6onbHbIX ¢ Kitaccuyeckoit [THI Bcaenc-
TBHE TeMOIJIOOMHYPUHY Y XPOHUYECKON TeMOCUICPHUHYPHIH,
Kak IMpaBwio, GopMupyeTcs aeduLnT xeae3a. BaxxHo or-
METHUTB, YTO AeUIINT XKeJle3a He TOIBKO HapyIIaeT 3pUTPO-
1033, HO U MOXKET CITOCOOCTBOBATH 00OCTPEHMSIM I'eMOJI3a.
IToaToMy pHCK aKTHBaLIMK T'eMOJIN3a He TOJDKCH CIIY>KUTD
IMPOTUBOITOKA3aHUEM JIJISI HA3HAYCHMS ITPETIapaToB XKele3a.
[IpeanouyTureapHEe TPOBOANTD TEPAIMIO TIEPOPATHBHBIMH
MperapaTaMy Kejie3a ¢ IMOCTETICHHBIM ITOBBIIICHUEM WX
ITO3bI, OMTHAKO, B CJIy4JasiX MACCUBHOM ITOTEPU XXeJIe3a C MO-
YOI OHa MOXeET OKa3aTbCs Hea(D(HEKTUBHOI U TTOTpeOyeTC s
MapeHTepaabHasI Tepanus. Takke B CBSI3H C Pe3KO ITOBbI-
IIEHHBIM ITOTPeOICHUEM PEKOMEHIIYEeTCST pETYIISIpHAsI Tepa-
st (hONIMEeBOI KMCIOTOM B 103€ 5 MI/CYT.

Kak yxe ObLJ10 OTMEUYEeHO, TPOMOOTUYECKUE OCIOKHE-
HUSI SIBJISIIOTCS BeAylei IPUUMHOM JIETAIbHOCTU Y OOJIbHBIX

¢ knaccuyeckoii popmoii ITHI, mosTomy BTopruHast npo-
¢unakTka BaphapuHOM ¥ HU3KOMOJIEKYISIPHBIMU TeTia-
pUHAMM TTOKa3aHa BCeM OO0JIbHBIX, UMEBIILIMM TPOMOOTHYEC-
KI€ OCJIOXXHEHUSI B aHAMHE3e.

INepBuyHast mpodumakTHKa IPOBOIAUTCS OOJBHBIM
BBICOKOTO PHCKa, K KOTOPOI1 OTHOCSTCSI OOJIBHBIE C HAJIH-
yuem 6osee 50 % IMHI+ rpaHy/IoLUMTOB, YypOBHEM TPOM-
6ouutoB Bbiue 100 x 10°/m1 1 He uMelOLIME IPYTHUX
IMPOTHBOMOKA3aHUM JISI aHTUKOATYJSHTHOM TepaIumu.
OcTphle TPOMOOTHYECKIE OCITOXKHEHMSI TPEOYIOT SKCTPEeH-
HOI TemapruHU3aIY, a IIPU Pa3BUTUU cuHIpoMa bamm—
Kuapu nokaszaHo nposeeHre TPOMOOIUTUYECKOM Tepa-
MUY U aHTUOXUPYPruueCcKUX BMelaTeabcTs [11].

Y GonbHBIX ¢ BBIpAKEHHOM Tucdarueii, Konmkooopas-
HBIMHM a0JOMUHAIBHBIMH OOJISIMM, HE CBSI3aHHBIMH C Me-
3eHTePUAIBHBIMU TPOMOO3aMH, a TAKKE TIPU SPEKTUILHOM
ICYHKIINI paccMaTprBaeTCsl BOSMOXKHOCTD MCITOIh30Ba-
HUA cvigeHaduI TUTpaTa Wik HUTpormuuepyHa [11], on-
HAKO CIIeLIMaIbHbIX UCCIe0BaHMI He mpoBoauiock. Heoo-
XOIMMO TIOMYEPKHYTD, UTO Ha (hOHE TepaIli SKYJIM3yMaOboM
JIOCTUTAETCSI 3HAYUTETbHOES YMEHBIIICHE CUMIITOMOB JHC-
TOHUH TJIAIKOW MYCKYJIaTyphl, 9YTO HE TpeOyeT Ha3HAYCHMS
KaKoI-T0O0 JOTIOJTHUTENIBHOM Tepanun [25].

Cpenn TOTEHLMAIBHBIX OITACHOCTEH Tepalvy aH-
™-C5 aHTUTeNlaMU paccMaTpUBAIOTCSI WHMEKIIMK, BbI-
3BaHHBIC WHKAIICYJIMPOBAaHHBIMU OaKTEPHUSAMU, IIPEXKIE
Bcero Neisseria meningitidis. Kpome 3Toro, yauThIBas 1mo-
BhIlIeHUe BoikuBaeMocTu ITHI'+ spurpouunToB, nokeH
IIPUHUMATLCA BO BHMMaHHE PUCK pelUOVBa TeMOJIM3a
B CJIy9ac OTMEHBI TEPaInM.

EnmHCTBEHHBIM METOIOM pAagWKaIbHOTO JICUCHMS
ITHT asnserca annorennas TKM. OgHako omnpeneneHue
nokasaHuii mis nposeaeHuss TKM mpu kinaccuueckoi
¢dopme ITHI ocraercst BecbMa c0XXHBIM BorrpocoM [11].
Pesynsratel TKM noka He CTOJb ONTUMMCTUYHBI, KaK
pu AA [26].

B nepByto ouepenn 3TO CBSI3aHO C BHICOKOI 4acTOTOM
TSDKEJIBIX OCJIOXKHEHUI 1 JIETaTbHOCTHIO. JI0 HACTOSIIETO
BpeMeHU TipoBeneHue amnoreHHoir TKM or HLA-cos-
MECTUMOI'O POJICTBEHHOIO JOHOpa IIPU KIACCHYCCKOM
ITHT pexomMeHa0Ban0Ch MPU TSKEBIX PELIUANBUAPYIOLIUX
TpoM003ax 1 pepakTepHOI aHEMUM C TpaHCPY3MOHHOI
3aBUcUMOCThIO [11]. JlaHHBIe MOKa3aHUS B HACToOsIlee
BpeMsI IIEPECMOTPEHBI B CBSI3M C MOSIBJICHHMEM B TeparieB-
THUYECKOM apceHajie HOBBIX CIIOCOO0B KOHTPOJIS Te€MOJIH -
3a (9Kynm3ymao).

HenaBHO ObLIM OIyOJMKOBaHbI pe3yabTaThl PeTPO-
CIIEKTUBHOTO MHOTO1IeHTpoBoro aHamm3a TKM y 211 na-
LIMEHTOB, MpoBeaeHHOro EBporeiickoil rpynmoit TpaHc-
IUIAHTAIMU KOCTHOTO Mo3ra 1 PpaHITy3CKIUM OOIIIECTBOM
remarojioroB [27]. OOmias 5-71eTHSS BBDKMBAEMOCTH
TpaHCIUIaHTUPOBaHHbIX MauueHToB ¢ [IHI cocrtaBuna
68 = 3% (54 £ 7% B rpy1Iie 60JIbHBIX C KJIACCUYECKOM
ITHI, TpaHCIUIaHTUPOBAaHHBIX B CBSI3U C TPOMOOTHYEC-
KUMM OCJIOXHeHUsIMU; 69 £ 5% B rpymnie nauueHTOB
¢ AA/TIHI’ 6e3 anamHe3a TPOMOOTMYECKMX COOBITHI
u 86 £ 6% y 6onbHbIX ¢ Ki1accuueckoit [THI, y koTopbix
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mmokazaaueM st TKM ObUT pellnIBUPYIOIINIA TEMOJIH3).
Kpome Toro, B rpynmne OosbHbix ITHI ¢ TpomOo3amu
B aHaMHe3e ObLT MPOBEASH CPpaBHUTEIbHBIN aHAIU3 00-
el BBDKMBAEMOCTH 24 Tap IMaIllMEeHTOB, ITOJYYMBIINX
u He noayuuBminx TKM. BbixuBaeMoCTb OOJBbHBIX
B rpymire TKM ObU1a 1OCTOBEpHO HILKE. DTH JaHHEIE yOe-
IUTEJIBHO ITOKA3BbIBAIOT, YTO TPOMOOTHIECKIE OCIOXHE-
HUSI HEe MOTYT OoJjiee ObITh IMokazaHueM st TKM, 6onee
TOTO, €cJiv nauueHT ¢ kinaccudeckoit ITHI monyyaer te-
parnmio 3KyJIn3yMaOoM, TO PEeHUOMBUPYIOIINI TeMOJIU3
TaKXe He SIBJISIeTCs TToKazaHueM K ajutoreHHo TKM.

Takum oOpazom, B HacToslllee Bpems ajloreHHast
TKM moxet Ob1Th pekomeHaoBana nipu [THI B couera-
HUU C aruta3ueil KpOBETBOPEHUS WU MPU KIOHAIBHBIX
TpaHchopManmsax. IMeroTcs onpeaeeHHbIe MePCIIeKTH -
BbI B McTio/ib30BaHUU ajioreHHoit TKM ¢ Hemuenoabna-
TUBHBIM KOHANIIMOHUPOBAHUEM, KOTOPOE CHIKAET PUCK
TSDKEJIBIX OCJIOKHEHUI. B murepaType ecThb onrcanmue pe-
KHUX cirydaeB ycremHoi cuarennoin TKM npu ITHT [26].
PesynbraTtel TKM 0oT HepoAacTBEHHOIo JOHOPA, KaK 1 IIpU
AA, IMEIOT TEHASHIINIO K YIYIIICHUIO, XOTSI 3TOT ITOIXO.
npu ITHI ocTtaercst Bo MHOrOM 3KCHEepUMEHTAIbHBIM.

BToppiM MeTOIOM JIeUeHUS, TIOTCHIIMAIBHO MOTUDM -
LIMPYIOIINM €CTeCTBEHHOE TeUeHUEe 3a00JIeBaHMs, SIBJIS-
ercst uMMmyHocytipeccuBHas Teparmst (MCT), HammpaBieH-
Hasl Ha BOCCTAHOBJICHNE HOPMAJIPHOTO KPOBETBOPECHUS.
Onnako, ipu knaccudeckoii ITHT ¢ BeipaxkeHHBIM reMo-
JIN30M U OTCYTCTBHEM INTYOOKOI TPOMOOLIMTOIIEHUN 3D~
dextuBHOCTh UCT ¢ BKIIIOYEHMEM aHTUTUMOLIMTAPHOTO
rnooymHa (ATT) octaercsa Huskoii [28]. [IpennkTopamu
otBeta Ha UCT nipu ximaccuyeckoii [THT sBnsiorcs Tpom-
OOIMTOIIEHNS M HeaIeKBAaTHBIN PETUKYJIOLUTAPHBIN OTBET
Ha remoin3. OmHAKO 3T JIAOOPATOPHBIE ITOKA3ATEIN MO-
TyT oTpaxathb TpaHchopmauuio ITHT B AA.

C mpyroii croponbl, UCT sBiseTcst cTaHIAPTHBIM Me-
TomoMm JeueHus rpu AA/ITHI, pedpakrepHoit aHemMuu —
MIAC/TIHT u, ecrectBenHo, cyoxmmHudeckoi ITHI Ha
¢done AAu MJIC. B nanabix kimmHndecknx curyauysax UCT
SIBJISICTCSI CTAaHIAPTOM JICYCHUST KOCTHOMO3TOBOI HEIOCTa-
touHocTd (AA m MJIC), BHe 3aBUCMMOCTH OT BBISIBJICHUS
kioHa ITHI. bonee Toro, B psiie peTpOCHEKTUBHBIX UCCIIe-
nmoBaHuii rpyniibl S. Nakao M MpOCIIeKTUBHOM MCCIeI0Ba-
HHUH HaIlle TPYMIIBI IOKa3aHO, YTO HAIMINE MUHOPHOTO
kiioHa ITHI' Ha MOMeHT nuarHosa sIB/IsieTCsl IIPeAUKTOPOM
xopouiero orBera Ha KomomHuposaHHylo MUCT mpu AA
n MJ1C-pedpakrepHoit anemun [29-31].

HeobxomuMo otMeTuTh, uto Tepanus ATT moxer oka-
3aThCsI OMACHOM y OOJIBHBIX C BRIpaxkeHHBIMU J1ab0opaTop-
HBIMU WIM KJIMHUIECKUMU IIPU3HAKAMU TEMOJIN3a B CBSI-
31 C PUCKOM TSIKEJIOTO TeMOJIMTHYECKOTO KpH3a B IIEPHOT
CBIBOPOTOYHOI 6one3Hu [32]. HazHaueHMe HMKIOCTIOpH-
Ha A (LIcA) 6ompHBEIM ¢ ITHT, KaKk mpaBuiio, mepeHOCUTCS
YIOBJIETBOPUTEIIBHO, OMHAKO ITPU XPOHUYECKOM IeMOJIH -
3¢ PUCK ITOYEYHOI TOKCUIHOCTH MOXKET OKa3aThCs TOCTa-
TOYHO BBICOKUM. DddektuBHOoCcTh LICA B OCHOBHOM
ormedeHa nipu AA/ITHI, yacto ¢ 3aBUCHMMOCTBIO COXpa-
HEHMSI PEMUCCUM OT MPOIOKEHMS TEPANIUM JaHHBIM Ipe-
napaTtom [33].

Mb1 HaGMIOAIM TPAH3UTOPHBIN OTBET, BKJTIOUAst YMEHb-
LIIEHYE IPOSIBJICHUI TEMOJIN3a, IOBBILICHNAE YPOBHS HEli-
TpoUI0B U TPOMOOLIMTOB, Ha Teparnuio LIcA y 6oi1bHOTO
¢ ximaccuyeckoit ITHI [34]. OgHako 1o ApyruM coooiie-
HusM 3¢ dextuBHOCTh Teparmu LIcA mpu AA/ITHI oka-
3ajach HU3KOM [35].

TakuMm ob6pa3oM, y 00IbHBIX ¢ cyoKkmHu4eckoi [THI'
Ha ¢oHe AA MOKa3aHO IPOBeIeHNE KOMOMHUPOBAHHOM
WCT v annorennoit TKM mo cranmapram JiedeHust AA.
B cayygasx AA/ITHI ¢ xmmHmYecKMMEU 1 1TaO0paTOpHBIMU
npu3HaKaMy remMosmn3a peureHue oo autoreHHoi TKM pe-
IIaeTCsl B MHIUBUIYAJIBHOM ITOPSIIKE, a TIPU IIPOBEICHUN
WCT nHa niepBoM 3Tarie 1enecoodopasHa komouHaums ATT
u LICA ¢ TiareIbHBIM MOHUTOPUHIOM BBIPaXKEHHOCTH Te-
MOJIM3a B paHHUE CPOKU Iocjie TipoBeaeHus Kypca ATT.

Takum 06pa3oM, B CBSI3U C CYIIECTBEHHBIMU pa3JiM-
YUSIMHM KIIMHUIECKON KapTUHBI, CTEIICHU TSLKECTH U HC-
xonoB [THI TepamneBTrnyeckasi TakTUKa A0JKHA ObITh MaK-
CHMaJIbHO MHINBUIYaIN3POBaHAa.

Y GOJIbHBIX C HETSKEIbIM TEYEHUEM KJIaCCUYECKOM
¢opmbl ITHI' ¢ MUHMMAIBLHO BBIpaXKeHHBIM T€MOJIM30M
BO3MOXEH MepUoJ JMHaAaMUYecKoro HaomoaeHus. Hauu-
HAaTb JIeYeHUE IKYIM3yMaOOoM 1ieJIecoOO0pa3Ho MO CIemylo-
M MOKa3aHUSIM: PEIMINBUPYIOIINIA TeMOJIN3 ¢ TpaHCPy-
3MOHHOI 3aBUCHMOCTBIO, TSDKEJIbIe OpraHHbIC HapyIIeHMS
(XBI1, JIT u 1. 1.), 311301 TPOMOOTUIECKUX OCIIOXKHEHUI
B aHAMHe3e.

Tepamnust 3Ky113yMaOboM MMO3BOJISIET HE TOJIBKO KOHT-
POJIMPOBATh PA3BUTHE TSKEJIBIX KU3HEYTPOXKAIOIINX OC-
JIOXKHEHUI, HO U TIPAaKTUIECKU HOPMAIN30BaTh BbIKHBA-
€MOCTh 1 Ka4eCTBO KM3HM MAIlCHTOB.

IIpu coueranuu ITHI c annasueil KpoBeTBOpEHUS
¥ Pa3BUTHUM KJIOHAJILHOM TpaHC(HOpMAIUY IT0Ka3aHO IIPo-
BeneHue ajutoreHHo TKM.
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