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PE®EPAT

AkTyanbHoOCTb U Uenu. NapokcrMamanbHag HOYHas remo-
rno6uHypua (MHIN) — 3ab6oneBaHne, o6ycnoBNEHHOE MpuU-
06peTeHHbIM KNOHaNbHbIM HAPYLLUEHMEM FMEMOMO3TUYECKUX
CTBO/IOBbIX KNETOK C MOBbILWEHHON 4YYBCTBUTENBHOCTLIO
MeMOpaHbl KeToK KTOHa K KomnaeMeHTy. NHI™ MmoxeT 6biTb
KaK caMoCTOATEeNbHbIM 3a60/1eBaHNEM, TaK U CBSA3aHHbIM C
APYrvMK NMaToIorMyeCcKMMmU COCTOSHUSIMU, XapaKTepusayto-
LMMNCHA KOCTHOMO3rOBOM HEeAOCTAaTOYHOCTbIO, B MEPBYHO
oyepedb ¢ annactuyeckor aHemmei (AA). Mpu AA, accouun-
npoBaHHo ¢ MHIN (AA/MHI), BennynHa natonornyeckoro
K/IOHa MCXOOHO MOXeT ObiTb Pas3/IMYHON. Y 4Yactn 60/b-
HbiX HabntogaeTcss nocrteneHHoe HapacTtaHue [NMHIM-knoHa,
NnosiB/IEHNE MNPU3HAKOB BHYTPUCOCYAUCTOrO remMonmsa wu
TpaHchopMaunsa B Kiaccuyeckyto remonutunyeckyto MHI.
B TakoM cnyvae BaXKHO OLEHUTb KAMHUYECKYID CUTyauuto
1 onpeaennTb Hasmune nokasaHui K Tepanmm MHrnéutopa-
MU KOMMieMeHTa. B xoae TapretHoi tepanmMm HE0O6Xo0ANMO
OUEeHNTb 3P EeKTUBHOCTb leYeHMs, OCHOBAHHOIO Ha KOH-
TPO/1e KOMMNIEMEHT-00YCOB/IEHHOIO reMoNn3a, 1 onpeae-
INTb BO3MOXHbI€ MPUYNHBI HeJOoCTaTOYHOro adhhekTa.

Martepuansbl n metoabl. Pa6oTa NocTpoeHa Ha 06CyXAeHun
1 KNMHKYeckoro HabnoageHus. MauneHTtka, 1964 r.p., ¢ nep-
BWYHbIM gMarHosom AA Haxogunacb nog HabnwogeHnem B
OIBY «Poccuiicknin HIM rematonorunm n TpaHcdy3nonorum
OMBA» ¢ 1989 r. no HacTosuwee Bpems. JledeHne 60MbHOWN
BK/1OYA/I0 NEMOKOMMOHEHTHYIO Tepanuio, aHTuanMdoum-
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ABSTRACT

Background & Aims. Paroxysmal nocturnal hemoglobinuria
(PNH) is a disease caused by an acquired clonal disorder
of hematopoietic stem cells with clone cell membrane hy-
persensitivity to the complement. PNH can exist as an in-
dependent disease and can also be associated with other
pathological conditions characterized by bone marrow de-
ficiency, first of all with aplastic anemia (AA). In PNH-associ-
ated AA (AA/PNH) pathological clones may be initially of dif-
ferent size. In some patients a gradual growth of PNH clone
is observed together with occurring signs of intravascular
hemolysis and transformation into classical hemolytic PNH.
In this case it is important to assess the clinical situation and
determine eligibility for complement inhibitor therapy. Dur-
ing targeted therapy it is necessary to assess the efficacy
of treatment based on monitoring of complement-mediated
hemolysis and to identify probable reasons for insufficient
effect.

Materials & Methods. The paper deals with 1 clinical case. A
female patient born in 1964, with initial diagnosis of AA was
followed-up from 1989 till present at the Russian Research
Institute of Hematology and Transfusiology. Her treatment
included blood-component therapy, the use of antilympho-
cyte immunoglobulin, cyclosporine, plasmapheresis, eculi-
zumab, and symptom-relieving drugs.

Results. The study deals with the case of transformation of
non-severe AA with remission after immune-suppressive
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TapHbI UMMYHOTNOOY/UH, LUMKIOCMOPUH, NeYyebHblA nnas-
Madepes, aKynm3ymad 1 cuMnTomMaTnyeckne cpeacrsaa.
PesynbTtatbl. [NpeacrtaBneH cnyyan TpaHchopmauumn He-
Tskenoh AA ¢ pemuccmuert nocne npoBeAeHHOW MMMYHO-
CYyNnpeCcCUBHON Tepanun B KNaCCUYECKYIO FreMOTUTUYECKYIO
MHI. Ha co6cTBEHHOM NpUMEpe KANHUYECKOro Habnto-
AeHus ob6Cy>XaalTca OCOOEHHOCTU TeuyeHus, BOMPOChI
ANarHoCTUKM un nedenuns AA/MHI Ha pa3nuyHbIX 3Tanax
3a60/1eBaHns, NPUYNHBLI HENOAHOro addhekTa TapreTHol
Tepanuu.

3aknoueHue. NpuBeaeHHbIi KIMHUYECKUA cnydald nog-
TBEPXAAeT aKTya/llbHOCTb COBPEMEHHbIX MeTOAOoB UcCCne-
poBaHua no BbiaBAeHUO [MTHI-kNoOHa Ha paHHMX 3Tanax
anarHoctukn AA 1 guHaMmyeckoro HabniogeHns B CBA3U
C BEpPOSATHOCTbIO HapacTaHMA BesIMYMHbl KMoHa ¢ [MHI-
heHOoTMNoOM, OCOBEHHO Ha 3Tane BOCCTAHOB/IEHWUA re-
monoasza. OnpepgeneHve pasmepa [NHIM-knoHa 1 ypoOBHA
CbIBOPOTOYHOW NakTaTaerngporeHasbl Heo6xoaMmo Aans
CBOEBPEMEHHOIO0 U3MEHEHUS CTpaTernm nNevyeHnsa ¢ nepe-
XOAOM Ha [OATOCPOYHbLIN TapreTHbl KOHTPO/b FeMonu-
3a, 4YTO MNo3BOMISET M36exaTb HeoOpaTUMbIX U3MEHeHUl
BHYTPEHHUX OPraHoOB U TSHKEe/bIX OC/TOXHEHWA. Mpn Hepo-
CTaTOYHOM 3chhekTe TapreTHol Tepanum C COXpaHEeHUem
aHeMun nokasaHo rnposefeHne npobbl Kym6ca, MOCKOsbKY
BepoaTeH C3-onocpeaoBaHHbIN BHECOCYAUCTLINA reMo/n3.

KnioueBble crioBa: aniactMyeckas aHemusi, napok-
cu3MarnbHasa HovHas remornobuHypus, MNHM-cheHoTyn,
[MHI-knoH, TapretHaa Tepanus, C3-onocpenoBaHHbIN
remMosnus.
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therapy into classical hemolytic PNH. The case report de-
scribes the characteristic features, AA/PNH diagnosis and
treatment issues at different stages of the disease, and the
reasons for incomplete effect of targeted therapy.
Conclusion. The case under discussion confirms the rel-
evance of current methods of detecting PNH clone at early
stages of AA diagnosis and dynamic follow-up with respect
to a probable growth of clone with PNH phenotype, es-
pecially at the stage of hematopoietic recovery. Determi-
nation of PNH clone size and lactate dehydrogenase se-
rum level is required for timely amendment of treatment
strategy with a switch to long-term targeted monitoring
of hemolysis which allows to prevent irreversible visceral
changes and severe complications. In case of insufficient
effect of targeted therapy with ongoing anemia Coombs
test is recommended because of probability of C3-mediat-
ed extravascular hemolysis.

Keywords: aplastic anemia, paroxysmal nocturnal he-
moglobinuria, PNH phenotype, PNH clone, targeted
therapy, C3-mediated hemolysis.
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BBEJEHME

[TapokcusmanbHass HoOuHas remorynoounypus (ITHT,
6osie3Hb MapkuadaBel—Mukesn) — 3aboJieBaHUE,
00yC/I0BJIEHHOE TMPUOOpPETEHHbIM KJIOHAJbHBIM Ha-
pyllIeHHeM TeMOMO3TUYECKUX CTBOJIOBBIX KiaeTok (['CK).
3abosieBaHUEe  XapaKTEpU3YyeTCd  HeCTaOUJIbHOCTHIO
MeMOpaHbl KJeTOK kJoHa [IHI' ¢ moBbilleHHON UX 4yB-
CTBUTEJIbHOCTBIO K KOMIIJIEMEHTY 3a CYeT CHMXKEHHOH
3KCIpeccuu INKO03ua$ochaTUAUINHOZUTONbHBIX
(F'®HN) saxopHbIX 6eaKOB. IKOpHBIE GeJIKK 06eCleYuBaT
3alIUTy COGCTBEHHBIX KJETOK OT JeCTPYKTUBHOIO BO3-
JleCTBUS aKTHUBHPOBAHHOI'O KOMIIJIEMEHTA, NpejoTBpa-
AT 06pa3oBaHUe MeMOpaH-aTaKYIOLEero KoMILIeKca
(MAK), dopMuUpYIOT 3aUIUTHBIN 6Gapbep 3PUTPOLUTOB
OT KOMILJIEMEHT-00YC/I0BJIEHHOr0 Jin3uca. [1oCcKoIbKY B

ocHoBe ¢popmupoBaHus [IHI'-k/0Ha JieXkaT U3MeHeHUs Ha
ypoBHe ['CK, HapylieHHas 3KcIpeccus: SKOPHBIX OEJKOB
MOXET OBbITh OOHapy»eHa Ha pPa3/IMYHbIX KJETOUHBIX
JIMHUAX. B HacTosilee BpeMsl CTaHAApPTOM JJUAarHOCTUKHU
SIBJISIETCSI METOJ, BbICOKOYYBCTBUTEJbHOM INPOTOYHOH
LIUTOMETPHUHU C UCII0JIb30BAaHUEM CKPUHUHIOBOM MaHe u
¢ mapkepamu CD55 u CD59 (/11 peTUKY/IOIUTOB U 3pHU-
TponutoB), CD24/FLAER (gss rpanysnonutos), CD14/
FLAER (g1 monouuToB) [1, 2]. [Ipy npoBeAeHUN TaKUX
HCcCIeJOBAHUN MOXKHO OINpesiesIsiTh MOMYJIsSILMI0 KJIETOK
kpoBHU c aedunuroM 'OU-akopHbix 6enkoB ([THT-k10H)
¢ toyHocTh0 g0 0,01 %. Pasmep k/ioHa MeHee 1 %
006bIYHO KJMHUYECKOTO 3HaYeHUsl He UMeeT U He COIpo-
BOX/JA€TCSl CYLIeCTBEHHbIMU OTKJOHEHUSIMU KJIHMHUKO-
JIabopaTOpHBIX TMOKa3aTesel. [lepBble KJIMHUYECKHE U
JIabopaTopHbIe MPOSIBJIEHUs 3a00JIEBaHUS, CBSI3aHHbIE C
HasnuueM [1HT-kyi0Ha ¥ BHYTPUCOCYAMCTBIM FeMOJIU30M,
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BBISIBJIAIOTCS, KakK IpaBUJIO, NIPU ero pasMmepe GoJiee
10 % ot obuiero kosJuyecTBa KJeTOK KpoBHU [1, 3, 4].
XapaKTepHbIMU KJIMHUYeCKUMHU nposiBaeHusMu [THI aB-
JISIIOTCSL FeMOJIMTUYecKasi aHeMHUs CO BHYTPHUCOCYJUCTbIM
reMoJIM30M U TPOMOO3bl, OOYCJIOBJIEHHbIE CJI0XKHBIM
naToQU3UOIOTUYECKUM  MeXaHU3MOM  (coueTaHUEM
MOBBbILUIEHHONW aKTUBAaLlMM TPOMOOLUTOB W 3HJOTEJHS,
HapyuieHueM GUOPHUHO/IN3A, BA30KOHCTPUKIIMEN U Ap.)
[5,6].

Bsaumocss3b [IHI' ¢ apyrumMu 3a6osieBaHUSIMHY, MPO-
TEKaIIUMHU C KOCTHOMO3I'OBOM HEJ0CTAaTOYHOCTBIO, B
MepByI0 o4yepenb C alacTUdeckod aHemued (AA), us-
BecTHa /laBHO. COrJlacHO COBpEMEHHBIM JJaHHBIM, YacTOTa
o6HapyxeHud [IHI-kn1o0oHa y 601bHBIX AA flocTuraeT 50 %
U 6oJiee [3, 7-9]. XapakTep Takoil B3aUMOCBSI3U J]0 HACTO-
SILIlero BpeMeHU He BIIOJIHE OHATeH. [10-BuuMOMYy, B ero
OCHOBe JIeXKaT KMMYHONATOJIOrM4ecKre MeXaHU3Mbl. Bbl-
CKa3bIBAETCs MPEeJI0JI0KEHNE O HAJIMYUHY TUIIepMYyTal iy
B reHe PIG-A B cTB0JIOBBIX KyeTKax npu AA [10, 11].

B cooTBeTcTBUM € NPUHATOM B HACTOslLlee BpeMs
MEeX/AYHApPOAHON KJaccHuPUKalnUel BbIAESIOT KJACCU-
yeckyto remosntudeckyto [THI, cybkanHudeckyo popmy
¢ Masior nonyssauuen [MHT-kyieTok U oTCyTCTBUEM NpU-
3HAKOB reMo0JIM33a, a TakXXe OTAebHbIM BapuaHT — [THI
Ha ¢oHe 3a60/1eBaHUN C KOCTHOMO3TOBOM HEJJOCTATOYHO-
CTbIO, B IEPBYI0 o4yepenb 3T0 AA, cBsizaHHad c [THI (AA/
[THT") [12]. Bo3amoxHbI coyeTanHble popmbl AA/TTHI, npu
KOTOPBIX UMEITCSA KJIUHUYECKUE W/UJIU JabopaTOpPHbIE
NpU3HAKU BHYTPUCOCYJUCTOrO TreMoJIM3a, a B KpOBHU
onpejesifieTcl 3HAuYUTEJNbHbIA KJOH KkKJeTok c [IHI-
deHoTunom. BceTpewyaeTcs u cyOkauHH4YecKas ¢opma
3abosieBanus (AA/cyoknunudeckas IIHI), puarHocTtu-
pyeMasi y HallUEHTOB 6e3 KJIMHUYECKUX U JTab0PaTOPHBIX
NpPU3HAKOB TIeMOJIM3a, HO MNPU HaJUYUMM MHHOPHOIO
kJIoHa KjaeTok ¢ [IHI-peHoTUIOM (Kak mpaBuUJio, MEHee
1 %). Y onpezesieHHON YacTH 60JIbHBIX C UCXOJAHBIM Cy6-
KJMHUYECKHMM TeueHueM HabJiro/jlaeTcs IoCTelleHHOoe Ha-
pacTaHue pa3MepoB NIaTOJIOTUYECKOT0 KJI0HA, 0sIBJIeHH e
MPHU3HAKOB XPOHUYECKOT'0 BHYTPUCOCYLUCTOTO ['eMOJIM3a.
[locsegHU OLEHUMBAETCA IO YPOBHIO ChIBOPOTOYHOM
JakTataerugporenassl (JI/II). Takas AuHaMUKa OTMeva-
eTcs1 06bIYHO IPU UCXOAHOU BeJITMYHHE KJIoHa 6osiee 10 %
Y TMOJIOKUTEJIbHBIX pe3y/bTaTaX MMMYHOCYHNpPEeCCUBHON
Tepanuu AA C BOCCTaHOBJIEHHWEM KOCTHOMO3TOBOTO
KpoBeTBopeHus [3, 4, 8, 13]. B utore Bo3MoXXHa TpaHC-
dopmarus B KJaaccuyeckyr remoautudeckyto [THT.

Iloaxoabl K BeAeHMHIO OOJIbHBIX C HajauuueMm I[ITHI-
KJIOHA 3aBHUCAT OT HO30JI0THYeCKOW ¢opMbl, pa3Mmepa
KJIOHA, HaJIMYMs U CTelleHW aKTUBHOCTHU BHYTPUCOCYAU-
CTOT0 TeMoJIM3a, HaJW4Yusl U/U/IM TOBBIIIEHHOTO pUCKa
OCJIOKHEHUH, CBSI3aHHBIX C ['€MOJIM30M.

B nepByto odepesb Kak npu kuaccudeckou ITHI, Tak
Y NPU COYETAHHBIX NMATOJIOTUSAX ¢ AA U ApyruMmu 3a6o-
JIeBAaHUSIMU HEOOXOZJMMO OLIeHUTb CTeleHb aKTUBHOCTH
VMeIlerocsi reMo/iM3a W PUCK Pa3BUTHUA TsHKeNbIX
OCJIOKHEHUH, BKJIIOYas TPOMOOTHYECKHE, IopakeHHe
MOYeK, MOBBIIIeHUE JIErOYHOro JiaBjaeHus. HecMoTps Ha
3aKOHOMEPHO IOBbIIIEHHOE pa3pylleHue 3pUTPOLUTOB
¢ nedexroM skcnpeccuu 'OU-gaKopHbIX 6ENTKOB, YpOBEHD
reMorjio6rHa He MOKeT CJYXXUTb JJOCTOBEPHBIM WH/U-
KaTOpOM aKTMBHOCTHU 3a60JieBaHMs, IOCKOJIbKY IpHU
[THT paxxe B OTCYTCTBME aHEMUU BO3MOXKEH KJIMHUYECKHU
3HAYMMBbIH reMOJIN3 C NOBbILIIEHHBIM PUCKOM CBSI3aHHBIX
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C HUM OCJIOXKHEHUH, B NepByI0 ovyepesb — TPOMOOTHU-
yeckux. HaubGosiee MHPOpPMATUBHBIM MOKa3aTejeM —
6uoMapKepoM remoJsiu3a — siBjsieTcs ypoBeHb JII' B
CBIBOPOTKe, MocKoJibkKy JI/II' HampsiMyroo KoppeJsupyeT
C YpOBHEM CBOGOAHOIrO TeMOIJIOOHMHA, a IpeBBILIEHUE
JIAT = 1,5 pasa BepxHe# rpanulbl HopMmbl (BI'H) moutu
B 5 pa3 yBeJIMYMBAET PUCK CMEPTHOCTHU y 60abHBIX [THT
Y ABJseTCcs HauboJiee YyBCTBUTEJbHbIM NPEJUKTOPOM
TpoM6030B [12, 14]. [lauueHTbl ¢ KPUTUYECKHUM TIPEBBI-
meHueM ypoBHsA JI/I[, cBUAETENbCTBYIOIUM O BBICOKOU
AKTUBHOCTHU 3a00JieBaHUS, TPEOYIOT TIIATEJIbHOTO Ha-
6J1t0/leHUsT ¥ aKTUBHOTO JIeUeHUsl.

Kak mnokasajd MHOIOYHC/IEHHblE UCCJIe0BaHuUS,
TpaZJMLMOHHble CpeJCTBA IOAJepXKHUBAIOLIeN Tepanuy,
BKJIIOYasi KOMIIOHEHTBbl KpOBH, MeTOJbl 3KCTPAKOp-
opabHOU reMOKOppEeKIUHY, AHTHUKOATYJISIHTHI,
CylLIeCTBEHHO He BJIMSIOT Ha TedeHHe 3aboJsieBaHUS U
He IMpeJlOTBPAILAIOT TsDKeJible, YrpoKawlide KU3HU
ocsiokHeHHUs. [IpoBejieHHe TpaHCIJIAaHTALMU KOCTHOIO
MO3ra NMpHU HaJUYUK XPOHUYECKOI'0 BHYTPHUCOCYJHCTOIO
reMoJiM3a CONpPsKEHO C BBICOKMM PHUCKOM OCJIOXKHEHUH.
[lokazaHusi K ee BBINOJIHEHUIO NPU COYETAHHBIX Ba-
puaHTax 3a00JieBaHUS OIpPENEeNSITCS TIKeCTbo AA,
T. €. OOLIeNPUHATBHIMU CTaHJAPTHBIMU IOKa3aHUSAMHU
K TpaHCIJIaHTauuu npu Tsbkesod AA. B Hacrodigee
BpeMsl UMEITCsSI BO3MOXXHOCTH NPUMEHEHUs] TapreTHOH
Tepanuy, KapJJMHaJbHO MeHsAWIed TeueHHe U MPOrHo3
[THI. HasHayeHuWe TakoW Tepanuyd OrpaHUYEHO €€ Bbl-
COKOHM CTOMMOCTBIO, a JieueHHue SIBJSIeTCs, B NPUHIIUIIE,
MO>KU3HEHHBIM. B CBsI3U € 3TUM 0COGEHHO Ba’KHO OL|€eHUTh
WHAWBUAYAJbHble PUCKU y KaxJoro 6osbHoro IIHI u
onpesie/IMTh N0OKa3aHUs K Ha3HAYeHUI0 TapreTHOro npe-
napaTa 3Ky/au3yMaba, KOTOpbIX MpeACcTaBJIsseT CO60H Mo-
HOKJIOHAJIbHOE aHTUTEJIO, GJOKUpYIolLlee oO6pa3oBaHUE
TEePMHHAJIBHOI'0 KOMILJIEKCA aKTHUBAaL1 KOMILJIEMeHTa Ha
atane akTuBanuu C5-KOMIOHEHTa KOMILJieMeHTa U dop-
mupoBaHus MAK. [IpenapaT He U3JjieunBaeT 3a60j1eBaHUE
U He yMeHbliaeT pa3Mep [THI-k/10Ha, HO sBJIsIeTC eiUH-
CTBEHHbIM 3O PEKTUBHBIM CPEeICTBOM MATOTEHETUYECKON
Tepanuu [6, 12, 15].

[Ipu couetanuu AA u remosutudyeckoi [THI' TakTrka
JledueHUs MOXeT ObITh KOMOWHHUPOBAaHHOW W Hampas-
JIEHHOM KaK Ha JieyeHHe allJla3ud C UCI0JIb30BaHHEM
CTaH/JAPTHBIX METO/0B, TaK U Ha KOPPEKLHI0 MaToJIo-
FAYeCKUX MPOsIBJEeHUU, 06yciaoBaeHHbIx [IHI, Bk/toyas
HCII0JIb30BaHUE TapreTHOU Tepanuu.

B HacTosiiee BpeMsi HAKOILJIEH ONBIT J0JITOCPOYHOTO
6e30MacHOr'0 HMCIHO0JIb30BAHUS TapreTHOM Tepanuu Yy
6osbHbIX [IHI, B T. 4. B coueTaHUU C UMMYHOCYIIpec-
CUBHOU Tepanueil mo moBoJy AA. OTMedeH ObICTPBIN
MOJIOKUTENbHBINA 30 PeKT y abCoMOTHOTO OOJIBLUIMHCTBA
MallMeHToB. M3y4yeHbl NPUYMHBI HEAOCTATOYHOU 3-
$EeKTUBHOCTHU 3Ky/M3yMaba y 4yacTh OOJIbHBIX, KOTOpas
MOXKET OBbITh CBSI3aHA C T€HETUYECKUM MOJIUMOpPPU3IMOM
MoJiekysnbl  C5, ocobeHHOCTAMU (apMaKOKHUHETHUKHU
1 dapMakoJMHAMUK{ Ipelnapara, IpHUCOeJUHEHUEM
AHTHUTEJ000YC/I0BJIEHHOI'0O BHECOCYAUCTOTO I'eMOJIM3a,
COXpaHeHHEeM aljla3uu KPOBETBOPEHHUsI IPU COYETAaHHbBIX
dopmax [15-17].

Mgl pe/icTaBJ/IsieM KJIMHUYECKOe HabJItoJleH e TPaHC-
dopmarnuu HeTsKes10i AA (IT0 CTaHAAPTHBIM KPUTEPUSIM
B.M. Camitta [18]) B maHudecTHyto kaaccudeckyto [THI ¢
HaJIM4MeM NOKa3aHUM K TapreTHOW TepanuHu.
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KNMHUYECKOE HAB/TIOAEHUE

BoabHas U. 1964 ropa poxJeHUs], HAXOAUTCSA NOJ, Ha-
onogenueM B ®I'BY «Poccuiickui HUU rematosioruu
u TpaHcoysuosoruu ®PMBA» ¢ 1989 r. mo HacTosIee
BpeMs. OCHOBaHMEM /1151 TOCTAaHOBKM IepBOHAYA/IbHOI'O
JinarHo3a AA NOCIy>KUJIU KJIMHUYeCKHe IPOsIBJIeHUs], CBsl-
3aHHble IPeUMYIeCTBEHHO C aHEMUYECKUM CUH/POMOM,
Y JJaHHble KOMILJIEKCHOTO 06C/e/l0BaHMs, BK/IOYaBLIEr0
MOBTOPHbIe MUEJIOTPaMMbl U TpenaHo6uoncuo. [lokasa-
TeJIM COOTBETCTBOBAJIM AWarHo3y HeTskesnon AA. Ha Ha-
YaJIbHBIX 3TaNax KoJiebaHUs YPOBHS reMOTJIO6MHA ObLIU
B npeenax 75-95 r/u, aputpouuros — 2,5-3,7 x 10'2/n
npu ypoBHe petukysouutoB 0,7-0,9 %, n1eHKOUTOB —
1,5-3,5 x 10°/x1 (rpanynonutsl — 0,6-1,3 x 10°/.1), TpoM-
6ouuToB — 30-70 x 10°/1.

Oco6eHHOCTBI0O 3a60JiIeBaHUsl y 3TOM MallMeHTKU
Oblla 6JM3Kasi K HOpPMe KJIETOYHOCTb KOCTHOI'O MO3ra
[0 acnypaTy Ipu CYy>XeHUU HeHTPOQUIBHOro pPOCTKA
(oxoJ10 10 %) ¥ OTHOCHUTEJILHOM COXPAHHOCTH 3PUTPOU/I-
HOTr'0 pocTKa. B aHamMHe3e o6paijanu Ha ce6s1 BHUMaHUE
YyacTble OCTpble peclIUpaTOpPHble BUPYCHblE HHPEKIIUU U
OpoHXUTHI ([0 5-6 pa3 B rojy) ¢ 3aTIKHbIM TEYEHUEM.

[lonHas pemuccusi ¢ HOpMaJsu3alMed MOKasaTeJsed
reMorpaMMbl KOHCTaTHpoBaHa B 1991 r. nocsie 2 KypcoB
KOMOMHUPOBAHHON Tepanmuu aHTUIUMQPOIUTAPHBIM
VMMYHOIJIOOYJIMHOM C IVIIOKOKOPTUKOMJAMU U IpueMa
aHApOreHOB. [eMoOryo6MH  cTabUAM3UpOBaJICI  Ha
ypoBHe 120-123 r/1, 4uca0 JEWKOIUTOB KOJIe6aIoCh
B npejienax 4-6 x 10°/1, comepkaHvie TPOMGOIUTOB CO-
craBjsiio 120-130 x 10°/s1. OHako yepe3 6 Mec. mocJe
JIOCTVPKEHHUS] DPEMHCCUM B KOHTPOJIbHBIX aHa/IM3ax
KpPOBH CTa/lM OTMeuyaTbCsl 3HAYUTesbHble KoJieGaHUs
OCHOBHBIX IIOKa3aTesJel C TeHJEeHIMed K pPa3BUTHUIO
aHeMUH HOPMOXPOMHOI'0 XapakTepa, C MepUOJHYEeCKUM
CHWXKeHUeM JieHKouuToB Jo 2,5-2,6 x 10°/n. Yucio
TpPOMGOIUTOB KoJsiebasock ot 100 mo 230 x 10%/x, me-
pPUOAMYECKH BBIABJSJICA YMEPEHHbIM DPETHKYJIOLUTO3.
JlaHHble MUeJIorpaMMbl M TUCTOJIOTMYecKasl KapTHHA B
TpenaHOOGMONTaTe CBU/ETEJbCTBOBAIM O HOPMaJIbHOM
KJIETOYHOCTH KOCTHOT'O MO3ra C BOCCTaHOBJIEHUEM BCeX
POCTKOB KPOBETBOPEHMUS, YTO He MO3BOJISJIO UHTEPIpe-
TUPOBATh CHU)KEeHUe ToKa3aTesed KpPOBU KaK pelu/ivB
AA. B TO ke BpeMsl IIpU UCCJe€LOBAaHUN KOCTHOIO MO3ra
o6paliaso Ha ceb6s1 BHUMaHHe pacliMpeHue 3PUTPOUS-
Horo pocTka (10 60 %) ¢ HaJIM4YreM Merano6/1acTOU/IHbIX
dopM B OGOJIBIIMHCTBE MOBTOPHBIX MHesiorpaMm. [lpu
3TOM ypOBeHb BUTaMuHa B, U $osaTOB B CHIBOPOTKE
COOTBETCTBOBaJI HOPMaJIbHbIM 3HAY€HUSIM. BbIABAAINCh
JMCIJIAaCTUYeCKHe U3MeHeHHsl B BUJle MaKporeHepalui
MPOMUEJIOLUMTOB C yPOJJUBBIMU f1ipaMH, MUKpOTreHepa-
LUAMHA MerakapuolyMTOB M0 JAHHBIM LIUTOJOIMYECKOT0
aHaJ/I13a, HapylleHHe CTPOeHUsI 3pUTPOULHBIX OCTPOBKOB
Y UHTpaMeAyJ/JIIPHOT0 PacIioJIoXKeHUs1 6/1aCTHBIX KJIETOK
10 JAaHHBIM TPeNaHOOGUOICUU KOCTHOTO MO3ra.

B cBfI3W € 3TUM Ha Haya/bHbIX 3TaNax 06CYXJaJcs
BOIIPOC O HAJMYUK MHUEJOAUCIIACTUYECKOT0 CHH/ApPOMaA
(MZIC). OfHaKO OTCYTCTBUE KPUTEPUATBHO 3HAYMMbIX
JUCILIACTUYECKUX M3MEHEHUH CO CTOpPOHBbI KJIETOK
KOCTHOTO MO3ra, HOPMaJsIbHbIM KapHUOTHUI KOCTHOMO3-
FOBBIX KJIETOK Aesaau auariHo3 M/IC coMHuTeIbHBIM. [1o
dakTy obpaiaBiuiero Ha ce6si BHUMaHUe NepUoAudecKy

K/IMHNYECKAA OHKOTEMATO/TON 4

BbISIBJISIBIIETOCS YMEPEHHOTO pEeTHKY/IOLUTO3a ObLI0
BbICKA3aHO INpeAIoJoKeHHe 0 TeMOJIUTHYEeCKOM Xapak-
Tepe aHeMHUH. YUUTbIBasd OTpULlaTeJbHbIN TecT Kymo6ca,
Ha/IMuMe B aHa/IM3aX MOYM KPOBSHOIO JleTpUTa U (nepu-
OIMYECKHU) TeMOCH/IEPHHA, ObIIM MPOBEJEHBl TEeCThl Ha
MOBBILIEHHY YYBCTBUTEJIBHOCTb 3PUTPOLUTOB K aKTH-
BUPOBAaHHOMY KOMILJIEMEHTY. Pe3ysibTaThl Hccae0BaHUsA
He OBIM OJHO3HAYHBIMH, MOCKOJIbKY IepBOHa4yaJbHO
npo6a Xema 6bljia OTPULATENbHON MPU MOJIOKUTENbHON
caxapo3Hoii mpo6e. TeM He MeHee 10 JAHHBIM TOBTOPHBIX
HccieIoBaHUM y 60JIbHOM ObLa AUarHocTupoBana [THIL.

C 1994 r. cTanu oTMe4yaTbCs OTYETIHUBbIe KJIMHUYe-
CKHe NMPU3HAK{ reMosiM3a (MKTEPUYHBIA OTTEHOK KOXHU
U CKJIep, NOTEMHeHHWEe MO4YM), MOSIBUJIHUCh FeMOJIUTHYe-
CKUe KpHU3bl, AajibHellllee CHKeHUe reMOrJio6uHa (0
60 r/n), coxpaHsiJlach TEHJEHUUA K JehKomeHUU. B me-
pUoj, KpU30B HabJiroAasach TeMHas (0 YepHOW) MO4a,
60J1b B MOSICHUYHOU 06J1aCTH, TIEPUOAUYECKH TTOBBILIAJICS
OUJIUPYOUH [0 35 MMOJIb/JI MPEUMYILECTBEHHO 3a CUET
HenpsiMol ¢pakuuu. B mepuojbl 060CTpeHUsT OTMeda-
JIUCH SIBJIeHUs aucoaruy, cyo6dedbpuibHasg TeMiepaTypa
TeJla. YcueHre reMoJiku3a IPOBOLUMPOBAJIOCH pecnupa-
TOPHBIMU HHQEKUUsAMH, QU3UUECKUMU Harpy3KaMmy,
NprYeMOM IpenapaToB »eJjle3a U1 BO3HUKAJIO 6e3 IBHbIX
MPOBOLUPYIOIIUX GAKTOPOB.

[lo Mepe mnporpeccupoBaHusl 3a00JieBaHUsl CTad
MOSABJIATHCS MPU3HAKKU JeQUIIUTA XKeJle3a U sIBJIeHUs He-
¢dpomnaTuu B BUJie TPAaH3UTOPHOH aJIbOYMUHYPHUU.

CocTosiHUE 60JIbHOM paclieHUBaJIOCh KakK TpaHchop-
manus AA B remonutryeckyto [THT.

JleyeHue BKJIIOYAJIO MpUEM MpenapaToB ¢osineBoi
KHCJIOTBI, KJONUZAOTpesaa AJs NpodUIaKTUKU TPOMOGO-
THUYECKUX OCJIO)KHEeHUH, MHPY3UOHHYIO, Je3NHTOKCHKa-
LIMOHHYI0 U TJIIOKOKOPTUKOU/IHYIO Tepaltilo KOPOTKUMHU
Kypcamu, JjiedeOHbIM MMiasMadepe3 BO BpeMs eMOJIU-
THYECKUX KPHU30B, TPAHCPY3UH 3PUTPOLUTHON MacChl
(mpeuMylLeCTBEHHO, OTMBbITble WJIM Pa3MOpPOKEeHHbIe
3PUTPOLUTHI 0 UHAUBUAYATBHOMY 110J60pPY). C OKTAOpSA
1998 r. mo aBryct 1999 r. 6bl1a IpeANpPUHSTA NONBITKA
Tepanuy IUKJIOCIOPUHOM A B f03e 3 MI/KI B CYTKH.
OcHoBaHMEM [Ji1 ero Ha3HayeHMs MOCJAYKUJIO MOsIB-
JleHUe paboT, yKa3bIBAOLMX Ha MOJIOXKUTEJIbHbIN ONbIT
NPUMEHEHUS] LUKJOCIOPUHA A y [aHHOW KaTeropuu
GOJIbHBIX C YJy4llleHMeM TreMaToJIOTHYeCKUX IapaMe-
TPOB, CHIXKEeHHEM TpaHCPY3UOHHOU 3aBUCUMOCTH [19,
20]. Bpu1 moJsiyyeH ompejieSIeHHBIA MOJOXUTEJTbHbIN
3¢ dekT B BU/le yMeHbllIeHHUs] MHTEHCHUBHOCTH I'eM0JI13a,
MOTPEOHOCTU B reMoTpaHcPy3usx, HO C COXpaHEHUEM
BSIJIOTEKYLEro reMojiM3a U aHEMUM cCpeJiHel cTemneHU
TshKkecTu. Koppekuus gedunura xkene3a Oblia 3aTpyh-
HeHa M3-3a IJIOXOH epeHOCHMOCTH KeJle30Co/epKalliux
npenapaTos (yCueHHe reMoJi13a), a 3aMeCTUTebHas Te-
MOKOMIIOHEHTHas Tepalus CONPOBOXK/aach pa3BUTHEM
MOCTTPaHCPY3MOHHBIX PeaKIUH.

ClieiyeT OTMETHUTD, UYTO B /le610Te 3a60/1€BaHUSI TECThI
Ha Ha/iM4yue ayTo- W a/UIOAHTUTeJ] K KJeTKaM KpOBHU
O6bLIM oTpulaTeNbHbIMU. OfiHAKO ¢ 1996 T. MOSIBUIUCH
nepuojMyecKye TUNepTePpMUYECKUe U aslJlepruyeckue
peak UM Ha TpaHCPY3MHU KOMIIOHEHTOB KPOBH, YTO MOTJIO
OBITh CBSI3aHO C peakijhell Ha GeJIKH IOHOPCKOH IMJ1a3Mbl
WJIY, B CJ1y4ae UCMO0JIb30BaHUS OTMbITON 3pUTPOLUTHON
B3BeCH, HAa IUTPAT HATpHUs, ABIAIOIMICI KOMIOHEHTOM
KOHCepBUpymollero pacreopa. B 2006 r. y nauueHTKHU
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Ta6nuua 1. PesynbraTel 06CNe40BaHUSA NALMEHTKU NPU
rocnutanmsaumm (Hos6pb 2004 r.)

Mokasartenb Pesynbrart uccnepgoBaHuns

AHanus KpoBu

[emorno6uH, r/n 69

SputpouuTsl, x10™2/n 2,33

MCV, cbn 100,4

MCH, nr 28,9

Nenkoumtbl, x10%/n 43

Heiitpodounsl, x10%/n 3.1

Tpom6GouuTbl, x10%/n 309

Bunmpy6uH 06Wwmnin/npsiMoii, MKMOAb/N 21,5/3,0

CB06OAHbI FEMOrIO6UH, /N 0,28
AHanus mouu

YpenoHblii BEC 1015

Benok, rin 1,0

IputpouunThI 1-2-2 B none 3pexust

JleiikouuTbl 2-4-5 B none 3peHust

MCH — cpepaHee cogepxaHue remornobuHa B aputpoumnte; MCV — cpepaHuii
00bEM 3pUTPOLINTOB.

OblJIM BIlepBble BbISBJIEHbl aHTUIPUTPOLUTAPHbIE aHTU-
C-ayutoaHTtuTesia, a B 2011 r. — anTu-E-annoanturena
KaK pe3y/JbTaT MHOTOYMC/IEHHBbIX TpaHCPY3UH KoMIlo-
HEHTOB KPOBH, IPOBO/JMBIINXCS B PAa3JIMYHbIX JleueGHbIX
yupex/JieHUsIX. AyToaHTHTe/Ia K 3pUTPOLUTAM 33 IEpUO/,
¢ 1989 o 2014 r. He 0GHAPY>KUBAJIUCh.

B nokasaTesisix cepyuU KoarysorpaMM CyuieCTBEHHbIX
OTKJIOHEHUM He BbIABJAAAOCh. OHAKO NPU NPOBEJeHUU
OYHKUMOHAJIBHOW OIIEHKU TPOMOOLIMTOB OIpees-
JIUCb TNPHU3HAKU HUX I[OBBILIEHHOW BHYTPUCOCYAUCTOMU
aKTHUBALUMU C YBeJUWYEHHEeM CyMMbl aKTUBHBIX GOPM /10
45-47 % (npeziesibl HOpMaJIbHBIX KoslebaHui ot 7,9-13,7
10 17,7-25,3 %). 3To, HapsAAy C JaHHBIMU O MOBbIIIEHHOM
pUCKe TPOMOOTHYECKUX OCJIOKHEHUM Yy [JaHHOU KaTe-
ropuu GOJIbHBIX, MOCTYKUJIO TPUYUHON TpodUIaKTHUe-
CKOI'0 Ha3HayeHMs KJoNnujorpesa.

W3 [ono/sHUTeNbHBIX J1a60paTOPHBIX aHaJU30B B
2005 1. mpoBeZeHO wucciaenoBaHHe QYHKIMOHAIbHOU
aKTUBHOCTU HeUTpoduioB MetogoMm PailTa c HcmoJib-
30BaHMEM CYTOYHOM HWHAKTUBUPOBAHHOU KYJIbTYpbI
Staphylococcus aureus mwramma P-209 [21]. Kosauue-
CTBEHHBbIM aHa/Mu3 QaronyUTapHON AaKTHUBHOCTU TI'paHy-
JIOLIMTOB [T0Ka3aJl HOpMaJibHOe cojiep:kaHue $paronuToB.
KadecTBeHHBbIH aHa/U3 BbIsIBUJ HE3HAYUTeJbHOE CHU-
JKeHHe TMOTJIOTUTEeNbHOU QYHKIUU GaroLUTOB (CHIKEHO
4yuca0 GparoliUTHPOBAHHBIX MUKPOOHBIX 4acTHL], NPUXO-
asuuxcs Ha 1 garonut, — 3,9 vs 4-9 B HOpMe), IPU 3TOM
nepeBapuBawilasg GyHKIMsS Obla He HapylleHa, a mpo-
necc paronyTo3a XapakTepu30BaJiCcsl KaK 3aBeplleHHbIN
(uHAaekc 3aBeplIeHHOCTH darouuTosa 6osee 1).

JlaHHble OJHOrO W3 06CJeJ0BaHUN, NMPOBEIEHHbIX
NpY TOCIUTANM3ALUN B CBA3U C OYepeHbIM I'eMOJIMTU-
YeCKHUM Kpu3oM B Hosi6pe 2004 1., mpuBeJeHbI B Ta61. 1.
[TanMeHTKa NP NOCTYILJIEHUH NpebsABJIsAIA Kal00bl Ha
0011y €1ab0CTh, MEPUOJUYECKUE TSKECTh U HOMOIIYIO
60Jib B MOSICHUYHOW 006J1aCTH, TEMHYI MOYy [0 I[BeTa
YyallHOW 3aBapKu B TeueHUe Hefenud (puc. 1), obILIKy
U cepAuebUMeHHe NPH MHUHUMaJbHOM (U3WYECKOW Ha-
rpy3ke. [Ipu ocMoTpe o6paiasia Ha ce6s BHUMaHUe 6Jiefi-
HOCTb C UKTEPUYHBIM OTTEHKOM, NaCTO3HOCTb JuLa. [Ipu
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Puc. 1. Bug mo4n 60nbHO B nepu-
O, reMO/INTNYECKOro Kpusa

Fig. 1. Patient’s urine during hemo-
lytic crisis

naJbNalyy yBeJudyeHus JuMdpaTHUeCKUX y3J0B, Ne4eH!
U ceJie3eHKHU He oTMedeHo. [Iynbc 88 ya./MuH B nokoe, A/]
130/80 MM pT. cT. ['paHuIpl cepana Ha 1 cM pacIIMpeHbI
BJIEBO. B Jlerkux XpHUIIOB He MNpPOCJAyUIHBanaoch. KuBoT
MSATKUM, 6e360Jie3HEHHbIH. YMepeHHass 4YyBCTBUTEJIb-
HOCTb IIPH NOKOJIAYMBAHUHU 110 TOSICHUYHOU 06J1aCTH.

[laeHTKe NpOBeJleHbl CTepHaJibHAs MYHKUUSA U
Y3W O6prouiHON NOJIOCTH, paclIMpeHHOe HcclefloBaHUe
CBepThIBAKOILEN CUCTEMbI KPOBHU.

KosimyecTBO MHe/N0KapHOLMTOB B MHUeJOrpaMMe —
112 x 10°/x, kieTok HedTpoduabHOrO psija — 44,8 %
6e3 HapyllleHusl CO3peBaHMs, 3PUTPOUJHOrO psja —
40 %. B kyeTKax rpaHy/JIOLUTAPHOrO psfia 0TMeYaluCh
yMepeHHble IPU3HAKU JUCIJIa3UU: CKYAHOCTb Cclieliudu-
YeCKOW 3epHUCTOCTH B [JUTOIJIa3Me CO3peBaLiuX GopM.
JPUTPOUAHBIM POCTOK YCUJIEH 3a CYeT NOJIMXpPOMAaTo-
dunbHbIX popM (33 %), HeadpeKTHUBHBIMN, 63 TPHU3HAKOB
aucnaa3uu. B npenapate 6osiee 30 MerakapuoLUTOB C
npeo6JaZlaHieM Me30- U MUKpOreHepalui ¢ TUIOIJION-
HbIMU sfpaMi. [Ipy LUTOreHeTUYeCcKOM HCCJIeJOBaHUU
KOCTHOI'0 MO3Ta KapuOTHUI HOpMaJibHbIA — 46,XX.

[Io faHHBIM KOaryJorpaMMbl: IPOTPOMOUHOBBIN UH-
nexkc — 104 %, ¢ubpuHoren — 3,5 r/Jj, TPOMOUHOBOE
BpemMsas — 8 ¢, ungekc AYTB — 0,84, D-gumepbr —
1000 Hr/ma. HccnesoBaHue MoOKasaTesied BHYTPHUCO-
CYAUCTOW aKTHMBALUM TPOMOOLUTOB: JUCKOLUTBl —
78,5 %, nuckoaxuHoUThl — 21,5 %, cheponutsr — 0 %.
CyMMa aKTUBHBIX GopM TpoMGOouuTOB — 21,5 % (HopMa
7,9-17,7 %). Yucno TpoMOOIUTOB, BOBJIEUEHHBIX B arpe-
ratel, — 11,8 % (Hopm™ma 6,1-7,4 %).

[lo paHHbIM Y3UM oTMedeHbl XpOHWYECKUH He-
KaJIbKYJIE3HbIH XOJIELUCTUT, YMepeHHOe YyBeJuYeHHe
nedeHu (mpasas goJss 15,6 cM, ieBasg — 6 CM), ceJie3eHKHU
(12,0 x 8,6 x 6,0 cM), XpOHUYECKUN THeOHEPPUT, MOoYe-
KMCJIBIN uaTes.

[IoBTOpHO ObLIM TpPOBeJleHbl MCCJIeJ0BaHUA Ha
Hanuyue [THI-ksnoHa. B npo6e Xema ompegeseHo 58 %
reMoJIM3UPOBAHHBIX 3PUTPOLUTOB B CpaBHEHUU ¢ 7 % B
KoHTpoJIe. [Ipu npoBeieHUU caxapO3HOU MPO6LI TEMOJIH3
97 vs 5 % B KOHTpO.IE.

HccnepoBaHne MeTOLOM NOPOTOYHOM LUTOMETPUU
(HecTaHmapTU30BaHHAasd MeToauka, 2004 r.) mokasaso
CHW)XXeHHe sKcrnpeccud aHTureHa CD14 Ha MoHopMTax
20 1,18 % (Hopma 95-99 %) u CD16 Ha HeUTPOPUIBbHBIX
rpaHyJjonuTtax Ao 2,19 % (HopMma 95-99 %), uTo Takxe
MO3BOJIWJIO TIpeanosiokuTb Hanuuyue [THI. 3to 3akJo-
yeHHe ObLIO C/ieJlaHO, UCXO/l U3 CYyIlecTBOBAaBLIMX Ha
TOT MOMEHT JJaHHbIX 0 cHU:KeHHoU npu [THT skcnpeccuun
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Puc. 2. Bua nnasmbl (A) 60nbHOM 1 (b) foHOpa

Fig. 2. Plasma of (A) patient and (5) donor
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Puc. 3. PesynbTat onpegenenuns MNHMC-k1oHa nyTemM NPOTOYHON LK-
TochnoopumeTpum (26.09.2012 r.)

Fig. 3. Detection of PNH clone by means of flow cytofluorometry
(26.09.2012)

F'®U-cBg3aHHBIX 6EJIKOB Ha OT/JEJIbHBIX BUJAX KJIETOK
KpoBH [22, 23].

B nepuog rocnuTanusanuy npoBejieHa CHMITOMATH-
yecKas Tepanus, BK/I4aBliasg UHPY3UOHHYIO Je3UHTOK-
CUKaLMOHHYIO Tepalluio, 5-AHeBHbIN KypC JleKcaMeTa30Ha
1o 8 Mr/cyT c IOoCTEeeHHON OTMEeHOM, CEaHChl JIeueOHOTO
miasMadepesa. Bua yaaseHHoM m1asmMbl 60J1bHON Mpej-
CTaBJIEH Ha pHC. 2.

[TanveHTKa Oblia BbIMKCAHA 0€3 KJIWUHUYECKUX MPU-
3HAKOB aKTMBHOI'0 reMoJiM3a NPU YPOBHE reMoOIJIoOMHA
82r/n.

[lpu panpHedlieM HAGJIOJEHUU KJIUHUYECKHE U
JlabopaToOpHble IIOKa3aTeJud CBUJETEJbCTBOBAJIU O
MOCTOSIHHOM BSIJIOTEKYILleM TeMoJiu3e C IepuojaMu
060CTpEeHUH, TeMOJUTHYECKUX KPHU30B MNpPU HAJUYUU
MPOBOLMPYIOLIMX MOMEHTOB (pecnupaToOpHble BUPYCHbIE
nHbEeKI MY, O000CTpEeHHEe UMEWIerocs y MNalUueHTKU
XPOHUYECKOTO XOJIELUCTUTA, HpPUEeM JeKapCTBEHHBIX
cpefcTB) uau 6e3 BUAUMBIX NpuU4YuH. CoxpaHsiach
aHeMHusl C IepUOoJJUYeCKUM CHUXKEHHEM YPOBHS reMorJio-

KIIMHWYECKAS OHKOTEMATOTON A

6uHa 0 63-70 r/J1 U CKJIOHHOCTBIO K MAKpPOI[UTO3Y MPHU
HOpMaJIbHOM ypOBHE BUTaMHUHa B, U p0IMeBON KUCIOTHI
B cbIBOpOoTKe. OTMeuasicd MNOCTOSAHHBIM yMepeHHbIH
PeTUKYJIOLUTO3, HHAEKC NPOJAYKLHUHU PEeTUKYJIOLUTOB
kosiebasics B npefenax 0,8-4,9. B moBTOpHBIX aHA/IM3aX
MOYM BBISBJSAJICA TeMOCUJEPHUH OT CJIeJJOBOr0 KOJIU-
yecTBa /0 3HAYUTeJbHOro MnpucyTcTBUsl. CoxpaHsics
[IOCTOSIHHO NOBbILIEHHbIM ypoBeHb JI/I' ¢ TeHAeHn el
K HapactaHuto. B Teuenue 2013 1. konebanus JIAT
611K B npefesax 18,99-36,0 MKKaT/J1, YTO COCTABJISJIO
6-11 x BI'H.

B 2011 r. npoBoauiack onieHKa kKoHeHTpayuu C3- u C4-
KOMIIOHEHTOB CUCTEMbI KOMIIJIEMEHTA B CbIBOPOTKe. KoH-
yeHntpanusa C3-KoMmoHeHTa cocTaBwia 78 mr/an (Hopma
79-152 mr/pn), C4 — 23,6 mr/ i (HopMa 16-38 mr/a).

B 2012 r. npoBezieHO Hccief0BaHue Ha Haanuue [THT -
KJIOHA C OMOLIbI0 BbICOKOYYBCTBUTEJIbHOW NPOTOYHOMU
LUTOMETPUU [0 CTAHAAPTU30BAaHHOMY MeX/yHapoJ-
HOMY IIPOTOKOJIY C UCII0JIb30BaHHEM MOHOKJIOHAJIbHOI'O
a"Tutena Kk [OU-akopHbiM Gesikam [1]. OnpejesieH BbI-
paxkeHHbl [THI-k10H cpeny MoHOuTOB (99,8 %), rpaHy-
souuToB (99,7 %) ¥ apuTpouLUTOB (061U pa3Mep KJI0OHA
99,5 %). Cpean 3pUTpoLUTOB Npeobsasanu kjaeTku Il
Ttuna (83,7 %) c abconoTHbIM fedunurom CD59. laHHbIE
nccaeoBaHus oT 26.09.2012 r. npuBeJieHbl Ha pUC. 3.

PemenveM Bpaue6HOro KOHCWJIMYMa, Y4YUTbIBas
TsKeJI0e TeyeHue 3a60J1eBaHUs € IPU3HAKaMHU BbICOKOM
aKTUBHOCTH, BBICOKMH pPHCK pPa3BUTHUS OMNACHBIX /Js
J)KU3HU OCJIOKHEHHH, Oblsla peKoMeH/J0BaHa TapreTHas
Tepanus 3Kyausymabom. [locie mnpegBapuTeNbHOU
BaKILMHALIIU MEHHUHTOKOKKOBOM MOJIMCAXapUAHOU
BakinuHoU MeHneBakc® 13.11.2012 r. HayaTa Tepanus
3KyJIM3yMaboM B CTaHAapTHbIX Ao3ax (600 mr 1 pas B He-
Jeuto). [lepeHocHMOCTDb NpenapaTa Ha BCeEM NPOTSXKEHUU
JleyeHUs yJl0BJeTBOpUTebHasA. Y G0JIbHOM OTMeyasach
TOJIbKO KpaTKOBpEMeHHasi YyMepeHHasi ToJIoBHas 060Jib
IIpY [epBbIX BBEJIEHUSX NpenapaTa U NepruoAudecky He-
6o0JibllIasl TUIIepPeMUsi KOXH JIMLA IPU [TOC/IeIYI0IUX BBe-
JleHusx. JleueHUe 3KyJIM3yMaboM B perxuMe Mo/ e p>KuBa-
touedt Tepanuu (900 Mr 1 pas B 2 HeJl.) MPOA0KAETCS 10
HacTosIlero BpeMeHHU. B IJlaHOBble CPOKH HNPOBOAMUTCSA
peBaKLMHaLWsl MEHUHTOKOKKOBOM BaKLUHOM.

Ha ¢oHe TapreTHodl Tepanuyd OTMEYEHO 3HAYH-
TeJIbHOe YJy4IIeHHEe OOIIEero CaMO4yBCTBHUS 6OJIbHOH,
o6picTpoe cHmKeHue ypoBHsA JIJAI' mo mnokasaresned,
6au3kux K BTH. /lunamuka JIJII' npuBesieHa Ha puc. 4.
JlaHHBIN aHaA/IU3 KpallHe BaXKeH /1Ji11 OLeHKW aKTUBHOCTH
3a6osieBanus npu [1HI, mockosibKy ypoBeHb reMoryio6MHa
U Jipyrve slabopaToOpHble HCCAe[0BaHUs He Bcerja Mnoka-
3aTeJsIbHbI JIJIS1 OLLEHKU PUCKOB TSXKeJIbIX OCJI0XKHEHUH. B
HacTosllee BpeMs Takas Koppessuus B oTHomeHuu JIJAT
NOATBEPXKAEeHa psAJOM uccaenoBaTeseld. [lokazaHo, 4TO
puck ocnoxxkHenu [THI, B T. 4. yrpoxaromux >ku3HH, 3Ha-
YHUTeJbHO Bo3pacTaeT npu nosbimienuu JIA > 1,5 x BI'H
[12, 14].

YpoBeHb reMorjio6vHa B INepBble MecCslibl Tepanuu
noBbIcuIcs 10 110 r/n 6e3 TpaHCcHY3HMOHHOU MOAJEPIKKH.
CoxpaHsijics MakKpoIMTO3 Mpu mMmokaszatenasx MCV 105-
120 ¢J1, HecMOTpPsA Ha MOCTOSIHHBIA NPHEM MPenapaToB
$os1MeBON KUCIOTBI U OTCYTCTBHUE JIaHHBIX 3a JeQUIUT
¢donatos v BUTaMuHa B .

B xozme sedeHus ABaXk/bl HabJI0JAaJUCh KpPaTKOBpe-
MeHHbIe NPU3HAKU yCUJIEHHUs] FeM0oJiM3a C I0OTEMHEeHUeM
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KasaTenv 3a roa
BI'H — BepxHsas rpanvua Hopwmbl; IO — naktatgerngporeHasa.

Fig. 4. Lactate dehydrogenase fluctuations — annual mean values
BI'H — upper limit of normal; JIAI — lactate dehydrogenase.
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Puc. 5. [lnanasoH konebaHunit ypoBHA remornobuHa (Hb) 3a Bpems
HabnogeHns

Fig. 5. Fluctuation range of hemoglobin (Hb) level during follow-up

MOYH [I0 CBETJO-KOPUYHEBOTO OTTEHKA, IMOBBIIMIEHUEM
JIAT no 2-3 x BI'H B TeyeHHe HECKOJIbKUX JHel 6e3 3Ha-
YHUMOTO CHIKEHHUS] YPOBHS reMOIJIOOMHA U YBeJUYeHUs
YPOBHS KpeaTUHHHA. YKa3aHHbIe 3MI130/Ibl ObLJIN CBSI3aHbI
B OZJHOM CJIydyae C OTCPOYEHHBIM Ha 3 JHS BBeJEHUEM
3KyJIM3yMaba, B [PyTOM — C MPOBeJleHHEeM MO/l HAPKO30M
KOJIOHOCKOIIMK MO MOBOJY IOJIMIIA TOJCTOM KULIKU. [e-
MOJIM3 B 060UX C/Iy4Yasix MpeKpaljascs nocje naaHoBOTO
BBeJIEHUSI 3KyJU3yMaba, TOCIUTAJIM3ALUNA B CBSA3U C
reMOJIMTUYECKUMU 3MU30/]aMU He TOTPe60oBaoCh.

HecMmoTps Ha BIIOJIHE YA,0BJIETBOPUTENBHOE CAMOYYB-
CTBUE OOJIbHOM, OTCYTCTBUE KJHUHHUYECKHUX MPHU3HAKOB
AKTUBHOI'0 BHYTPUCOCYAUCTOTO TeMOJM3a W TpaHC-
¢$y3MOHHON 3aBUCHMOCTH, 3QPEKTHUBHOIO KOHTPOJIA
reMoJsiiza IO JiabOpaTOPHBIM MapaMeTpaM, IOJHOHU
KOPPEKIMU aHEMUH JOCTUYb He yAaJloch. B mociegHue
3 rojia Kosieb6aHUs reMOT/I00MHA COCTaBASAIOT 85-114 r/;
JlaHHbIe PUBeJIeHbl Ha pucC. 5.
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Jl/1s1 BBISICHEHUS TPUYUHBI HENOJIHOT0 3¢ deKTa mpo-
BeJleHbl JI0NIOJIHUTe/IbHbIE HCCleloBaHUs. AHA/IM3 KPOBU
Ha 001y IeMOJIUTUYECKY0 aKTUBHOCTb KOMILJIEMEeHTa
(CH50) [24] npoBeieH TpynIIoNd MOJIEKYJISIPHON UMMYHO-
soruv ®BYH « MHUU anuieMruo0Tuy U MUKPOOHOJIOTUH
uM. [H. TabpuueBckoro» PocmoTpe6Haj3opa. B pe-
3y/IbTaTe IOKa3aHO, YTO TeMOJIMTHYecKass aKTHUBHOCTb
kommieMeHTa CH50 otcytcTByeT. OnpeneseH ypoBeHb
AHTUTEN K 3KY/JIU3yMaby C MOMOIIbI0 UMMYHOPEPMEHT-
HOTrO aHa/iM3a (McciejoBaHUE IPOBEJEHO B TOM iKe
yupexJeHuH; ucnoab3oBaH Habop Alpha Diagnostic Intl.).
[IpucyTcTBUE aHTHUTEN K 3KYyJU3yMaby He NOJATBEpAU-
Jiocb. TakuM 06pa3oM, CUYMTATh COXPAHSIOILYOCS aHEMUIO
C/eICTBUEM HEJJOCTAaTOUHOT0 UHrUOUpYyolero adpdexra
3KyJIM3yMaba U OCTAaTOYHOTO reM0JIn3a, 06yCJI0BJIEHHOTO
[THT, He 6b1JI0O OCHOBAHUM.

B 2014 r. y manueHTKU BIepBble ObLIM OOHAPYKEHBI
C3c- 1 C3d-kKOMIIOHEHTbI KOMILJIEMEHTA HA 3PUTPOLIUTAX,
YTO yKa3blBaJI0O HAa aKTHUBAIMI0 KacKa/Ja KOMILJIeMeHTa.
M3BecTHO, YTO MOHOKJIOHAJIbHblE aHTHUTEJA, BXOAsLIMe
B COCTaB 3Ky/au3yMaba, cnenuduyecku cBsi3biBaloT C5-
KOMIIOHEHT KOMIIJIEMEHTA, TEM CaMbIM 6JIOKUPYST GOpPMHU-
poBanue MAK Ha noBepxHOCTH KJ1eTOK. OZJHAKO JaHHbIN
npemnapar He 6JIOKHpYeT paHHUe 3Tallbl KackaZia KoMIlie-
MEHTa, YTO SIBJISIETCS M0JI0XKUTEJbHBIM MOMEHTOM B OT-
HOIlIEHUH COXpaHEeHUs] NPOTUBOUHPEKIMOHHOMN 3alUThI,
HO MOXXET OBbITb IPUYUHON MOSIBJIEHUS OJ0XKUTETBHOIO
pe3yJsibTaTa NpsiMOro aHTUTJIOOYMHOBOTO TecTa AJis C3-
KOMIIOHEHTa KoMIJieMeHTa. [Ipy 3TOM y 4acTH GOJIbHBIX,
MOJIyYaIIUX TapreTHYI0 Tepanuio, ONpefesseTcs
OCTATOYHBIA reMOJIM3 HU3KOM MHTEHCUBHOCTH 3a CYeT
BHECOCYAMCTOro KoMmnoHeHTa npu C3-onocpesoBaHHOU
oncoHuzanuu 'OU-nedUIUTHBIX 3PUTPOLUTOB C UX MO-
CeAyoUMM pa3pylleHHeM B PeTUKYJ/I03H/I0TeIHalIbHON
cucteMme [25, 26]. OTu AaHHbBIE, a TaKXKe MEPUOJUYECKU
onpeiesisieMoe B KPOBU Halllell NMallMeHTKU yMepeHHOoe
MOBbILIEHHUE YPOBHSA OUIMPYOHHA, NPEHMYyILeCTBEHHO 3a
cyeT HenpsiMod paKLUMM, U YMepeHHas renaToCI/eHo-
Merajvd 1o AaHHbIM Y3U pacueHeHbl Kak NpOsiBJIeHUe
BHECOCYZJUCTOIO0 KOMIIOHEHTa reMoJiusa. Takue cocTo-
SIHUSI OOBIYHO He TPeOyT JONOJHUTEJbHOU Tepamnuu
U SIBJSIOTCS KJWHUYECKH KOMIIEeHCUPOBAHHBIMH, YTO U
HabJ1t0/jaeTcs B Ipe/iCTaB/AseMOM HaMU cIydae.

CnefyeT OTMETUTb 3HA4YUTeJbHOE  YJy4lleHHe
KayecTBa >KU3HU OOJIbHOW, HECMOTPS Ha HENOJIHBIN
3ddexT Tepanuu. 3a Bce BpeMs JieUeHUS IKYIU3yMaboM
rocnuTaausanuit no nosoay [HI' y manjueHTKH He 6bLI0, a
o0b1ee caMOYyBCTBUE OLleHUBAETCS KaK BIIOJIHE y/IOBJIET-
BOpHUTEJIbHOE.

W3 s1abopaTOpHBIX JJ@HHBIX, KPOMe YJIy4llleHHs [T0Ka3a-
TeJiel reMorpaMMbl U CHMKeHUs1 ypoBHs JI/I[, o6paiaroT
Ha ceb6s1 BHUMaHUe N0JIOKUTe/IbHble U3MeHeHUs1 QYHKLUN
TpPoMO6GOLIUTOB HAa pOHe TapreTHOH Tepanuu. UccieioBaHus
WH/IyLIMPOBAaHHOM arperaguyd TPOMOOLMTOB Ha ONTHYe-
cKkoM arperomeTpe Solar npoBoaunch B 2010, 2015, 2016
u 2017 rr. [lo faHHBIM NpPOBEJEHHBIX HCCAEO0BAaHUN K
2017 r. nokasaTe/ib MaKCMMaJIbHOW aMILIMTYZAbl CO BCEMU
arperupymIMMU areHTaMu (pacTBOpoM afieHo3uHAUdoC-
¢dara [A]P], kosTareHOM) 3HAUUTEIBHO YIYYLIUINCE. Tak,
npu 3anucu ¢ AI® B fo3e 5 MKkMosib /1 osiBUIaCk I BostHA
arperaruu, OTCyTCTBOBaBIIas paHee, a IPY 3alUCH € KOJLJIa-
reHOM MaKCUMaJlbHasi aMIUIMTY/a yBeJauuuaack 1o 20,7 %,
XOTS Y He JIOCTHUIJIa HOPMaJIbHbIX 3Ha4YeHUH.
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PaccMaTprBaeMoe KJIMHHUYeCKoe HabJIlOJleHHe WJIIo-
CTpUpyeT 1eJblid psijJi ocobeHHOCTed TeueHus [IHT,
OTpaXkaeT IUPOKUHN KPYT Mpo6JieM, CBA3aHHbIX C UArHo-
CTUKOH U JieueHUeM 3ab60/ieBaHUs, a TaKKe U3MeHeHHe
MOJXOJ0B K BeJIEHHI0 OOJIbHBIX C JAHHON MaToJIOTHEN B
nocJieiHUE J1eCATUIEeTHS.

[IpencraBJieH ciy4yau KJ1acCUYeCKOU reMOJIMTUYeCKO M
[THI, peGroTUpoOBaBIIed TUIONJIa3uell KpPOBEeTBOpPEHUS
C TIOJIOXKUTEJIbHBIM OTBETOM Ha MMMYHOCYIPECCHBHYIO
Tepanuio B BU/Ie MOJHON peMuccui. [logo6Has cutyanus
SIBJISIETCS HepeJKOW B KJIMHUYECKOU NpakTHKe. Tak, 1Mo
JlaHHBIM pas3J/IMYHbIX aBTOPOB, TpaHchopMalUs B KJac-
cudeckyto [THI MmoxeT HaboaaThes y 10-18 % 601bHBIX
AA u oTMevaeTcs, Kak IIpaBuJIO, NPU CTaHOBJIEHUH
peMuccuy 3a CcyeT CeJIeKIIMM KJIOHA B IEpHOoJ BOCCTa-
HOBJIEHUs reMotno3a3a [4, 8, 13]. KymynsiTUBHas yactoTa
remosintTudeckoy [THT B Teyenue 10 sieT B JaHHOU rpyIine
6osbHBIX AA/TTHT pocturaet 29 %. [Ipu aToM Hanuuue
[THI-kJy10Ha He6OJIBIIOT0 pa3Mepa OOTBLUIMHCTBO aBTOPOB
NPU3HAIOT MPEJUKTOPOM JIyYllero oTBeTa 60JbHbIX AA
Ha UMMYHOCYNPECCUBHYI0 Tepanumw [3, 7, 27]. C apyrou
CTOPOHBI, UMEIOTCS JlaHHble O TOM, YTO CpeJH GOJIbHBIX
[THT ny4imue nmokasaTesy BbDKUBAEMOCTH HAOJIIOAAIOTCA
B rpymime c npejuiectBoBaniieii AA [28]. Hama nanueHTka
HaxoAuTcs rnoJ HabuogeHueM B ®T'BY «Poccuiickuit HUKU
reMaToJioruu u Tpancdysuosorun PMBA» okosio 29 JieT,
a OT MOMEHTAa ycTaHoBJieHUs auarHo3a [IHI' — Gosee
20 sieT. Pemuccusa AA moJsiydyeHa y Haliel 60JIbHOU B OT-
HOCUTEJIbHO KOPOTKHUE CPOKH, a Iporpeccus B KJaccuye-
ckyto [THI" oTtMeueHa Ha ¢poHe noJiHOU pemuccruu AA.

JlaHHble B JMHaMHUKe IO3BOJISIOT NpejnoJsaraTb y
HabJ/I0ZlaeMOil 60JIbHOM HM3HAYa/bHbIM BapUaHT C Ha-
suuueM [THI-ky10Ha HE6GOIBIIOTO pa3Mepa elle B JlebTe
AA. OcHOBaHMEM [Ji1 TAKOTrO MNPEeJIOJIOKEHUS CIAYKUT
JIOCTaTOYHO XapakTepHas aJus AA/IIHI kauHudeckas
KapTHHA, a TakXkKe JJaHHble 0 TOM, YTO pa3BUTHE pa3Bep-
HyToM remosmtudeckou [THI' Bcerga cBsi3aHO € 3KcnaH-
cueit umeBIierocs ucxoaHo [MHI-ksoHa [3, 29].

KpomMe Toro, BEposSTHOCTb HaJIMUMsl Yy HAOJII0JaeMOM
60sibHOM ucxogHoro ITHI-k/0Ha MoXKeT, Ha Halll B3IJISA,
MOJATBEPXK/JaTh HEKOTOpble OCOOGEHHOCTH Te4yeHMs 3a-
6oJsieBaHUA. JTO YMepeHHasl CTeleHb KOCTHOMO3TOBOU
HeJI0CTAaTOYHOCTH IPU COXPAaHHOCTH, a B JAUHAMHUKe U
TeH/IeHIIUM K YBeJIMYEeHUI0 3pUTPOUJHOTO POCTKA KOCT-
HOT0 MO3ra ¢ HajJinuueM Mopdoorudeckd M3MeHeHHbIX
KJIETOK KpacHOTo psi/a.

[loBbIlIEHHAs  4YYBCTBUTEJNbHOCTH HeUTpoduIoB
npu I[THI' k gelcTBUIO aKTUBUPOBAHHOTO KOMILJIEMEHTA,
XapaKTepHOe JJisi 3THUX OOJIbHBIX CHMXKeHHe QYHKIHO-
Ha/IbHOM aKTUBHOCTU HEWTPOPU/IBHBIX T'PAHY/JIOLUTOB
U JUMQPOLUTOB MOTYT MNPUBOJUTH K MOBBILIEHHON
MO/IBEP>KEHHOCTH HWHQEKIMOHHO-BOCNAIUTEbHbIM 3a-
60JIeBaHUSAM Y NMallMeHTOB JaHHOU rpymibl [30]. Y Hawel
’Ke NMallueHTKU CKJIOHHOCTb K TaKKMM 3a60/1eBaHUAM ObL1a
OTMeyeHa C Hayasla HabJIoJeHUs, a IPU HUCCIeJOBaHUU
daronuTapHoro 3BeHa MMMYHHUTeTa Kak ¢akTopa He-
cnenududeckor 3audThl opraHudma B 2005 r. 6bLIO
BbISIBJIEHO HapylleHHe (QYHKIHOHa/JIbHON aKTUBHOCTHU
HelTpodusoB. OJHAKO HeNb3sl UCKIIYUTH BJIUSHUE
Ha yrHeTeHHe mpoliecca paronuTosa caMoll UMMYHOCY-

K/IMHNYECKAA OHKOTEMATO/TON 4

[IPeCCMBHOM Tepanuy, MHOTOKPAaTHO MPOBOJUBIIENCS
60JIbHOM K MOMEHTY HCCJIe/IOBaHUS.

Besyc/i0BHO, NpyBeJileHHble apTyMEHThl MOT'YT ObITh
npeJMeTOM AUCKYyCCHU, TeM 6oJiee YTO Ha HadaJbHbIX
3Tanax 3a0o0JieBaHUSI He MPOBOAUJIOCH O00CIEeOBaHUSA
Ha [IHI' 1 Ha Takue nmokasaTe/id CKPbITOTO BHYTPHUCOCY-
JUCTOro remMoJsiu3a, kak JIJII' u rantorysio6uH. OJJHAKO MbI
roJlaraeM BbICOKOBEPOSITHBIM Ha/IMuMe BapuaHTa AA,
cBa3aHHoro c [THI, c camoro HayaJsia 60J1e3HH.

Hama manueHTKa momaJjia B IoJie 3peHUsl reMaTo-
JIOTOB B TO BpeMs, KOI/la B CTaHAAPThI 06cje/joBaHuUs
6osibHBIX AA He BxoauJo TecTupoBaHue Ha [IHI-kiaoH
1 He ObLJIO BO3MOXXHOCTEH JJisi ero JJOCTOBEPHOU J1abo-
paTopHOU AuMarHocTUKU. Bosiee Toro, o6paijaeT Ha ceb6s
BHUMaHUe TOT GaKT, YTO JaKe IPU NOSBJIEHUH KJIUHUYe-
CKUX CHMIITOMOB reMOJINTUYECKON aHEMUU NpOBesieHre
HccleloBaHUM B CcBsA3U ¢ nogo3peHueM Ha I[THI' paBasio
Heo/JHO3Ha4yHble pe3yJbTaThl.

CornacHo HanMoHa/NbHBIM KJIWHUYECKUM DPeEKo-
MeHJanusaAM, BceM O60JIbHBIM AA cielyeT NPOBOJUTH
TectupoBaHue Ha I[IHI-kJ10H MeToZOM BBICOKOYYB-
CTBUTEJbHOM NPOTOYHOM LUTOMETPUMU B JUHAMHKe C
MepUOgUIHOCThI0 6-12 Mec. [12]. OfHAKO BO3MOXKHOCTb
TAaKOTO aHa/iM3a B COOTBETCTBUU C MeXJYHApOJHBIMU
CTaHJapTaMyd NOsBUJACh y Hac Tosbko ¢ 2012 r, a
yCTapeBIllMe B HacTosllee BpeMs Nnpobbl XeMa u Xap-
TMaHa (caxapo3Has mnpo6a) SBJSITCA HeA0CTATOYHO
YYBCTBUTEJbHBIMU U CHeLUPUYHBIMH, a TaKXKe He
JlaloT A0CTOBepHOU MHPOpMaI U 0 pasMepe KJoHa. Hc-
TOYHUKOM KOMIIJIEMEHTA B YKa3aHHBIX TeCTax CJIAYXXUT
ChIBOPOTKA ZJOHOPA, K KOTOPOH 106aBJISIOT 3PUTPOLUTHI
60JIbHOI0, @ aKTHUBALUSl KOMIIJIEMEeHTa JI0CTUTraeTCsl NpU
€J1a60M MOJKUCIEHUU ChIBOPOTKHU (C KUCJIOTHBIM IreMo-
au3oM npu pH 6,4) B npo6e XeMa UM IPU yMeHbIIEHUN
MOHHOM CHJIBI CBIBOPOTKM 3a CYeT MCIO0Jb30BaHUsA
caxapo3bl (caxapo3HbIM TeCT Ha reMoJiu3 — TeCT Xap-
TMaHa). KpoMe HeJOCTAaTOYHOW YyBCTBUTEJIbHOCTH U
cnelMGUYHOCTH Ha pe3yJIbTaThbl 3TUX JOBOJBHO «I'pO-
MO3/JIKHUX» UCCJIeJOBAHUN MOXKET BJAUATh P, GaKTOPOB,
BKJIIOYasl HAJIMUMe ayTOAHTUTEJ K spuTponuTtam [5, 31].
OueHka KOHLeHTpauuu B KpoBHU C3- u C4-KOMIIOHEHTOB
CHUCTeMbl KOMIIJIEMEHTA B JJaHHOM CJly4ae TaK»Ke Hello-
KasaTeJibHa HM [JIs1 AMATHOCTUKH, HU JJisT KOHTpPOJIs
Tepanuy, NOCKOJbKY aKTUBalLUs KOMIlJieMeHTa U $op-
MHUpPOBaHUE JeCTPYKTUBHBIX KOMIIJIEKCOB MPOUCXOJAT
Ha MeM6paHe kJieTok [IHT-ksiona. [Ipu BKJIIOUEHUH B
nporpaMMmy o6cjefjoBaHUsl HabJI0faeMbIX B HalleM
LleHTpe 60JIbHBIX MeTo/ia IPOTOYHON LIUTOMETPHUHU yiKe
B 2004 r. y naniueHTKHU 6bL1 BbisiBJeH [THI-k/10H 3HA4YU-
TeJIbHBIX pa3MepoB, npeBbimanimuid 90 % mo JaHHBIM
vccieloBaHU M NOC/Ie/JHUX JIET.

Ocob6enHocThio [THI' MOKeT 6bITh HaJHW4YMe JUCILIa-
CTUYECKUX U3MEHEHUN B KOCTHOMO3TOBBIX KJIeTKaX, UTO
[IPU OTCYTCTBUM SIPKOM KJIMHUY€ECKOU KapTHUHBI FeM0JIh3a
HepeJKOo TUKTyeT Heob6XoAuMOoCTh AuddepeHIaNbHON
auardHoctuku ¢ M/IC [29]. logo6Has mopdosioruyeckas
KapTHHA HabJII0ja/1ack U y Halllel 6OJIbHOM.

Ha sTame TpaHchopMalMu B KJIACCUYECKYH TIeMo-
autudeckyrw [THI' y magueHTKU oTMedauch sipKue KJIU-
HUYeCKHe MPU3HAKU XPOHUYECKOT0 BHYTPHUCOCYHCTOIO
reMoJsiM3a C MepuoJUYeCKUMU IeMOJUTHUYECKUMU KpU-
3amMu, GopMHUPOBAaHUEM TPaHCPY3UOHHON 3aBHCUMOCTHU
Y HepponaTHH, YTO XapaKTePHO /1151 JAaHHOW NaTOJIOTHHU.
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HUsBecTHO, yTo [IHI' — omacHoe nmpoTpoMOBOTHYECKOE
coctosiHue [5, 6,14, 28].Y Habut0jlaeMoi HAMU NALlUEHTKHU
He ObLJIO TPOMOGOTUYECKUX 3MU30/0B. TeM He MeHee BbI-
SIBJISIJINCh XapaKTepHble HapylleHUs C OBbIIEHWeM I0-
Ka3zaTeJiell BHYTPUCOCYAUCTON aKTUBAIMU TPOMOOIIUTOB
IpU OTCYTCTBUM 3HAYMMBbIX U3MeHEHUH B CTaHJApPTHOU
KoaryJjorpamme. /laHHble M3MeHEHUs y MallUeHTKU U3
IPyNIbl BBICOKOTO PHCKA MOCAYKUJIU NPUYMHON npodu-
JIAKTU4eCKOT0 Ha3Ha4eHHs aHTUKOAry/IsIHTOB.

[IpuBeseHHbIN KJIWUHUYECKUHN CAy4dad HAIVISIAHO WJI-
JIIOCTPUPYET CJA0XKHOCTH JiedeHUsI GOJIbHBIX C TSXKeJIbIMU
¢dopmamu ITHI B oTCyTCTBHE BO3MOXXHOCTEN TapreTHOU
Tepanuu. /lo TMosiBJeHUs] 3Ky/au3yMaba — Ipenapara,
HalnpaBJIEeHHOT0 Ha GJIOKMpOBaHHe KacKa/a aKTHUBalUU
KOMILJIEMEHTa, — 3 PEKTUBHON MaTOreHETUYECKOU Te-
panuu He 6bl10. Bce npeanpuHUMaeMble [0 Ha3HAYEHUs
npernapaTta Mepbl MMeJM XapaKTep CUMIITOMaTH4YeCKOH
o/ Jlep>KMBaloLe Tepanuy, Aalleld KpaTKOBpeMeHHbIH
YacTUYHbIN 3 deKT. [laHHbIE UCCIeJOBAHUM YKA3bIBAIOT
Ha TO, YTO TOJIbKO HCIO0JIb30BAaHME TapreTHBIX Ipelna-
patoB y 60sbHBIX [THI" ByinsieT Ha TeyeHUe 3a60JIeBaHUS,
pPa3BUTHE OCJIOXXKHEHUHN U BBIXKUBAeMOCTh [15, 16].

HasHaueHue mnanueHTKe 3Kysausymaba — cpej-
CTBa TapreTHOW mnaToreHetuyeckod Ttepanuu [IHI,
cnequduyecku cBs3biBawollero C5-KOMIOHEHT KOM-
mieMeHTa W 6Jyokupywilero ¢opmupoBanue MAK,
M03B0JINJIO0 3G PEKTUBHO KOHTPOJIHUPOBATH aKTHUBAIHUIO
KOMIlJIEMeHTa Ha MNnoBepxHOocTU kiuaeTok I[IHI-kJoHa,
npejoTBpaias ux paspyueHue. O 6picTpom adpdekTe B
OTHOIIEHUU KyNHPOBaHHUS KOMIIJIEMEHT-00YCJI0BJIEH-
HOrO BHYTPUCOCYZUCTOrO TeMoJiM3a I'OBOPUT pe3Koe
cHkeHue ypoBHs JIJIT' mocsie mepBbIX Xe BBeJeHUU
npenapara. [lockonbky puck ocnoxHenui [THI' 3Hauu-
TeJIbHO Bo3pacTaeT npu noBbimenuu JI/AI > 1,5 x BT'H,
3TOT MoOKa3aTesb YYUTbIBAETC WU NPHU ONpejeseHUun
[IOKa3aHUW K TapreTHOM Tepaluu, U IpU KOHTpOJIe ee
addexTuBHOCTH [12]. Y Halel maiMeHTKU K MOMEHTY
Ha3HayeHUs 3Kyausymaba mnokasatenb JIII mMHoro-
kpaTHO npeBbiwan BI'H, cBuzgeTtenbcTBys Hapsaay c
JPyrMMU KJAMHUYECKUMHU JJaHHBIMU O BbICOKOW aKTHUB-
HOCTH 3260JIeBaHUS U 0 TOM, UTO NallMeHTKAa OTHOCUTCS
K rpynne Bblcokoro pucka. Ha ¢one Tepanuu ypoBeHb
JIAT cHu3uiCcA, ecau He A0 HOPMaJbHbIX 3HAYE€HUH,
TO /10 OTHOCUTEJbHO 6e30IaCHOTO YPOBHS, a 3TO, He-
CMOTPSl Ha COXpaHEHUEe YMepPeHHOro CHWXXeHUs reMo-
JI06MHA, MoATBepKAaeT 3P PEeKTUBHBIN KOHTPOJIb Ha/,
aKTHBHOCTbI0 TEPMHHAJbHOTO NYTH KOMIIJIEMEHTA,
YTO U SIBJISIETCSI OCHOBHOM IleJIbI0 Tepanuu.

[TosiBsienune tapretHod Tepanuu [THI' cymecTtBeHHO
W3MEeHWJIO Ccy/b0y NalMeHTOB C TsKeJbIM TeuyeHUueM
3abosieBaHus. OnHako 3¢deKT ObIBaeT HEIMOJHbIM, C
COXpaHEeHUEM aHEMUM Y YaCTU GOJIbHBIX U TpaHCPy3U-
OHHOMW 3aBUCUMOCTH Y HEKOTOPbIX U3 HUX. OCHOBHBIMU
NpUYUHAMHU HEAO0CTAaTOYHOro 3pdeKTa ABJSIOTCA KOCT-
HOMO3roBasi HeZ0CTaTO4YHOCTb M C3-omocpe/0BaHHbBIN
BHECOCYAUCTbIN remosin3 [25, 32]. CieayeT OTMETUTb,
YTO, 110 JAHHBIM CPAaBHUTEJIbHBIX UCCJIEJOBAHNH, TOJIOXKH-
TeJIbHbIM MPSMOYN aHTUIJIOOYJIMHOBBIM TECT BbISABJISETCS
y 68 % 60J/IbHBIX, IOJY4YaBLIMX 3KYJIU3yMab, B TO BpeMs
KaK I0JIOXKUTEJNbHBIA TECT y He MOoJy4YaBIIMX Npenapar
cocTaBJisia 8 % [26]. Pe3ysbTaThl NpOBeIeHHBIX B CBA3U C
COXpaHeHHeM aHeMUH Y ONIMCbIBaeMOU NalMeHTKH Uccile-
JIOBaHUU He NOATBepAuIU penuarBa AA. B To ke BpeMs
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BCe JlaHHble CBU/IETEJbCTBYIOT B I10JIb3y OCTATOYHOI'O
reMojiM3a C IOJIOXKUTEJbHbIM pe3yJbTaTOM IMPSIMOIo
AHTUIJIOOYJIMHOBOrO TecTa s C3d-KOMIOHEHTAa KOM-
mjieMeHTa. K/iMHH4YeCcKHM reMo/iM3 CyOGKOMIIEHCHPOBaH,
0011lee cCaMO4YyBCTBHE GOJIbHOW OCTaeTCcs XOpOIIMM. 3a
BpeMsl Tepamnuu 3KyJIu3ymMaboM HeOoOXOJUMOCTH B TO-
cnuTtaausanusax no nosogy ITHI v npoBegennu 3amecTu-
TeJIbHBIX reMOoTpaHcdy3uil He BOSHUKAJI0, KPUTHUYECKOTO
noBbIeHus ypoBHs JI/II' He oTMeueHo. TakuM 06pa3om,
HECMOTPsI Ha HEeNOJHbIN 3ddeKT, pe3ysbTaThl MPOBOIU-
MOTo JleyeHusl, 6e3yCJI0BHO, Y/10BJeTBOPUTEIbHBIE.
[lnaHupyeTcsi mNpojoJ/nKeHUWe —Tepanuu ¢
TPOJIbHBIM 00C/IeZlOBAaHUEM B IUHAMUKE.

KOH-

3AK/TIOMEHUE

[IpuBe/ileHHOe KJIMHHUYECKOe HaOJIIo/ZleHHe MOXeT CIly-
KUTb WJUIIOCTpALMell MHOTHX aclleKTOB, KacarolHUXCs
KJIMHHUYeCKUuX ocobeHHocTel ITHI, cnoxkHOCTEM auarHo-
CTUKHU 3a60J1eBaHUS NPU HEJOCTYIHOCTU COBPEMEHHBIX
MeTOZI0B HUcCaeloBaHHUs, 3PEeKTUBHOCTH TapreTHOU
Tepanuy U BO3MOXKHbIX IPUUUH ee HeMoJHOoro adpdekTa.

Uctopuss 6GoJsie3HU Halled MNalMeHTKUd elle pas
MOATBEPXK/IAeT TeCHY0 B3auMocBsisb AA u [THI u Heo6-
XOIUMOCTb TEeCTUPOBAHHUSA BCeX BIlepBble BbISIBJEHHBIX
60J1bHBIX ¢ AA Ha Hainuuue [IHI-k/10Ha B cOOTBETCTBUU
¢ Mex/yHapoAHbIMU pPyKOBOACTBaMUM U Poccuiickumu
KJMHUYECKMMHM  peKoMeHJauusMH.  JMHaMHu4yeckoe
HabJIloJleHHe Ba)KHO B CBSI3W C BEPOSITHOCTbIO Hapac-
TtaHuda [IHI-Ks10Ha, 0cO6GEHHO Ha 3Tale BOCCTAHOBJIEHUA
remonoa3a. Onpegenenue pasmepa [[HI-k0Ha 1 ypoBHA
JIIT' Heo6XoAMMO [Jisi CBOEBPEMEHHOr0 Ha3HAuYeHUs
aJleKBaTHOW Tepanuy U U3MeHEeHUs CTpaTeruu JieyeHusi
C MepexofOM Ha JOJIOCPOYHBIA KOHTpPOJIb TeMoJih3a
TapreTHbIMU IIpenapaTaMy, YTO 03BOJIsIeT U36eXaTh 110-
pakeHHs] BHYTPEHHUX OPTraHOB U TsKeJIbIX OCJI0XKHEHUH,
CBSI3aHHBIX C XPOHUYECKUM reMOJIM30M.

TapreTHas Tepanus C UCI0Jb30BaHUEM 3KYJIM3yMaba
MI03BOJIIET B KOPOTKHUE CPOKHU JOGUTHCS KOHTPOJISI KOM-
IJIEMEeHT-0M0CPe/J0BAHHOT0 IeMO0JIN3a, COXPaHS0Ierocs
anutenbHoe BpeMs. [Ipu HemosiHOM 3ddekTe Tepanuu
C COXpaHeHHWeM aHeMMH, HecMOTps Ha aJleKBaTHbIH
3ddekT, oueHuBaembii mno ypoBHI0 JI/I[, mokasaHo
npoBeJieHue TMpo6bl Kym6ca, NOCKOJIbKY BeposiTEH
C3-onocpe0BaHHBIM BHECOCYAUCTBIM remosin3. Takou
KOMIIOHEHT reMoJsiM3a OO6YyC/JIOBJEH TeM, 4YTO MOHO-
KJIOHAJIbHbIE aHTUTesNa crnenuduyeckud cBsi3piBaloT C5-
KOMIIOHEHT KOMILJIEMEHTA, 6JI0OKHPys o6pazoBanue MAK
Ha NOBEPXHOCTH 3PUTPOLUTOB, KOTOPbIE U CIOCOGCTBYIOT
Ux paspyuieHuro y OGosibHbix [THI. Tlpu 3ToM maHHBIN
npenapaTt He GJIOKMpYyeT paHHMeE 3Tallbl KackaJa KOM-
IJIEMEHTA, a MPSIMON aHTUTJIOOYJIMHOBBIN TecT A C3d-
KOMIIOHEHTa KOMIIJIEMEHTA OCTAeTCs MOJIOXKUTEbHBIM,
YTO Mbl U HabOJIOZaeM y Halled nanueHTKU. [lofo6Has
CUTYyalys y MoJIy4aloluX 9Ky/In3yMab 60/IbHbIX ONKCcaHa
HEOZJHOKPATHO U He SIBJSIeTCS PeJIKOCTbI0, CYllecTBeH-
HOT'0 BJIMSIHUSA Ha OOILYI0 pe3y/IbTaTUBHOCTb Tepanuu U
MPOTHO3 3a60/1eBaHUS BHECOCYJUCTBIN reMoJiM3 He OKa-
3bIBaeT U, Kak IPaBUJIO, [JONOJHUTENbHOIO JIeYeHUs He
TpebyeT. TeM He MeHee BbIsIBJIeHHE NMPUYMH HEIOJHOTO
addexTa Tepanuu U JUHAMUYECKOE HAOIIOAEHUE B X0/
ee He0OX0JUMBL.
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