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[loporue yntatenu, konnerun!

[emMatonorns — OAHO M3 AUHAMUYHO PA3BUBAIOWNXCS HANPABNEHUI MEAULMHbI.
NHTepec K 3Toil 06MacTu BbI3BAH 0COOLIMU CBONCTBAMM FEMOMNO3TUYECKUX CTBOOBbIX
KNeTOK: 6yay4n OAHOBPEMEHHO CTBOJIOBLIMU KNETKAMU MMMYHHOI CUCTEMBI, OHM
TUCTOTEHETUYECKM CBA3AHbI C KNETKAMU-NpPeAWecTBEHHUKAMU IHAOTENNANbHBIX
KNETOK — OCHOBHbIMU y4aCTHUKAMM aHrnoreHesa. CormacHo nocneaHUM MoeKyAspHO-
reHeTUYeCKUM UCCELOBAHUAM reMONn033a, UMMYHOTEHE3a U aHTUOTEeHEe3a, UMEHHO
KOCTHBbI MO3T C ero YHUKaNbHOW CUCTEMON KPOBOCHABKEHUSA U TMCTOreMaTnyeckumm
Gapbepamu, OrpaHUYMBAIOLMMU PEAKLMIO 3PESibIX UMMYHOKOMMETEHTHbIX KIETOK

Ha aHTUreHbl AU HEPEHLMPOBKH, CIIYKUT OCHOBHBIM OPraHOM XpaHeHus

1 MHULMANBHOTO KOMMUTUPOBAHUA CTBOMOBLIX KNETOK YeN0BeKa, a KPOBOTOK
o6ecneynBaeT LEeHTPaNIM30BaAHHYIO OCTABKY KOMMUTUPOBAHHBIX NPeALeCcTBEHHUKOB
B OpraHbl 1 TKaHu.

B HOMepe, NOCBALEHHOM HEOMYXOJIEBOI reMaToNnoruu, npeacrasieH 60/bWoN 41anasoH
MEXAMCLUMINHAPHBIX UCCNE[0BAHMI, BKIIOYAIOWMI HAPYLWEHUs reMocTasa, [UArHoCTUKY

1 NPOdMIAKTUKY TPOMGO30B 1 CUCTEMHbIX BACKYJUTOB, @ TAKXKE HEOMYXO0EBbIX PACCTPONCTB
3PUTPOHA, MerakapmoLUTapHO-TPOMOOLMTAPHOTO, MOHOLUTAPHO-MaKpodaranbHoro

1 TPaHYNOLMTAPHOMO rOMEOCTasa.

HecoMHeHHo, WNPOKOMY Kpyry cneuuanucToB OYAyT MHTEPECHbI MaTepuans

06 MHHOBALMOHHbIX MeToAax AnddepeHLnansHon AMarHoCTUKM reHeTUYECKM
AETEPMUHNUPOBAHHBIX U MPUOGPETEHHbIX TPOMOODUANIT y AeTeil, MOAPOCTKOB U GepemMeHHbIX.
BHUMaHWIO yuTaTeNs NPEANOXKeHbl CTaTbi O AMArHOCTUYECKUX MOAXOAAX B PEAKUX ClyYasx
CUCTEMHBIX BACKYNUTOB U MNAPOKCU3MaNbHON HOYHOM reMornobuHypum y B3pocCsbix

u geteit. 06CYKAAIOTCA BONPOCHI NPUMEHEHUs PEKOMOUHAHTHbBIX MPenapaTos 3puUTPONO3TMHA
y 6epeMeHHbIX B CBA3M C [OKA3ATEbCTBOM TOrO, YTO B OCHOBE aHeMUU GepeMeHHbIX NeXUT
3PUTPONO3TUHOBAA HELOCTATOUYHOCTb, A TaKXKe 0COBEHHOCTH PaboTbl XMPYProB

1 aHeCTe31O0/I0r0B C reMaroNornyeckumm 6obHbIMM.

Brepseble B Haluell cTpaHe ony6iMKOBaHbl Pe3ynbTaTbl MHOMOLEHTPOBOTO UCCNEA0BaHNUA
3(hheKTUBHOCTM annoreHHO! TPAHCMNAHTALMM TEMONO3TUYECKUX KIIETOK Y fieTell

¢ cuHapomom fypnepa, AeMOHCTPUPYIOLLME BO3MOKHOCTb WMPOKOTO MpUMEHeH!s
LAHHOTO MeTOAa B NleyeHnn GONbLIOK rpynmbl HAaCNeACTBEHHbIX 3a60eBaHuii

y NalyMeHTOB [eTCKOro BO3pacTa.

PeflaKUMOHHAA KONNErNs XypHaNa HafleeTcs Ha 06PaTHyI0 CBA3b M rOTOBA NOMOYbL
BCECTOPOHHEMY 06LEeHMI0 YUTaTEeNeN C 3aMHTEPECOBAHHBIMU KOSIEramu,
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| INTERVIEW

«Mbl He BblJlIeYUBaeM BCeX 00JIbHbIX,
HO 3TO COBCEeM He 6e3HapeXHoe feno»

— Anekcein AnekcaHppoBu4, pac-
CKaXkuTe, noxanyiicta, 06 OCHOBHbIX
JTanax CTaHOBJIEHUA CUCTEMbI OKa3aHUA
MeAMLUHCKON NOMOLMU JETAM C OHKO-
remaTonorM4yecKumn 3aboneBaHuUAMM
y Hac B cTpaHe.

— K ceropHsawHen cTpyKTypHO nepeno-
BOM cuCTemMe Mbl npuwnu He cpasy. Hago
HamOMHWTb MepBblA 3Tan 3TOro LOAro-
ro nyTW, Korga B cepefuHe 60-x rogos B
Mopo30BCKoi 6onbHULE ObiNO OpraHW3o-
BaHO nepsoe B Poccun oTgeneHue remaro-
noruu, rae pabotan HeboNbILION KONNEKTUB:
[Ba [OKTOpa W ofHa CTaplias MepfcecTpa.
B panbHeilllem K HUM NpUCOeAMHUACA
€o3paateNb OHKONOTMYECKOrO HayYHOTO LieH-
Tpa, a TOYHee — AETCKOM oHKonoruu, Jles
A6pamosuy [lypHos. [Mpuwno noHumaHue
TOrO, YTO MMEHHO B [eTCKOW OHKONOruun
MOXHO [OCTMYb HAWNYYLINX PE3YNLTATOB B
nedyeHun 6onbHbIX. CHayana eguHoI cucre-
Mbl He 6b110. HbIHEWHSASA Hayana CTpouThCS,
korma pyxHyn Cosetckuit Coto3, ucyesna
MOHOMO/US Ha 3HaHUs M cBobogy nepe-
LBWXEHUA U MNOABMNACb BO3MOXKHOCTb
nosy4atb [OMONHWUTENbHOE 06pa3oBaHue
3a py6exom.

Bo-nepBblX, NpuUwWN0 0CO3HAHWE, 4TO
JeTCKas rematoNorus U OHKONorna — efu-
Has cneumanbHOCTb. Bo-BTOPbIX, Mbl MOHS-
JW, YTO AETAM C OHKONOTUYecKUMU 3abo-
NIeBaHMAMW HEBO3MOXHO OKa3aTb MOMOLLb
B paMKax OOWENnpuUHATHIX MOAXOAOB K
NleyeHuto B3pocnbix. B pernoHax crana
pa3BMBaTbCA CeTb OTAENEHWIA [EeTCKOM
reMaTosiorum M OHKoNOruM Ha Gase fpet-
CKUX MHOronpoduibHbiX 60abHUL. C Ha-
CbllleHMeM 3TOI CeTU TEXHONOrUAMU W
NleKapcTBaMu, C MOJNYYEHWEM Bpayamu

Macyan Anexceli AnexkcaHdposuy — O0OKmMop MeOUUUHCKUX HAYK,
npogheccop, 3amecmumens 2eHepanbHO20 AupeKmopa no Hay4Hou
pabome, dupekmop UHCmumyma 2emamosio2uu, UMMyHosmo2uu U
Knemo4Hbix mexHonozuti PrbY «®PedepansHoili Hay4HO-KAUHUYe-
CKuli yeHmp Oemckol 2emMamoJsio2uu, OHKOJI02UU U UMMYHOJ02UU

umeHu [iImumpus Pozayesa» MuH30pasa Poccuu, 41eH 3KcnepmHo20
cosema ¢hoHda «llodapu xxu3Hb». Cihepbl KAUHUYECKUX U HAYYHbBIX
UHmMepecos: ocmpsle Neliko3bl, XPOHUYECKUll MUesoudHbIl seliKko3,
CUHOPOMbI KOCMHOMO32080U He00CMamoYyHoOCmuU, MONeKYAAPHaA
2eHemUuKa u 3KcnepumMeHmanbHas mepanus.

cneuuanbHbIX 3HaHMiE U chopmupoBanach
cucTeMma, Kotopas ceiiyac Hennoxo yHK-
umoHupyet. Kpome paByx depepanbHbix
LLeHTPOB, B Hell 6onee 80 LEHTPOB Mo BCet
CTpaHe, U3 KOTOpbIX TOAbKO 10 co3paHsl
Ha 6ase OHKONOTMYECKUX AUCMAHCEPOB,
oCTanbHble — Ha 6a3e MHOTONPOMUIbHbBIX
60/1bHUL,. ITO OCHOBHbIE 3TaMbl, U A AyMalo,
4TO Mbl CO3[anW CTPYKTYpY, K KOTOpOM
cTpemunucb. Ho 370 He 3HauWT, 4TO MblI
LOCTUINU BCEX XKENaeMblX pe3ysbTaToB:
BO-NepBbIX, BbIIEYUTb KAK MOXHO Gosblie
NaLMeHTOB C ONYXONAMU U SPYTUMU TAKe-
NbIMU 3a60N1€BAHNUAMM, BO-BTOPbIX, CAENATH
3TO HaMMeHee TPaBMaTUYHbLIM CMOCOGOM.

— Kakue ycnexu pocturHyThbl B neye-
Huu numdobnacTHoro neifkosa — ca-
MO YacToi 3/10KaYeCTBEHHOW OMYX0JiM
y Aeten?

— Mot cTapwwuit apyr v [upekTop
Halero LeHTpa — akajgeMuk u npodec-
cop Anekcanpp lpuropbesuy PymsaHues —
B cBoeil pgucceprauuu no numcobnact-
HoMy neliko3y B 1983 romy npemnoxun
MHOTO HOBLUECTB, KOTOpbIE, K COXaneHuto,
Torga elie He ObliM MOHSATH U OCO3HAHbI.
B 1o Bpema B caMbiXx NMPOABUHYTLIX LEH-
Tpax, Hanpumep B Mopo30BCKOI 6ONbHULE,
BbIKMBAEMOCTb GOJIbHbIX J1eiiKo30M Obiia
oKono 20%, a B LeAOM NO CTpaHe BbI3J0-
paBnauBanu okono 7% nauunentos. W camoe
00MAHOE 3aK/I04a0Ch B TOM, YTO Y Bpayeil
OblIM NeKapcTea, HeoOXxoauMble Aas U3ne-
YeHUs MO MeHbluel mepe 60% 6ONbHbIX.
0aHako cTpaHa Gblna 3aKpbITONA, TEXHONMO-
TMU N WAEN [0 Bpayeil He JOXOANUIMN, OHU
He 3Hanu 0a30BbiX MPUHLMUMOB JEYeHUs
N1eMK030B U €nocoboB 60pbObI C OCNOX-

HeHUAMYU, B 0OLLEM, K COXaNeHUWIo, 3Hau
COBCEM Mano.

BaxkHyto ponb cbirpana BO3MOXKHOCTb
0OMEHUBATLCA OMLITOM C WHOCTPAHHbIMU
Konneramu, NOSBMBILAACA C OTKPbITUEM
cTpaHbl. W Mbl 04eHb BbICTPO HAYUMIUCh.
BHeppunn B npaktuky npotokon BFM,
KOTOpbIM YXKe Mosib3oBanuch B lepmanuy,
Asctpun u LllBeiiuapuu. Yetkoe BbinonHe-
HWe MpoToKona cpasy MO3BONWAO MOBbI-
CUTb pe3ynbTaT poBHO B 10 pas3, yTo U
npousouwno 3a 5 net, ¢ 1987 no 1992 rog.
OpHako okasanoch, yto nporpamma BFM
CANWKOM CNOXHA AN1A TOrAa ele Heco-
BEPWEHHON TeXHONOrNYeCKONn CUCTEMbI
neyeHus neikosa B Poccun. Kpome Toro,
OHa KOHLENTYyanbHO CAWWKOM arpeccuBHa
Ans GONbWKHCTBA GOMbHLIX JIeHKO3aMu.
W ofnH 13 Halwwnx cOTPYAHNKOB, AneKcaHap
Anekcanpposuy KapauyHckuii, 6ynyun Ha
cTaxupoBke B bepnuue, coBmecTHo co
CBOMM NaTpoHOM — npocteccopom XeH-
COM, OfHUM W3 OCHOBATenei Nporpammsi
BFM, npepnoxun nporpammy «MockBa —
BepnuH», roe 6biNM yuTeHbl MocnegHue
HapabOTKM W MONy4YUAW pa3BUTUE HeKo-
TOpblE UAEN LPYruX WKON (aMEPUKAHCKNX,
roNNaHACKoi). 3TM pa3paboTKu coeanHU-
NN B OYEHb NOTUYHBI NMPOTOKOJ, KOTOPO-
My CHayana cnefoBanu TONbKO B HalleMm
LEeHTpe, @ NOTOM K HaMm MpUCOefMHUNACH
n Mopo3oBckas 6GonbHuua. Ceityac 3ToT
npoToKo/ 06beanHseT 6onee 50 LEHTPOB U
no Hemy neyar okono 80% Bcex NauUeHToB
¢ numdobnacTHbIM neiiko3om B Poccuu.

CeronHs nOABEAEHbl WUTOrM MpuUMeHe-
Hua npoTokona 2008 roga. BbixnBaemocTb
nauueHTos npesbicuna 80%, a B rpynnax
CTaH[LAPTHOTO M NPOMEXYTOYHOTO pUCKa —
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90%. W ecnn ymeHbWHUTb TOKCUYECKYIO
CMEepTHOCTb, K COXaneHuio, y Hac noka
NpeBbIWAOLLYI0 3anafHble noKasarenu, To
BbIKMBAEMOCTb ele ysennuutca. Ho 3To
yXe MOTONOK, KOTOPOro MOXHO [OCTUYb
C NOMOLbIO KNACCUYECKON XMMUOTEepanuu.
Mbl MOXeM nokasaTb TaKoOil pe3ynbTar:
80% BbIKMBAEMOCTW B HacToALee Bpems
no cpaBHeHuto ¢ 7% B 80-e rogpl. OgHaKo
cefyac OTKPbIBAIOTCA HOBble BO3MOXHOCTH
6narofiaps MOsBAEHWIO HOBOW reHepaLuu
npenaparoB, UCMOJb3VIOWMUX COOCTBEHHYIO
MMMYHHYIO CUCTEMY Ansi 60pbbbl C Omyxo-
Nbl0, CHUXEHUSA TOKCUYHOCTU W IKCNO3ULUK
XUMKUOTEpaneBTUYECKUX Npenaparos.

— Bbl cTossnu y uctokos opmmuposa-
HUA NOAXOAA K JIEUEHUIO aNJIaCTUYECKUX
aHeMuil. Pacckaxkute, noxanyiicta, 06
3TOM nogpob6Hee.

— Annactuyeckas aHemus — OfHO
U3 0YeHb pefKnx 3aboneBaHUN KOCTHOTO
Mo3ra y AieTeil, OHO BCTPeYaeTcs NpuMepHo
B 10 pa3 pexe, yem ocTpblit neitko3. Korga
Mbl Hayanu 3aHMMaTbCA 3TOW Npobnemoi,
BEPOATHOCTb U3NeYeHUst 60NbHbIX aniacTy-
Yeckoil aHeMmueil (BCe NneyeHue 3aknioya-
JI0Cb B YAANEHUN cene3eHkun) Obina KpaitHe
HWU3KOI. Tak nony4nnoch, YTO A Kypupo-
Ban TaKux nauueHToB B Poccuitckoin pet-
CKOM KnuHUYeckon 6onbHuue. U, KoHeuHo,
B MEpBble rofbl CMEPTHOCTb Oblia OYEHb
BbICOKOM, OKa3blBaTb MOMOLLb GO/IbHLIM B
NOJIHOM 06beMe He 6blI0 BO3MOXHOCTU.

A yuuncs rog Bo ®PpaHumu, Kak pas B
TOM OTAENEHWW, TAe BNepBble NPUMEHUNU
AHTUTUMOLMTAPHbIN MOBYNUH LS NeyeHus
annactudyeckoit aHemuu. MNoTom B TeyeHue
5 NeT Mbl NOAYYaNM NOMOLLb OT aMepuKaH-
CKUX CMOHCOPOB, Bnaroaaps Yemy BHeApUIu
nporpammy WMMYHOCYNPeCCUMBHOW Tepanuu
annacTuyeckux aHemuit. bonbHble cTanu
BbI3[0PAB/INBATL, U HALKU pe3ynbTatbl Npu-
6113MIUCh K pe3ynbTaTam Koser Ha 3anage.
Kpome Toro, B Haweit GonbHULE pa3BuBa-
Nacb nporpamma TPaHCMIAHTaUMU KOCTHO-
ro mosra. Mel mepBbIMM B CTpaHe ycrelu-
HO BbINOMHMAN Nepecafiky KOCTHOro Mo3ra
JeTaM, 6OJbHLIM aniacTMYeCKon aHemueil.
Ceityac B Haweit 6a3e JaHHbIX yxe Gonblue
400 nauWeHToB, MOMYYMBLINX KOMOUHUPO-
BaHHYI0 MMMYHOCYMPECCUBHYIO Tepanuio,
1 6onee 100 NaLMEHTOB, KOTOPbIM NpoBeae-
Ha TPAHCMIAHTALMA KOCTHOrO MO3ra.

Mpoponkas pa3BuMBaTb 3Ty Nporpam-
My, Mbl MOJOWAN K TOMY, O YEM A MeyTan
20 net Haszafl, — K nepecajKke KOCTHOIO
MO3ra OT HEepOACTBEHHOrO [OHOpa M OT
poauTeneit. [1ns 3T0ro HyxHo 66110 Npoii-
TW OFPOMHbIN, OYEHb TAXENbIA NyTb, MHO-
roe nepeocMbICANTb, NONYYUTb COBEpLLEH-
HO HoBOe 060pyaoBaHKe. Tenepb Mbl 04EHb
XOpOLWO BOOPYXeHbl. Wy petert ¢ 3TUM
TAXeNbIM 3a00NeBaHMeM €eCTb peanbHblil
LWAHC BBIKMUTb, @ KaXAbl yMEpLINIA naLueHT

s Hac — Tparegus. Y Hac u3 10 nep-
BbIX GOJIbHBIX BbIXKW TONbKO OAMH — 3TO
OblI0 MPUMEPHO CTOJLKO Ke, CKO/IbKO Ha
3anage B 70-x rogax. Ceiyac Bbi3gopas-
nueatT 85% nauueHtos. OfHaKo 3TO Bce
*e He 100%, no3Tomy pe3ynbTarbl Hac He
yooBneTBopaioT. [JocTaToyHO NOCMOTpeTb
Ha popuTeneil, yeit pebeHok nonan B 10%
nayyueHToB, KOTOPbLIX He BblaeYMsu, YTOObI
0CO3HaTb HeobXxoaMMOCTb 106MBATLCA el
AYYLWKX pe3ynbTaTos.

— Kakum obpasom tuHaHcupyloTca
NeyeHue peTen C OHKoremaronoruye-
CKMMU 3360/1€BaHUAMU U HAy4Hble pa3-
paboTKu B gaHHOI 06nacTn?

— [Jlaneko He ny4wum obpasom ckasan-
Cs NepeBof, 3[,paBOOXPAHEHMS, B YaCTHOCTH
B 00N1aCTH LETCKO OHKONOTUM, Ha OfiHOKA-
HanbHoe (uHaHcupoBaHue. Tapudsl OMC
BO MHOTO Pa3 HUXE, YEM HYXKHO AN neye-
HUA [leTell C OHKONOruyeckumu 3abonesa-
HUaMU. Hanpumep, Tak Ha3biBaemas KBOTa,
unu obbeM MEeAULMHCKOM noMowu Ans
neyeHns pebeHKa c NeiKO30M, COCTaBnsAeT
220 Toicay py6neit. ITo cebecTOMMOCTb
NpMMEepHO Hefenu COBPEMEHHOW Tepa-
nuu, a MHOTAA W AHA. B pesynbrate Bpaum
BbIHYXEHbl pa3buBaTh eyeHue Ha 3Tansbl
1 MCNONb30BATh HECKOJILKO KBOT ANA Neye-
HUS 0JHOTO BONbHOTO.

Mo noBoay MHAHCUPOBAHMUSA Hay4HbIX
paspaboTok B o06nactM AeTCKON rema-
TONOrMU MOXHO CKasaTb chnefyloliee.
[TockonbKy AeTCKWI pak, Kak W BCe Omy-
xonu, — 3aboneBaHue pefKkoe, TO ole-
HUTb 3 PEKTUBHOCTb TOFO MK UHOTO BMAA
JIEYEHUA MOXHO TONIbKO B PaHAOMU3MPO-
BAHHbIX MVYNbTULEHTPOBbLIX KAUHUYECKNX
nccnefoBaHuax. A eAWHCTBEHHOE paHfo-
MU3MPOBAHHOE WCCNefOBaHMe B Hallel
cTpaHe (neyeHue numMobaaCTHOrO Neiko-
33, BE[eTCA HalWWUM LeHTPOM) NpOBOAMUTCA
MOMHOCTbIO HA CMOHCOPCKUE LEHbIU.

— 3a py6exom TaKas e cuTyayma?

— 3a pybexom cuTyauus npuHLMNK-
anbHo Apyras, Hanpumep B lepmaHuun. Tam
MWHWUCTEPCTBO 3[paBOOXPAHEHUs He omnna-
YMBAET NIeYeHMe NaLMeHTa, eClM OH He BXO-
AUT B KIMHUYECKOe uccnefoBaHue. 3TUM
BCe CKas3aHo. OyeHb BaxHas Tema — Gna-
roTBOPUTENbHAA MOMOLLb, Pa3BUTas BO BCEX
CTpaHax, Aaxe B Gorarbix cTpaHax 3anagHoi
EBponbl, rie ecTb 60/1bLIOE KOINYECTBO (OH-
[0B, TOTOBbIX AaBaTb AEHbIM Ha Hay4Hble
13bICKaHWS, NOMOLLb KOHKPETHOMY MaLueHTy
W TaK fanee. Y Hac TOXe CyLeCTBYIOT Takne
(hOHABI, HO MX BO3MOXHOCTW OrpaHUYEHHBI.
®oHp «Mogapy XU3Hb» — KPYMHbIA faxe
No MeXAYHaPOAHbLIM KPUTEPUAM, HO, KOHeY-
HO, U ero BO3MOXHOCTW He 6e3rpaHnyHbI.

— HepaBHo Bbi BbiCTYyNMAK no noBo-
By 3aKoHoAaTesIbHbIX MHULMATUB, B CO-

OTBETCTBUU C KOTOPbIMM YMHOBHUKU
6yAYT Bble3}KaTb 3a py6ex Ana KOHTpo-
JIA MPOM3BOACTBA MMMNOPTHLIX NeKap-
CTBEHHbIX NpenapaTtoB, 4YTO 3aKpbiBaeT
JOpPOry Ha POCCUNCKUI PbIHOK HEKOTO-
pbIM NpOBEpPeHHbIM npenaparam 3apy-
6exkHoro npoussoacTea. Yto Bbl gymae-
Te no aTomy nosoay?

— B 3anmapHbIx cTpaHax TakUX MHCMeK-
UMA HET, ecnu NPOU3BOLCTBO MOAAEPHM-
BAeTCA B OJHUX W TEX e YCNOBUAX W He
NEepeHOCUTCH Ha [Apyrue TeppuTopuu, TO
MOBTOPHOI cepTudMKaLnUmM He Tpebyetcs.
CuuTato, YTO 3TO COBEPLIEHHO HE MOMOXET
0TEeYECTBEHHbIM NMPOU3BOAUTENAM U MOMe-
WaeT 3apyOexHbiM, MOCKONbKY Yy oOTeye-
CTBEHHbIX NPOMU3BOAMTENEN MHOTWX Mpena-
paToB He CYLLECTBYET, a IeKapCTBa, KOTOpble
V)KE MPOM3BOAAT, HE CMOryT MONacTb Ha
POCCUIACKMIA pbIHOK. Sl BbICTYNAN no nosofy
npenaparta «ATraMm» — 3T0 aHTUTUMOLUTAp-
Has CbIBOPOTKA ANA NleYeHWUs annactuye-
CKoit aHemuu. Ero oyeHb JaBHO NpoM3BOAAT
B AMepHKe, 1A Yero COAepKarT TabyH oLa-
Ael, UX UMMYHWU3UPYIOT U NO OTpaboTaH-
HbIM TEXHONOTUAM MONYYAT Npenapar; 310
O4YeHb C/IOXHOe Mpou3BOACTBO. [aHHbIM
npenapatom B AMepuke nevat yxe 40 net!
Bo3Bpalasce k npobnemam ceptudukalmm,
[OJIKEH CKa3aTb, YTO 3TO 3aKOHOAATENbLCTBO
J0CTAaTOYHO HEMPOAYMAHHO.

— Kak couuanbHo aKTUBHbIN Yeno-
BeK, Bbl BbiCTynaete no TesneBUAEHMUIO,
paete uHTepBblo. KakoBbl, Ha Baw
B3rnA, OCHOBHble Npo6iembl AEeTCKOM
OHKOremarosioruu, 0 KOTOPbIX AOJKHbI
3HaTb He TONbKO NpeAcTaBuTeNy Bpayeo-
HOro coobLecTsa, HO U 06bluHbIe Nloan?

— Mpexgae Bcero, NogAM He06xoaUMO
3HaTb O TOM, YTO Pe3ybTaThl, 0 KOTOPbIX
Mbl COOGLLAEM, npasga. [a, Mol He
BblNeYnBaeM BCeX GOJIbHBIX, HO 3TO COBCEM
He Ge3HafexXHoe [eNo, ieTen Hafo NeYnTb,
B [a/bHEMWEM OHW [OMKHbI CTaThb TaKu-
MU Ke B3POCNbIMM NIO[bMM, KaK U BCe
OCTasIbHbIE, Y HUX HA 3TO €CTb BCE WAHCHI.
3aboneBwnii pebeHOK MMeeT NpaBo Ha
TaKyl e W3Hb, KaK UM 3[0POBbIN, K
BCEM [IeTAM [OMKHbI 6biTb NpegocTase-
Hbl PaBHble BO3MOXHOCTU. JIIOAAM TaKxKe
HAf0 3HaTb, YTO, K COXaNeHWIo, y Hac
€CTb 3aTpyAHeHWs C NajnuaTuBHOM NoMOo-
1Libl0, C AOCTYMHOCTBIO HY}KHbIX JIEKAPCTB.
Pogutenn MmetoT nNpaso NpUIATU K CBOWUM
HeTAM U B GONbHULY, U B peaHuMauuio;
rae 6bl pebeHOK HU HAXOLMACS, OH [OJIKEH
6biTb ¢ pogutenamu. W camoe masHoe —
HUKTO HE WMMEeeT MpaBa Hapylarb npasa
6onbHOro pebeHka, kakumu 6bl Gaarumu
HaMepeHMAMM 3TO HU GblNo BbI3BAHO. BoT
00 3TOM [OJIXKHbI 3HATb IOAN.

CneyuansHo 05 Doumo/p.R/
PoouHr P. f0.

T'emaroaorma Ne 5 (122) / 2016

| Dowmop.Py | 5



| HEMATOLOGY

Knaccudukauua, pupdepeHumanbHas gUArHOCTUKA
U ne4yeHue CMCTEMHbIX BACKYNUTOB V AeTel U B3POC/bIX

A. T. PymsaHues

®edepanbHblli HAYYHO-KAUHUYECKUG yeHmp demcKoli 2eMamosio2uu, OHKOI02UU U uMMyHo02uu umeHu mumpus Poeayesa, 2. Mocksa

Pocculickuli Hay4YHo-uccnedosamenbckuli MeduyuHckul yHusepcumem umeHu H. W. Mupozosa MuH3dpasa Poccuu, 2. Mocksa

OMMCaHHbIe KaK y B3pOC/bIX, TaK Uy feTeit [29].

Lienb 0630pa: paccMoTpeHue KITYEBbIX PA3NUMil B MPOABNEHUAX W le4eHUn cUCTeMHbIX BackynuTtos (CB) y aeTeit n B3pocsbix Ha 0CHOBaHMM
3BONIOLMN KpUTepues AnddepeHLManbHON ANArHOCTUKM BaCKYNUTOB.

OcHoBHble nonoxeHusa. CB — reteporeHHas rpynna pefkux 3abonesaHuil, 06beAMHEHHbIX MOPGHOAOrMYECKUMU NpU3HAKaMKU BOCNAneHus
COCYANCTON CUCTEMbI U MOAUMOPGHHBIMU KTMHUYECKUMU NPOABNEHNUAMU aNJIEPTUYECKOTO, FTeMOPParuyeckoro U HeKpOBUOTUYECKOTO XapakTepa.
CneKTp KNMHWYECKUX NPOABIEHUI 3aBUCUT OT BMAQ, Pa3Mepa U IOKanu3aLmum NopaxeHHbIX COCYAO0B, Pa3BUTUA TPOMOO30B MU KPOBOTEYEHUIA,
CTeneHN U TAXKECT CONYTCTBYIOLMX BOCNANNTENbHBIX M3MEHEHMI B aNONTOTUYECKMUX TKAHAX.

Ha ocHoBe KknMHMKO-MOP(ONOrMYECKUX KpuTepueB KnaccuduKauuu BacKynuTOB Y B3POCAbIX, NpeasoxeHHbix B 1990 r. AMepuKaHCKUM
06LecTBOM PeBMATONOrOB, HaKoMeHbl AaHHble N0 anuAemMuonornu, AuddepeHLnanbHoi [UArHOCTUKE W JIEYEHUIO CUCTEMHBIX BACKYJIUTOB.
MocKonbKy 3TW KpUTEpUM He BaNuANPOBaHbI Ans feTeit, cnycts 15 net EBponelickoe o6uiecTBo AeTCKON peBMaToNorun yTBEPANUO0 Knaccudm-
KaLMOHHbIE KPUTEPUM JETCKUX BACKYIUTOB C LieJIblo OnpeAeneHns Haubonee TUMMMYHbBIX TPYNM NaLUEHTOB U U3yYeHNs InuaeMuonoruu 3abone-
BaHuil y geteil [43]. B 2012 r. Ha NOBTOPHOW COMMacuUTeNbHOM KOHdepeHumMn B Yanen-Xunne B CNUCOK 3TUX 3a601€BaHMil BBEEHbI BACKYINTHI,
acCOLMMPOBAHHbIE C AaHTUHENTPODUIbHBLIMU LUTONNA3MATUYECKUMIN aHTUTENAMW, UMMYHOKOMMNEKCHbIE U HeKnaccuduumpyemble BaCKyNNUTbI,

Knwoyessle cnosa: petw, nepBuYHbIe CUCTEMHbIE BACKYIUTLI, 3NNAEMUONOTUA, KJ'IaCCVI(bVIKaLI,VIﬂ, nevyeHune.

Systemic Vasculitis in Children and Adults: Classification, Differential

Diagnosis, and Treatment

A. G. Rumyantsev

Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

N. L. Pirogov Russian Research Medical University, Moscow

inflammatory changes in the apoptotic tissues.

children and adults, were added to this list [29].

epBuYHble cucTemHble Backynutbl (CB) o6beanHsatoT bonee

20 Ho3onoruyeckux hopm, suddepeHLMpyemMbIX Ha OCHO-

BaHWM MOP(OOrMYECKUX NPU3HAKOB BOCMAEHNA COCYL0B
ntoboro TMNa B 3aBUCUMOCTYM OT UX Kanubpa (kanuanapel, apre-
pWONbI, BEHYNbI, MENKUE, CPefHUe U KPYMHbIe apTepuu, BeHbl U
AumdaTnyeckne cocyabl, CBA3aHHbIE C BEHO3HbIM KPOBOTOKOM),
HEKPOTU3MPYIOLEro UM rpaHynemMaTo3HoOro xapakrepa Bocna-
NIeHUs, XapaKTEPUCTUKMN TpaHyNeM, reHeTUYECKNX U ITHUYECKMUX
thakTopoB. BTOpMYHble BacKynuThbl, EHOTUMUYECKU CXOXUe C
NepBUYHBIMU, ACCOLUMPOBAHBI C CUCTEMHBIMU 3a00NIEBAHUAMY 1
MHBEKLUMAMY, B CBA3M C YEM WX YACTOTY U PacnpoCTPaHEHHOCTb
HEBO3MOXHO JOCTOBEPHO OLEHUTL. TeM He MeHee U3BECTHO, 4T
y fieTell yacToTa Haubonee pacnpocTpaHeHHbIX BaCKyNUToB (nyp-
nypel WeHneitHa — TeHoxa — IgA-BackynuTa, LeTCKOrO rpaHy-
nemato3a BereHepa — rpaHynemaro3a ¢ NoONUaHTUUTOM, AE€TCKUX
(opMm y3enKoBOro nepuapTepumnTa u aprepuuta Takascy) cocras-

Objective of the Review: To outline the key differences in the manifestations of systemic vasculitis and the approaches to treating this
condition in children and in adults. This was based on the evolution of criteria for differential diagnosis of different forms of vasculitis.

Key Points: Systemic vasculitis is a heterogeneous group of rare diseases that share some morphological features of inflammation in the
vascular system and various clinical manifestations of allergy, hemorrhage, and necrobiosis. The range of clinical manifestations depends
on the type, size, and location of the affected vessels, the presence of thrombosis or hemorrhage, and the grade and severity of concurrent

The clinical and morphological criteria for the classification of vasculitis in adults, proposed by the American College of Rheumatology
in 1990, helped in the collection of data about the epidemiology, differential diagnosis, and treatment of systemic vasculitis. As these
criteria were not validated for the pediatric population, 15 years later the Paediatric Rheumatology European Society approved the criteria
for the classification of childhood vasculitides. This was done in order to identify the most typical groups of patients and to evaluate the
epidemiology of this disease in children [43]. In 2012, at the Revised International Chapel Hill Consensus Conference, vasculitis associated
with anti-neutrophil cytoplasmic antibodies, immune complex small vessel vasculitis (SVV), and unclassified vasculitis, described both in

Keywords: children, primary systemic vasculitis, epidemiology, classification, treatment.

nset 50 : 100 000 [16, 57]. 3a6oneBaeMoCTb Cpeayu B3poOCibiX
BapbupyeT B npefenax 46-160 Ha 1 000 000 B 3aBMCMMOCTM OT
nepeyHs BacKyNUTOB B 6asax [aHHbIX pasHbiX MCCNe[oBaHUM
[13,52]. TeHpepHOe pacnpefeneHne NaLUeHTOB KaK y AeTell, Tak
Wy B3pOC/bIX NPUMEPHO OAMHAKOBO — C HeGoMblMM npeobna-
AaHUEM nnL, Myxckoro nona. MNMuk 3abonesaemMocTu y aeTeil Npu-
XOAMTCS Ha JOLWKONbHbIA BO3PACT, y B3poC/ibIXx — Ha 55-75 neT.

KNACCUPUKALMUA CUCTEMHbBIX BACKYIUTOB

Jlio6as kAMHWYeckas u KNMHUKO-Mopdoaoruyeckas knaccudu-
Kauua nonmM3aTUONOrNYecKoro npouecca BocnaneHns cocyaos C
ef1HOI GEeHOTUNMYECKON KapTUHOI 0bpeyYeHa Ha MOCTOAHHBI
nepecMoTp B CBA3M C JOCTUXEHUAMU B 0671aCTU MONEKYNAPHON
TEHETUKM U KNEeTOYHOW 6Guonoruu. B HayuHbIX LENsX HyXHbl
LOrOBOpHbIE PaMKW WKW KPUTEpUW, MO3BONAKOWME Tpynnu-
poBaTb GONbHBIX AN 3NMAEMUONOTMYECKUX U KIAWHUYECKUX

Pymanyes Anekcandp Ipuzopsesuy — 0. M. H., npogpeccop, akademuk PAH, 2eHepansHbil dupexkmop ®IBY «DHKL ArON um. [Jmumpus Pozayesax
MuH3dpasa Poccuu; npogeccop Kagedps! oHKONMO2UU, 2emamoioeuu U ao0epHold meduyunsl F6OY B0 «PHUMY um. H. W. llupozosa» Mun3dpasa
Poccuu. 117997, . Mocksa, yn. OcmposumsHosa, 0. 1. E-mail: info@fnkc.ru
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uccnepoBaHuin. Ha nocnefHeit cornacutensHoi KoHbepeHuum
B Yanen-Xunne (CLLUA), coctosBweitcs B 2012 r., 66111 Bbige-
JIeHbl WeCTb rPYnn BaCKYAWUTOB: BACKYNUTbI KPYMHbIX, CPEAHMX
M MENKMUX COCYAOB, UMMYHOKOMM/IEKCHbIE BACKYNUThI, A TaKKe
BACKY/IUTbI, CBA3aHHbIE C CUCTEMHBIMU 3a00JE€BAHUSMU U acCo-
LMMpoBaHHble ¢ UHbekuuamu (maba.) [29].

IgA-Backynut (nypnypa LleHneiiHa — leHoxa)
IgA-Backynut/nypnypa LleHneitHa — TeHoxa (IgAB/
MWI) — Haubonee pacnpocTpaHeHHsblit CB y aeteit ¢ exerop-
HoM yacTtoToi 13-20 : 100 000 geteit mnagwe 17 net, npuyem
90% nauueHtoB ¢ IgAB/MWT mnagwe 10 net [21]. B3pocnble
6onetoT pexe (npumepHo 1,3 : 100 000 B3pocnbix B rof) [3].

Cpepn peteit 3abonesanuto IgAB/MLUT Gonbwe noasepike-
Hbl MasibyuKW, Yy B3POCNbIX TEHAEPHas pa3HMLa OTCYyTCTBYET
[20, 47]. Kak y peTei, Tak u y B3pocnbix K pa3sutuio IgAB/
MW yacto npegpacnonaraloT MHMEKUUM BEPXHUX AbIXaTesb-
HbIX myTeii. [pyMeHeHne NeKapCTBEHHbIX CPeACcTB U Hanuuue
3/10Ka4YeCTBEHHbIX OMyXoNel ABNAIOTCA Npeppacnonaralmmm
(hakTopamu ToIbKO y B3pocabix [31].

IgAB/MNWI paccmaTpuBaloT Kak BaCKynuT, He Tpebytowuit
neyeHus, Ho y 20-30% 6onbHbIX [eTeil pa3BuBaeTcs nopa-
XeHue nouyek. Y B3pocnbix IgAB/MLUT npoTekaeT HamHOro
TAXKeNee No npuyuHe 6Gosee YacToro W TAXKENOTo MOpaXeHus
noyek. lypnypy, npeumyliecTBEHHO 3aTpar1BaloLWyo HUXHME
KOHEYHOCTW, ANArHOCTUPYIOT Kak y AeTel, Tak U y B3pOCAbIX.

TabAumna l

OmnpeaeseHNA BACKYAUTOB C KAACCU(PUKAIMOHHBIMHA KPUTEPUAMH AAA AeTel [4]

Tpynnbi/BacKynuTbI OnpeaeneHus
1. BacKynuTbl KPYNHbIX BackynuTbl, NpenmylecTBEHHO NOpaXaloLe KpynHble apTepumn: aopTy U ee rMaBHbIe BETBU.
COCYA0B BocnanuTenbHbIil NpoLecc MOXeT 3aTparuBarb apTepuu ntoboro pasmepa

ApTepuuT, Yalle BCEro rpaHyNeMaTo3Hblil, MPeuMyLLLeCTBEHHO 3aTparuBaiLmuil aopTy u/uin ee
OCHOBHble BeTBU. 06bIYHO Pa3BMBAETCA Y A€Tel U B3pOC/bIX MOJOXe 50 neT.
Y neteit CONPOBOXAAETCS aHTMOTPAQUYECKUMU U3MEHEHUAMU A0PTbI, €€ KPYMHbIX BETBEN U
JIETOYHBIX apTepUit C aHeBpu3Moil (0673aTeNIbHO) B COYETAHUU C OAHUM U3 NATU NPU3HAKOB:

e nehUUMT Nynbca UK LUHAMUYECKOe HapylueHre KpoBooOpalyeHus;

® Da3HMLA apTepManbHOro AaBJEHUs HA YETHIPEX KOHEUYHOCTSX;

® 3BYK NPY ayCKyNbTaLuu;

® runepTeHsus;

® NoBbIWWEHHAA KOHLEHTpauus 6enkos ocTpoit hasbl BocnaneHus

Aptepuut Takaacy

ApTepuuT, Yalle BCEro rpaHyNemMaTo3Hblil, NPEMMYLLECTBEHHO 3aTparuBaoLnii aopTy 1/unm ee
OCHOBHble BETBY, B TOM YMC/e BETBU CEPAEYHOI apTepun. YacTo 3aTparnBaer TemnopanbHble
apTepuu. Pa3BnBaeTcs y naumeHToB cTaple 50 neT u, Kak npaBuno, CBA3aH C peBMaTNyeCcKomn
nonMmuanruen
BackynuTel, npenmyLLECTBEHHO MOpaXaklLue CpeHue apTepum: BUCLepanbHble apTepun u ux
BeTBU. MoryT GbITb 3aTPOHYTHI apTepuu Noboro pasmepa. HYacto HabAAAIT BOCNANUTEbHbIE
aHeBpU3Mbl U CTEHO3bI
HekpoTuyeckuii apTepuuT cpefiHUX U Manblx apTepuit 6e3 rnomepynoHedpuTta 1 BacKynuTa B
apTepuonax, Kanuanspax uan BeHynax, He accoumunpoBaHHbin ¢ AHLA.
[inarnocTnyeckune KpuTepun AN AeTeil BKIIOYAOT rMCTONATONOMMYECKMe NOPaXeHNs COCYROB
(0bs13aTenbHO) U OAMH U3 NATU NPU3HAKOB:

® NOpaXeHune KOXMU;

® MUanrus/mblweyHas cnabocTs;
® runepTeH3us;
[ ]
[ ]

[MraHTOKNETOYHbIN apTepunT

2. BacKynutbl cpepHuUx
cocynos

Y3enKoBblii nepuapTepumnt

nepudepuyeckas HeBponatus;
nopaxeHue noyek
ApTepuuT, acCOLMMPOBAHHBIA C KOXHO-CAU3UCTBIM CUHAPOMOM, BOCNaneHneM numdarnyeckmnx
Y3/10B W NOPaXKEHUEM CPeHMX U MeNKUX apTepuii. YacTo 3aTparnBaeT KOpOHapHble apTepum,
MOTYT ObITb MOPaAXKeHbl A0pTa U KpynHble apTepuun. OObIYHO NPOABNAETCA Y MIAAEHLEB U feTeil
[0 2 ner.
B cooTBeTCTBMM C [UArHOCTUYECKUMU KPUTEPUAMU NPU BbIABNEHUM aHEBPU3MbI UK funaTaLnu
KOpOHapHbIx cocynos ¢ nomouubto IxoKI unu aHruorpacuu
AMarHo3 3aboneBaHus yCTaHaBAWBAIOT B CIy4Yae HaNUYUA YETbIPEX U3 WECTU CUMNTOMOB:
® 1UXopafika B TeyeHue 5 AHel u bonee;
® [IBYyCTOPOHHEEe 3aCTOMHOE MONHOKPOBUE KOHBIOHKTUBbI, U3MEHEHNS Ha rybax unu B poToBOI
nonoctu (nokpacHeHue ry6, ManuHoBbIN A3blK; AU dY3HAA MHBEKLMUSA CAU3UCTON 060N0YKM
MONOCTW pTa U HOCOTNOTKM);
® nonumopdHas 3Kk3aHTeMa;
® I3MEHEHWA AUCTaNbHbIX OTAEN0B KOHEYHOCTe (NOKpacHeHWe NafoHei 1 NOfoLWB);
® MIOTHbIN OTEK B HAYaNbHOI CTafuM 6oNe3HN U MEMOPAHO3HOE WeNylWeHUe, HaunHalWeecs
C KOHYMKOB NasblieB, B CTafMK BbI3LOPOBEHUSA;
® 0CTpOe HErHoWHOe yBenuyeHue WekHbIX AMMbaTuyecKmnx y3nos

bonesHb KaBacaku
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Tpynnbl/Backynutel

OnpeaeneHus

3. Backynutbl menkux
cocynos

BackynuTbl, npenmyLiecTBEHHO NOPAXaloLMe MHTPaNapeHxMMaTo3Hble apTepuu, apTeprobl,
Kanunnsapsl 1 BeHynbl. MoryT ObiTb 3aTPOHYTHI ApTEPUN CPESHUX Pa3MEPOB U fpyriue KPOBEHOC-
Hble cocyabl

Backynut, accounnposaHHbIi

¢ AHLA:

— MPO-AHLIA (c uMMYHHbBIMK
KOMMNJeKcamu K muenone-
pokcupase HeirTpothunos);

— PR3-AHLA (c MMMYHHbIMY
KOMMNeKcamm K npoTenHa-
3e 3 HeiiTpodunos)

HekpoTuyeckuit apTepuuT, NpenmMyLiecTBEHHO NOPaXalowWmnii Kanunaapsl, BeHybl, apTepuosl
¥ HebosblIMe apTepuy, accoummpoBaHHsblit ¢ MPO- unu PR3-AHLIA. AHLIA npucyTcTByioT

He y BCex nauMeHToB. B anarHo3se f06aBnsoT npeduKC, yKa3biBalOWMIi peakTUBHOCTb 3TUX
aHtuten (MP3-AHLA, MIO-AHLA), nu6o nuwyt «AHLLA-oTpULaTeNnbHbIi»

MuKkpockonuyecknit nonu-
aHrumuT

HekpoTuyeckuit apTepuuT, NpenmMyLLecTBEHHO NOPAXAIOLWMIA Kanuaaspbl, BEHY/bl, apTePUObI
U HebonblwHe apTepun. MoryT 6bITb NOPaXKeHb APTEPUM MaNbIX

W CpefHUX Pa3MepoB, 4acTo ObIBAIOT 3aTPOHYTHI IETOUHbIe Kanuinsapsl. O4eHb pacnpocTpaHeH
HedpoTuyeckuit rmomepynoHedput. [paHynemaro3Hoe BocnaneHne oTCyTCTBYeT

[paHynemaros c noaunaH-
ruutom (rpaHynemaros
Berenepa)

HekpoTuyeckoe rpaHynemato3Hoe BocnaneHue, 06bI4HO 3aTparmBaloliee BEpXHUE U HUXKHUE
AbIXaTeNbHble NYTH, U HEKPOTUYECKMIA BACKYNNT, MPEUMYLLECTBEHHO NOPAXAIOWMNIA Kanuansapsl,
BEHY/bl, apTepuoNbl U HebonbluMe apTepuu. PacnpocTpaHeH HEKPOTUYECKUI ToMepynoHedpuT.
Y neteit xapakTepu3yeTcs Kak MUHMMYM TPEMSA M3 WEeCTU NPU3HAKOB:

® ructonaronorus (rpaHynemaro3Hoe BocnaneHue);

® ropaxeHue BEPXHNUX fblXaTeNbHbIX NyTel;

® 1TapUHrOTPaxe0BPOHXMANbHbIN CTEHO3;

® nopaxeHue nerkux;

® AHLA-nonoxunTenbHoCTb;

® nopaxeHue noyek

J031HOUNbHBIN FpaHynema-
TO3 C MOMIMAHTUNTOM
(cunppom Yappwa —
Crpocc)

HacblweHHoe 303MHOdMNaMmn HEKPOTUYECKOe PaHyNeMaTo3HOoe BoCnaneHume

C NpenMyLecTBeHHbIM NOPaXKEHNEM MENKUX U CPeHMX COCYA0B, YACTO 3aTparmBaiolyee Ablxa-
Te/ibHbIE MYTU U aCCOLMMPOBAHHOE C BPOHXMANbHOM acTMOM U 303uHoduAneir. AHUA onpegens-
foTcs Haubonee YacTo, e NPUCYTCTBYET roMepyoHedpuT

4. BacKynutbl Menkux
COCYA10B, CBA3aHHbIE C
nopaxeHnem UMMYHHbIMU
KOMNneKcamm

BacKynuTbl C UMMYHHBIMU KOMMEKCAMKU, 06Pa30BaHHBIMU UMMYHOMOBYAMHAMN U/UIN KOMMOHEH-
TaMy KOMMIEMEHTA HA CTEHKAX COCYAO0B, NPEUMYLECTBEHHO 3aTParuBalolWe Kanuaisapsl, BEHYbI,
apTepuonbl 1 HeGonblumne apTepuu. PacnpocTpaHeH momepynoHedput

AHTU-TBM-Backynut

BackynuT, nopaxaloLnii rmomMepynspHblie KanuAnspbl U/Uam Nero4Hble Kanuanapsl, C HaKonne-
HUEM ayTOaHTUTEN NPOTUB KNeTOK 6a3anbHbix MeMOpaH. MopajxeHue Nerkux Bbi3bIBAET NETOYHOE
KpOBOTEYEHWe, a MOpaXeHWe NoYek — rMoMepynoHedpUT C HEKPO30OM KaHanbLeB

KpuornobynuHemmnyeckuii
BACKyUT

Backynut ¢ HakonneHuem KpUormoOyMHOB, NOPAXKALWMUIA MeNKUe COCyabl (NPenMyLLeCTBEHHO
Kanuinsapbl, BEHYbl U apTEPUOIbI) U CBA3AHHbIA C KPUOTNOBYNMHAMU B CHIBOPOTKE KPOBU. YacTo
ObIBAIOT MOPAXKEHbI KOXA U IMOMEpPYNAPHbIA annapar noyex

IgA-BackynuT (Backynut
LlenneitHa — leHoxa)

Backynut ¢ IgA-LOMUHMPYIOWMM UMMYHHBIM HaKOMNEHMEM, NOPaXalolLNii MefKne Cocyabl
(npenmylLeCcTBEHHO KanuUANApbl, BEHYNbl UK apTepurobl). YacTo 3aTparnBaeT KOXy W Kuley-
HUK, HEepefKO CNYXMUT NPUYMHON apTpuTa. MoXeT Bbi3biBaTb BACKYIUT, HEOTAUYUMbIN OT IgA-
Hechponatum.
KnaccudukaunoHHble KpuTepun Ans feTeli BKNIOYAIOT anaepriyeckyto nypnypy uan netexuu
(06s13aTeNbHO) C AOMUHUPOBAHNEM B HUXKHNUX KOHEYHOCTAX MIKOC OAWH U3 YETbIpeX MPU3HAKOB:

® 60/11 B XMBOTE;

e ructonaronorus (BbifiBneHue HakonneHus IgA B 6uontare);

® apTPUT UAK apTpanrus;

® nopaeHue noyek

TMNOKOMNAEMeHTapHbIif
(antn-C1q) Backynut

BackynuT, conpoBoXaeMblii annepruyeckoil Cbinbio U TMNOKOMNIEMEHTEMUEN, NOPAXKAIOLW Wil
MefiKue CocyAbl (MpenMyLLecTBEHHO KanUANAPbl, BEHYbI MW apTEPUONbI) U aCCOLMUPOBAHHBIN
c aHtutenamu k C1g. Yacto passusalotcs rmomepynoHedpuT, apTput, 06CTpyKTUBHbIE 3a60seBa-
HUS NErKNUX U NOpaXKeHUs mas

5. BacKynutbl, CBA3aHHbIE
C cUCTeMHbIMU 3a6oseBa-
HUAMU

BackynuTbl, CBA3aHHbLIE C TEM MM UHBIM CUCTEMHBIM 3a060N€BaHNEM UMK BO3HUMKAIOWME BTO-
PUYHO MO OTHOLWEHUIO K CUCTEMHOMY 3a601eBaHNIO (Bbl3BaHHblE CUCTEMHBIM 3ab0neBaHueM).
CuctemHoe 3aboneBaHne yKa3biBaeTcs B AuarHose (Hanpumep, peBMaToUAHbIN

BACKY/NUT).

Backynutbl 63 JOMUHUPYIOLLETO TUNA NOPAXEHHbIX COCY/AOB, 3aTParMBaloT COCyAbl Nt06oro pas-
Mepa (KpynHble, Manble, CpeHuUe) U TUNa (apTepuu, Kanun-

NApPbl, BEHbI)
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Tpynnbl/BackynuTel

OnpeaeneHus

bonesHb bexueta (bb)

BackynuT, Bo3HUKalowWwui y naymeHToB ¢ bb, nopaxaet aptepun. ina bb xapaktepHa pekyppeHT-
Has athTo3Has A3Ba POTOBOI NONOCTU M/UAKN NONOBBIX OPraHOB, CONPOBOXAAEMas BOCNANUTENb-
HbiMu nopaxeHuamu LHC, koxu, mas, KT u/unu cyctaBos. YacTo BO3HWKAIOT BACKYAUTLI MablX

cocynoB, TPOMBAHTMKT, TPOMOO3, apTEPUNT M apTepUabHbIE aHEBPU3MbI

Cunpgpom Korawna (CK)

BackynuT, Bo3HMKalowmit y nauneHToB ¢ CK, xapakTepusyeTcs BOCNANUTENbHBIMU NOPAXEHUAMY
OpraHa 3peHus 1 ciyxa, BKIIYAKWMMU UHTEPCTULMANBHBIA KEPATUT, YBENT, SMUCKIEPUT

1 60/1€3Hb BHYTPEHHErO yXa, B TOM YMC/le HEPOCEHCOPHYIO TYrOyX0CTb, U BECTUOYNAPHOI Auc-

dbyHKumeit. NposBAEHUSAMU BACKYANUTA ABNSIOTCA apTEPUUTBI (MasibIX, KPYMHbIX U CPELHUX apTe-
puit), aOpTUT, aHEBPU3MA A0PTbI, MUTPASbHBIA BACKYINUT U BACKYNUT a0pPTbl

BackynuT c nopaxeHuem
O[HOTO OpraHa

BackynuT apTepuit 1 BeH Nto6oro pasmepa B OAHOM opraHe 6e3 yKasaHuil Ha OrpaHUYeHHbIi
CUCTEMHBIif BacCKynuT. B Ha3BaHWM 3a60neBaHNA yKa3biBAIOT NOPAXKEHHbIA OpraH U COCYAb
(Hanpumep, CMCTEMHbIA BAaCKYANT LEHTPaNbHOrO HepPBa, TECTUKYNAPHBLIA apTepuuT). Jlokanusaums
BaCKy/MTa MOXeET GblTb 0AHO(OKYCHOI U MHOrOGOKYCHON (ANt dy3HON) B Npefenax 04HOro
opraHa. Y HeKoTOpbIX NaLMEHTOB C BaCKYIMTOM, MOPaXalolLuM OfMH OpraH, 0TMe4aloTcs Aono-
HUTeNbHblE NPOABNEHUs 3ab0NeBaHUS, KOTOPbIE MOTYT NEPEpPacTH B OfMH U3 CUCTEMHBIX BACKYM-
TOB (HanpuMep, KOXHbI apTepuuT No3xe MOXKET CTaTb CUCTEMHbIM Y3€JKOBbIM NepuapTepumTom)

6. Backynutsbl ¢ ycTa-
HOBJIEHHOW 3THOJIOTUEN
(vHpeKuMoHHOTO UK
o6MeHHOro xapaKkrepa)

BackynuTel, cBA3aHHbIE C BO3MOXHOI cneuuduyeckoit aTnonorueii. B gnarHose nepep HasBa-
HueM 3aboneBaHns yKkasbiBaloT npetuKc, onpegensiowmnii cneyuduky ceasu (Hanpumep, rugpa-
3WH-acCoLMMPOBAHHBIA MUKPOCKONWYecKuit nonuanrumut, HBV-accounmpoBaHHbIit BaCKynnT)

[Tpumeuanme. AHIIA — amrunedTpoduAbHBIE HUTOIAaZMaTHYeCKHE aHTHTEAd; DM — raomepyaspHas

6azaapmas memOpana; KKT
BUpYC rermatuta B.

Y neteit ¢ IgAB/MNLUT yawe nposensercs cyctaBHas 60/b, XoTs
CyCTaBbl OfMHAKOBO 3af€CTBOBAHbI Y [eTeil U B3POC/HbIX B
thopMe onuroaptputa KpynHeix cyctaBos. CornacHo 6onblKH-
cTBY uccnepnoBanuii, BamaHue Ha KT y peteit u B3pocnbix He
pasnuyaeTcs, OfAHaKo uMetoTcs coobuieHus o 6onee BbICOKOW
BEpOATHOCTM Auapeu y B3pocabix ¢ IgAB/MLWIT [50]. Ons
peTeil bonee xapakTepHbl 60U B KMUBOTE KaK MNEPBUYHbIN
CUMNTOM, YTO BbI3bIBAET HEOOXOAMMOCTb AnUddepeHLManbHO
LMArHOCTUKM C UHBArMHaUMen KUIWEYHNKA C y4acTUeM JeTCKUX
xupypros [27]. MopaxeHue noyek npu IgAB/MLUT, onpege-
nfouee AOArOCPOUHBIA NPOrHo3, BbiiBNeHo y 20-55% peTeit
¢ IgAB/MWT u y 49-83% B3pocnblX, y NocnefHux ¢ Hebnaro-
NpUATHBIM UCXOfOM [47]. bonee nerkue nopaxeHus nouyek,
BKJIKOYAIOWME W30NMPOBAHHYI MUKporemartyput, bonee pac-
NpoCTpaHeHbl y AeTell, B TO BPeMs KaK TAXesble COCTOAHUS,
Takue Kak HedpoTUYECKMIt CUHAPOM W MoYeyHas HepocTa-
TOYHOCTb, Yalle BCTpeyatoTcs y B3pocnbix [20]. XpoHuyeckas
novyeyHas HepocTatouyHocTe npu IgAB/MWT 3adukcuposaHa
y 8-68% B3pocnbix nauueHto [20], a y AeTel — TONbKO
B 1,8—15% cnyyaes [22].

Cneumnduyeckne nabopatopHsie Tectsl ans IgAB/MLUT oTcyT-
CTBYIOT; CpPaBHEHMWe pe3ybTaToB N1abopaTopHbIX aHaNM30B AeTeil
u B3pocnbix ¢ IgAB/MLUT He BbIABMAO ABHBIX pa3nnuuii [20, 22].

PaHHee nposBneHue 3aboneBaHUs CBA3AHO C MOPAXeHW-
em XKT, nosgHee nposiBneHWe M camas MaBHas NpuUYuHa
HebNaronpUATHOTO MCXOAA 3aK/KYAIOTCA B MOPAXEHNUN NOYeK.
Y peteit neyexue IgAB/MLUT rnaBHbIM 06pa3oM KOHCepBaTUB-
HO€, MOCKOJIbKY MPOABNEHUA MOPAXEHUA MOYEK Y HUX OObIYHO
He TpebyloT nedyeHus. ApTPUT XOpOWO NOAJAETCA Tepanuu
HMBM. Mpu Taxenbix nopaxeHnuax koxu u XKKT HasHavatoT
KOPOTKUI KypC KOPTUKOCTEPOWMAOB ANs npuema BHyTpb. Kak
noKasanu KOHTpONMpyeMble UCCNefoBaHUS, KOPTUKOCTEPOUSbI
He npefoTBpallalT 3a6onesanHuit nodek [11].

YeTkue pekoMeHAaLum, Kacalolwmecs nokasaHuii Kk Guoncum
noyek, OTCYTCTBYIOT; Kak NpaBuio, ee [enaioT nauueHtam c
OCTPbIM HE(POTUYECKUM CUHLPOMOM U/UAW C MpOTeUHypuei
HetpoTMYeckoro reHesa. [lOCKONbKY NleyeHne naLMeHTOoB C

xkeAayAouHO-KkuredHsrd TpakT; IIHC — nenrpasbmas mepsran cucrema; HBV —

Hedputom npu IgAB/MLUT He pernameHTMPOBAHO, NPU TAKENOM
NOpaXeHUn NoYeK NPUMEHSAIOT KOPTUKOCTEPOUABl B COYETaHWUM
C TaKUMKU UMMYHOCYNPECCUBHBIMK NpenapaTtamu, Kak LuKnocno-
pUH, azatnonpuH unu uuknodocdammg [55].

Takum obpasom, IgAB/MLUT y peTeil sBnseTcs pobpokave-
CTBEHHbIM 3a60s1eBaHNEM, He TpebYIOWMUM NedeHuns. Y B3poCbx
IgAB/MLT npotekaet B 6onee Taxenoi hopme 1 npeacTaBaseT
OMACHOCTb B CBA3M C YacTbiM MopaxeHuem noyek. YKeHwuH
0C0BEHHO 0ecnoKouT yxyalweHue GYHKLMM MOYEK BO BpeMs
GepemeHHOCTH [45].

Backynut, accouMUpoBaHHbIi C aHTUHEUTPOGUIIbHBIMY
LMTONNA3MaTUYECKUMMN aHTUTENAMM

BackynuTbl, accouMmpoBaHHble ¢ aHTUHEATPODUABHBIMU LUTO-
nnasmatuyeckumu antutenamu (AHLLA), BkntoyaloT rpaHynematos
¢ nonnavruutom (T, paHee — GonesHb BereHepa), MUKpOCKO-
nuyeckuit nonnaurumt (M), 303MHOGUNBHLIA FpaHynemMaTos
¢ nonuanruutom (3T, paHee — cuHgpom Yapmxa — Crpocc)
1 3a60n1eBaHNA OTAENbHbIX OPraHOB, TaKWEe Kak MOYeYHblii BacKy-
aut [7]. Detn pegko 6onetor AHLA-accoummnpoBaHHbIM BacKyu-
TOM, HO OH COMPOBOXAAETCA TAXKENbIMU NPOABNEHUAMU U XapaK-
TEepU3yeTcs BbICOKOW CMEPTHOCTbI, 0COOEHHO MPW BbIABIEHUM
3aboneBaHus Ha no3gHeit ctagum [2]. KnaccudmkaumoHHble
kputepuun T nepeuyncneHsl B mabauye. Ons peteit ¢ MM u 3N
KnaccubuKaLMoHHbIE KPUTEPUM OTCYTCTBYIOT — B 3TUX CIy4asx
npuMeHsioT obwue onpepenequs (Yanen-Xunn, 2012).

C KIMHUYECKOW TOYKM 3pEHMSA MOJIe3HO paccMaTpuBaThb ABE
topmbl IMl: npenmyLLecTBEHHO rpaHynemMaTosHyo GopMy ¢ ras-
HbiM 06Pa30M NOKaNM30BaHHbLIM 3a60N1E€BAHNEM U XPOHUYECKUM
TEYEeHWEeM W MPOrpeccupyrLLyilo, «UCTUHHYIO» OCTpylD (opMmy
BACKYNUTA MENKUX COCYAOB, XapaKTepu3yloWyCca THKeNbIMU
NIErOYHLIMU KPOBOTEUEHUAMU W/UAN LPYTUMK TAXKENbIMU KIN-
HUYeckumMn npossneHuamu [7]. Kak y getei, Tak 1 y B3poCabIx
3TV ABa KPYMHbIX NAaTOreHHbIX NPOLLCca MOryT NpoTeKaTb OfHO-
BPEMEHHO unu nocnefosarensHo. B uccneposannu Belostotsky
u coasT. y 17 peteit ¢ [Tl BbiABNeHa cnepylolwas yvacToTa
CUCTEMHBIX HapylweHuin: 87% — pecnupatopHble; 53% —
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noyeyHble; 35% — oTopuHonapuHronoruyeckue; 53% — Kocrt-
HO-MblWeYHble; 53% — rnasHble; 12% — HeBponoruyeckue;
53% — KoxHble [4]. Mo pe3yneratam uccnegosanus Cabral u
C0aBT., NPOBeAeHHOro ¢ y4actuem 65 feteit ¢ [T, nopaxeHue
noyek pa3suBanoch B 75,4% ciydyaes, iManu3 Obin HEOOXOANUM
7 nauueHTam u3 65 (10,8%) ny ogHoro pebeHKa npucyTCTBOBa-
710 NopaKeHue noyek nocnepHei craguu [9]. NpudausutensHo
y 73,5% B3pocnbix nauueHtos ¢ [Tl 06HapyXuBaKOT rMCTONOMU-
yeckue NpusHaku rmomepynoHedputa [49].

[pu cpaBHeHUM [ETCKOM M B3POCNOW KOropT naLMeHTOB
BblJe/IeHbl Pa3IMyns B YaCTOTE HEKOTOPBIX KTMHWUYECKUX NPOSB-
NIeHuit 3a60neBaHnA: y B3POC/bIX Pexe HabnoaalTCs cucTem-
Hble cUMNTOMbI (NOBbLIWEHHAA TeMMepaTypa Tena, noTeps Macchl
Tena), nopaxeHus Nop-opraHoB (POTOBbIE/HOCOBbIE A3BbI, XPO-
HUYEeCKUI UIW PeLMLUBUPYIOLWMNI CPeLHUIA OTUT/HApYLIEHNS
cnyxa), MOpaXeHus AblxaTeabHOW cucTembl (CTeHO3 Tpaxewn/
3H[0OpPOHXMANbHAA 0BCTPYKLMA, KpOBOXapKaHbe/anbBeonsp-
HOe KpOBOTeYeHWe) W noyek (rematypus Unu 3puTpoLUTapHbIe
LMAUHAPDI), @ TaKXKe Bblle BEPOATHOCTb BO3HUKHOBEHUS KOH-
LYKTUBHOM TyroyxocTu [6].

Ona knuHuyeckmux npoasneHuin MIT TMAWYHBI CTpEMUTENBHO
NPOrpeccUpytoLLMin INOMepynoHedpPUT U anbBEONAPHOE KPOBOT-
eyeHue, xoTa (aKTUYECKM MOXeT ObiTb 3aTpoHyTa cocyaucTas
cuctema obbix opraHoB. Y 75-80% B3pOC/bIX BbIABAAIT aHTH-
Tena K muenonepokcupase Heiitpodunos (pAHLUA/MMO-AHLIA).
NatoreHHocTs MMO-AHLIA ycTaHoBfeHa Ha 3KCMEpUMEHTaNbHbIX
Mofensax, onMcaHa TpaHcnnaleHTapHas nepefaya aHTUTeN K HOBO-
poxgeHHomy [6]. MoueuHble dopmbl M onucaHbl Kak gns aeteil,
TaKk U Ans B3poC/biX. Kpome MMenonepoKcuAasbl, K aHTUreHam
AHLIA oTHOCAT npoTenHasy 3, naktotheppuH, anacrasy, 6enok BPI
n KarencuH G. [lnarHocTMyeckum TeCTOM CNYXKWT METOA Henps-
MOV UMMYHO(AYOPECLEHLMM C MCNONb30BAHNEM HENTPODUIbHBIX
nenKoLnToB. XOTA UMEIOTCA KNaccuyecKne onncaHna nopaxeHus
noyek U nerkux npu MM, KNMHULUCTaM He cnepyeT 3abblBaTh O
BO3MOXHbIX MAaTONOrMYECKNX U3MEHEHNAX APYTUX OPraHoB.

B HepaBHeM 0630pe 33 cnyyaes 3Ty feTeit y Bcex NaLueHToB
OTMEYeHbl 3HauYuUTeNbHas CTeneHb 303MHOGUANKU nepudepuye-
CKOIt KpoBM W BpoHxuanbHas acTma. bonee Toro, mpakTUyecku
y BCeX NaLMeHTOB MpefCTaB/ieHbl TMCTOAOrMYeCcKUe NPU3HAKK
303uHoGUANK u/vunu Backynuta [55]. AHUA npwu 3T o6Hapye-
Hbl TONbKO Y 25% feTeit n'y 38% B3pocnbix nauneHToB. B otnnyne
OT B3pOC/bIX, Yy A€Tell valye HabNIOAIT CEepAeYHO-NErouHble
HapyleHus, B TOM yucne kapauomuonaruto (42% petent u 24%
B3pPOC/bIX) U NeroyHble nHhunbtpatl (88% peteit u 59% B3poc-
NbIX). Y 6ONbHbIX [ETCKOro BO3pacTa BbisBNeHbl Gonee pefkue
nopaxeHus nepucepnyeckux Hepeos (39% aeteit n 69% B3poc-
nbiX) v 6onee BbicOKas NeTanbHOCTb (19% aeTeit n 5% B3pocnbix).
CnepyeTt 0TMETUTH CNOXHOCTb AnddepeHLManbHON AMarHoCTUKu
y Aeteit mexpy MM, nepBUYHBIMK TUNEP303UHOMUNbHBIMU CUH-
LPOMaMW U 303UHO(UNBHOI NeilKeMUeil; Ype3BblYaiHO BAXHO
YCTAaHOBMUTb TOYHbIN AMarHo3, onpeaenaowmnin COOTBETCTBYOLMUNA
TepaneBTUYECKMUIN NOAXOA U Pe3ynbTaTbl NeYeHns.

Mockonbky npu AHLA-accoumMmpoBaHHbIX Backynntax Haubo-
flee OMAcHO NOpaXkeHWe noyek, TO NocCnefoBaTeNbHas Tepanus
y 3TUX OONMbHbIX HAMpaB/ieHa Ha COXpaHEHWE MOYEeYHO (yHK-
umu. Jleyenne AHLA-accoummpoBaHHbIX BacKynuTOB y feTen B
LUMPOKOM CMbIC/IE @aHaNOrMYHO TaKOBOMY Y B3POC/IbIX U BKIKOYAET
KOpTUKOCTepouzbl, uuknodocdamug n nnasmadepes no nokasa-
HUAM (0COGEHHO MpU BOCMANEHUM JIETOYHbIX KanWaiApoB u/uam
6bICTPO NPOrpeCccUpyioLLEM IETOYHO-MOYEYHOM CUHAPOME).

Y B3pocnbix U AeTeil BHYTPMBEHHOe BBeAeHMe Luknodoc-
tamupa Gonee npeanoyTUTENbHO, YEM HEMpPEpbIBHbIA Npuem
umknodochammia BHYTPb B CBA3N C NMOHWUKXEHHOW CyMMapHOW

[030/ W MeHbluei 4acTOTOW HeWTPONeHWYecKoro CUHAPOMA
y B3pPOC/bIX MALMEHTOB, XOTA U 6e3 xopolei A0Ka3aTeNbHoi
6asbl y fgeteit [7]. AueTuncanuuunoBylo KUCNOTY B aHTUArpe-
raHTHbIX fo3ax (no 1-5 mr/kr/cyt, o6b4HO no 37,5-75,0 mr/
CyT) NPUMEHSAIT AAS YMEHbLIEHWUA pucka TPomOO30B, CBS-
3aHHbIX C 3aboneBaHueMm [36]. [Ins AOCTUXEHUS peMUCCHUU
nauueHTam c orpaHuyeHHsiM Il Ha3HaualT MeToTpeKcar, Ho Y
peteit ¢ AHLLA-accouumnpoBaHHbIM BaCKYIMTOM €r0 UCMOMb3YIOT
penko. Mpu neyeHun rpaHynemarosa BereHepa, oco6eHHO npu
MOpaXeHWN BEPXHWUX [blXaTeNbHbIX MyTEeW, 4acTo NpUMEHs-
toT Ko-Tpumokcason ans npodunakTUKM ONNOPTYHUCTUYECKON
MHMEKLMN 1 CHUXKEHWA YaCcTOTbl PeLanBOB MHMEKLNI BEPXHUX
AblxaTenbHblx nyTeld. PekomeHpaumm no aAnTeNbHOCTU NOAAEp-
XUWBaloOLWe Tepanunm 0CHOBaHbI Ha KNMHUYECKNX UCCNeA0BaHu-
AX Y B3POCAbIX U NPeAnoNoXeH!N 0 BbICOKOM PUCKe peunpmnBa
NpW NpeKpalleHnn Tepanuu, No3ToMy nociefoBatenbHas NOA-
AepXuBaloLLas Tepanus o6blYHO ANUTCA HeCcKonbko neT [39].

[Ins peteit n B3pocCiblXx pa3pabaTbiBalOT HOBblE MMMYHOCY-
npeccuBHbIe Npenapatbl U GUONOTUYECKUE UMMYHOMOLYNATOPLI,
TaK KaK NpuMeHeHue uuknodochammuma MoxeT cnocobCcTBOBATL
npucoeauHeHN0 MHBEKLNUM K OCHOBHOMY 3a60/1eBaHMI0, @ TaKKe
no npuynHe Toro, 4to y 50% nauuentoB AHLLA-accounmpoBaH-
Hblil BAaCKYNUT PELMAUBUPYET NPU CHUXEHWUU [O3bl AU OTMEHE
npenapara. B HacToswee BpeMA NPOXOAAT KAMHUYECKUE WUCMbI-
TaHWA y AeTell NevyeHuns, BKIKOYAIOLWEro NpUMEHeHne MuKode-
Honata modetuna U putykcumabda [6]. OnybnuKoBaHbl faHHbIE
06 3¢eKTUBHOCTU PUTYKCMMaba Npu LOCTUXKEHUM PEMUCCUM
y B3pocnbix ¢ AHLLA-accoummnpoBaHHbiM Backynutom [30], nony-
YeHbl ONTUMUCTUYHBIE Pe3ynbTaThl MPeABapUTENbHbBIX UCCNeRo-
BaHWi1 Buonormyeckon Tepanum y geteit [15].

HecmoTps Ha Heocnopumble TepaneBTUYECKUE ycnexw,
JocturHytele 3a nocnegHue 10 net, AHLA-accoummnpoBaHHbIn
BACKYNUT MO-NPEXHEMY CBA3aH C BbICOKOW 3ab60/1eBaeMoCTbI0
M CMEpTHOCTbI0 KaK Cpeau [eTel, TaK W CPeau B3POC/biX.
0cobyto 03a0604EHHOCTb BbI3bIBAIOT HEOOPATHMbIE NOBPEXAEHUS
OpraHoB, BK/lOYaloLMe MOYEYHYI0 HEeAO0CTaTOYHOCTb, TAXENoe
nopaxkeHue AbIXaTesbHblIX NyTel U OCNOXKHEHMWSA, CBA3AHHbIE C
Tepanuei, Hanpumep cencuc. K coxaneHuto, pacnpocTpaHeHbl
NOBpeXJeHUs OPraHoB Ha NpefuarHoCTUYeckoi dase 3abone-
BaHusA, Tak Kak AHLIA-accounnpoBaHHblit BaCKynUT HeTUNUYeH
BAA fieTell, Bpaumn naoxo o HeM MH(OPMUPOBaAHbI U NOCNEA0Ba-
TenbHas paHHAA AMArHOCTUKA CUIbHO 3anasgasiBaet. B nccnepo-
BaHuu Belostotsky u coasT. netanbHocTb feteii ¢ I coctaBuna
12% 3a 17-netHuit nepuog [4]. Cpean peteii ¢ MIN netanbHocTb
BO BPEMs [LONTOCPOYHOTO HabNIOAEH U NefuaTpamMu BapbUpoBa-
na ot 0% o 14% [30]. MATUNETHASA BbIXKUBAEMOCTb B3POC/bIX
6e3 HapylweHni GyHKUMKU noyek cocTasnseT 95%, nayueHToB
c GonesHsamu nodek — 70% [38]. JletanbHocTb y aeteit ¢ M
pocturaet 19%, y B3pocnbix — 5% [56].

VY3enKkoBblit nepuaprepunt

Y3enkosblii nepuaptepunt (Y1) — nepBUYHBIA CUCTEMHbIN
HEKPOTU3MPYIOLLMNIA BACKYIUT, NPEUMYLLECTBEHHO MOPAXatoL i
cpepHue cocynbl [14]. Yactota 3a607€BaeMOCTM Yy B3pOC/bIX
cocTaBnsier 2-9 : 1 000 000 B ron; BepoATHO, AETU BONEIOT pexe,
XOTA 3MUAEMUONOTUYECKUX [aHHbIX O 4acToTe 3aboNeBaHUs B
LETCKO/ nonynAauMM HefoCcTaTouHo. B HekoTopbix YacTax cseTa
YI 3aHuMmaeT TpeTbe MecTO MO pacnpocTpaHeHHocTu cpepun CB
nocne IgAB/MNLUT u 6one3Hn Kasacaku [41]. Y B3pocibix 60sib-
WWHCTBO C/ly4Yaes 3ab0eBaHMA NPUXOAUTCA Ha BO3pacT 25-50
NeT; nuK 3abonesaemoctun y feteit — 9-10 net [17]. Cpeau peTeit
ManbyukW 1 [LEBOYKM B PaBHOII CTeNeHU nojBepxeHbl 3abosesa-
HWI0, TOTAA KaK cpeam B3pocnbix YIT valle BCTPeYaeTCa y MyKUMH.
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CywecTByiloT reHeTudeckne hakTopbl, npegpacnonarawume
K passutuio YI. B Typuum nsyyena B3ammocssasb YIy peten ¢
myTaumamu B reHe MEFV, cBA3aHHOM C CeMeNHOW Cpefn3eMHOo-
MOPCKOi nuxopapkoi. CornacHo uccnefoBaHuto, No KpanHei
Mepe B HEKOTOPbIX rpynnax, rae obHapyeHbl yacTble MEFV-
MyTauuu, BocnpuumynsocTb K YI1 nosbiwera. HegasHo y nauu-
€HTOB ¢ cumnTomamm YI 66 onucaHbl MyTauuu B reHe CECRI,
Kooupylolwem ageHosnHaesamuHasy 2 (ADA2). 3aboneBaHue
COOTBETCTBYET BCEM KnacCU@UKALWOHHBIM KpuTepuam VI,
4TO CBUAETENbCTBYET O BO3MOXHOCTU MOHOreHHbix Y[ [55].
HecmoTps Ha OrpaHMYeHHOE KONMYeCTBO AaHHbIX, feduumt ADA2
NOYTM HABEPHAKA CAYKWT NPUYMHON 3ab60NEBaHUA HEKOTOPbIX
nauueHToB ¢ YIN [40]. [lpyras HeaaBHO onucaHHas ayToBoCna-
NuTeNbHas 6oNe3Hb C OTYETNUBLIMU COCYAUCTBIMU U JIETOYHBIMY
HapylWweHuaMK, HanoMuHalowas YI, Bbi3biBaeTCA MyTaLuUaMU B
reHe, Koaupylolem benok-ctumynatop uHtepdepoHa (STING),
u o06o3HayaeTcs kak STING-accouuMMpoBaHHas BacKynonatus c
nposiBAeHneM 3abonesaHus B MnageHyectee [33].
KnaccudukaumonHele kputepun ana YN y peteit npepcras-
NeHbl B mabnuye. Hecneunduyeckne cucteMHble NposiBiEHUS,
TaKMe KaK HefjOMOraHue, NUXOpafKa, NoTeps Macchl Tena u
HapylleHue (yHKUMA OMOpHO-ABUraTeNbHOrO annaparta (6onu
B CyCTaBax W MbIWLAX), @ TAKKE KOXHbIE MPOABNEHUS ABNAIOT-
€A XapaKTepHbIMK YepTamu 3abonesaHus [17, 41]. Y peteit YN
3aTparuMBaeT pasfnyHble CUCTeMbl, Haubonee CUAbHO Nopaas
KOXHbI MOKPOB, ONOPHO-ABUraTeNbHbI annapar, nouku u XKT;
CepAeyYHble, HEeBPONOrNYeCKNe W pecnupaTtopHblie CUMNTOMbI
BCTpeyaloTcsa pexe. B MHOroueHTpOBOM MCCNeA0BaHNM, B KOTO-
pom yyacteosanu 110 geteii ¢ YI (63 nauneHTa — € CUCTEMHbIM
VM), KOXHble NMOpaXeHWs 3aperucTpupoBaHbl y 92 yesnosek,
vy 71,4% vmennce Mnanrum [41]. B Tom e nccnegosanum runep-
TeH3ua onucaHa B 43 cayyasx, y 11,1% nauueHToB BO3HWUKIM
HapyleHua (yHKLMN NoyYek BO Bpema 3abonesanusa u y '/,
nauueHToB Habntoganu nopaxenus LHC; HapyweHus ceppeuy-
HOW W neroyHoit GyHKumit npossunuce B 14% un 11% cnyyaes
COOTBETCTBEHHO. B MHOrOLEHTPOBOM peTpoCcneKTUBHOM ucche-
LOBaHWUU C yyacTuem 348 B3pocnbix naumeHTos ¢ YN Haubonee
yacTo oTMeyanu obume cumntomsl (93,1%): nuxopapky (63,8%)
¥ noTepto maccel Tena (69,5%), a Takxe muanruto (58,6%) n 6onu
B cycTaBax (48,9%), HeBponoruyeckue Hapywenus (79,0%), ypo-
Nlornyeckure 1 noyveyrsle npossneHuns (50,6%), nopaxeHune KOXu
(49,7%) v xenyao4Ho-KuwweyHble HapyweHus (37,9%) [14].
Kak npaBuno, pe3ynstarbl 1ab0paToOpHbLIX aHaNM30B [EMOH-
CTPUPYIOT NENKOLNUTO3 U TPOMOOLMTO3 HApALY C MOBbIEHHO
KOHUeHTpauueit 6enkos ocTpoii hasbl BocnaneHus. AHLLA o6bly-
HO OTCYTCTBYIOT. MONOXKNTENbHBIA pe3yNbTaT CepoNornyeckoro
nccnepoBaHus Ha renatut B gns peteit ¢ Y HetunuyeH. Kpome
TOro, €C/IN CYUTATb BACKYIIUT OfHUM U3 NPOABNEHNUIA UHPEKLUM
renatuta B, 10, B coOTBETCTBMU C HOMeHKnatypoit 2012 r., ero
cfepyeT OTHEeCTM K BaCKyAUTaM C yCTaHOBAEHHOI 3TUOOTHed.
[laHHble nccnepoBaHM MOYEK YKa3biBAOT Ha MOpaXeHue
CpefHNX apTepuit 4O MOMEPYAAPHBIX KaNWANAPOB, B 4aCTHOCTU
Lonesblx U AyroBbix aptepuit. COOTBETCTBEHHO, B KIWHWYe-
CKOW KapTMHe HAbMOJAIOTCA NPOTEMHYPUS PA3UYHOI CTene-
HU ¥ HeGonblas rematypus. HeKpOTUYECKMit BAcKynUT 3TUX
apTepuii MOXEeT NMpUBECTM K PaCNpOCTPAaHEHHbIM apTepuanb-
HbIM W3MEHEHUAM, HabNojaeMbIM C NOMOLLbID apTepuorpaduu.
Knaccuueckumu BbiBOfaMu aHruorpaduu ABAAIOTCA aHeBpU3-
MaTWyecKkne paclMpeHus, OfHAKO BO3MOXHbI U Jpyrue usme-
HEHWs apTepuanbHOro NpoCBeTa, yKa3blBaloWMWe HA BACKYNMUT:
M3BUTOCTb, Pe3KOe NpepbiBaHMe, CyXalLWNIACA CTEHO3 COCYA0B
MeHbLUEero NopAfKa M oTceyeHne nepudepryeckoro NoYe4Horo
apTepuanbHOro aepesa. Takue uameHeHus HabnAaloT Uy ae-

Tei, 'y B3pocnbix. Mockonbky npu YN 06blYHO GbIBAOT 3aTpo-
HYTbl apTEPUM MeHbLIEro Kanubpa, To «30/0TbIM CTAaHAAPTOM»
pafuvosornyeckoil AuarHocTUkM Gonee npusHaHa uudposas
cyOTpaKLUMOHHas apTepuorpadus c 0b6bIYHbIM KAaTETEPOM, YeM
HeAaBHO BBeJEHHbI MeTOA HeMHBA3MBHOMN aHrnorpadum.

Tepanus pns gocTxeHus pemuccuu npu Y obbIYHO BKAIO-
4aeT NpUMeHeHWe BbICOKWX A03 KOPTUKOCTEPOUAOB U LMKIO-
tdochamunaa; no [LOCTUKEHUN PEMUCCHMM YACTO NPOBOLAT NOA-
LEepPXMBAIOLLYI0 Tepanuio C HWU3KWMMK [03aMW KOPTUKOCTEpPOM-
JOB U a3zatnonpuHa. HefaBHO ONMCaHO ycnewHoe feyeHue B
pedpaKTepHbIX ClydYasx OMONOTMYECKMMU areHTamu, TaKuMu
Kak uHdNMKcUMab unm putykcumad [10]. Tem He MeHee nede-
Hue YM y peTeit OCHOBAHO MaBHLIM 06PAa30M Ha AAHHbIX Kiu-
HWYECKUX WCCNefoBaHUIA C yyacTMeM B3POC/IbIX NaLMeHTOB.
PaHAOMMU3MPOBAHHBIX KOHTPONMPYEMbIX UCCNeaoBaHuit 3 dek-
TMBHOCTM Tepanuu YI y feTein He npoBogunun. B Taxensix cny-
4anx MOXeT NPUMEHATLCA nnasmacdepes.

Pe3ynstathl neyeHus YNy geteit nyyue, 4em y B3poCabIX Naum-
€HTOB: Y HWUX BO3MOXHO AOCTUXEHWe MOCTOAHHON PeMUCcCUn U
YPOBEHb CMEPTHOCTU He npeBblwaeT 1-4% [17, 40]. MokasaTtenb
CMepTHOCTW Yy 349 B3pocnbix nauyueHtoB c YI1, 3apeructpupo-
BaHHbIX B 6a3e ®PpaHLy3cKoil rpynnbl NO U3yYEeHUIO BACKYNUTOB,
cocTaBun 24,6% [23]. B HegaBHeM paHLOMUM3UMPOBAHHOM KOHTPO-
NMpYyeMOM McCnefoBaHnK, BKAtoYaBlem 118 B3pocnbix nauueH-
T0B ¢ M 1 YN 6e3 HebnaronpuaTHbIX MPOrHOCTUYECKUX (haKTO-
poB, 5- 1 8-n1eTHAA 0061Las BbIXXMBAEMOCTb cocTaBmna 93% u 86%
COOTBETCTBEHHO 6e3 pasnuuuit Mexay 6onbHbiMM M 1 YN [45].

HebnaronpusaTHble NporHocTuyeckue akTopbl, CBA3aHHbIE
C MOBbLIWEHHbIM PUCKOM 5-NeTHeil CMEpPTHOCTH, Y B3POCHbIX
¢ YI BKkiOYalT BO3pacT cTapwe 65 net, Kapanonoruyeckue
CMMNTOMbI, MOYEYHYI0 HepocTaToyHOCTb W nopaxenue XKT.
Hauxypwwit pesynetat B Koropte u3 52 peteit ¢ Y accoum-
MPOBA/ICA C MOPAXEHUAMU MOYEK W HEpBHOW cuctembl [19];
B [pyromM HeAaBHeM nefuaTpuyeckOoM WUCCNef0BaHUMN TAXKenble
eyAoYHO-KMeYHble 3ab6oneBaHNUs Oblnv CBA3aHbl C MOBbI-
LWeHHbIM PUCKOM peuuanBa cuctemHoro Y [17].

Y peteit BcTpeyaetcs ocobas dopma 3aboneBaHus — Tak
Ha3biBaeMblii KOXHbIA Y[, Ans KOTOpOro XapaKTepHbl KOX-
HbIl BAacKyAUT M MWHUMANbHble CUCTEMHbIE MOPaXeHUs.
bonbwmnHCTBY Takux nauuneHToB poctatoyHo npuema HIIBI,
HEKOTOpbIM MOKa3aHO NeyeHune KopTukocTepoupaamu. OpHako
3TUM OONMbHBIM Heob6X0AMMO NOCTOSHHOE HabnlojeHue Bpaya
ANl KOHTPO/IS BOSHUKHOBEHMUS CUCTEMHBIX CUMNTOMOB [14].

bonesHb KaBacaku

bonesHb Kaeacaku (BK) — BackynuTHbIl cuHApOM, npe-
MMYLECTBEHHO MOpaXawWunii CpefHne U Menkue apTe-
puun. CneumanbHoii Tepanuu He Tpebyet. BK pacnpoctpaHeHa
BO BCEM MWpE, XapaKTEPU3YeTCs CE30HHOCTbIO M CNyYanHbIMM
anupemuamu. 3abonesaHuio 6oaee NOABEPKEHbI NALMEHTbI M-
CKOro nona, a Takxe fetn ctpaH Asuu. Tak, B HacToslee Bpems
yactota BO3HMKHOBeHMA BK B BenukoGputanum coctaBnser
8 : 100 000 peTei, a 3a601€BAEMOCTb CPEAM AMOHCKUX fEeTei
HaMHoro Bbille — 360 : 100 000 peteit mnaawe 5 net. OnucaHo
HECKONbKO CrlyyaeB 3aboneBaHus bK B3pocnbix, HO 3Ta 6onesHb
npusHaHa npeumyllectBeHHo getckum CB [18]. Itnonorus BK
HeM3BEeCTHa. BblpaxeHHas Ce30HHOCTb W KnacTepu3auus ciyya-
eB bK BepyT k nonbiTkam o6HapyXeHUs UHHEKLMOHHbIX areHToB
KaK OCHOBHOW MPUYMHbI €e BO3HUKHOBEHMs, OLHAKO MOKa HU
OAMWH areHT nocnefoBaTeNbHo He onpeaeneH [18].

[ns ycraHoBneHus auarHosa bK Heobxoaumo npucytcreue
yeTblpex U3 WeCTU KIUHWUYECKUX NPOABNEHUI, NePeYUCNEHHbIX B
mabnuye. [lpyrue cUMNTOMbI BKIIOYAKOT apTpuUT, acenTUYecKwil
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MEHWHTUT, MHEBMOHUIO, YBEUT, FaCTPOIHTEPUT, MEATUT, JU3YpHIo,
OTUT M peakTuBaumio pyoua BLPK [23]. Y mnageHueB Hepenko
HabNIOAAIOT MeHblUe Knaccuyeckux npusHako BbK. Pesynbrarbl
NabopaTopHbIX UCCNefoBaHUi HecneunduyHbl. Mpu nopaxeHuu
KOpoHapHbIX cocynoB Ha IKI BLISBNSIOT NPU3HAKK MLWEMUU MUO-
Kappa, npu gonnaeporpauyeckom nccnefoBaHum — aHeBpPU3MBI.

Tepanus BKIOYAeT BHYTPUBEHHOE BBELEHWE MMMYHOMNOOY-
JIMHOB B KYPCOBOIA Ao3e 2 r/Kr 3a 12 4acoB, a B C/1y4asnx BbICO-
KOr0 pucKa — AOMNOSHUTENbHOE BBEAEHWE KOPTUKOCTEPOUAOB
¥ aueTUICanuLMUNOBOM KUCIOTHI ANs NepBUYHON Tepanuu [18].
Mocne pa3pelweHns NUXOpagKu NopaxeHue cepaua mManoBepo-
ATHO, YacToTa peunansos coctasnseT 1-3%.

APTEPUUT TAKAACY
Aptepumut Takascy (AT) — eLMHCTBEHHbI BACKYANUT KPYMHbIX
COCYAO0B, YKa3aHHbIA B TeKylueil negnaTpuyeckoit knaccuduka-
LMK, 3aTparnBaloLmnin aopTy 1 ee OCHOBHble BeTBW. AT pacnpo-
CTpPaHeH Mo BCEMY MUPY; MO OMyOIMKOBAHHbLIM AaHHbIM, YacToOTa
3aboneBaHus y esponeiileB coctasnser 1,2-2,6 : 1 000 000
B rog u B 100 pa3 Bbiwe B BoctouHoit Asuu [53]. detn penko
ctpagatot AT, Ho 3a60eTb MOTYT flaxe MnageHubl [48].

KnuHndeckas gmarHoctuka AT npepcrasasieT npobnemy ans
knuHnumctos. Cuntaetcs, 4toy '/, peteit npeacTasneqa pubpos-
Has/cTeHo3upylolas ¢asa 3abonesanus. OwmboyHO nonaratb,
yTo 37Ta (basa ABNAETCA «HEAKTUBHOW» CTajuen 3aboneBaHus,
TaK Kak nporpeccupytollas cTeHo3upywowas 6onesHb MOXKeT
ObITb CNEfCTBMEM AaKTUBHOTO BOCMANIEHWS NPU OTCYTCTBUM TaKMX
N1abopaTopHbIX MApKepoOB CUCTEMHOTO BOCMAJEHUS, KaK MOBbI-
LWeHHas KoHueHTpauus C-peakTnBHOro Genka Wiau NOBbIEHHAsA
C03. K coxaneHuto, 3afiepXXKa [AMArHOCTUKM Y AETEN Cy4vaeTcs
0YeHb YacTo M CMOCOOCTBYET YXYALEHWIO pPe3yNbTaToB Jieye-
Hus [8]. Haubonee xapakTepHble MpU3HaKu OONe3HW y peTeit
M B3POCAbIX CXOLHbI W BKJKYAIOT apTepUanbHylo rUnepTeH3nto
1/Mnn ee NOCNECTBUSA, HO NOJHBINA KINHUYECKUI CNEKTP CUMATO-
MoB AT y feTeil MOXET OTIMYaTbCA OT CMMNTOMATUKN B3POC/bIX.
CaMbIM YacTblM NMpPoOABNEHUEM Y [ieTell ABNAETCA apTepuanbHas
runepTeHsus (82%), 3a KoTopoi cieayioT ronosHele 60au (31%),
nuxopagka (29%), opblwka (23%) u noteps macchl Tena (22%).
HapyweHus onopHo-ABMratenbHOro annapata BO3HMKAlOT Npu-
MepHO y 14-65% peteit ¢ AT. B otinume oT feteit, y B3poCabIX
pefKo NpoABNAETCA apTPUT UAW apTpanrus. 3ByK Npu aycKynbTa-
uum (48%) n xpomota (27%) yalle ObIBAIOT y B3POC/bIX NALMUEH-
T0B C AT [45]. MopaxeHus a3y feTeil TaKKe pefKu.

Mpu nopo3peHun Ha AT y peTent munu y B3pocabix MPT
M MarHWTHo-pe3oHaHcHas adruorpadus (MPA), a Takxe
KT-aHrnorpadus unu KoMOUHaUMs ITUX METOAOB MOMOraioT
TOYHO AMArHoCcTMpoBaThb AT, KOHTPONMPOBATL aKTUBHOCTb 3a60-
nesaHus; MPA n KT-aHnruorpadwms patoT BO3MOXHOCTb TaKxke
nosy4nTb N3006paXKeHWe MOMEPeYHOro CeYeHWUs apTepuanbHoii
CTEHKW, MO3BOJAILEE ONPeAenuTb €e TONWMHY U BbIABUTH
MHTpamypansbHoe Bocnanenue. Kpome Toro, MPT ceppua Bce
yalle MPUMEHAIOT ANA MOMCKA MOPAXEHHbIX KnamaHoB u/unu
MUOKapauTa. HakoHel, NO3UTPOHHO-3MUCCUOHHAs Tomorpadus
¢ 18F-dTopaesokcurniokosoin (18F-OAM-M3T) B covetanumn c
KT-anrnorpadpuenn unm MPA nHdopmatneHa ana onpefeneHus
MeTaboNMyeckoii aKTUBHOCTU apTepuanbHOW CTEHKW C MOA-
pobHoit niomuHorpacueir u, Takum 06pasoM, npefocTaBnfeT
MHbOopMaLyMio 0 TeueHU GONE3HN 1 ee aHATOMUYECKNX 0COOEH-
HocTAX [35]. OfHaKO YyBCTBUTENLHOCTb M CNELUBUYHOCTb ITUX
MeTOJi0B ANA OLLEHKM aKTUBHOCTU AT He onpefeneHsl.

Y peteit ructonornyeckoe MccnefoBaHue 0ObIYHO BbiABIAET
ymMepeHHoe numM(OLMTapHOe BOCMajeHWe C HEeKOTOPOil HeoBa-
CKynapu3aLmeii, Ho 6e3 rpaHynemMarosa, B OTIMYME OT B3POCIbIX,

y KOTOpbIx B Hauyane AT JOMUHUpYeT rpaHynemaros3. Bo3moxHo,
OTCYTCTBME rpaHynemaros3a y [feteil oObACHAeTcs HebOoMbLWoi
LJUTENbHOCTbIO 3ab0oeBaHNUs K MOMEHTY 3abopa matepuana [25].

OueHka aKTMBHOCTM AT 3aTpyAaHeHa, OCOBEHHO y pAeTeil.
Pe3ynbTaTthl onpeaeneHus KoOHUEHTpaLMKU 6enKoB ocTpoil dasbl
HeAOCTAaTOYHO YYBCTBUTENbHbI, GONbWMUHCTBO KAMHUYECKUX
nposiBAeHUin HecneunduyHbl, U NOPAXEHUA COCYLOB KOBAPHO
nporpeccupytot. [Ins B3pocabix 60bHbIX pa3paboTaHbl fABe
WKanbl OLEHKU aKTUBHOCTU U cTeneHun Tsxxectu AT: ITAS-2010
u DELTak [1, 37]. 3T wKanbl co3[aHbl Ha OCHOBE LWKabl
aKTUBHOCTM BacKyiuTOB bupMuHrema, HO ¢ 0COObIM aKLEHTOM
Ha CepAeyHO-COCYAUCTbIX MPOSBAEHUAX, NpeobnagalLmx npu
AT. B HacToslliee BpeMs NpofosxaeTcs paboTa no agantayum
YKa3aHHbIX LWKaN OLEHKN TAXECTU 1 akTuBHocTu AT nnsa feten,
TaK Kak HeKOTOpble MoKa3aTenun 3aBUCAT OT BO3pacTa nNayueHTa.

KopTukocteponabl sBAAOTCA OCHOBOW nevyeHus AT. Me-
TOTPEKCAT,a3aTUONPUH 1 LiMKnodochamu npUMEHAIOT Uy AeTel.
OnbIT NpUMeHEHWA KOPTMKOCTepoupoB U uuknodocthamnaa B
neyeHun 6 geteit ¢ AT nopTeepaun ux 3hheKTUBHOCTL U 6e3-
onacHocTb npu Tepanuu AT y 6OJbHbIX LETCKOro BO3pacTa
[43]. MNone3Ha u aHTM-®HO Tepanus [41]. O6HapexuBatoT
pesynbTarbl aHTU-IL-6 Tepanuu (npumeHeHUs Touunusymaba) y
B3pochbix ¢ AT, @ B HEKOTOPbIX Cyyasx — W'y geteit [34]. Ons
obneryeHuss MWEMMN OPraHOB M apTepUanbHON TUNEpTEH3NUU
B pe3y/ibTaTe COCYAWUCTOro CTEHO3a MPUMEHAIT XMpypruye-
ckoe BMewatenbcTBo. OfHAKO nepej BbIMONHEHWEM npoLe-
Lypbl peBacKynsapusauum wunu ApYrol COCYLMCTOW onepauum
NPeAnoyYTUTENbHO MO BO3MOXHOCTU KOHTPONMPOBATh BACKY/IMT,
NOCKOJNIbKY BMeLWaTeNbCTBO Ha (DOHe aKTUBHOrO 3aboneBaHus
MmeHee 3 deKTUBHO.

MaTunetHas cmepTHOCTb peTeit npu AT coctaBnsetr 35%.
MporHo3 3aBUCUT OT CTENeHW apTepuanbHOro MNopaxeHus,
BO3pacTa NauMeHTa U TAXECTU apTepuanbHOi runepTeH3uu.
Y B3pocnbix ¢ AT 5-N1eTHAS BbIXKMBAEMOCTb AOCTUTAeT 94% [44].

3AKNIIOYEHUE
[laHHbIe KOHTPONMPYEMbIX KAUHUYECKUX WUCCnefoBaHUi, Heoob-
X04uMble Ans (OPMUPOBAHUA PYKOBOACTBA MO MPUHATUIO
TepaneBTUYECKNUX pELEeHnit no cuctemHbiM Backynutam (CB),
y AeTell OTCYTCTBYIOT, 3 UCKNoueHneM bonesHn KaBacaku [18].
KnuHuyeckue muccnenoBaHus BacKylMTOB Y GONbHBIX AETCKOrO
BO3pAaCTa CI0XHbI 1O MHOTUM MPUYMHAM, BKKOYAIOWMUM HEOOb-
WO YMCIO NALMEHTOB, OTCYTCTBUE ALEKBATHbIX MEp ANA KOH-
Tponsa ucxopa 3aboneBaHUs 1 onpeaeneHus pesynsraTos Neye-
HusA. [lo HeAaBHero BpeMeHn YeTKue KpuTepum knaccuduraymm
BaCKYNMTOB Yy JAeTeil oTCyTCTBOBaNM. HeCKONbKO yCMewHbIX
KNMHWYECKUX WCCNefoBaHUN, NPOBEAEHHbIX CPefu B3POCIbIX
NayMeHToOB C BACKyNMTaMu, 0COGEHHO C 3aboneBaHMUAMM, acco-
LMUPOBAHHBIMU C AHTUHENTPODUIBHBIMU LUTONNA3MATUYECKU-
mu aHTutenamu (AHLA), nermu B ocHoBy pa3paboTku nporpamm
neyeHus peteit [6, 28]. BHeapeHue 3akoHa «0 nyywmx dapma-
LeBTUYeckux npenapartax gna getei» B CLUA n 3akoHopaTens-
CTBa MO UCMNOMb30BAHUIO NIeKAPCTB AN feteit (Meguarpuyeckux
npasun) B EBponeiickom Colo3e no3BonseT UCNPaBUTb CUTya-
LMI0, TAK e KaK U HeflaBHAA BaNMAN3ALMA WKaNbl aKTUBHOCTY
BACKY/INTOB Yy leTeN /1A OLEHKW pe3ynbTatoB Tepanum [15].
Cepbe3Hoit mpobnemoit NpU PacCMOTPEHUM BO3MOMKHOCTH
KNUHUYecKnx uccneposanunii npu CB y peteit sasnsetca goctu-
)XEHWe [OCTaTO4YHOro 06beMa Matepuana ans nepeHoca AaHHbIX
B KIMHUYECKYIO MPAKTUKY, KOrAa 0XnaaeMble pa3mepbl BbIOOPKH
Manbl. WcTopuyecku 3TO CAYKMIO OCHOBHLIM MPenATCTBUEM
OJS U3YYEHUs PefKUX ayTOUMMYHHbIX 3ab0neBaHuil y feTeit u
NoYTH HaBEPHSAKA 0OBACHAET NPUYMHY OTCYTCTBUSA KIUHUYECKMX
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uccnefoBaHuit ysenkosoro nepuaptepuuta (YM) u aptepuuta
Takascy. B HacToALee BpeMa An3ailH KNMHUYECKUX NCCNeAoBa-
HUI peaKux 3aboneBaHuit, BKAOYAOLWMIA 6GalleCOBCKY0 METOAO-
NIOTUI0, CTANU UCNONb30BaTb B KAMHUYECKUX WCCNEA0BAHUAX Y
LeTel, TAe He[OCTYNHbI pa3mMepbl BbIOOPKYU, HEOOXOANUMbIE s
TPaAULMOHHbLIX MccnepoBaHui. bailecoBckMii noaxon Hauwu-
HaeTcAd C (OpManbHOW XapaKTepUCTUKW NpefBapuUTeNbHOrO
MHEHUs, KOTOpPOe 3aTeM OGHOBNAETCA C MOMOLLbIO COBPAHHBIX
LaHHBIX C ucnonb3oBaHuem Teopembl baiieca ana dhopmuposa-
HUSA anocTepPMOPHOro (3IMNUPUYECKOT0) MHEHUSA U €ro nepeHoca
B KNMHWYeckyto npakTuky [32]. OTKpbIToe paHAOMU3MPOBAHHOE
KnuHuyeckoe uccnegosaHne MYPAN no cpaBHeHuto 3ddek-
TUBHOCTM MocheTuna MmukodeHonata u uuknodochammpa npu
neyerun YI y pgeteit — nepsBoe KAWHWUYECKOe MCCAefoBaHue
BACKYNMUTOB Y fieTeil, KOTOPOe afanTUpyeT Au3aiH KIMHUYEeCKUX
ucnbiTaHuit bateca gns npeofoneHus 6apbepa Manbix pasMepoB
BbIOOPKM Npu Takux pefkux 3abonesaHusx [24]. Ceoto nenty B
Npouecc M3y4yeHWs BACKYIUTOB BHOCWUT MOCTOSHHOE KJIMHU-
yeckoe cybtunuposaHue. TpaguuuoHHoe paspeneHue AHLA-
aCCOLMMPOBAHHbIX BACKYUTOB HAa 303MHOMUIbLHbIA rpaHyne-
Mato3 C MOJMAHrMMTOM, TpaHynemato3 ¢ monuanruutom (M)
MMUKpOCKoNuYeckuiinonuanruut (MI),0CHOBaHHOE HAKTMHKYe-
CKOM (peHOTMNE, HElAaBHO OCMOPEHO HAa OCHOBAHWM KINMHUYECKUX
HabofeHMA, LAHHbIX AMUAEMUONOTUM U TeHeTUKU. KnacTepHbilii
aHann3 KNMHUYECKMUX XapaKTepuCTUK HOBbIX nauueHtoB c [T
1 M1 BbIABMA NATb pa3HbiX GEHOTUMOB C Pa3IMYHbIMU UCXOAA-
Mu: peHanbHbln AHLA-accouMmnpoBaHHbI BaCKYNUT C UMMYHHBbI-
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MapoKcusmanbHaa HOYHAA reMOrnoGUHYPUA y peten

(0630p nuteparypsl)

I. A. HoBuukoga, VY. H. MetpoBa, U. U. Kanunuua, A. A. MacyaH

PedepanbHblll HAYYHO-KAUHUYECKUG yeHmp demcKol 2eMamonio2uu, OHKOIo2UU U uMMyHo02uu umeHu [mumpus Pozayesa, e. Mocksa

Llenb 0630pa: paccMOTpeHMe MEXaHU3MOB Pa3BUTUSA, KIMHUYECKUX NPOSABNEHNI NAPOKCU3MabHON HOUHOM remornobunypum (MHT) v nogxo-
[OB K ee INarHoCTUKe U NleYeHnto, npexie BCero B ATCKOM nonynauum.

OcHoBHble nonoxeHus. NHI — peakoe knoHanbHoe 3aboneBaHne reMono3TUYECKUX CTBONOBLIX KIETOK, XapaKTepu3ylolleecs KNMHUYeCKo
TPUAZON: TEMONIMTUYECKON aHeMuell, TPOMG03aMU U HELOCTAaTOMHOCTLIO YHKLUMM KOCTHOTO Mo3ra. Y aeteit n nogpoctkos MMHI BcTpeyaetcs
npu6au3nTenbHo B 10 pa3 pexe, 4eM y B3POCAbIX, U OTANYAETCA 6OJblIe YacTOTOi CyOKNMHMYECKOH hopmbl unu covetanus MHI ¢ cuiapomom
HEeJO0CTAaTOYHOCTM KOCTHOTO MO3Ta, MPYU 3TOM CUMNTOM FreMorno6UHYpUM MOXKET He NPOABASTHLCS.

Hanbonee uHdOpMaTUBHBIN U HajeXHbIt MeTog, AuarHocTuky MHI — BbICOKOUYBCTBUTENbHASA NMPOTOYHASA LLUTOMETPHUSA; AETAM C KOCTHOMO3TO-
BOW HEOCTAaTOYHOCTbIO HEOOXOAMM CKPUHMHT Ansi onpegenexus knoHa MHI. CoBpemeHHble MOAXOAbI K NEYEHUIO BKIIOYAIOT UHTMOUpPOBAHME
TEPMUHANbHbIX KOMMNOHEHTOB CUCTEMbI KOMMIEMEHTA NPenapaTom 3KyNn3ymald 1 TpaHCNAAHTALMI0 KOCTHOTO MO3ra.

B 0630pe npeacTaBneHbl pe3ynstarsl onpegenenus knoHa MHIy geteit ¢ npuobpeTeHHOM aniacTMYecKoin aHeMMei, NOCTYNUBLIMX Ha NeYeHne
B OIBY «PepepanbHblit HAYYHO-KNMHUYECKUI LLEHTP ETCKOM remMaTonorum, OHKONOTMU U MMMYHONOTUM uMeHn Imutpus Porayesa» MuH3gpasa
Poccuu B nepuog ¢ mapta 2012 r. no ceHtsabps 2015 r.

3akntoueHue. CBoeBpemeHHas anarHoctuka MHI B coyeTaHun ¢ coBpeMeHHbIMU TepaneBTUYECKUMI NOXOAAMU NO3BONAET 3HAYUTENIbHO CHU-
3UTb PUCK OCNOXKHEHNII W yNy4lWNTL NPOrHo3 3abonesaHus.

Knioyessie cnosa: napokcusmanbHas HOYHas reMornobuHypus, AMArHOCTUKA, eYeHne, LeTu.

Paroxysmal Nocturnal Hemoglobinuria in Children: Literature Review

G. A. Novichkova, U. N. Petrova, I. I. Kalinina, A. A. Maschan
Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Objective of the Review: To describe the mechanisms leading to the development of paroxysmal nocturnal hemoglobinuria (PNH), its clinical
manifestations, and the approaches to diagnosing and treating this illness, primarily in pediatric patients.

Key Points: Paroxysmal nocturnal hemoglobinuria is a rare clonal disorder that affects hematopoietic stem cells, and is characterized by
the following triad: hemolytic anemia, thrombosis, and bone-marrow deficiency. In children and adolescents, PNH is ten times less common
than in adults, and is more often presented as a subclinical disease or as a combination of bone-marrow deficiency and a stem-cell defect of
a polyclonal pattern; while hemoglobinuria may be absent.

For PNH, high-sensitivity flow cytometry is the most informative and reliable diagnostic tool. Children who have bone-marrow deficiency
should be screened for a PNH clone. Current treatment options include the inhibition of the terminal complement pathway (Eculizumab) and
bone-marrow transplantation.

This review summarizes the results of detecting a PNH clone in children with acquired aplastic anemia who were treated at the Federal State
Budget-Funded Institution Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology,
Ministry of Health of Russia, between March 2012 and September 2015 to receive treatment.

Conclusion: In combination with current treatment approaches, timely detection of PNH helps significantly reduce the risk of complications

and improve the prognosis.

apokcu3ManbHas HouHas remorno6uHypus (MHI) — pepkoe
npuobpeTeHHoe 3aboneBaHKe KPOBM, XapaKTepusylolieecs
reMoINTUYECKO aHeMueil, KOCTHOMO3rOBOW HEAOCTATOYHO-
CTbiO U NOBbIWEHHBIM PUCKOM Pa3BUTUs TpOM6030B. Kak npasuno,
6onesHb AeblOTUPYET BO B3POC/OM BO3pacTe: Ha ciydyau 3abone-
BaHuA y petet (< 18 neT) npuxoputcs okono 10% B CTpYKType
obueit 3a6onesaemocT [1]. Mo HEKOTOPBIM OLEHKAM, BbIKMBA-
emocTb nauyueHToB ¢ MHI ¢ MomeHTa ycTaHOBNeHus AmarHosa B
obueit nonynauuu coctaBnset 65% 3a 10 net u 28% 3a 25 net [19,
44], a 10-neTHsAs BbIXXMBAEMOCTb B AETCKOI nonynsauuu — 77,6%
[12]. OcHoBHOW NpUYMHOW NeTanbHbIX WCXOAOB Yy B3POCAbIX C
MHT cnyar TpoMboTHUYecKne 0CNoXHeHUs [14], B TO BpeMs Kak y
LEeTeil pUCK pa3BUTUsA TPOMOO30B HECKOMTbKO Hixke [49].
3aboneBaHue Bbi3bIBAET COMATUYECKan MyTauus B reHe PIG-A,
pacnonoxeHHOM Ha X-XpOMOCOME W KOAWPYIoWeM cyObeanHULY
tdhepmeHTa dochatnannmHosntTon-N-aueTunrnioKo3aMUHTPaHC-

Keywords: paroxysmal nocturnal hemoglobinuria, diagnosis, treatment, children.

thepasbl [26]. ITOT hepMeHT yyacTByeT B GUOCUHTE3E MUKO3UA-
tdocdatugunurosutona (GPI) [45] — rukonunupa, Heobxoam-
MOTO st (UKCALUMM HA KNEeTOYHON MeMOpaHe HecKosbKux 6en-
KoB, B ToM yucne CD55 n CD59 (puc. 1) [45]. Mpu MHT otcyTcTBME
6enkos CD55 n CD59 Ha MOBEPXHOCTU IPUTPOLMUTOB MPUBOAUT
K AECTPYKLMMW NOCAELHUX CUCTEMOI KomniemeHTa [13, 31].
Cuctema KoMniemeHTa — KacKajHas cuctema npoTeosu-
TUYECKUX (DEPMEHTOB, BaXHasf 4YacTb KaK BPOXAEHHOO, Tak
M NpuoGpeTeHHOro MMMyHuTeTa. KOMNNeMeHT aKTUBUpYeTCs
Tpems 6MOXMMUYECKUMU NMYTAMU: KNACCUYECKUM, afibTepPHATUB-
HbIM U NEKTUHOBBIM (puc. 2). Bce nyTu akTMBALMM NPUBOAAT K
topmupoBaHuto C3-koHBepTasbl — (HEPMEHTHOrO KOMMIEKCa,
pacuwennsiouero KomnoHeHT komnnemeHta (3 Ha C3a u C3b
[51]. C3b yuacTByeT B 06pa3oBaHumn C5-KoHBepTa3bl, KOTOpas, B
cBOt0 o4epenp, pacliennser C5-KOMNOHeHT KoMnnemMeHTa Ha C5a
u C5b. C5b HaumHaet chopMmupoBaHMe MemOpaHoaTaKyloulero

Kanununa Upuna UzopesHa — spay-zemamosioe omoeneHus demckol eemamosnoauu/oHkonoeuu @rby «®HKL AMov um. [mumpus Pozayesax
Mun3dpasa Poccuu. 117997, 2. Mocksa, yn. Camopsl Mawena, 0. 1. E-mail: irina.kalinina@fccho-moscow.ru

Macyan Anekceil Anekcandposuy — 0. M. H., npogeccop, oupekmop MHcmumyma eemamoso2uu, UMMYHONO2UU U KAeMOYHbIX mexHoaoeull
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Hosuykosa lanuHa AHamonbe8Ha — 0. M. H., 3aMecmumesb 2eHepasbHo20 OUPeKmMopa Nno Hay4yHo-KAuHuYeckol pabome ®IEY «®HKL Aron
um. mumpus Pozayesa» MuH3dpasa Poccuu. 117997, 2. Mocksa, yn. Camopsl Mawena, 0. 1. E-mail: info@fnkc.ru

Memposa Ynveana HukonaesHa — spay-eemamonoz omoeneHus demckol eemamonozuu/oHkonozauu @rbY «®HKL AMON um. mumpus Pozayesa»
Mun3dpasa Poccuu. 117997, 2. Mocksa, yn. Camopel Mawena, 0. 1. E-mail: uliana.petrova@fccho-moscow.ru

T'emaroaormus Ne 5 (122) / 2016

| Dowmop.Py | 15



I HEMATOLOGY

komnnekca (MAK), coctoswero n3 C5b, C6, C7, C8 n nonumepHoro
9. Ha nosepxHocTu knetku MAK o6pasyeT TpaHcMeMOpaHHbiif
KaHan, BbI3bIBAIOIWMIA OCMOTUYECKUIA NIU3NC KNETKU-MULLEHMU.
B Hopme CD55 u (D59, pacnonoxeHHble Ha MOBEPXHOCTU
KNeToK, obecneynBanT MX 3alWUTy OT CUCTEMbI KOMMIEMEeHTa:
CD55 yckopsieT puccoumaumio C3-koHeeprasbl [24], a (D59

Puc. 1. MoaekyaapHsIit AedpekT mipm
[TAPOKCH3MAABHON HOYHOH TeMOTAOOHHYPII
puBOAHUT K OTCYTCTBIIO GPI-KOPA AAT «3ATIITHBIX)
6eakos CD59 1 CD55 Ha moBepXHOCTH KACTOK
(apamrrmpoBano u3 [55]).

Ipumevarnue. Comamuyeckan ymymayus 6 eere

PIG-A npusodum k napymernuro duocurmesa
eaurosuagpocpamudunurnosunona (GPI), xomoperii cayocum
AKOPEM 015 MHOUX NOBEPXHOCHINGIX 6e/1KO08, 6 1110M Hile/e
urenbumopos komnaemerma CD55 u CD59. CD55 mupoxo
npedcmasaen 1a nosepxXHoCHI KAEHOK eeMONOIMNUECKO0 pAday
oM urenbupyen axmusayiuo Komnaemenma ta yposie C3-
KoHBepmIa3bl, 3atytuas codcmeervie KACHKI

ot amary cucmemst Komnaemerma. CD59 npedomspanaen
noaumepusayuro C9 u obpasosarie membparnoanaxywuyeo
Komnaekca. Dpumpoyuner 1 mpomooyunsr ¢ degpuyunom
CD55 u CD59 noosepearonica anaxe cucmemst
KOMIACMENIIA, Y1720 NPUEOOUIN K AUSUCY IPUIIDPOYUII06

& u axmusayuu mporboyunos

npensTcTByeT npucoeauHenunio Genka C9 k popmupylowemycs
KoMmneKkcy, npegoTepalLas obpasosaHue MAK [25].

Takum 06pa3om, Ha nepeom 3Tane pa3suTus MHI Bo3HUKa-
eT Mytauua B reHe PIG-A MONMNOTEHTHON reMOno3TUYeCcKoi
CTBONOBOW KneTku, T. e. hopmupyetca GPI-geduunTHBIR KNOH.
Mpu Takoit myTaumu peduumnt GPI-cBA3aHHbIX 6ENKOB U, CNefo-
BaTe/IbHO, «3aWmuTHbIX» 6enkos CD55 n CD59 HabniogaeTtcs BO
BCEX TUNaX KNeTOK KPOBM, KOTOPbIE ABAAIOTCA MOTOMKaMK 3TOr0
KnoHa. B yacTHocTw, oTcyTcTBME MM geduuMT MHTMOUTOPOB
KOMNeMeHTa Ha MeMbpaHe 3pUTPOLUTOB MPUBOAUT K WX XPO-
HUYEeCKOMY BHYTPUCOCYAMCTOMY KOMMJIEMEHTONOCPEejOBAaHHOMY
remonu3y. OfHaKo Ans KAMHUYECKOro NposBAeHus 3a6onesaHus
HeJ0CTaTOYHO OfHOM MyTauum B reHe PIG-A — HyXeH JONoNHU-
TeNbHbIi haKTop, KOTOPbIK NO3BOAUA Gbl MyTaLUKU NPOABUTLCH.
[Ins BO3HUKHOBEHUS KIMHUYECKON KapTuHbl MHI Heobxoanmo
AOCTaTOYHO MHOTO MYTAHTHbIX KJETOK. Takum obpas3om, BTOpoe
He3aBUCMMOE COObITUE — IKCMAHCUA MYTAHTHOTO KJIOHa.

CyliecTBYIOT pasanyHble rMNOTe3bl 0 MexaHW3Max, Nexallnx
B 0CHoBe 3KcnaHcuu MHI-KnoHa, T. e. 0 NpUYMHAX KOHKYPEHT-
HOrO NpenMylLecTBa Npu feNeHnn KNoHa C MyTauuei B rede
PIG-A B KocTHOM Mo3re. CornacHo OfHON U3 HUX, B pa3BUTUE
MHT, nomumo myTaumu B reHe PIG-A, BHOCAT BKNAA ayTOMMMYH-
Hble MexaHu3Mbl. [laHHyI runotesy nOATBEPXAAIOT XOPOLIO
u3BecTHoe codetanue MHI u annactuyeckoit aHemun (AA), B
60NbWMHCTBE Cy4aeB ABNAKOWEACA ayTOMMMYHHbIM 3aboneBa-
HueMm [22], a TakxKe nNpsmas AeMOHCTPALMA UMMYHONOTUYECKUX
HapyweHuit y GonbHbix MHI [21]. Mpeanonaraercs, 4T0 Ans
peanusaunmu LMTONMTUYECKOTO MOTeHLMana ayTopeaKTUBHbLIM
LUTOTOKCUYECKUM NUMBOLMUTAM HEOOXOAUMO MHTUMHOE B3au-
MOAENCTBMNE C HOPMaNbHbIMW FeMOMNO3TUYECKNMU CTBOSOBLIMY
KNneTKamu, B TOM yucne 4yepe3 onpepeneHHole GPI-cBA3aHHble
6enkn (CD58). BeposTHo, oTcyTcTBre GPI-cBf3aHHbIX 6GenkoB
Ha mMemb6paHe no3sonseT knetkam [MHI-knoHa u3bexarb ono-
cpefoBaHHON T-nuMdoLMTaMM ayTOUMMYHHOI aTaku, 4To faet
naToornyeckomy KNoHy NpeuMyLiecTBo B Bbixueanuu [11, 21].

Y 11077
& eemozaoburypuer

Puc. 2. [TocAeACTBHA XPOHHIECKON HEKOHTPOAHPYEMOI aKTUBAIIIMH KOMIIAEMEHTa [50].

ITpumeuarue. Kovinaemernnm axmusupyentca mpema GuoxumuteckuMu nymam. KAaACCULECKUM, anbmepamusyiM iu AeKmuossiM.
Bre sasuctuocmu om nymu axmusayuu obpasyemes C3-xonsepmasa, xomopas eudpoausyens xomnonenn xomnaemenma C3 1a Cla
u C3b, umo sanyckaem dansHedutiti Kackad GuoxuMudeckux peaxyutl, npugodsmux x obpasosaruro beaxa C5a u popymuposariuro
MeMOPpaoamary0meco KOMnAeKea. Xponueckasn HeKonmpoaupyeMas aKmusayus KOMRAeMenma i paseusamuics 6 pesyavmanie
XPOHUUCCKUI KOMIACMENIIIACUCUMBITI 26MOJIUS CYIYECIIBEII0 OMAL0Uaton? JCU3HE NAYUENIIO8 ¢ NAPOKCUSMAALIHOL 1040
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CornacHo ppyroi runotese, Knetku ¢ mytauueit B reHe PIG-A
NOCTeNeHHO NpPMOBPETAT COMATMYeCKue MyTaLuu B APYrux
reHax, obecneyuBainle UM NpoandepaTMBHOE NPeuMyLLecTBO
nepes OCTafbHbIMU CTBONOBBIMU KneTkamu. o npeanonoxe-
HUIO aBTOPOB, 3TU AOMNONHWUTENbHbIE COMATMYeCKMe MyTauuu
MOTYT U3MEHATb CBOCTBA KNETOYHOTO KNOHA C MyTauueit PIG-A,
4TO TaKXe 0OBACHAET pasHoOOpasne KAWHUYECKOrO TeyeHus
6one3Hn y naumentos c MHI [43].

Ecnu mexaHW3mbl, NpUBOAALLME K FEMONU3Y, XOPOLIO U3BECT-
Hbl, TO NaToreHeTMYecKne akTopbl MOBLILEHHOTO PUCKA TPOM-
60308 W UX aTMnNMUYHOM nokanusauum npu MHI u3yyeHsl Hepo-
CTatoyHo. B passuTue TpoMbBOTUYECKUX OCAOXHeHUA npu MHT
BOBJIeYEHbI CefyloLme nyTu:

® npsiMas akTBauus komnaemeHntom MHI-TpomGounTOB;

® TpoM603 BCNEACTBUE NOABNEHNS NPOKOATYNAHTHBIX MUKPO-

YacTul, UM MHAKTUBALMU MOHOOKCUAA a30Ta CBOGOAHBIM
remorno61HOM, BbICBOOOXAAIOWMMCA NpKU pa3pylieHum
3pUTPOLMTOB;

® HapyleHue perynauuu huopMHONM3a U3-3a OTCYTCTBUA Ha

noBepxHocTn kneTtok GPI-cBf3aHHOro peuentopa ypoku-
Ha30MoA06HOTo akTMBaTOpa nnasMuHoreHa [14].

KNACCUDUKALUA NAPOKCU3MAJIbLHOM

HOYHOW FEMOTNOBUHYPUU

CornacHo pekomeHpauuam MexayHapofHoOW rpynnbl No u3yye-
Huio MTHT pa3nuyatoT Tpu ocHoBHble popMbl 3aboneBaHus [1, 32].

1. Knaccuyeckas [THI xapakTepu3ayeTcs KAMHUKO-nabopatop-
HbIMW MPU3HAKaMU BHYTPUCOCYAMUCTOrO remonusa 6es Apyrux
NPU3HAKOB HEeAOCTaTOYHOCTU KOCTHOrO Mo3ra (TpombouuTone-
HUW W HedTponeHum).

2. [THT 8 covemaHuu ¢ cuHopomamu HedocmamoyHocmu Kocm-
HO20 M032a, Hanpumep ¢ AA Unu MUENoJUCINACTUYECKUM CUH-
gpomom (MAC), Korga npu KAMHUYECKUX U/UAn NabopaTopHbIX
npu3HaKax BHYTPUCOCYAWUCTOrO remonusa B nepudepuyeckoit
KpOBU onpegenseTcs KNoH knetok c MHI-cdbeHoTunom.

3. Cy6rnuHuyeckas [MHI (cMHT) y nayunenTos ¢ mansim MHT-
KNOHOM (Kak npaBuno, meHee 1%) M OTCYTCTBMEM KAMHWYe-
CKUX W NabopaToOpHbIX NPOABJEHMIA reMoan3a i TpoM6030B.
CnepyeT oTMETWUTb, 4TO AaHHas (opMa 4acTo coyeTaeTcs C
ApYyrMMK 3a60NeBaHUAMYM, CBA3AHHLIMM C HELOCTaTOYHOCTbIO
koctHoro mo3ra (AA/clHT, MAC/cMHT).

KNWHWYECKUE NPOABNEHUA NAPOKCU3MAJIbHOW
HOYHOW FEMOTNOBUHYPUU

B uenom knuHunyeckune npoasneHus MMHI, a Takke mexaHU3Mbl,
flexallne B OCHOBe 3TUX NPOABAEHWUNA, OANHAKOBbI Y B3POC/bIX
u peteit [49]. Paznnumsa coCTOAT TONBKO B BbIPAXEHHOCTU U
4acToTe OMUCAHHbIX HUXe CUMNTOMOB.

AHemus. Anemus npu TMHT yacTo 6GbiBaeT Bbi3BaHa HECKONb-
KuMK haKTOpamu: OHa MOXeT OblTb pe3yNbTaToM remosu3a,
peduunTa xenesa BCie[CTBUE NOTepPU CBOOOJHOTO reMornobuHa
C MOYOW W/UNK HeZOCTaTOYHOCTU KOCTHOMO Mo3ra. Kak npasuno,
y nauueHToB C Knaccuyeckoi MHI HaGnofaloT BbIpAXKEHHBIi
BHYTPUCOCYAMUCTbIN FEMONN3, YMEPEHHYID UK TAXenyl dopmy
aHeMuu, peTUKYIoLMTO3 1 nosbiweHune aktueHoctu JIAI B cbiBO-
poTke kposu. Kpome Toro, npu knaccuueckoit MHI oTcytcTByYiOT
mopcdonoruyeckne npusHakm AA/MOC u pns Takux OGOMbHbIX
HexapaKTepHbl aHoManuu kapuotuna [32]. Hepepko MHI pa3su-
BaeTcA Ha (oHe CMHLPOMOB KOCTHOMO3rOBOW HeA0CTaTOYHOCTY
(AA, MIC, Muenocu6pos). Y Takux nayMeHToB 4acTo Habnogaet-

s TAXenasn opma TpOMOOLMUTONEHUN B COYETAHUN C YMEPEHHO
MOBbLILWEHHON UM HOpPManbHOI akTuBHOCTbO JIAT [4, 32]. Y na-
LMeHToB C cybknuHudeckoi [MHI oTcyTCTBYIOT KAMHUYECKME
unu nabopartopHble MPU3HAKKM remMoin3a, YUCNo 3PUTPOLMTOB B
npegenax Hopmbl. CybknnHuYeckyto dopmy MHT, yacto Habnoaa-
eMyI0 y AeTeil, HepefKo AMArHoCTMPYIOT Ha (oHe 3aboneBaHui,
XapaKTepU3yloWmxcs HapylweHnemM GyHKLMKM KOCTHOTO MO3ra, —
noutn Bceraa (B 99% cnyyaes) Ha doHe npuobpeteHHoit AA. Co
BpemeHeM 3KkcnaHcus MHI-knoHa MoXeT NPpUBOAUTL K PasBUTHIO
remonutuyeckoii copmbl AA/TIHT [21]. WHTepecHo, yTo npu
BPOXJEHHbIX OPMax KOCTHOMO3rOBOI HeJOCTaTOuHOCTU (aHe-
MU aHKOHU, BPOXXAEHHOM AUCKEPaTO3€) NPaKTUYECKU HUKOTAA
He BCTPeYAETCA HU KNMHUYECKMN BblpaXKeHHON, HWU nateHTHo MMHTI.

Tpom603b1. TPOMOOTUYECKUMU OCNOXKHEHUSAMU OBYCNOBNEHO
40-67% netanbHblx ucxopos npu MHI [14]. Y naumenTos ¢ MHT
TPOMBO3bl Pa3BUBAIOTCA NPEUMYLLECTBEHHO BO BHYTPUOPIOWHbIX
BeHax (Ne4YeHOYHOI, NopTanbHONA, OGPLIKEEYHON, CeNne3eHOUHOIA)
1 MO3roBbIX BEHaX (CaruTTanbHoOM, NelepucToro cuHyca), npuyem
Hanbonee YacTo BO3HMKAET TPOMOO3 BEH NEYEHH, NPUBOASALLUN K
passutuio cuHppoma bappa — Kwapw. Momumo 3Toro, BecbMa
pacnpocTpaHeHbl TPOMOO3bI IYOOKUX BEH HUKHUX KOHEYHOCTEIA,
TpoM603MOOUM NIETOYHOW apTEPUM U TPOMBO3bI BEH KOXKM [14].
TpoMOOTMYECKME OCNOXKHEHWUA BO3MOXHbI Y NH06Or0 nayueHTa
¢ MHT, Ho B rpynne HauboNbLWEro pUcKa HaXo[ATCA MaLUEHTbI
¢ 6onbwmm MHT-knoHom (> 50% rpaHynouuTos) [27, 28].

Hedocmamo4Hocmbs KocmHo20 Mo32a. HepocTaTo4yHOCTb
KOCTHOrO Mo3ra y nauueHToB ¢ [THI MoxeT BapbMpoBaTh 0T cy6-
KnuHuyeckoit opmbl o AA Taxenoit cteneHu. MokasaHo, 4To y
nauueHToB ¢ MHI cHMXEHO Konu4YecTBo KNETOK-NpeallecTBeH-
HUKOB remono33a [23]. Y 3HauuTensHoi yactn (30-70%) 6onb-
Heix MHI co BpemeHeM pa3BuBaeTcs BblpaxeHHas AA [13, 19,
44], TaK Xe KaK y naumeHToB ¢ AA Npu NOSHOM UK YaCTUYHOM
BOCCT@HOB/IEHUM KPOBETBOPEHMA NOCAe UMMYHOCYNPeCCUBHOM
Tepanun moxet passutbca [MHI. Tak, MHI-knoH Ha MomeHT
AnarHocTukn AA oGHapykuBaloT noutn y 40% nauuentos [40],
€ro 3KCMAHCUA CO BPEMEHEM HepefKOo MPUBOAUT K MOSABIEHUIO
KNHMYecknx cumntomos MHT.

Jucmonus enadkol myckynamypsl. bonb B xuBOTe, cnasm
nuiwesona, aucarus 1 3peKTUNbHAA ANCHYHKLMA TaKKe npu-
Hapiexar K Haubonee pacnpoCTpaHEHHbIM CUMNTOMAM KNaccu-
yeckon MMHT. Bce 3Tu cMMNTOMbI ABAAIOTCA NPAMbLIM CIEACTBUEM
BHYTPUCOCYQMUCTOTO TemMonun3a, BbICBOOOXAEHUA CBOOGOAHOrO
remornobuHa u okucnenus okcupa asora (NO) [39]. B Hopme
CBOOO/HbIN TeMOrNOBUH yaanseTcs U3 nnasmbl KPOBM C MOMO-
Wwbto remonekcuHa, CD163 u rantornobuHa npu yyactum NO.
Y nauuenTos c MHI cuctema ytuamnsaunmu cBoO6OLHOMO remoro-
O1Ha neperpyeHa, N03TOMy CBOGOAHbIA reMornoOuH Hakanu-
BaeTCs B nia3me KpoBM W cBA3biBaeT Monekynsl NO, 4To npuso-
ANT K cHmxeHuo ypoBHa NO B nnasme KpoBu. B HopmanbHbIX
ycnosusax NO cuHTe3npyeTcs KneTKamu 3HOOTENUs; OH Heob-
XOAMM Ans paccnabneHus rmMagkol MycKynatypbl, B TOM yucne
apTepuon, a Takke ANA UHIMOMPOBAHWUA aKTUBALWM U arpera-
uum TpomMGouuToB. leMornobuH-onocpeaoBaHHbn feduunt NO
BeLET K HapyleHUID perynsLmum ToHyca FagKoi MycKynartypel
M K aKTUBALWUM TPOMOBOLMTOB. [MCTOHMA TNAfKOW MyCKynarty-
pbl yalle BCTPevaeTcs y nauueHtoB ¢ 6Gonbwmm MHI-knoHom
¥ aKTUBHO NMpOTeKawLwWmm remonusom [27].

Jpyeue npossnenus. Mo cpaBHEHMIO C obLEel nonynsaumeit,
y nauueHToB ¢ [MHI B 6 pa3 vale pa3BMBaeTCA XpOHMYeCKas
6onesHb nodek' [18]. lMoBpexaeHMe MOYEUHBIX KaHaNbLEB

1 B Hacmoswee spems obLyee Npu3HaHUe Noayyuaa KOHYenyus xpoHudeckol 6onesHu noyek (chronic kidney disease), npednoxeHHas amepuKaHckumu
Hegpponoeamu (Kidney Disease Outcomes Quality Initiative, 2002). XpoHuyeckas 60/ne3Hb noyek onpedenaemcs KGK nospexoeHue noyek uu
CHUXeHue Ux QyHKyuu 8 medeHue 3 Mecayes unu bonee Hesagucumo om duazHo3a. — [pumey. asm.
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OblBaeT BbI3BaHO TPOMOO30OM MENKWUX COCYAOB U HAKOMJIEHUEM
remocuaepuHa. llomMmo 3Toro, B pesynbrate CHUXEHWUA YpOB-
Ha NO u pasBuBalowWeiics Ba3OKOHCTPUKLUM y GonbHbix MHT
4acTo HabNAAIOT NErOYHYI0 TMMEPTEH3MIO NEFKON UK CpeaHel
cTenexu [16, 17].

OCOBEHHOCTU TEYEHUA

NAPOKCU3MAJIbHOW HOYHOW

FEMOTNOBUHYPUWU Y IETEN U NOAPOCTKOB

MHI y peteit 1 NOAPOCTKOB BCTPEYAETCA pexe, YEM Y B3POCIbIX
(npumepHo 10% nauuentoB ¢ MMHI mnagwe 21 ropa) [19, 28,
44, 47]; npu 3ToM 6GonesHb BO3HWKAeT B J0OOM Bo3pacTe, HO
06HapYKMBAIOT ee MPenMyLLECTBEHHO Y NofpocTkoB [8, 50, 53].
OueHb YacTo 3aboneBaHmne LAUTENBHOE BPEMS HE AMUArHOCTUPYIOT,
BC/IECTBME YEro NaLMeHTbl He MONYYaAloT afleKBaTHOMO NeYeHus
[50, 53]. KnuHuueckne nposienenus MHI B peTckom Bo3pacTe
HECKO/IbKO OT/IMYAIOTCA OT TeyeHus 3aboneBaHus y B3POCHbIX.
Y peteit yaue oTMeyatoT cy6KIMHMYECKYO dopMy 3aboneBaHus
unu TMHI B COBOKYMHOCTU C CUHAPOMOM HeJO0CTAaTOYHOCTU KOCT-
HOro Mo3ra (B YacTHocTu, ¢ AA, pedpakTepHoii LMToneHuen) [8,
12, 49, 50], npUyem CUMNTOM reMOrnoOUHYpPUM NPOABASETCA HE
Bcerga [50]. TpomGoTMYECKME OCNOKHEHUS HABAOAAIOT B Cpej-
HeM y 23% (6-50%) 6onbHbIX feTckoro Bo3pacta [8, 50, 53].

B Hawem uccneposaHuu, nposogumom ¢ 2012 r. B Pepepans-
HOM Hay4YHO-KJIMHMYECKOM LieHTpe [eTCKON rematonoruu, oHKo-
JIOTUM U UMMyHoNOrMM uMeHn [mutpus PorayeBa MuH3ppasa
Poccuu (r. MockBa), MHT-KN0H BbIABNEH Y NONOBUHbI A€TeN C Npu-
o6peTeHHoit AA (39 n3 78 peteit). Mpu atom y 29 (74,4%) naum-
€HTOB KJIOH 6blN MUHOPHBIM (< 1% rpaHynouutos), ay 10 (25,6%)
pasmep TMHI-knoHa rpaHynouuToB 6bin paBeH 1% u Honee.
Tpom603bl HabNtoAANM TONbKO B ABYX Cyyasnx (v 5,1% peteit ¢ AA/
MHT), n y o6oux nauneHToB pasmep MHI-KNOHA Ha rpaHynouuTax
npesbiwan 55%. MosblweHne akTuBHocTn JIAT 6onee 1,5 BepxHeii
rpaHuLbl HopMbl 06HapyYxeHo Y 7 (17,9%) nauuentos ¢ AA/TTHT u
TobKO y 1 (2,6%) 60nbHOrO B rpynne ¢ AA 6e3 MHT.

Bcnepctue manoro yucna HabnofeHU CBEAEHUA O KIWHU-
YeCKUX NPOABNEHUSAX, TEYEHUN 3a00NIeBaHUS U BbIXXMBAEMOCTH Y
[eTell BecbMa orpaHuyeHHsl. B nocnegHue 5 net 6b1au npeanpu-
HATBI NOMbLITKU MAcLITaGHOro CTAaTUCTUYECKOrO aHaNn3a AaHHbIX O
cumntomax [MHI B peTckoi 1 B3pocnoi nonynauusx Ha OCHOBa-
Huu MexpayHapogHoro peructpa 6onbHbix MMHI (Global Registry
of Patients With Paroxysmal Nocturnal Hemoglobinuria) [47,
48]. NMokasaHo, 4to B 06eux nonynsumsx MHI ¢ paBHoit YacToToM
BCTPEYAETCA Y /UL, MYKCKOTO W KEHCKOro nona. bonbwnHCTBO
GONbHbIX MPUHAANEKAT K €BPOMEOMAHOI pace, HO B [ETCKOIA
nonynsauumn oA NALUEHTOB MOHTONONULHON PAackl HEMHOTO HUXE,
yem Bo B3pocnoii rpynne (7,1% npotus 17,7%; p = 0,017) [47].

Ha MomeHT BKNloueHus B uccnefoBaHue pasmepsl knoHa MHI
Ha rpaHynoumMTax y AeTei 1 B3pOC/bIX NALUEHTOB pa3nuyanmuch:
y leTeil OHU ObIIW CTAaTUCTUYECKM 3HAYUMO MeHblue. Hanpumep,
KJIOH pa3mepoM meHee 10% Habnwoganu y 57,3% peteit u 39,5%
B3pocnblx, a MHI-knoH pa3mepom 50% u Gonee — y 24,7%
peteit u 38,9% B3pocnbix (p = 0,003 npu obuwem cpaBHEHUM).
AA Jawe oTmeyanu y geteid, Yyem y B3pochbix (77,8% npotus
54,4%; p < 0,001), a MAC, HanpoTuB, B AeTCKOW nonmynsuuu
BCTpeYancs pexe, yem BO B3pocnoit (2,0% npotus 10,2%;
p = 0,007). Taxenyio cdopmy uutoneHun (4ucno Heitpocdu-
noB < 0,5 x 10°/n unu yucno TpomboumuToB < 20 x 10°/n) yawe
Habnwoganu y peteit (33,3% npotuB 13,2% y B3poOCHbIX; P <
0,001), HO fONS NALMEHTOB C FeMOJIN30OM B ieTCKOI U B3pOCNOii
nonynauuax 6wina conocrtasumoii (50,0% u 59,5% cooTBeT-
CTBEHHO). YacToTa TPOMOOTUYECKMX OCNOXHEHWIA Y [eTell U
B3POC/bIX CTAaTUCTUYECKM 3HAYUMBIX Pa3NNuuil He umena [47].

noaxonbl K AUArHOCTUKE U TEPANUU
NMAPOKCU3MANbHOW HOYHOW FEMOINOBEUHYPUMN
CerogHs Hanbonee MHGOPMATUBHBIM U HALEKHbIM MeTOOM Oua-
eHocmuku TMHI y peTteit n B3pocnbix MpU3HAHA BbICOKOYYBCTBU-
TenbHas npotouHas uutometpus [3]. Oeduunt GPI-cBA3aHHbIX
6enkoB npu MMHI BbIABNSIOT NPU CHUXEHWUM CBA3bIBAHUS KIETOK
nawWeHTa C MOHOK/IOHA/IbHBIMU QHTUTENAMU K 3TUM OeKaM, MeyeH-
HbIMU (hN0OpEeCLeMHaMK, a TaKKe NpU UMMyHOEHOTUNMPOBAHMN
KNeToK nepudepuyeckoil KpoBu C MUcCnonb3oBaHueM dioopec-
LileHTHo-MeyeHoro asponusuHa (fluorescein-labeled proaerolysin),
KOTOpbIi CBA3LIBAETCA C yrneBOAHOM YacTbio GPI-akops [3].

He3aBucumo ot Bo3pacta y nauueHToB ¢ [MHI o6HapyxwuBaloT
TpW TUNA 3pUTPOLMTOB: KneTku I Tmna c HopmanbHoI 3Kcnpec-
cuein CD55 n CD59, kneTkn II TMNa CO CHUMKEHHBIM KONUYECTBOM
3Tux Genkos u aputpountsl III TMNa, rge cooTeeTCTBYKOLME
6enKM NOAHOCTbIO OTCYTCTBYIOT [32]. Y 60oNblIMHCTBA NALMEHTOB
3atmKkcupoBaHo coyetaHue knetok I u IIT Tunos (Haubonee
pacnpocTpaHeHHbI eHoTMN), y MeHbluero Yncna 6obHbIX — I,
IT n III TvnoB (BTOpOIt No YacToTe GeHoTUN), y HeKoTopbIX — I
u II TunoB (HammeHee pacnpocTpaHeHHbI deHoTUn). Takylo
M03anWyHOCTb (HEHOTUMOB HEOOXOAMMO YYMTHIBATb, TaK Kak
aputpouutsl II TMNA CPaBHUTENbHO YCTONYUBLI K FeMOAN3Y U
y nauueHTos ¢ 60nbWwNM npoueHTom Knetok II Tuna 6onesHb
NpoTeKaeT CPaBHUTENbHO nerko [30].

AHanu3 peduumta GPI-cBA3aHHbIX 6ENKOB HEOOXOAMM Kak
Ha 3pUTPOLMTAX, TaK U Ha NeilkounTax (MOHOLMTAX W rpaHyno-
uutax). Mpw 3ToM UCTUHHAA BenuuuHa KnoHa THI kKoppenupyet
MMEHHO C MpOLEeHTHbIM copepxaHuem CD24-peduumnTHbIX rpa-
HynounTos, nockonbKy IMHI-3putpoumnTEl NM3KNpylOTCA Nog Aei-
cTBueM komnnemeHTa [3]. HepaBHo npoBegeHHble TpaHchy3nm
3PUTPOLMTOB TaKKe BAMUAIOT HA OLEHKY pa3mepa K/oHa, Tak Kak
YBENYMNBAIOT KONMYECTBO HOPMabHbIX 3PUTPOLUTOB.

Anzopumm CKpUHUH2a nayueHmos 0emcKoz20 803pacma u3
2pynn 8bICOKO20 pucKa. YctaHoBneHo, 4to MHI-KnoH yalye BbisB-
NAT y NauMeHToB AeTckoro Bo3pacTta ¢ AA unn pedpakTepHou
uuToneHue. Tak, gecuumnt GPI-cBA3aHHbIX 6€NKOB 0OHApPYKEH Y
21-41% peteii c AA [41,46,53] ny 41% peteit ¢ pecpakTepHoit
uutoneHuen [2]. B cBA3M C 3TUM BCEM AeTAM C YCTAaHOBNEHHOW
KOCTHOMO3rOBOI HeJ0CTaTOYHOCTbI0 HEOOXOAUM CKPUHUHT Ans
onpepenenuna knoHa [MHI. MepBuYHbIA OTpULATENBHBIA pe3yNb-
TaT He cnefyeT PacLeHNBaTh Kak OKOHYATENbHbIA: CO BPEMEHEM
KNOH MOXET BO3HWKHYTb unu npoasutbca. 1o 3ToN npuyunHe
BCEM MaLMeHTaM JeTckoro Bo3pacta ¢ AA, Jaxe npu OTCYTCTBUM
KMHWUYECKUX NPOABAEHUA reMoanN3a, PeKOMEHA0BAH CKPUHUHT
Ha [THI npn noctaHoBKe anarHo3a AA, a TakKe Kak MUHUMYM pa3
B rof} B Xxo4e nocneayiouiero HabatoaeHus [3, 49].

B HacToswee BpeMms HaubGonee 3(deKTUBHbIE MOAXOAbI K
neyeruio MHI BKNOYAIOT MHIMOUPOBaHKWE TEPMUHANBHBIX KOM-
NOHEHTOB CUCTEMbl KOMMJEMEHTa NIeKapCTBEHHbIM NpenapaTom
3Kynu3ymMab uau TpaHcnnaHTauuio kocTHoro mosra (TKM) [4].

Ikynuzymab — TyMaHU3UPOBAHHOE MOHOK/IOHANLHOE aHTU-
Teno, Kotopoe cBA3biBaeTcs ¢ C5-KOMMNOHEHTOM CUCTEMbI KOM-
nnemMeHTa, MHIMOUPYET ero nocnegytolliee paclenneqme Ha C5a
u C5b u, cneposatensHo, nmpenstcTByeT dopmuposaHuio MAK
[40]. 3kynu3ymab 3apeructpupoBaH Ha Tepputopumn PO B 2011 .,
1 Ha CErofHAWHNMA feHb 3TO €AUHCTBEHHbI B MUPE NIeKapCTBEH-
HbIl Mpenapat, ofoOpeHHbIi AN TapreTHoro neyeHus [MHI.
JbeKTUBHOCTL M 6E30MACHOCTb 3KYNM3yMaba y B3POC/bIX MaLu-
€HTOB MPOAEMOHCTPMPOBAHbI B ABYX MEXAYHAaPOAHbIX UCCeno-
BaHusx dasbl III [7, 20]. Mpenapat no3sonseT fOOUTLCA 3HAYU-
TeNIbHOTO YMEHbLUEHNA BHYTPUCOCYAUCTOTO reMON3a, CHUXKEHMUA
puUcKa pa3BuUTUs TPOM6030B M TpaHCY3MOHHOW 3aBMCUMOCTH,
a TaKxKe CyLEeCTBEHHO CHU3UTb BbIPaXXe€HHOCTb CUMNTOMOB, OMnpe-
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LeNsolLMX KayecTBO XU3HM nayueHTos c MHT. Hanbonee cepbes-
HbIM CNefCTBMEM ONOKUPOBAHWUA TEPMUHANBHOMO KOMMOHEHTa
KOMMNJeMeHTa ABNAETCA NOBbILWEHHbIA PUCK Pa3BUTUA UHDEKLMI
Neisseria spp, TaBHbIM 06pa3oM MEHWUHTOKOKKOBON WHeEK-
uumn (npubausutensHo 0,5% B TeyeHue roga unu 5% nocne
10 nert) [4]. Mo 3Toit NpuYMHe 3KyNM3ymMab cnepyeT HasHayaTh
TONbKO NaLuMeHTaM, NpoLweaWnNM BaKLMHALMIO OT MEHUHTOKOKKA.

B 2014 r. 6biin ony6nMKOBaHbI pe3ynbTaTbl MCCiefoBaHMUA
tasbl I/II no oueHke 3hheKTMBHOCTM M GE30MacHOCTU Mpu-
MeHeHus 3Kynusymaba y peteit u mogpoctkos ¢ [MMHI [35].
B wuccnegoBaHuu ydyactBoBanu 7 naumeHToB B Bo3pacte 11—
17 net: yetBepo peteit ¢ knaccuyeckon MHI u Tpoe — c MHI
Ha ¢doHe AA. Y4acTHWKM 3KCNepUMEHTa XOpOWO NepeHoCUny
Tepanuio 3KyAnM3ymabom; feyeHne no3Boauno 4oOUTLCS NONHOMO
MHrMOUPOBAHUS BHYTPUCOCYRUCTOMO reMosn3a, CTabunmnamposarts
remMatoNorMyeckue nokasareny, a TakKe 3Ha4YUTENbHO YMEHbLMUTh
BbIpaXKeHHOCTb Apyrux npossnenuit MHI [35]. Pesynbratbl 3Kc-
NepUMEHTa XOPOLO COMAcyloTCA C AaHHBIMW UCCNefOBaHUIA MO
npyUMeHeHMIo 3Kynn3ymaba y B3pocnbix ¢ [MHI, 4To obocHoBbIBaET
npumeHeHve npenapara ana nedenus MHIy geTenn n NOAPOCTKOB.

Tepanus 3kynu3ymMabom nokasaHa naLueHTaM JeTCKOro BO3-
pacTa C aKTMBHO MpoTeKawwWwMM 3ab0NeBaHWEM U MpPU HEBO3-
MOXHOCTM annoreHHoi TKM (Hanpumep, npu oTcyTCTBUM JOHOPA
WNU OTKase OT TpaHcmiaHTauuu). Bonpoc o BbiGope Tepanuu
y 60MbHbIX C Knaccuyeckoit topmoit MHI u TpomboTUYECKUMM
OCNOXXHEHWUAMU B @aHaMHe3e 0CTaeTCs OTKPbITbIM: COMMACHO HeKo-
TOpbIM UCCNEROBaHMsAM, TaKUM nauneHtam TKM He MoxeT ObiTb
peKomMeHAOBaHa B Ka4yecTBe OCHOBHOTO METOAa Tepanuu B CBA3M
C BbICOKMM PUCKOM OCJIOXHEHUIA 1 cMepTy [6, 33]. Y 3Tux 6onb-
HbIX NleYeHrne IKyIM3yMaboMm MOXKET CTaTh Tepanueil BbIGopa.

TpaHcnnaumayus kocmHozo mo3za. MosBneHne 3Kkynu3ymaba
CyWecTBeHHO noBAuAno Ha Tepanuio MHI. Tem He meHee anno-
reHHas TKM ocTtaeTcsl eAWHCTBEHHbIM PafMKanbHbIM METOLOM,
NO3BOAAKWNM LOOUTLCA U3NEUYEHNUS NPU AAHHOM 3a60N1eBaHNU.
B cBasn c atum y peteit TKM npoBoAAT B pamkax CTaHAAPTHbIX
nokasaHuit npu annasuu kposetsopenus (AA/TTHI u AA/cIHT)
1 B PEAKMX Cy4yasnx KnoHanbHoi TpaHchopmauum MHI 8 MAC/
OCTpblii neitko3. TKM MoxeT 6bITb pasyMHON aNbTepHATUBOI Ans
nauMeHTOB, HE OTBeYaloWMX Ha Tepanuio 3Kynausymabom [10],
UK Npu TAXeNnoih Gopme NaHUMTONEHMM, BbI3BAHHON COMYT-
CTBYIOLLe HEOCTaTOYHOCTbIO KOCTHOrO MO3ra.

Poccutickuti onbim. Ha 3acepaHuyu HauuoHanbHOro rema-
ToNornyeckoro obuwectsa 14 despans 2014 r. npeacTaBieHsbl
1 0f06peHbl KNMHUYECKME PEKOMeHAALMM Mo [MArHoCTUKE W
nederuto MHI [1]. OHK BKAOYAIOT METOABI U KPUTEPUN fUATHO-
ctuku MHT, nokasaHusa pns CKPUHUHIA M ONTUMANBHYIO Tepanes-
TUYeCKYI0 TaKTUKY, NPeLnonaralLyo NpuMeHeHne TapreTHoro
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npenapata 3kynusyma6, TKM u cumnTomaTuyeckoit Tepanuu.
B uenom poccuitckme peKOMeHAALMUM He OTAINYAKTCA OT MeXay-
HapOLHbIX NOAXOA0B K AUarHocTuKe u nedenuto MHI.

3AKNKOYEHUE

MapokcusmanbHas Ho4yHas remornobuHypus (MHI) — pepkoe
3aboneBaHue, O U3YYEHUA MeXaHU3MOB Pas3BUTUA KOTOPOTO
notpe6oBanuch 00beAMHEHHbIE 3HAHWA Takux obnacteid, Kak
Ouoxumus, MmonekynspHas 6uonorus u reHetuka. CeepfeHus
06 y4yacTuu cucTeMbl KOMNAEMeHTa B pa3BuTUM 3abonesa-
HUA NO3BOAWAM CO3[ATb Mpenapar 3Kynau3ymab, CylecTBeHHO
M3MEHUBLUNIA eCcTECTBEHHOe TeyeHue GonesHu. B To e Bpems
aHanu3 pesynbTaTtoB TeEpanuu 3Kkynu3ymabom NpuBOAMT K Gonee
ry6oKoMy noHMMaHuo natodusnonoruu MHI 1, yTo ewe Bax-
Hee, K pa3paboTKe HOBbIX NOAXOA0B, HAMPABJEHHbIX HA UHIU-
GMpoBaHMEe KOMNOHEHTOB KOMNeMeHTa. TaK, B peKux Cyyasnx
npu Tepanun 3kynuaymabom y nauueHToB c MHI pa3suBaetcs
C3-onocpenoBaHHbI BHeCOCYAUCTHI remonu3 [15, 36]; coot-
BETCTBEHHO, B HaCTosillee BpeMs MpPOBOAATCA pa3paboTka u
LOKNMHWYECKNE WUCCNef0BAaHUA HOBbIX areHToB, AENCTBYIOLMX
Ha ypoBHe (3-komnoHeHTa KomnnemeHTa [34, 37, 42]. Kpome
TOro, Ha TepaneBTUYECKMA OTBET NPU WUCMOAb30BAHWUM 3KY-
nn3ymaba MOryT BAUATb PasfiMyHble reHeTuyeckue akTopsl
(Hanpumep, nonumopdusm reHos, kogupyrowmnx C5 n CR1 [29,
33]), B CBA3M C YeM HyXHbl AanbHelilwmne hapMakoreHeTuyeckme
“ccnefoBaHus, KOTOpble NO3BONAT KMOACTPOUTLY NeyeHne nog
KaXXAoro KOHKPETHOro nauueHTa.

OAHO M3 cOBpeMeHHbIX HanpaBnexuit nccnegoeanusa MHMN —
“3y4yeHne ocoGeHHOCTeN Bone3Hu B pasHbix nogrpynnax (B AeT-
CKOI1 nonynAauuy, y npefcTaBuTeneit pasHbix pac). 06HapyxeHo,
B YACTHOCTM, YTO, HApPALY C CYWeECTBEHHbIM CXOACTBOM KAU-
HUYeCKUX NposiBNeHUN 3ab0neBaHWUs B [ETCKOW M B3POC/ON
nonynaumax, MHI y peTeit xapakTepu3syetca HEKOTOPbIMU 0CO-
GEHHOCTAMU, KOTOpPble HYXHO YYMTHIBATb MPU YCTAaHOBJEHWUU
AnarHosa u nocnepyiowem efeHun. CornacHo Hawum Habnto-
JeHMAM W paHHbiM nuTepatypsl, MMHI vy petenn 3HauuTenbHo
yalie CONpoBOXAAETCA CUMHAPOMOM HeAOCTAaTOYHOCTU KOCT-
HOTO MO3ra, Yem y B3poC/bIX. TPOMOOTUYECKME OCNOKHEHUS
3T0ro 3a6oneBaHMUA XapaKTEpPU3YIOTCA TAXKENbIM TEYeHUeM W
[OCTaTOYHO Y4acTO PerncTpupyloTcs y AeTel, YTOo OTMeYeHO
u B rpynne nauyueHtoB c [MHI, HaxoauBWKXCA HA NevyeHun B
®enepanbHOM Hay4YHO-KIMHWYECKOM LIEHTPe [EeTCKON remato-
NI0TUM, OHKONOTUWN M UMMyHONOrun umenn [mutpus Porayesa
Mun3ppasa Poccun. CBoeBpemerHas guarvoctuka IMHI B coue-
TaHUW C COBPEMEHHbIMM TEpPaneBTUYECKUMU MOXOLAMU MO3BO-
N51eT 3HAYUTENBHO CHU3UTb PUCK TAKUX OCNIOXHEHUI 1 YNYUIWLNTD
NporHo3 3abosneBaHus.

7. Brodsky R. A., Young N. S., Antonioli E., Risitano A. M. et al. Multicenter
phase 3 study of the complement inhibitor eculizumab for the treatment
of patients with paroxysmal nocturnal hemoglobinuria // Blood. 2008.
Vol. 111. N 4. P. 1840-1847.

8. Curran K. J., Kernan N. A., Prockop S. E., Scaradavou A. et al. Paroxysmal
nocturnal hemoglobinuria in pediatric patients // Pediatr. Blood Cancer.
2012. Vol. 59. N 3. P. 525-529.

9. De Latour R. P., Mary J. Y., Salanoubat C., Terriou L. et al. Paroxysmal
nocturnal hemoglobinuria: natural history of disease subcategories //
Blood. 2008. Vol. 112. N 8. P. 3099-3106.

10. DeZern A. E., Dorr D., Brodsky R. A. Predictors of hemoglobin response to
eculizumab therapy in paroxysmal nocturnal hemoglobinuria // Eur. J.
Haematol. 2013. Vol. 90. N 1. P. 16-24.

. Gargiulo L., Lastraioli S., Cerruti G., Serra M. et al. Highly homologous
T-cell receptor beta sequences support a common target for autoreactive
T cells in most patients with paroxysmal nocturnal hemoglobinuria //
Blood. 2007. Vol. 109. N 11. P. 5036-5042.

12. Ge M., Shi J., Li X., Shao Y. et al. Clinical features and survival of asian
pediatric patients with paroxysmal nocturnal hemoglobinuria: results
from a single center in China // Acta Haematol. 2015. Vol. 134. N 1.
P. 1-6.

1

~

T'emaroaorma Ne 5 (122) / 2016

| Dowmop.Py | 19



HEMATOLOGY

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

Ham T. H., Dingle J. H. Studies on destruction of red blood cells. II.
Chronic Hemolytic Anemia with Paroxysmal Nocturnal Hemoglobinuria:
certain immunological aspects of the hemolytic mechanism with special
reference to serum complement // J. Clin. Invest. 1939. Vol. 18. N 6.
P. 657-672.

Hill A., Kelly R. J., Hillmen P. Thrombosis in paroxysmal nocturnal
hemoglobinuria // Blood. 2013. Vol. 121. N 25. P. 4985-4996.

Hill A., Rother R. P., Amold L., Kelly R. et al. Eculizumab prevents intra-
vascular hemolysis in patients with paroxysmal nocturnal hemoglobinuria
and unmasks low-level extravascular hemolysis occurring through (3
opsonization // Haematologica. 2010. Vol. 95. N 4. P. 567-573.

Hill A., Rother R. P., Wang X., Morris S. M. Jr. et al. Effect of eculizumab
on haemolysis-associated nitric oxide depletion, dyspnoea, and measures
of pulmonary hypertension in patients with paroxysmal nocturnal
haemoglobinuria // Br. J. Haematol. 2010. Vol. 149. N 3. P. 414-425.
Hill A., Sapsford R. J., Scally A., Kelly R. et al. Under-recognized
complications in patients with paroxysmal nocturnal haemoglobinuria:
raised pulmonary pressure and reduced right ventricular function // Br.
J. Haematol. 2012. Vol. 158. N 3. P. 409-414.

Hillmen P., Elebute M., Kelly R., Urbano-Ispizua A. et al. Long-term effect
of the complement inhibitor eculizumab on kidney function in patients
with paroxysmal nocturnal hemoglobinuria // Am. J. Hematol. 2010.
Vol. 85. N 8. P. 553-559.

Hillmen P., Lewis S. M., Bessler M., Luzzatto L. et al. Natural history of
paroxysmal nocturnal hemoglobinuria // N. Engl. J. Med. 1995. Vol. 333.
N 19. P. 1253-1258.

Hillmen P., Muus P., Duhrsen U. Risitano A. M. et al. Effect of the
complement inhibitor eculizumab on thromboembolism in patients with
paroxysmal nocturnal hemoglobinuria // Blood. 2007. Vol. 110. N 12.
P. 4123-4128.

Karadimitris A., Manavalan J. S., Thaler H. T., Notaro R. et al. Abnormal
T-cell repertoire is consistent with immune process underlying the
pathogenesis of paroxysmal nocturnal hemoglobinuria // Blood. 2000.
Vol. 96. N. 7. P. 2613-2620.

Lewis S. M., Dacie J. V. The aplastic anaemia — paroxysmal nocturnal
haemoglobinuria syndrome // Br. J. Haematol. 1967. Vol. 13. N 2.
P. 236-251.

Maciejewski J. P., Sloand E. M., Sato T., Anderson S. et al. Impaired
hematopoiesis in paroxysmal nocturnal hemoglobinuria/aplastic
anemia is not associated with a selective proliferative defect in the
glycosylphosphatidylinositol-anchored protein-deficient clone // Blood.
1997. Vol. 89. N 4. P. 1173-1181.

Medof M. E., Kinoshita T., Nussenzweig V. Inhibition of complement
activation on the surface of cells after incorporation of decay-accelerating
factor (DAF) into their membranes // J. Exp. Med. 1984. Vol. 160. N 5.
P. 1558-1578.

Meri S., Morgan B. P., Davies A., Daniels R. H. et al. Human protectin
(€D59), an 18,000-20,000 MW complement lysis restricting factor,
inhibits C5b-8 catalysed insertion of C9 into lipid bilayers // Immunology.
1990. Vol. 71. N 1. P. 1-9.

Miyata T., Takeda J., Iida Y., Yamada N. et al. The cloning of PIG-A,
a component in the early step of GPI-anchor biosynthesis // Science.
1993. Vol. 259. N 5099. P. 1318-1320.

Moyo V. M., Mukhina G. L., Garrett E. S., Brodsky R. A. Natural history
of paroxysmal nocturnal haemoglobinuria using modern diagnostic as-
says // Br. J. Haematol. 2004. Vol. 126. N 1. P. 133-138.

Nishimura J., Kanakura Y., Ware R. E., Shichishima T. et al. Clinical course
and flow cytometric analysis of paroxysmal nocturnal hemoglobinuria in
the United States and Japan // Medicine (Baltimore). 2004. Vol. 83.
N 3. P. 193-207.

Nishimura J., Yamamoto M., Hayashi S., Ohyashiki K. et al. Genetic
variants in C5 and poor response to eculizumab // N. Engl. J. Med. 2014.
Vol. 370. N 7. P. 632-639.

Parker C. J. Management of paroxysmal nocturnal hemoglobinuria in the
era of complement inhibitory therapy // Hematology Am. Soc. Hematol.
Educ. Program. 2011. Vol. 2011. N 1. P. 21-29.

Parker C. J., Baker P. J., Rosse W. F. Increased enzymatic activity of
the alternative pathway convertase when bound to the erythrocy-
tes of paroxysmal nocturnal hemoglobinuria // J. Clin. Invest. 1982.
Vol. 69. N 2. P. 337-346.

Parker C., Omine M., Richards S., Nishimura J. et al. Diagnosis and
management of paroxysmal nocturnal hemoglobinuria // Blood. 2005.
Vol. 106. N 12. P. 3699-3709.

Peffault de Latour R., Schrezenmeier H., Bacigalupo A., Blaise D.
et al. Allogeneic stem cell transplantation in paroxysmal nocturnal
hemoglobinuria // Haematologica. 2012. Vol. 97. N 11. P. 1666-1673.
Qu H., Ricklin D., Bai H., Chen H. et al. New analogs of the clinical
complement inhibitor compstatin with subnanomolar affinity and
enhanced pharmacokinetic properties // Immunobiology. 2013.
Vol. 218. N 4. P. 496-505.

Bubauorpaduyeckas ccolka:
Hosuukosa I. A., MeTposa VY. H., Kanununa W. W., Macuan A. A. MapokcusmanbHas HouHas remormno6uHypus y fetei (063op nutepatypsl) // Loktop.Py.
lfematonorus. 2016. N2 5 (122). C. 15-20.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44.

45.

46.

47.

48.

49.

50.

51.

52.

53.

54.

55.

56.

Reiss U. M., Schwartz J., Sakamoto K. M., Puthenveetil G. et al. Efficacy
and safety of eculizumab in children and adolescents with paroxysmal
nocturnal hemoglobinuria // Pediatr. Blood Cancer. 2014. Vol. 61. N 9.
P. 1544-1550.

Risitano A. M., Notaro R., Marando L., Serio B. et al. Complement
fraction 3 binding on erythrocytes as additional mechanism of disease in
paroxysmal nocturnal hemoglobinuria patients treated by eculizumab //
Blood. 2009. Vol. 113. N 17. P. 4094-4100.

Risitano A. M., Ricklin D., Huang Y., Reis E. S. et al. Peptide inhibitors
of (3 activation as a novel strategy of complement inhibition for the
treatment of paroxysmal nocturnal hemoglobinuria // Blood. 2014.
Vol. 123. N 13. P. 2094-2101.

Rondelli T., Risitano A. M., Peffault de Latour R., Sica M. et al. Poly-
morphism of the complement receptor 1 gene correlates with the
hematologic response to eculizumab in patients with paroxysmal nocturnal
hemoglobinuria // Haematologica. 2014. Vol. 99. N 2. P. 262-266.
Rother R. P., Bell L., Hillmen P., Gladwin M. T. The clinical seque-
lae of intravascular hemolysis and extracellular plasma hemoglobin:
a novel mechanism of human disease // Jama. 2005. Vol. 293. N 13.
P. 1653-1662.

Rother R. P., Rollins S. A., Mojcik C. F., Brodsky R. A. et al. Discovery and
development of the complement inhibitor eculizumab for the treatment
of paroxysmal nocturnal hemoglobinuria // Nat. Biotechnol. 2007.
Vol. 25. N 11. P. 1256-1264.

Scheinberg P., Marte M., Nunez 0., Young N. S. Paroxysmal nocturnal
hemoglobinuria clones in severe aplastic anemia patients treated with
horse anti-thymocyte globulin plus cyclosporine // Haematologica.
2010. Vol. 95. N 7. P. 1075-1080.

Schmidt C. Q., Bai H., Lin Z., Risitano A. M. et al. Rational engineering of
a minimized immune inhibitor with unique triple-targeting properties //
J. Immunol. 2013. Vol. 190. N 11. P. 5712-5721.

Shen W., Clemente M. J., Hosono N., Yoshida K. et al. Deep sequencing
reveals stepwise mutation acquisition in paroxysmal nocturnal
hemoglobinuria // J. Clin. Invest. 2014. Vol. 124. N 10. P. 4529-4538.
Socie G., Mary J. Y., de Gramont A., Rio B. et al. Paroxysmal nocturnal
haemoglobinuria: long-term follow-up and prognostic factors. French
Society of Haematology // Lancet. 1996. Vol. 348. N 9027. P. 573-577.
Takahashi M., Takeda J., Hirose S., Hyman R. et al. Deficient biosynthesis
of N-acetylglucosaminyl-phosphatidylinositol, the first intermediate
of glycosyl phosphatidylinositol anchor biosynthesis, in cell lines
established from patients with paroxysmal nocturnal hemoglobinuria //
J. Exp. Med. 1993. Vol. 177. N 2. P. 517-521.

Timeus F., Crescenzio N., Longoni D., Doria A. et al. Paroxysmal nocturnal
hemoglobinuria clones in children with acquired aplastic anemia:
a multicentre study // PLoS One. 2014. Vol. 9. N 7. P. e101948.
Urbano-Ispizua A., Muus P., Schrezenmeier H., Almeida A. M. et al.
Different clinical characteristics of paroxysmal nocturnal hemoglobinuria
in pediatric and adult patients, in 57th American Society of Hematology
Annual Meeting, abstract 3341. Orlando, FL, 2015.

Urbano-Ispizua A., Schrezenmeier H., Muus P., Maciejewski J. P. et al.
Clinical characteristics of classic paroxysmal nocturnal hemoglobinuria
(PNH) in pediatric patients: a comparison with classic PNH in adults.
An International PNH Registry Study, in 53th ASH Annual Meeting &
Exposition, abstract 2102. San Diego, CA, 2011.

Van den Heuvel-Eibrink M. M. Paroxysmal nocturnal hemoglobinuria in
children // Paediatr. Drugs. 2007. Vol. 9. N 1. P. 11-16.

Van den Heuvel-Eibrink M. M., Bredius R. G., te Winkel M. L., Tamminga R.
et al. Childhood paroxysmal nocturnal haemoglobinuria (PNH), a report
of 11 cases in the Netherlands // Br. J. Haematol. 2005. Vol. 128. N 4.
P. 571-577.

Walport M. J. Complement. First of two parts // N. Engl. J. Med. 2001.
Vol. 344. N 14. P. 1058-1066.

Wanachiwanawin W., Siripanyaphinyo U., Piyawattanasakul N., Kinoshita
T. A cohort study of the nature of paroxysmal nocturnal hemoglobinuria
clones and PIG-A mutations in patients with aplastic anemia // Eur. J.
Haematol. 2006. Vol. 76. N 6. P. 502-509.

Ware R. E., Hall S. E., Rosse W. F. Paroxysmal nocturnal hemoglobinuria
with onset in childhood and adolescence // N. Engl. J. Med. 1991.
Vol. 325. N 14. P. 991-996.

Yoshida N., Yagasaki H., Takahashi Y., Yamamoto T. et al. Clinical impact of
HLA-DR15, a minor population of paroxysmal nocturnal haemoglobinuria-
type cells, and an aplastic anaemia-associated autoantibody in children
with acquired aplastic anaemia // Br. J. Haematol. 2008. Vol. 142. N 3.
P. 427-435.

Zuber J., Fakhouri F., Roumenina L. T., Loirat C. et al. Use of eculizumab
for atypical haemolytic uraemic syndrome and C3 glomerulopathies //
Nat. Rev. Nephrol. 2012. Vol. 8. N. 11. P. 643-657.

Hill A., Richards S. J., Hillmen P. Recent developments in the understanding
and management of paroxysmal nocturnal haemoglobinuria // Br. J.
Haematol. 2007. Vol. 137. N 3. P. 181-192.

20 |

Doctor. Ru |

Hematology No. 5 (122) / 2016



TEMATOAOTHUA |

Ponb ¢huOpMHONUTUYECKON AKTUBHOCTU KPOBMU
B NpeaynpexxaeHnn Tpom60308
npu hu3monoruyecKon 6epemeHHOCTH

A. . Momot* 2, U. 0. Kyaunoea3, B. A. EnbikomoB? 3, H. A. CeménoBa*, [I. A. Momot?, 1. E. beno3sépos?
T Anmadickud ¢unuan lemamonozuyeckoeo Hay4Ho20 yeHmpa, 2. bapHayn

2 Anmatickuli 2ocydapcmseHHbIl MeduyuHcKuli yHusepcumem, 2. bapHayn

3 Kpaesas knuHuyeckas 6osbHuYa, 2. bapHayn

“ bapHaynbckul yeHmp penpodyKmusHoU MeouyuHb!

Llenb 0630pa: aHanu3 coBpemMeHHbIX NpeacTaBneHnit 06 yuactum GuOPUHONUTUYECKOI CUCTEMBI KPOBU B NpeaoTBpaLLyeHN TPOMGO30B B NO3A-
HUe Cpoku GepeMeHHOCTU.

OcHoBHble nonoxeHua. Pusnonornyeckas 6epeMeHHOCTb CONPOBOXAAETCA MOBbIWEHWEM KOATYNALUMOHHON aKTUBHOCTU KPOBU. ITO CBA3AHO
C feficTBMeM TkaHeBoro (akTopa U reHepauueit TpoMOUHA, 0 YeM 06bIYHO CBUAETELCTBYET POCT ypoBHA D-gumepos B nna3me kposu. OgHako
0CTaeTCs HeACHOM NPUYMHA YBENMYeHUs KOHUEeHTpauuu D-aumMepoB B NO3AHME CPOKM GepeMeHHOCTH, npoTekatoleil 6e3 kakoii-nnbo nato-
noruun. B o63ope npeacTaBneH aHanu3 fUHAMUKLU YPOBHEN N1a3MUHOTEHA U OCHOBHBIX perynatopos dubpuHonusa. MokasaHo, 4To B Nepuop,
NpeALecTByOWUI POAAM, BO3HUKAET NOAABNEHUE NPUCTEHOYHBIX MHTPABACKYNAPHbIX HDUOPUHONUTUYECKUX peaKkLuii. B To xe Bpems cuctem-
Hblii (B 06Lieil LmpKynaunm) dubpuHONU3 aKTUBUPOBAH.

3aknioyeHue. BoiaBMHYTa rUNoTe3a: B NO3[HUE CPOKN BepeMeHHOCTU KOHLEHTpaLus D-f1uMepoB B nna3me KpOBM NOBbILIEHA BCIEACTBUE N3U-
ca pacTBopuMoro hubpuHa, He [OCTUTILETO COCTOAHUA UBPUHOBOTO CrycTKa.

Knioyessie cnosa: dusnonornyeckas 6epeMeHHOCTb, reHepauus TpombuHa, ubpuH, hdubpuHonus, D-gumepsi.

Role of Blood Fibrinolytic Activity in Preventing Thrombosis
in Normal Pregnancy

A. P. Momot*?, I. Yu. Kudinova3, V. A. Elykomov? 3, N. A. Semenova“, D. A. Momot?, D. E. Belozerov?

! Hematological Scientific Center, Altai Branch, Barnaul
2 Altai State Medical University, Barnaul

3 Territorial Clinical Hospital, Barnaul

4 Barnaul Center of Reproductive Medicine

Objective of the Review: To analyze current insights into the role of blood fibrinolytic activity in preventing thrombosis in the later stages
of pregnancy.

Key Points: Normal pregnancy is associated with increased blood coagulation. This is related to tissue-factor activity and the production
of thrombin, which is usually seen in increased plasma D-dimers levels. However, the cause of this increase in D-dimers levels in the later
stages of normal pregnancy remains unknown. This review includes an analysis of changes in the levels of plasminogen and key regulators
of fibrinolysis. The authors show that intravascular fibrinolytic activity near the vessel wall is inhibited before delivery, while systemic
fibrinolysis (in general circulation) is activated.

Conclusion: The authors suggest that an increase in plasma D-dimers levels observed in the later stages of pregnancy could be explained
by the lysis of soluble fibrin that has not yet transformed into a fibrin clot.

Keywords: normal pregnancy, thrombin production, fibrin, fibrinolysis, D-dimers.

OCTOAHUE 6epemeHHocm CBA3aHO C eCTEeCTBEHHOW nepe- pocTurawuen MaKCMMmyMa B no3fgHuWe CpOKU ¢)M3VIOJ'IOI'W—IE-

CTpoiikoii paboTbl OpraHoB M CHUCTEM, COMpPOBOXAA-
foledcs CUCTEMHBIMW W3MEHEHWUSMWU TemMOoCTaTUYecKo-
0 U (GUOPUHOANUTUYECKOTO MOTEHLMANOB KPOBM, NMPOTPOM-
GoreHHbIMU 3thdhekTaMu IHAOTENUS KPOBEHOCHBIX COCYAOB,
a TaKXKe CHWXEHWeM aHTUKOoarynaHToi 3awmtsl [3, 19]. 3tu
M3MEHEHWUA NMPUBOAAT K HAPACTaHWIO TPOMBOTEHHOCTU KPOBM,

CKO 0OepemMeHHOCTH, YTO 0ObACHAETCA HeobX0[UMMOCTbIO
yMEeHbWUTL KpoBonoTepl B pogax [2, 9, 15, 32, 50]. 06
aKTMBALMM CBEPTHIBAHWA KPOBM B NEpuof BbliHALWMBAHUS
pebeHKa CBUAETENbCTBYET YBENMYEHUE COAEPXKaHWUs B Nias-
Me KpOBM NPOAYKTOB nu3nca thubpuHa, obnafatolnx aHTu-
reHamum D-gMMepoB, YTO CBA33aHO C MOBbLIWEHHbIM 00pa3oBa-
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HUeM W paspylweHueMm GUOPUHA B MATOYHO-MNALEHTAPHOM
KpoBoToke [2, 9].
Bbicokuii ypoBeHb D-gumepoB — npu3HaHHbIl nabopatop-
HbIl Mapkep TPOMOWHEMMU U BHYTPUCOCYAMCTOTO CBEpPThbIBA-
HUA KPOBM NPK TaKUX MATONOTUYECKUX COCTOSHUAX, KaK CUH-
LPOM AWUCCEMWHUPOBAHHOTO BHYTPUCOCYAMUCTOrO CBEPTbIBAHMUA
kposu (ABC-cuHapom) [11, 51], TpoM603 rYOOKUX BEH HUKHUX
KOHeyHocTei U Tpom603MbONMA neroyHoit apTepumn [13, 20].
KoHueHTpauuto D-gumMepoB yunTbIBAIOT NPU [UArHOCTUKE OCTPO-
ro paccioeHus aoptbl [48]. 06was uHdbopmauma o CTpyKType
1 o6pa3zoBaHuu D-gumepoB npeacTaBneHa Ha pucyHke 1.
HapacTtaHue koHuUeHTpauuu D-gumepoB B nnasme KpoBM
6epeMeHHbIX NPOAEMOHCTPUPOBAHO MHOTUMU UCCNEf0BAHUAMU
[12, 30, 31, 38, 49], B TOM YMcne NpoBeAEHHbIMU B HALIEM LIEH-
Tpe (puc. 2A) [7].
3adumkcupoBaHo yBennyeHue yposHs D-gumepos (no mepu-
aHe) B CPaBHEHWUM C NperpaBuAapHbIM NepUoAoM: Ha 6-8-ii He-
nene 6epeMeHHOCTM — Ha 18%, Ha 12-13-i1 — Ha 86%, Ha
22-24-i Hepene — B 3,84 pasa U B KOHLE CpoKa 6epeMeHHOC-
™M — B 4,68 pa3a, 4To COOTBETCTBYET NTEPATYPHLIM CBEAEHUAM
[12, 30, 31, 38, 49].
lMnepnpopykuus D-AMMepoB B KPOBM HepaspbiBHO CBfi3a-
Ha c obpa3oBaHMeM TpPOMOMHA, 3aHUMAlOWEro LeHTpanbHoe
MeCTO B peaKkLuax cucTeMbl remocrtasa. ®yHKUMAMK TpoMOUHA
apnsoTcs [4]:
® aKTUBaLusA TPOMOOLUTOB (TPOMOUH — Hanbonee MOLLHBIA
CTUMYNATOP aKTUBHOCTM 3TUX KIETOK);

® aktuBauusa daktopos ceepTtbiBaHua kposu V, VIII, VII, XI
u XIII (bubpuHcTabunnsmupyiowero daktopa);

® orpaHuyeHHbll npoteonus GubpuHoreHa fo GuUOPUH-
MOHOMepa;

® akTuBauus npotenHa C komnaekcom «TpoMOUH — Tpombo-
MOLYIUHY;

Puc. 1. Cxema oOpasoBanus bubprHa 1 ero
pacTBOpeHus OA AeticTBueM maazmuHa ([20]).

I Tpusevanue. I'loxasara nocredosanmensrocms gopymuposaris
1pou3s00HBIX PUBPUHOZEHA, 00AA0AIUUX HEOAHIIULEHAMI,
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® CTUMYNALMSA BbIOPOCA U3 3HAOTENMOLUTOB TKAHEBOTO aKTU-
BaTopa nnasmuHoreHa (tissue plasminogen activator —

t-PA);
® OrpaHUYeHHbIil MPOTEONU3 MNa3MaTUyecKon KapOoKcu-
nentuaasbl B po aktuBHo# Gopmbl — aKTMBMpYeMO-

ro TpomMbuHoMm uHrubutopa ¢ubpuHonusa (thrombin-
activatable fibrinolysis inhibitor — TAFI).

Mpn B3aMMOAENCTBUM C COCYAUCTOI CTEHKO TPOMOUH Cro-
cobCTBYeT aKcnpeccun TkaHeBoro cakTopa (tissue factor —
TF), dakTopa BunnebpaHga, uHrMbutopa akTuBaTopa mnnas-
MUHoreHa TkaHesoro Tuna (plasminogen activator inhibitor
type 1 — PAI-1) u P-cenekTuHa, CMHTE3y NPOBOCNANUTENbHbIX
LMTOKMHOB, NPOCTaLMKIMHA U oKcupa asoTa. Kpome Toro, oH
yyacTByeT B ajres3uu neiKouWUTOB, MOBbIWAET NPOHULAEMOCTb
3HAOTENUA M CTUMYANUPYET nponudepaunio mMaaKoMblleYHbIX
KJEeTOK COCYAOB, T. €. ABNAETCA BaXHbIM CBA3YIOWMUM 3BEHOM
reMocTaTuyeckux, GUOPUHONUTUYECKUX W BOCMANUTENbHbIX
peakuuit [4, 14, 17].

Mpu 3ToM Bepyllelt GyHKUME TPOMOMHA CheuuanucTamm
e[MHOMYIIHO NPU3HAH OrpaHUYeHHbI NpoTeonu3 GubpuHoreHa
B (MbpUH-MOHOMep. MocnefHuit, Npoiias cTaguio nonumepusa-
UMK (COEAMHEHUS C aHANOrMYHLIMU MONIeKynamu) U ctabunu-
3aumu daktopom XIIIa, dopmupyeT HepacTBopuUMbIi HUOPUH
(fibrin insoluble), cnoco6Hblii ocTaHaBnMBaTL KPOBOTEYEHUE
B COCyfaxX [OCTAaTOYHO KpynHOro kanubpa. OTmeTum, yto B
ciyyae GepemMeHHOCTM 3Ta (yHKUUA TpoMOMHA npuobperaer
ocoboe 3HaueHWe Ans obecneyeHUs remoctasa npu npex-
LeBpPeMeHHON OTC/oKe HOPManbHO PacnoNOXeHHOW nnaueH-
Tbl, @ TaKXKe B XO[ile POAOpa3pelleHns, Koraa Afs CHUXKEHUsA
o6bemMa KpoBonoTepu HEOOXOAMMO TPOMBMPOBAHME BO/bWONO
Ynucna «3UAKLMX» COCYAOB MaTku. Tem He MeHee npu Gepe-
MEHHOCTU M30bITOUHOE 06pa3oBaHMe TPOMOWHA MOTEHLManb-
HO OMacHO B CBA3M C BO3MOXHOCTbIO COCYAUCTON WLWEMUN
1 OCJIOXKHEHUN BepeMeHHOCTU: PaHHWUX BbIKUAbIWEN, 3aAEPHKKN
BHYTPUYTPOOHOrO Pa3BUTUA NNOAA, NPe3KNaMncuu, aHTeHa-
TaNbHOM rnbenu nnofa, NpexAeBPEMeHHbIX POJOB U MEpTBO-
poxneHus [15, 32, 50].

B nocnegHue rogbl pasBuTUE KNETOYHOW MOLENN CBEPTbI-
BaHMA KPOBW in vivo No3BONUNO onpeaenuTs, yto TF sBnseTcs
€[UHCTBEHHbIM UHULMATOPOM 0Opa3oBaHMA TpOMOUHA, nonaga-
IOLWMM B KPOBOTOK MpPU NOBPEXAEHUM IHAOTENUA KPOBEHOCHBIX
COCYL0B MOA BO3/ECTBUEM TPABMbl, TPOBOCNANUTENbHbIX LIUTO-
KWHOB, 3H[OTOKCMHA, afipEHaNNHA, TUMOKCUM WAN 3HAYUTENb-
HoW KpoBonoTepw [34, 47]. TF BXOAWUT B YMCNO MHTErpaNbHbIX
MeMOpaHOCBA3aHHbIX MWUKOMPOTEMHOB U 3KCMPeccupyeTcs Ha
KNeTKax KpoBM W 3HAOTENUs, a TakKe B3aMMOAENCTBYyeT C
npucyTcTBylowmumM B Kpoeu caktopom VII ¢ obpasoBaHuem
komnnekca «TF — FVIIa» (Tak Ha3biBaemas hasa MHMULMALUK
CBEpTbIBaHWA KpoBM). [laHHbI KomMnnekc cnocobcTByeT obpa-
30BaHMI0 Hebonbloro konuyectea dakrtopa IIa (TpomGuHa),
3aTeM y4acTBYIOWEro B aKTUBALUM TPOMOOLMTOB. B TeueHue
chepytolleit hasbl CBEPTHIBAHUA KPOBU — «YCUNEHUA» —
TpOMOWH NPUBOAMT K BbICBOOOXAEHUIO dhakTopa Bunnebpanpa
13 3H[OTENNA KPOBEHOCHBIX COCYAOB W CO3A3ET YCNOBUA ANs
o6pa3oBaHus akTMBMpoBaHHbIX daktopoB V, VIII u XI. Ha
cnepylowei ctaguu, B dase «pacnpocTpaHeHusn», pasnnyHble
takTopbl U hepMeHTbl 00bEAUHAIOTCA HAa MOBEPXHOCTU aKTUBU-
POBaHHbIX TPOMOOLMTOB Ans HOPMUPOBAHMA KOMMIEKCA TeHA3bl
u dakTopa Xa, Bcief 3a YeM NPOUCXOAUT UHTEHCUBHOE 06pa3o-
BaHWe TPOMOMHA B KOJMYECTBE, LOCTATOYHOM [1sl NpeBpalleHNns
thubpuHoreHa B hnbpuH.

e oo an Srens

= KOHe4Hble MPOoAYKTbI In3nca

i SO ¢M6pmia”(y“am”e,,, CornacHo pesynbtatam uccnefoBaHna [9], aKTMBHOCTb
AVE AVE anturena D-pumepos) | TF nOBbIWAETCA HaYMHAA C PaHHUX CPOKOB GepeMeHHOCTH
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(puc. 2b). Mo mepe pa3BuTUs GepeMEHHOCTW aKTUBHOCTb TF
yBenuumeaetca: Ha 12-13-n, 22-24-i v 34-36-h Hepenax
6epeMeHHOCTU ee 3Ha4YeHue N0 MeAnaHe NpeBbiaeT UCXOAHOe
(B nperpaBugapHom nepuoge) B 1,26, 2,32 u 2,75 pasa cooTBeT-
CTBEHHO. TpaBMa, CBA3aHHas C CaMOMPOM3BONbHBIMU POAAMY,
COYETAETCA C HaMbONbILEN aKTUBHOCTbIO 3TOTO KITKOYEBOTO aKTH-
BaTOpa CBePTbIBAHWUS KPOBU, JOCTUTLIErO Y TPeX U3 44 XEeHLMH
(6,8% HabntogeHuit) yposHs bonee 200 nmonb/ 1.

OTMeyeHHbI dhakT BbiGpoca TF B cucTeMHbIN KPOBOTOK Gepe-
MEHHbIX COOTBETCTBYET NIMTEPATYPHbIM AAHHBIM, COTIACHO KOTO-
PbIM KOArynupyolas akTMBHOCTb KPOBM KeHLWMWH MaKCUMaNbHO
NOBbIWEHA B NEePUOA M3rHaHua nnaueHTbl [32]. Kak cunbHblii
uHuuMaTop koarynauuu TF 6bICTPO NPUBOANT K TPOMOUPOBAHMIO
COCY[,0B, CMOCOOCTBYS OCTAHOBKE KPOBOTEYEHWS Y MaTepu BO
BpeMs pOAOB. ITO NPeLCTaBNAETCA BECbMA BaXHbIM, MOCKOJbKY
npu nnaLeHTapHOM Toke KpoBu 700 M/MUH BO3MOXHO CUJb-
HOe KpOBOTEYEHUE, eC/IM CUCTEMA KOAryNnAaLMM He CNpaBUTCA CO
cBoeil 3apaveit [25, 41].

TF MOXET TepATb aKTUBHOCTb NPY CBA3bIBAHUN C UHTMOUTOPOM
nytu TF (tissue factor pathway inhibitor — TFPI). MocnegHuii
CNoco6eH MHAKTMBUPOBATb HE TONbKO KoMmnnekc «TF — FVIIay,
HO U1 hakTop Xa, YTO YCUNUBAETCA MPUCYTCTBUEM B KPOBMU HU3-
KOMONEKYNAPHBIX TenapuMHOB Npu NpounakTuYecKnx Bo3pei-
cTBuAx [26, 36]. Hamu 3admkcMpoBaHO yMepeHHoe NoBbieHne
aktueHocTi TFPI B no3gHue cpokn uU3Monoruyeckoi Gepemen-
HOCTU W B NepBble 2—3 [HsA nocie pogoBs [9], YTo cooTBETCTBYET

NINTEPATYPHLIM AaHHbIM [32, 54]. TeM He MeHee TaKoi aKTUBHO-
ctv TFPI Bo BTOpPOW N0SIOBMHE GEPEMEHHOCTM HELOCTATOYHO ANs
npeogonenus aktusHoctu TF (cm. puc. 2b, puc. 2B).

Kak oTmeyeHo Bbllwe, npucytcTeue B Kposu TF npuBoamuT K
ycuneHuto obpasoBaHus B Heil TpoMOUHA. B cooTBeTcTBUM C
HaWWMK faHHbIMKM [8], HacTynneHue u TeyeHue GepeMeHHOCTH
3aKOHOMEPHO COMPOBOXAAITCA YBEAUYEHUEM IHAOTEHHOTO
TpombuHoBoro noteHyuana (endogenous thrombin potential —
ETP), u3MepeHHOro no TexHONOrUu KanubpoBaHHO Tpomborpa-
¢un [35], npepycmatpuBatolein ucnons3osaHue TF B kayecTse
aktusartopa (puc. 2I).

lMoKa3aHo, 4TO yKe C paHHKUX CPOKOB bepeMeHHOCTH (6-8 He-
penb) ETP pesko Bo3pactaet (Ha 39,6% no mefuaHe no cpas-
HEHWIO C MperpaBUAApHbLIM 3TanoMm). YcuneHue reHepauuu
TPpOMOMHA HabMOAanM He TONBKO BMAOTb A0 MO3AHUX CPOKOB
6epeMeHHOCTH, HO U B MepBble 2—3 CYTOK NoC/e pojopaspelue-
HUS, KOTAa MHTEHCUMBHOCTb 3TOi peakuuu Gblna MaKCUManbHO
(nosblweHune ETP B 1,47 pa3a no cpaBHEHMIO C NperpaBuaapHbIM
31anom). [laHHslit hakT XopoLwo 06bACHUM C NO3ULMIA NOATOTOB-
KW OpraHu3ma matepu K MUHUMU3aLMKU KpOBONOTEPW NPU POfO-
paspelleHnn, HO He BMOJHE MOHATHO, NOYeMy 3Ta MOArOTOBKA
HauyMHaeTcs Tak paHo, BeAb POAbl U, COOTBETCTBEHHO, OrpaHmuye-
Hue 06bemMa KpoBOMOTEPU B MEPBOM NONOBUHE GEpPeMEHHOCTU
He 3anporpammupoBaHbl nNpupopoit. MoaoOHbie pesynbTaThl
nonyyYeHbl U Bpyrumu uccneposarensmm [29, 41], ucnonb3osas-
WwKUMK 6IM3KMe NO COCTAaBY peareHTbl U CXOAHbIE METOAI.

I Tpumevarme. 3ece u na pucynkax 4, 5: meduara
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B uenom npepacTaBfieHHble NUTEpaTypHble AaHHblE CBUAE-
TeNbCTBYIOT O BbICOKOU 20MOBHOCMU KPOBU bepeMeHHbIX K
06pazosaxu0 mpomMOuHa, BHyMpUCOCYOUCMOMY CB8epMbIBAHUI0
KpoBuU U ubpuUHO06PA308aHUID, 0COBEHHO C NPpUb/LXeHUeM K
podopaspeweHuto. CnefoBatenbHo, 3aKOHOMEPEH BOMPOC: Kak
CBsA3aTb MHOTOKPATHOE MOBbLIWEHWE KOHLEeHTpauun D-gumepos
B MO3AHME CPOKM (DU3MOJIOrMYecKoil GepeMeHHOCTU C OTCyT-
CTBUEM TPOMOOTUYECKUX OCNOXHEHUA? Befib Mo COBpPEMEHHbIM
NpeacTaBNeHUsM aKTUBALMA CBEpTbIBAHWUA KpoBU U hubpu-
Honu3a, D-gumepbl M TpOMGO3bl — COGBLITUS OLHOMO NOpSA-
Ka. YToObl nombiTaTbCi PewWwnTb 3TOT BOMPOC, Mbl OLEHUIM
LMHAMUKY YPOBHeW MNa3MUHOTEHA W OCHOBHbIX PeryasTopos
(bUOPUHONMTUYECKON aKTUBHOCTU KPOBM B 3TOT MEPUOL KU3ZHM
KEHUWMHBI:  a,-aHTunnasmmHa (a,-AP), t-PA, ypokuHasHo-
ro akTupatopa nnasmuHoreHa (urokinase-type plasminogen
activator — u-PA), PAI-1 u TAFI [6, 10] (puc. 3). Huxe npep-
CTaB/IEHbl MONYYEHHbIE PE3ybTaTbl B CPAaBHEHUM C AAHHLIMU
LpYrux aBTOpOB.

OnpepeneHo, 4To BO BpeMs GepeMeHHOCTU YpOBEHb Myias-
MUHOTEHA 3aMeTHO YBENUYUBAETCH, MPUYEM CTaTUCTUYECKU
3HAYUMBblE OTNIMYMSA OTMEYEHBI YXKe B PaHHWe CPOKN GepeMeHHo-
ctn (6-8 Hepenb), a ¢ 12-13-it Hepenu u3y4yaemblil nokasarensb
Obl1 MAaKCMManNbHO BbICOKMM BNIOTb A0 34—36-i Hegenun (puc.
4A). Mocne 3Toro, B nepBble 2—3 AHA NoCie Pofopa3peLleHus,
KOHLEHTpaLMsa nna3MmHoreHa cHuxaetca Ha 17,8% (no mepma-
He), YTO 06BACHAETCH W3BECTHOI TPOMHOCTLIO NNA3MUHOrEHa K
(h1bpUHY, UHTEHCMBHO (DOPMUPYIOLEMYCA B COCYAAX, MOBPEX-
LEHHbIX B MpoLecce poAoB.

VBenuyeHue KOHLEHTpauuMu nnasMuHoreHa npu GepemeH-
HOCTM M3BECTHO [52] M CBA3aHO C HEOOXOAMMOCTbIO yCUNeHHUs
(UOPUHONMTUYECKON aKTMBHOCTW KPOBM B MPOTUBOBEC Hapac-
Talowwe TpoMBOreHHOCTU KPOBHU.

Prc. 3. Cxema pHOPHHOAHTIYECKUX PEAKIIIH.
I Tpunrsevare. BMK — 6sicoxomonexyrnproidi Kururozery
PAI-T u PAI-2 — uneubumoper axmusamnopa naasmurozera
1-20 u 2-20 muna coomesemenmeéeno;, T AFT —
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MnasMuHoreH ABNAETCA NpefecTBEHHUKOM MnasMMHa —
(hbnbpuHONUTUYECKU aKTUBHOrO tepmeHTa [56], U ero npe-
BpalleHMe B MAA3MWH MPOUCXOAMUT MOCPESCTBOM WM3BECTHbIX
MeXaHW3MOB. B 4MCnO OCHOBHbIX aKTWBATOPOB NMJa3MUHOreHa
BxoauT t-PA, MMelWwmMin 3H[OTENNANbHOE NPOUCXOXKAEHUE U
CeKpeTupyeMblil B KPOBOTOK NPU BO3AENCTBUM TaKUX CTUMYNOB,
KaK JecMONpeccuH, BEHO3HAs OKKM03usA (B TOM YKCIE NpU npo-
BeJEeHUU MaHXETOYHO! npobbl) unu dusnyeckas Harpyska [1,
22]. ITOT aKTMBATOP TaKXKe YHUKANEH, MOCKONbKY ero Aencramne
BbICOKOCNELUDUYHO MO OTHOWeHMIO K hnbpuHy. B yacTHocTy,
TpaHcdopMauma nnasMUHOreHa B NAasMUH NoJ BO3LENCTBU-
em t-PA npu otcytctBuM hubpuUHA MAET KpaillHe MepieHHO U
TONbKO Ha (ubpuHe t-PA npusnekaetcs Kk npespaweHuio Glu-
NnasMMHOreHa B NPOTEONUTUYECKN aKTUBHbBIW NnasmuH [4]. B To
)K€ BpeMs B HalWMWX UCcnenoBaHuax yposeHb t-PA npaktuyecku
He MEeHANCs Ha MpoTAXeHun Bceil GepemeHHocTw (puc. 4b),
XOTSi HEKOTOPbIE aBTOPbI COO6LWAKT 06 YMEPEHHOM YBEAUYEHUM
3TOro NoKasarens B nnasme KpoBu 6epeMeHHbIX He3 Kakoii-n16o
KMHWYECKM 3HaYMMoli natonoruu [28].

MpsambiM MHrMOUTOpPOM t-PA sBnsetca PAI-1, oTHocAwMics K
cemeiictBy cepnuHoB [55]. Mopgo6Ho t-PA, 3TOT MHrMGUTOP Npe-
MMyLLECTBEHHO 3HAOTENNANBHOTO NPOUCXOXAeHUs. Kak ussect-
Ho, PAI-1 npoHMKaeT B Cryctku ¢ubpuHa B KOHLEHTpaLuy,
B 500 pa3 npesbllWalolWen ero ypoBeHb B Maa3me KpoBU, UTO
NPUBOAMT K CTabunusaumm Tpomba 1 YBENUYMBAET €10 YCTONYM-
BOCTb K pacTBopeHuio [16, 55].

B cooTBetcTBMM C HawuMu faHHbIMKU, ypoBeHb PAI-1 Bo
BpemMsi GU3MoN0rnyeckoit GepeMeHHOCTH BMIOTb 40 12-13 He-
Aenb CTabUNEH 1 He OTANYAETCA OT TAKOBOTO B NperpaBuaapHoM
nepuope (puc. 4B). OaHako Bo BTOpOW Noj0BMHe GepeMeHHOC-
TV OTMEeYeH B3pbIBHO pocT KoHueHTpauun PAI-1: 8 1,5 1 5,0 pa-
3a Ha 22-24-1 1 34-36-11 Hepenax COOTBETCTBEHHO (N0 MeAna-
He, B CPaBHEHUU C YPOBHEM 10 GepeMeHHOCTH).

MHTepecHo, 4To Ha 2-3-u CyTKM nocne popopaspelleHuns
VPOBEHb 3TOr0 MHrMOUTOpPa BO3BpAllANcs K WUCXOAHOMY (Lo
6epeMeHHOCTH), [LOCTOBEPHO CHUXAACh MO MefuaHe Ha 82%
Mo CpPaBHEHMWIO C TaKOBbIM Ha 34-36-i1 Hefene GepeMeHHOCTU.
MpuBeneHHble pe3ynbTaThl BMOJHE COMACYIOTCA C AuTepatyp-
HbIMU [LaHHbIMW 06 yBennyeHun ypoBHsa PAI-1 B no3fHMe CpoKH
GepemeHHOCTM [24].

Kpome TOro, Hamu paccyuTaHO OTHOLWEHWE KOHLEeHTpaLuu
t-PA k Bennuunne PAI-1, yunTbiBas MX KOHKYPEHLMIO 33 aKTu-
BaLMIO NNAa3MUHOTEHA B NPUCTEHOYHbBIX OTNOXEHUAX GUbPUHa.
Kak nokasaHo Ha pucyHke 4[, B no3gHue cpoku 6epeMeHHOCTU
pocT KoHueHTpauum PAI-1 aBHO npeobnagaet Hag pocTom t-PA,
BCNELCTBME Yero CHuKaeTcs 3 EKTUBHOCTb MPUCTEHOYHbIX
peakuuii hubpuHonusa.

Hapsagy c t-PA, kK ¢pu3nonornyeckum akTuBatopam nnasmmnHo-
reHa oTHOCUTCA U-PA, Ha B0JI0 KOTOPOro B 06bIYHBIX YCIOBUAX
NPUXOAUTCA OKoMo 15% Bcero akTueupytowero ¢hubpuHom3
noTeHUMana KpoBM U CTEHOK KPOBEHOCHLIX cocyaoB [33]. Kak
M3BECTHO, U-PA cuMHTE3MpyeTCs HKCTArMoMepynspHbIM annapa-
TOM noyeK, 3HpoTenMounTamu, Gubpobnactamu, anuTenUanb-
HbIMU KNeTKaMW, a TaKKe feunfyanbHbIMU KNeTKaMu NnaLeHTsl,
HO, B ominyme ot t-PA, 3TOT akTMBaTOp He MMeeT CPOACTBA K
tunbpuHy, cBasbiBaeTca ¢ u-PA-peuentopamu Knetok u peanu-
3yeT CBOe AeiiCTBME NPEUMYLLECTBEHHO B CUCTEMHOM KPOBOTOKE
[22]. CornacHo Hawwmm pe3ynsTaTaM ypoBEHb M aKTUBHOCTb U-PA
3HAYUTENbHO YBENUYMBANIUCH HAUMHAR C 22—24-11 Hefenn bepe-
MEHHOCTW M [OCTUrain MaKCMMyMa nepef, pofopaspelleHneM,
nocfie 4Yero CHUXaNUCb A0 WCXO[HbIX 3HaueHuil (nperpasu-
AapHOTo Nepuofa) Ha 2—3-u CYyTKM NoCNe CaMONpPOU3BONbHbIX
popos (puc. 5A, b).

B Lienom 3Tv LaHHbIe COOTBETCTBYIOT ONYOIMKOBAHHbLIM MaTe-
puanam fpyrux aBTopoB [45]. Coo6wWaloT Takxe 0 cogepiKaHnm
B KpoBu GepemeHHbix PAI-2, umetowero, B ominune ot PAI-1,
npeuMylLecTBeHHO niaLeHTapHoe nNpoucxoxaeHune. MuweHbio
ero aeicTeusa cnyxut kak u-PA, Tak un t-PA. Kak npuHato cum-
TaTb, KOHUeHTpauuns PAI-2 yBenuuuBaeTca no mepe pocrta nna-
LIeHTbl M COOTHOCUTCA C pa3MepoMm Miofa.

Mpexae 4eM NoABecTU WUTOTU OOCYXAEHWUS pearupoBaHus
cuctembl GUOPMHONM3A HA yCUNeHUe KOarynsuMOHHOW aKTUB-
HOCTWM KpOBW Mpu GEpeMeHHOCTM, OCTAHOBMUMCA elle Ha [BYX
NPUHLUMNNANBHO 3HAYUMbIX MHIMOUTOPAX GUOPUHOANTUYECKUX
peakuuin. Mepsblit — TAFL 3HAOTENNANbHOTO NPOUCXOXKAEHNS,
CNOCOOHbI pa3pylwaTh KaTaaUTUYeCKylo NOBepXHOCTb hubpu-
Ha (NM3MHCBA3bIBAIOWMIA CAlT), HEOBXOAUMYIO ANf AaKTUBALMUM
nnasmuHoreHa npu nocpepctee t-PA. Ero HeakTuBHas dop-
Ma — npokapbokcunentuaasa Y — aKkTUBMpYeTCs TPOMOUHOM,
CBA3aHHBIM C TPOMOOMOJYNMHOM, U PALOM LPYrUX areHTOB A0
aKTUBHOM kapGokcunenTtuaassl Y. Takum o6pasom, TAFL, kak u
PAI-1, urpaet 3HauuTeNbHYI POSib NMPeuMyLWEecTBEHHO B Mpu-
CTEHOUHbIX peaKkuusx (hUOPMHONM3a, COAENCTBYS YNPOYEHUIO
(h1OPMHOBOrO CrycTka U NpefoTBpaLLas ero npexaeBpeMeHHoe
pacTtBopeHue [53].

Mo Hawwum paHHbIM, copepxanue TAFI B nnasme KpoBu yBe-
JINYMBAETCA VIKE C PAHHUX CPOKOB OEpeMEHHOCTU: Ha 6-8-if
Hepene — Ha 5,9% (no meguaHe, No CPaBHEHMIO C JAHHBIMU [0
6epemeHHOCTH), HA 12-13-it Hepene — Ha 18,8%, Ha 22-24-i
Hepene — Ha 29,2% u B NO3AHWE CPOKM BEPEMEHHOCTU — HA
47,4% (puc. 5B). NopobHas TeHAEHLUA K YBEANYEHUIO YPOBHS
TAFI no mepe pa3BuTUsi GEPEMEHHOCTU OTMEYEeHA W APYruMu
yueHbimMm [43, 50].

MocnepHWit paccMaTpyUBaeMbli B HaCTos e MyOMKALMU UHTU-
6uTop hnbpuHonusa — a,-AP, 6eccnopHo, Urpaet He NoCAeAHIOI0
poib B TeYeHUU (GUOPUMHONUTUYECKUX peakuuid. ITOT npepcra-
BUTENb CeMeiicTBa cepnuHoB [21] ABAseTcs OCHOBHbIM 6GUONO-
TMYECKUM MHIMOUTOPOM MNAa3MUHA, M Ha ero JOM0 NMPUXOJUTCS
okono 90% aHTMNIA3MUHOBOM akTMBHOCTW [40]. B yacTHoCTH,
a,-AP cBA3biBaeT cBOGOAHO LMPKYNMPYIOWWMI B KPOBM MNA3MUH
¢ 06pa3oBaHNeM HeaKTUBHOTO KOMMNeKca «nnasMmuH — o,-AP»
[23, 44, 46]. Mo HeKOTOPbLIM COOOLIEHMSAM, NNA3MUH, CBA3AHHBIN
¢ ¢nbpuHom, 3dhdexTnBHO 3aunueH ot a,-AP [39]. WnTepecHo
OTMETUTb, YTO HACNEe[CTBEHHAs WAWM NpUOOpeTeHHas HefoCTa-
TOYHOCTb @,-AP accounmpoBaHa C THKEbIMU KPOBOTEYEHMAMM
BC/IE[CTBME HEKOHTpOAMpyeMoro runepthudputonusa [27].

CornacHo HawnM AaHHbIM, aKTUBHOCTL a,-AP cTabunbHa B
paHHUME CPOKW GEpeMEHHOCTM, HO CHUKAETCA HauuHas ¢ 12-
13 Hefenb W pe3Ko yMeHblIAeTCs BO BTOPOil nonoBuHe Gepe-
MeHHoCTU (puc. 5). Tak, Ha 12-13-it Hefene GepeMeHHOCTH
aKTUBHOCTb a,-AP cHuxeHa Ha 17,7% (no menmnawe, no cpas-
HEHUMIO C NperpaBuAApHbIM 3TanoMm), Ha 22-24-i Heflene — Ha
40,7% v Ha 34—36-1 Hepene — Ha 45,6%.

OTmeTnM TaKxe, 4TO Yepe3 2-3 [HA MOCNe CPOYHbIX CaMO-
MPOM3BONIbHBIX POJOB BbIAABNEHA TEHAEHLMA K HapacTaHuio
aKTMBHOCTM a,-AP, HECMOTPA Ha WWPOKWA Pa3bpoc AaHHbIX
B BblGOpKe.

JIntepatypHble cBefieHMA 06 U3MEHeHWM aKTMBHOCTM o,-AP
npu Gu3nonornyeckoir 6epeMeHHoOCT NpoTUBOpeymnBLl. B op-
HUX paboTax OTMEYeHO yBeNMYEHWe 3TOr0 Mnokasarens Ha
10-17% B nepuopn GepemeHnHocTn [18, 52]. B T0 e Bpems
Apyrue nccnepoBaHus CBUAETENbCTBYIOT O AMHAMUYHOM YMeHb-
weHMM aKTMBHOCTY o,-AP no mepe npubnmxenus k pogam [37],
4TO COOTBETCTBYET HalIWUM pe3ynbratam.

Bo3Bpalasch kK BOMPOCY 0 NPOMCXOXKAEHNM BbICOKOTO YPOBHSA
D-gumepoB npu 6epeMeHHOCTU 6e3 TPOMOOTUYECKUX OCNIOXKHE-
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HWIi, MOXHO KOHCTaTMPOBATh, YTO HA MO3[HMUX CPOKAX recTauum
(34-36 Hepenb) NPOMCXOANT, NO BCEW BUAUMOCTH, YETKOE pas-
LeneHne QyHKLNIA GUOPUHOAUTUYECKON CUCTEMbI MO Hanpas-
JIEHHOCTW BO3AeNCTBUIA. [pUCTEHOUYHble (BHYTPUCOCYAMUCTbIE)
peakuunm GuUOpUHONM3a UHIMOUPYIOTCS, YTO WANKCTPUpYETCS
npeobnafaHuem pocta KoHueHTpauun PAI-1 Hag pocTom t-PA,
a TaKkxe ysenuyeHnuem ypoBHa TAFL. lpu 3TOoM nnasmuHoreH,
UMerLmMit apuHHOCTb K HUOPUHY, B 3HAUUTENBHON Mepe TepseT
€noco6HOCTb NpeBpaLLeHUs B TPOTEONNTUYECKN aKTUBHBIN dep-
MEHT, YTO NOBbIWAET CTAOMIBHOCTb PUOPUHOBLIX 06pa3oBaHMI
B MOBpeXJeHHbIX pofamu cocyaax. OTMeYeHHbI MexaHU3M
MOXET WMeTb pellaloliee 3HayeHWe Ans CHUKeHus obbema
KpoBOMOTEPU B CUTyaLuW, KOTAA HEOOXOAMMO TPOMOUPOBaAHME
60M1bIWOr0 Yncna «3UAWNUX» COCYR0B MaTku. OueBMAHO, Hapy-
WeHMe 3TOr0 MexXaHu3Ma MOXET NPUBOAUTbL K TaK Ha3blBaeMbIM
runephubpPUHONUTUYECKUM KPOBOTEYEHUAM B POJAX U paH-
HeM nocnepofoBoM nepuode. BepodTHo, onucaHHble cobbITUA
NO3BOMIMAM MHOTUM aBTOpPaM MPUIATW K 3aK/MOYEHMIO O 3HAYU-
TenbHOM nojasneHun ¢hubpuHonusa B nepuop 6epeMeHHOCTM
1, 0COGEHHO, BO BpeMS poaoB [44, 50].

C Apyroit CTOpOHBI, B NO3AHWe CPOKU GepeMeHHOCTU co3aa-
l0TCA ONTUManbHble ycnoBuUs Ans 3ddekTMBHOro npeobpasosa-
HMA NNa3MMHOreHa B NAa3MUH B LUPKYANUPYIOLWEN KpoBK. ITOMyY
CNoco6CTBYIOT POCT YPOBHSA NJAa3MUHOMEHA, KOHLEHTpaLUu W
aKTMBHOCTK U-PA 1 3HaunTenbHOe najeHne aKTMBHOCTU OCHOB-
HOro UHrubuTopa nnasmmHa — a,-AP.

TaK 4TO e CNYKUT cyOCTpaToM s Nia3mMmHa U UCTOYHUKOM
o6pa3zoBaHus D-gumepoB B no3gHME CPOKM GepemeHHOCTH,
yuuTbIBas OTCYTCTBME TpOM603a? [0 pesynbTaTaM HEKOTOPbIX
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uccnenoBaHuin [42], MCXOQHO NOBbIWEHHAA KOHUEHTpaums
D-AMMepoB B Nnasme KPOBW TOCMMUTANU3MPOBAHHbLIX GONbHbIX
MOXKET OTPaXaTb OfMH U3 NATOAOrMYECKMUX NPOLLECCOB, KOTOPbIE
VHULMMPYIOT BHYTpUCOCYANUCTOe obpa3oBaHue GpudpuHa, HO He
00s3aTeNbHO NPUBOAAT K siBHOMY Tpom603y. [omumo 3Toro,
NPeAnonoXnTenbHO, GUOPUH YCUNEH KOBANEHTHLIMU CBA3AMU
¢ daktopom XIIIa go ero npeoGpa3oBaHus B refb (Crycrok),
a aHTureHbl D-guMMepoB CnocoGHbLI LMPKYNMPOBATL B Naasme
KPOBM NpW OTCYTCTBUM ABHOrO Tpombo3a [5]. CnegoBatenbHo,
BEPOATHbIM UCTOYHMKOM 06pa3oBaHus D-AUMepOB CAVKUT He
TONbKO GMOPMH (renb), HO U €ro pacTBOpUMble MPeALECTBEHHM-
kn (puc. 6). MonekynspHasa macca parMmeHToB pacTBOPUMOro
(hunbpuHa, obnafaowux aHTureHamu D-gUMepoB, MOXET [OCTH-
rate 5 MnH [la, u B 0QHON TaKoit Monekyne BO3MOXHO o 15 ye-
penoBaHui nocneposarensHoctein D—D-E.

C y4yeToM M3/10KEHHOTO HaMW BbILBUHYTA Chefyiouas runo-
Te3a yBeNMYeHUs KOHUEHTpauuu D-gumepoB B Mo3gHMe CPOKM
thusmonornyeckon GepemMeHHOCTU. HecmoTps Ha 3HauyuUTeNb-
HOe BO3pacCTaHMe remMoCTaTUYecKoro noTeHuMana c yCUNeHuem
reHepauuuM TpoMOMHA, B MEPUOA, MpeAWecTByOWMUA poaam,
pacTBopuMble (opMbl CTabUNU3UpoBaHHOTO HUbPKUHA Takke
CNocobHbI NOABEPraThbCs NPOTEON3Y MNIA3MUHOM, YTO HApyLIaeT
KNnaccuyeckuii nyTb npeobpasosaHus huOGpPUHOreHa B CrycTok
thunbpuHa. Mpu 3TOM BbICOKMIT ypoBeHb D-4UMEPOB MOXET CBU-
LeTenbcTBOBaTh 00 3((HEKTUBHOCTM 3ALMTHBIX MEXaHWU3MOB,
NpefoXpaHAIoLLUX OT BHYTPUCOCYLUCTONO CBEPTHIBAHWA KPOBH W
Tpom6006pa3oBaHus nepes pogopaspeweHnem. MoxHO Takxe
nojaratb, YTO CHUXeHUe (HUOPUHONUTUYECKOrO NOTeHUMana
NAa3MUHA B LUPKYNUPYIOLLEN KPOBU, 3aBUCALLENO NPEXAE BCErO
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Puc. 6. IIponecc obpasosarus D-anmepos
(rro [20] ¢ AoTTOAHEHUAMM)

o6pa3oBaHu1e nonepeyHo cwmtoro hbubpuHa
——> o06pasosaHue D-gumepos

N\

TPOMGUH XIII —>» XIIIa nnasmuH
bnbpuH- nbpuH- pacTBopuMblit X-
pUBpUHOTEH) —>- MOHOMep onuromep CBA3aHHBIA Noaumep

pacTBOPUMbIN X-CBA3AHHbI
nonumep GubpuHa
€ HeoaHTUreHamn D-gumepos

HepacTBOpUMbIN X-
CBAI3aHHbIA nonumep

nnasmMuH

oT ,-AP, ycunueaeT BepoATHOCTb BEHO3HbIX TPOMG0O3IMbBONNYe-
CKUX OCNOXKHEHUI Y POKEHUL, U POAUABHUL,.

3AKNIOYEHUE
®u3nonornyeckn npotekaoljas GepeMeHHOCTb CONPOBOXAALT-
CA aKTUBALMelt CBEPTbIBAHUA KPOBH, JOCTUTAIOWEN MaKCUMyMa
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IpuMeHeHUe NpenapaToB PeKOMOMHAHTHOIO
4eNoBEeYEeCKOro IpUTPONO3TUHA ANA NeYeHUs
aHeMui 6epeMeHHbIX

B. I. lemuxoB?, M. Amapu?, E. H. 3uHoBbeBa?, E. B. lemuxoBa?, U. M. Mupos?, A. I. PymaHues?
T PazaHckuli 2ocydapcmaerHbili MeouyuHckuli yHusepcumem umeHu akademuka . f1. [lagnosa
2 [opodckoli podunbHbil dom Ne 1, 2. Pa3aHsb

3 d’eaepaﬂbelﬁ HGy’-IHO-KﬂUHLI‘JeCKUH yeHmp demckoli 2emamosio2uu, OHKO02UUU U UmMMyHosi0euu umeHu ,Z]Mumpu,q Poeayesa, 2. Mocksa

Llenb 0630pa: oxapakTepu3oBaTb BO3MOXHOCTM NMPUMEHEHUS NpenapatoB PeKOMOGMHAHTHOTO YenoBEeYECKOro 3pUTPONOITUHA ANA NeYeHUs
aHeMuii 6epeMeHHbIX.

OcHOBHble nonoxeHua. MNpy aHeMuAx GepeMeHHbIX KIMHULMCTAM HEpefKO MPUXOAMUTCA CTalKMBATbCA C PE3UCTEHTHOCTHIO K (eppoTepa-
NN — OCHOBHOMY METOAY NIeYeHMNs 3TOT0 KNMHWUKO-reMaToNornyeckoro CUHApPomMa. Pe3ancTeHTHOCTb YacTo CBA3aHa C HeafleKBaTHO HU3KOM Npo-
AYKLMElT 3pUTPONOITUHA, YTO 0OBACHAET BbICOKYIO 3 HEKTUBHOCTb NPenapaToB PeKOMOUHAHTHOTO YeI0BEYECKOr0 IPUTPONO3THHA. Bospocwunii
MHTEPEC K NPUMEHEHWIO 3TUX CPEACTB B aKYLWEPCKOM NPaKTUKE Bbi3BaH HOBbIMU CBEAEHUAMMN 06 UX BbICOKOI 3thheKTUBHOCTM M 6€30MacHOCTU
Npu NeYeHUN aHeMunii GepeMeHHbIX U paHHe aHEMUN HELOHOWEHHbIX.

3akntoueHue. lpyMeHeHe npenapaTos peKOMGUHAHTHOTO YeJI0BEYECKOr0 IPUTPONOITUHA B COYETAHNN C Npenapatami xenesa — 3pdeKTus-
HbI/ U 6e30NacHbI METOA NIeYeHUs aHeMUIl BO BTOPOM NOOBKUHE GEPEMEHHOCTU.

Knioyesslie cnosa: aHemusi GepeMeHHbIX, NeYeHne, peKOMBUHAHTHBIN YenoBeYeCKUt IPUTPONOITUH.

Human Recombinant Erythropoietins for Treatment of Anemia in Pregnancy

V. G. Demikhov?, M. Aiari?, E. N. Zinovyeva?, E. V. Demikhova?, I. M. Mirov?, A. G. Rumyantsev?
T 1. P. Pavlov Ryazan State Medical University
2 City Maternity Hospital No. 1, Ryazan

3 Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Objective of the Review: To describe the potentials of using human recombinant erythropoietins in pregnancy to treat anemia.

Key Points: When treating anemia in pregnant women, clinicians often have to deal with resistance to therapeutic iron replacement — the
main treatment option for this clinical and hematological syndrome. This resistance is commonly related to an inadequately low production
of erythropoietin, which explains the high effectiveness of human recombinant erythropoietins. Increased interest in using these drugs in
obstetrical practice is explained by new data about their high effectiveness and their safety in treating anemia in pregnant women and early
anemia in preterm newborns.

Conclusion: Using human recombinant erythropoietins in combination with iron products is an effective and safe treatment option
for anemia in the second half of pregnancy.

Keywords: anemia in pregnancy, treatment, human recombinant erythropoietin.

HEMWUS — OfMH W3 Hanbonee pacnpoCTpaHEHHbIX KANHU-

KO-remMaToNornyeckux CUMHAPOMOB, Pa3BMUBAIOLLNXCA BO

Bpems bepemeHHoCcTH. YacToTa aHemuii 6epemerHbIX (AB)
Be/inka He Tonbko B Poccum, roe oHa coctasnsetr 25-80% B
pa3HblX PernoHax, Ho 1 B [pYrux CTpaHax MWUpa, B TOM yucne
3KOHOMUYECKM pa3BUTbIX [5, 6]. B HacTosALiee Bpems naToreHes
Ab npusHaH MHorodakTopHbiM. [OCKOMbKY YacToi NpUYUHON
pa3sutua Ab BbicTynaet feduunT xenesa, To AN NeYEHNUs 3TOro
COCTOSIHUA KAUHULMUCTbI B GONBLWIMHCTBE CAYYaeB WUCMONb3YIOT
npenaparbl enesa fAf npuema BHyTpb. [lpyrue TepanesTu-
Yeckne BO3MOXKHOCTM NMpU aHEMUAX Yy BepeMeHHbIX BKIOYalOT
npenapatbl )enesa Ans napeHTepanbHoro (Npexpe BCero BHY-
TPUBEHHOT0) BBELEHUS, reMOTPAHCPY3UM U PEKOMOUHAHTHBII

yenoseyeckuit aputpono3tuH (pu3N0) unn apyrue npenaparbl,
cTumMynupyowme 3putponoss. CerofHa He cylecTByeT mMexpay-
HapOAHOro KOHCeHcyca no neveHuto Ab, B pasHbIx CTpaHax npu-
HATbI COOCTBEHHbIE PEKOMEHAALMM, MO3TOMY WCMONb30BaHUE
TON UAK WHOW TepaneBTUYECKOW METOANKM LWMPOKO Bapbupyer.
B EBpone 60MbWWHCTBO KAMHULUCTOB — 90% (68-98%) —
OTAQIOT MpefnoyTeHNE Npenaparam xenesa Aid npuemMa BHYTPb
[20]. B LUBeunn npenapatbl xenesa Anf BHYTPUBEHHOTO BBe-
AeHus nonyyaoT 50% GepemeHHbIX, TOraa Kak B Apyrux eBpo-
neickux ctpaHax — npumepHo 13%. B cpepHem 2% (0-6%)
GepeMeHHbIX C aHeMWel nojyyalT mpenaparsl, CTUMYANUpYIO-
ue 3puUTponoas, B coyeTaHun c deppotepanueit u 3% (0-
12%) — remoTpaHcdy3un. B nocnegHue rofbl 3HauYMTENbHO
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BbIPOC MHTepec K npumeHeHuto pu3l0 B aKkywepcKon npakTu-
Ke, YTO CBf3aHO C MOABNEHMEM HOBLIX CBeEHMWII O BbICOKOW
3 dEKTUBHOCTU 1 6E30MACHOCTM 3TOM rpynnbl NpenapaTos npu
neyeHnn Ab 1 paHHeln aHeMun HeOHOLWEHHBIX.

Llenb ctatbm — onpepenuts mecto py3dl0 B coBpemMeHHO
TakTuKe Tepanuu Ab Ha 0CcHOBe aHanu3a NUTepaTypHbIX AaHHbIX
1 cOOCTBEHHOTO OMbITa.

NMATOFEHETUYECKOE OBOCHOBAHUE

NMPUMEHEHUA PEKOMBUHAHTHOIO
YEJOBEYECKOI0 3PUTPOMOITUHA

anAa NEYEHUA AHEMWUU BEPEMEHHbIX

IputponoatuH (3M0) — ropMOH MMKONPOTEUSHOM MPUPOAHI,
OCHOBHOW perynatop 3putponoasa. Y B3pocnsix M0 cuHTe3mpy-
€TCA B NOYKaX NOJ BAMAHUEM FMNOKCUK. B pesynbTate B3aumogen-
CTBMSA C 3PUTPONO3ITUHOBLIM pelentopom (3M0-P), pacnonoxeH-
HbIM Ha MOBEPXHOCTW 3PUTPOUAHBIX KNETOK-NpejLlecTBeHHUKOB
KOCTHOMO MO3ra, NpoucXofAaT ux AuddepeHuMpoBKa, nponude-
pauus u cospesaHue [9]. B 1977 r. Miyake u coaBT. Bblgenuau
13 MOYM MALMEHTOB C aniacTudeckoii aHemumein M0, a B 1983 r.
6bl1 KNOHMPOBAH reH YenoBeyeckoro M0, 4To NO3BOAMUNO NpUMeE-
HATb pyu3NO0 B KNMHMYecKoN npakTuke. B 1989 r. Food and Drug
Administration (YnpaBneHue no KOHTPONO KayecTBa MMULLEBbIX
NPOLYKTOB M NekapcTBeHHbIX npenapatos CLUA) Bnepsble pas-
pewuno npumeHeHne py3l0 ana neyeHns aHemuun y NaLMeHTOB
Ha remogmanuse. Hayanacb 3pa KAMHMYECKOrO WUCMONb30BAHMA
py3M0. 3no3THH anbda Gbin NepBbiM pekoMbUHAHTHBIM 3TN0 ans
KOMMEpYeCcKuX Lenei; no3xe MHOTOYMCNEHHbIe UCCNefoBaHUsA
nokasanu, 4yto py3ll0 MOXHO C yCnexom NpUMEHATb He TONbKO
B Hedponorum, Ho U Npu Apyrux aHemusx (maés. 1).

B 0ObIYHbIX KIMHWUYECKUX CUTYALUAX, CBA3AHHBIX C abcontoT-
HbIM fleduunTom xenesa (O)K) y HeGepeMeHHbIX, OTBET Ha Nieye-
HWe npenapatamu xenesa Ansf NpuemMa BHYTPb NpW afeKBaTHOM
[o03e npenapata M OTCYTCTBUM KPOBOMOTEPb B 3HAYUTENLHOM
CTeneHu npefckasyeM. Y 6epeMeHHbIX C aHEMUEN PE3UCTEHTHOCTb
K Xenesocofiepxalyum npenaparam Aia npuema BHyTPb AOCTaTOY-
HO BbICOKA. O PE3UCTEHTHOCTU MOXKHO FOBOPUTH MPU MOBbILIEHUY
KoHUeHTpauuu remomobuHa (Hb) meHee yem Ha 10 r/n uepes 4 He-
LeNy C Hayana feyeHus npenapaTamu xenesa WM OTCYTCTBUM
PeTUKYNOLMTAPHOTO KpK3a (NOBbILIEHUS KONUYECTBA PETUKYNOLM-
TOB B 2 pa3a no cpaBHeHMIO C UCXxofHbIM). Hanbonee yactble npu-
YWHbI PE3UCTEHTHOCTM K Npenaparam xenesa fis npuema BHyTpb:

® oWNBOYHBIN AMarHo3 xenesogeduumntHoit aHemun (KIA);

® HapylleHMe BCacbiBaHUsA ene3a Ha (oHe BocnanUTENb-
HbiX U Apyrux 3abonesanuit KT (Takux kak uHbekuus
H. pylori, 6one3Hb KpoHa, A3BeHHbI KONUT, Lennakus);

Tadbanma 1 l

TepaneBTrdyecKue MOKA3aHUA K IIPUMEHEHUEO
MPenapaTroB, CTUMYAHPYIOIIUX SPUTPOIIOI3
[11, c AomoaHEeHUAMH]

XpOHUYecKkue 3aboneBaHNs noyek*

pak*

MUENOANCNNACTUYECKNIA CUHAPOM

NOArOTOBKa ayToremoTpaHcdy3nin*

XWUpypruyeckne Bmewwarenbcraa’™

aHeMuA HeflOHOWEHHbIX™

aHeMusi GepeMeHHbIX

XPOHMYeCcKue BocnanuTenbHble 3a60neBaHmns

aHeMUUN NpU KPUTUYECKNX COCTOAHUAX
TpaHCNAaHTaLMA reMON03TUYECKNX CTBONOBbIX KNETOK

* Iloxasanus 3aperucrpuposansl B Epporre.

® 0TKa3 OT NpMeMa npenapatos xese3a;

® He[0CTaTOYHAA 403a Npenapara Uiu Npuem xenes3ocopep-
XalmMX CPeACTB C APYrMMU TEKAPCTBAMU W MULLEBLIMM NMPO-
LYKTaMU, 3HAYMTENbHO CHUKAIOWMMK BCacbiBaHMe xenesa
B KT (aHTaumpamu, XuHonoHamu, yaem, kode, COeBbIMU
npoayKTamu, consimu Zn u Mg);

® HeKOHTPOJMpYyeMble KPOBOTEUEHUS;

® HacneacTBeHHble xenesofaeduuuTHble CUHAPOMBI (Hanpu-

Mep, xenesopedpaktepHas XX[A);
® HeafieKBaTHO HU3Kas npoaykuus 30, He coOTBETCTBY-
I0Lasn TAXKECTU aHeMUU.

Momumo abcontotHoro X u cBazaHHoi ¢ Hum XA, v Ge-
PEMEHHOI BO3MOXHO Pa3BUTUE U APYrUX U3BECTHbIX Xene3oae-
bULUUTHBIX CMHAPOMOB: dyHKUMOHanbHoro X n genoHuposa-
Hus xenesa [5]. CHHAPOM AeNOHMPOBAHMUA Xene3a pa3BMBaeTCs
Ha (oHe CMCTEMHOr0 BOCMANMTENbHOIO OTBETA, XapaKTepHO-
ro pgaxe pnsa Qusnonornyeckoii 6epeMeHHOCTH, BCNeACTBUE
MOBbIWEHHO! NPOAYKUWM FrenuuanHa, CHUXatowWwero abcopbumio
wene3a B XKT. OH accounmnpoBaH ¢ passutuem Ab, nmeiowen
NpU3HaKM aHEMUW BOCNANeHUs.

N no coBpemeHHbIM 3nupemuonoruyeckum pavHsim KOA
ABNAETCA YaCTbiM, HO AANEKO He efUHCTBEHHbIM Bupgom Ab.
CornacHo Hawwum uccnefoBalusm 2002 r., npu 06CneaoBaHNM
161 6epemeHHoit c aHemueil XA BoiseneHa y 66 (41,0%) nayu-
eHToK n He XXOA — vy 95 (59,0%) [2]. AuHamuka yactoTsl AB
B Ka)X[LOM TPUMeCTpe NpeAcTaBfeHa Ha pucyHke 1. Pesynbrartsl
OJHOrO U3 HeAABHWUX WCCNeAoBaHUN pacnpocTpaHeHHocTn XK
y 6epemeHHbix B CLUA (Camden Study, 2001-2007) aHanoruyHbl
(puc. 2) [22].

Takum obpasom, Ha ponto XKOA npuxoauTcs MeHee MooOBU-
Hbl aHEMUIT BEPEMEHHOCTH, YTO CYXKUT OAHUM U3 0OBACHEHWI
4acToii pe3UCTEHTHOCTM K Mpenapatam xenesa Ansa npuema
BHYTPb. P@3WUCTEHTHOCTb K Kenes3ocopepxalum npenaparam

Puc. 1. AuHamMnka 9CACHHOCTH OCPEMCHHBIX

C KEAC30ACOUIINTHON aHCMICH

1 HEKCAC30ACPUIUTHON aHeMueH, %o oT 00IIero
YICAQ KCHITHH, OOCACAOBAHHBIX B KAKAOM
Tpumectpe [5]
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xeaesa y Oepemennsix B CLIA mo AammBIM
nccaepobannsa Camden Study (2001-2007) [22]
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ANsi BHYTPUBEHHOTO BBELEHUS MOXET ObiTb TAKOW 3Ke BbICOKOM.
OtBeT Ha BHyTpMBEHHOE BBefieHue xene3a (IIT) ruapokcup caxa-
PO3HOr0 KOMMNEKCa NonyyeH TonbKo y 27 (45,8%) naumeHTok u3
59 6epemeHHbix ¢ KA ymepeHHoii ctenenun [19]. Y ocTanbHbIX
32 6epeMeHHbIX 3 dEKT yAaNoCch NONYYUTb TONLKO NOC/E Npu-
coeanHenus k deppotepanun puy3l0. B rpynne nauueHToK,
C camoro Hayana nofyyaBWKX KOMOUHWPOBAHHYI Tepanuio
pu3dN0 u xenesa (III) ruApOKCUA CaxapO3HbIM KOMMIEKCOM,
elle Ha paHHeM 3Tane Jle4yeHUs oTMeYeHa OTYETNMBAsA MONOXMK-
TeNbHas AMHaMWKa KoHLUeHTpauuu Hb.

HanGonee 4actoit U BaXKHON NMPUYMHON PE3UCTEHTHOCTU K
npenaparam efesa 1 B TO e BpeMsA BbICOKO! 3 heKTUBHOCTY
pu3MN0 npu Ab cnyxuT HeagekBaTHO HKU3Kaa npoaykuma 30, He
COOTBETCTBYIOWAA CTENEHN TAXEeCTW aHemun. BeposaTHo, Takoe
COCTOsIHME BO3HWKAET BCIEACTBME W3ObLITOYHOM NpPOAYKLUM
NpoBOCNANUTENBHBIX LUTOKUHOB NIALEHTON WU rUnep3cTporeHe-
Mun. Hamu Bnepeble NPOAEMOHCTPUPOBAHO, YTO HeafeKBaTHO
HU3Kas npopykuua 3sHgoreHHoro 30, He cooTBeTCTBYlOWAS
TAXECTU aHeMuun (runonponudepaTUBHbIA 3pUTPONO33), ABNA-
eTCA XapaKTepHON 0COOGEHHOCTbIO naToreHesa 6ONbWMHCTBA
aHeMuil BO BTOPOI monoBUHe OGepemeHHocTu [2, 4]. Kpome
npsAMOro MHrMbuposaHua npoaykuum M0 B noykax, ofHOW
13 BO3MOXHbIX MPWUYMH PasBUTMA rUNonponucepaTMuBHOro
3pUTPONO33a BbLICTYNAET HapyleHue B3aumopeiicteusa 3IM0/
3M0-P, cBazaHHoe c pepykumein 3M0-P Ha noBepxHoCTU 3pu-
TPOUAHBIX KNETOK KOCTHOTrO MO3ra BC/IefCTBUE U3ObITOUYHOI
npogykuum UH®-y n apyrux npoBOCnanuTeNbHbIX LIUTOKUHOB
[6]. Haww pe3ynbtaTel MOCAYXWAW NaTOreHeTUYeckUM oboc-
HoBaHueM npumeHenus py3N0 npu Ab u nosogom ans Gonee
WIPOKOrO WCMO/Mb30BaHMA B aKylepCKOW NpakTMKe npena-
paToB, CTUMYNMpYOWMX 3puTpono33. lomumo 3TOro, cornac-
HO coBpeMeHHbIM AaHHbIM, M0 (3HAOTEHHBIA WMAKW 3K30reH-
HbIl) MPAKTUYECKU He MPOXOAMT Yepe3 nnaueHTapHbil 6apbep
[15, 17, 21, 26]. ITO0 MMeeT BaxHOe NMPaKTUYECKOE 3HAYeHUe,
MOCKO/bKY UCKIOYAET BO3MOXHOCTb HEraTUBHOTO BNAHMA Npe-
naparta Ha niog.

UCTOPUA NPUMEHEHUA PEKOMBUHAHTHOIO
YEJIOBEYECKOIO 3PVITE’0H03TVI HA

AnAa NEYEHUA AHEMUU BEPEMEHHbIX

Bckope nocne BHeppeHua py3l0 B KNMHWUYECKYIO NPAKTUKY ero
Hayann NpUMEHATb MpU aHEMUAX Y GepeMeHHbIX U MoayYunu
o6HagexuBawLme pesynbTathl. [epBblii ONBIT UCMONL30BAHUSA
pu3M0 npu neyeHUn aHeMmuii y GepeMeHHbIx ¢ 3a6oneBaHUsAMM
noyek (1991-1994) okasancs Becbma ycnewHsim (mabs. 2).
BeegeHue py3l0 GepemMeHHbIM C aHEMUEN NPUBOAMIO K ObICTPO-
My 1 3HaYUTeNbHOMY NoBbiWeHMO ypoBHsA Hb. XeHwuHbl xopo-
wo nepeHocuan py3M0, He BbI3bIBABWMIA NOOOYHbLIX IPPEKTOB
HU Yy BepeMeHHON, HU Y NIOAa.

C uenbto nedveHns Ab y KeHWMH C HOpPManbHOM (YHKLMEN
nouek py3lO BnepBble npumenunu B 1995 r. [13]. B wuc-
cnepoBaHun yyacteosanu 11 GepemenHblx ¢ KA u cpokom
rectauuu 6onblie 20 Hegenb ¢ UCXo[HbIM ypoBHeM Hb < 100 r/n.
MpoBoaunn KombUHMpoBaHHOe nedenue: pudl0 B pose
300 ME/Kr BHyTpUBEHHO pa3 B Hegento u xenesa (III) rugpo-
KCUL caxapo3Hblit komnnekc no 200 Mr BHYTPUMBEHHO pas3
B Hefento. JleyeHne npofomKanu Ao [OCTUXEHUA KOHLEHTpa-
umu Hb 110 r/n unu fo Havana popos, HO He bonee 4 Hepenb.
Y 8 13 11 XeHWnH Npu BBEAEHWUM NpenapaTta NoayyeH ObICTpbIi
pe3ynbrat, BblpaXeHHbIl B pOCTe YUCna PETUKYIOLMTOB M NOBbI-
weHun ypoBHa Hb: exeHepenbHbIl pocT KoHueHTpauuu Hb
coctaun 7 r/n. Y 3 GepemeHHbix oTBeT Ha Tepanuio 30 Gbin
3amepieH: copepxanue Hby Hux Bo3pactano Ha 3 r/n B Hefento.
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ABTOpBI lfog | Kosnunuectso WUcTouHuK U Ha3BaHMe ny6auKayum
nponeyeHHbIX
6epeMeHHbIX
McGregor E. 1 coasT. 1991 | HeT AaHHbIX Successful use of recombinant human erythropoietin in pregnancy //
(BennkobpuTtaHus) Nephrol. Dial. Transplant. Vol. 6. N 4. P. 292-293
Yankowitz J. u coasT. 1992 |3 Erythropoietin in pregnancies complicated by severe anemia of renal
(CWA) failure // Obstet. Gynecol. Vol. 80. N 3. Pt. 2. P. 485-488
Marichal J. F., Masson M. | 1994 |1 Correction of anemia with human recombinant erythropoietin in a pregnant
(PpaHuus) woman with renal failure // Rev. Med. Interne. Vol. 15. N 2. P. 149-150
Breymann C. u coasT. 1995 | 11 Recombinant human erythropoietin and parenteral iron in the treatment of
(Weeituapus) pregnancy anemia: a pilot study // J. Perinat. Med. Vol. 23. N 1-2.
P. 89-98
Scott L. L. u coasT. 1995 |2 Erythropoietin use in pregnancy: two cases and a review of the literature //
(CLLA) Am. J. Perinatol. Vol. 12. N 1. P. 22-24
Rocca A. R. 1 coasT. 1995 | 2 Safe employment of recombinant human erythropoietin in pregnancy in
(Uranus) two anuric patients on regular dialysis treatment // Ren. Fail. Vol. 17. N 1.
P. 73-76
Kontessis P. S. u coasT. | 1995 |1 Successful use of recombinant human erythropoietin in a pregnant woman
(fpeuns) with lupus nephritis // Am. J. Kidney Dis. Vol. 26. N 5. P. 781-784
Harris S. A. u coasr. 1996 | 1 Erythropoietin treatment of erythropoietin-deficient anemia without renal
(CWA) disease during pregnancy // Obstet. Gynecol. Vol. 87. N 5. Pt. 2.
P. 812-814
Métyus J. u coasT. 1997 |2 Use of erythropoietin in pregnancy: review of the literature in connection
(Benrpus) with 2 cases // Orv. Hetil. Vol. 138. N 28. P. 1787-1790
Lialios G. 1 coasT. 2000 |1 Effective treatment of beta-thalassemia intermedia during pregnancy with
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Onucan cnyyait runonponundepaTUBHON aHEMUM
Hell 6epemeHHoii [16]. Mpu KoHueHTpauuu Hb 85
yanu Hu3Koe copepxaHue cbiBopotoyHoro M0 npu oTcyt-
cTBUW 3a60NeBaHMA MOYEK M [PYTUX BO3MOMHBIX MPUUNH
HeafleKBaTHO HM3KOM npopykumn 30, He COOTBETCTBY-
Iolleil CTeneHn TAKECTU aHeMmuu. JleeHne peKOMGUHAHTHBIM

y 29-net-
r/n oTme-

3M0 6bno 3ddekTuBHLIM, U cogepxaHue Hb nepep pogamm
coctaBuno 120 r/n.

Mo nuTepaTypHbIM AaHHLIM, y 6epemeHHbIx ¢ /A, He oTBe-
TUBLWUX HA NPUEM BHYTPb Xene30COofepXalyux npenaparos B
TeyeHue 8 Hepfenb, NMPUMEHANU CNEAYIOLWYI0 CXeMy NeyeHus:
py3N0 (no 150 ME/kr 3 pa3a B Hefento NMOAKOXHO) BBOAWUNM
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B coyeTaHun co 100 mr npenapara xenesa L4 NapeHTepanb-
HOrO BBELEHUA eXefHEeBHO [24]. [POA0MKUTENbHOCTb IeYeHNS
cocTaBnana 4 Hepenu. BbiCTpbIl OTBET Ha Tepanuio nonyyeH
y 19 (73%) u3 26 aHeMUYHbIX GEPEMEHHbIX C UCXOAHOI KOH-
LeHTpauueit Hb < 85 r/n. B nepeble 2 Hefenu Tepanuu CpeaHui
npupocT copepxanua Hb coctasun 30 r/n. Y 5 nauueHToK
ypoBeHb Hb Ha doHe neyeHWs MOBLICUICA HE3HAYUTENbHO,
MY 2 XeHWMH 0TMeYeHO faNbHelillee CHUXEHNEe KOHLEHTpaLuu
Hb, notpeboBaBLlee remoTpaHchy3nit.

B 1999 r. npeacTaBneHbl pe3ynbTathl Ucnoab3oBaHua py3No
y 20 GepeMeHHbIX C aHeMueil, 0TOOPaHHbIX MO CAEAYIOLWUM
Kputepusam: cogepxanune Hb < 110 r/n, KoHLeHTpaums xenesa
B CbIBOPOTKe KpoBM < 15,0 MKMONb/N, recTauuoHHbI BO3pacT
> 20 Hepenb, oTCcyTCTBMe 3aboNeBaHUil KPOBM UM Natonoruu
novek [1]. MauneHTkn nonyyanu py3N0 no cxeme: 2000 ME
MOJKOXHO 3 pa3a B TeyeHMe NepBOW HeAenu NeyeHus, 3aTem
2000 ME nopkoxHo pa3 B Hepento. OfHOBpPeMEHHO Ha3Havanm
)enesa cymapar pna npuema BHyTpb (no 200 Mr anemeHTap-
HOrO )enesa B CYTKM) Ha Bce Bpems npumeHeHus py3MoO.
KoHTponbHas rpynna u3 63 GepeMeHHbIX Nojyyana MOHOTepa-
nuio thymapatom xenesa. llokasaHo, 4to npumeHeHue py3o B
COYeTaHUM C npenapatamu xenesa NpUBOAWUT K LOCTOBEPHOMY
yBenuyeHuto cogepxanus Hb u konumyecrsa aputpouuToB, a Tak-
e K YNy4YWeHWIo KUCIOPOATPAHCMOPTHON (YHKLUKU KPOBMU.
Ynyywanacb OKCMreHauus TKaHel, yMeHblanacb TKaHeBas
TUNOKCUS, Yero He HabaOAANM B KOHTPONbHOI rpynne. ABTopbl
caenanu BbliBog 06 0060CHOBAHHOCTM npumeHeHus py3N0 B
COYEeTaHWUM C Npenapatamu xenesa y 6epeMeHHbIX C aHEMUeN.

Hawwn pe3ynetatsl uccnepoBaHus 3ddektusHoctn pu3No
npu Ab, pe3ncTeHTHbIX K peppoTepanum, TaKKe NPOAEMOHCTPU-
POBaNU BbICOKYIO 3 (EKTUBHOCTL U 6€30MaCHOCTb 3TOr0 METOAA
[3]. Ons neyenus pu3dNO 6binu oToGpaHbl 16 GepeMeHHbIX C
aHemuei B Bo3pacte 23 + 1,2 rosa v co CpefHUM CPOKOM recra-
umm 30,0 + 1,8 Hepenu, y KoTopbix heppoTepanus B TeuyeHue
npejwecTByWmUX 3—4 Hefenb OKasanach He3pdeKTUBHOMN.
Kypc nedyeHus coctosn u3 6 MOAKOXHbIX WMHbeKUMiA puy3l0
yepes fieHb B pa3oBoit fo3e 100 ME/kr. Bce eHWuHbI gonon-
HUTENbHO MoONy4Yanu npenapatbl cynbtata xenesa B [03e,
3KBMBaneHTHoi 200 Mr anemMeHTapHOro xenesa B cyTku. lepen
HayanoM Tepanuu u 3aTem exeHegeNbHO ONpPeAeNnsn nokasare-
JIY TeMOTPaMMbl U KOIMYECTBO PETUKYNOLMUTOB.

[lo neyenus cpepHss koHueHTpauus Hb coctaBnsna 86,3 +
2,2 t/n, uncno petukynouutos — 15,2 + 1,9%o. YeTblpHagLath
XKEHLWMH 13 16 NOAHOCTbIO NpowWwK Kypc nedenns. Y 12 (85,7%)
13 14 GepemeHHbIX MOCJe OKOHYaHUs Kypca Tepanuu ypoBeEHb
Hb nosbicunca go 120,3 + 1,5 r/n, KONUYECTBO PETUKYNOLM-
TOB yepe3 2 Hepenu Tepanuu py3dl0 coctaBuno 38,2 + 4,0%o.
Y 2 (14,3%) u3 14 GepeMeHHbIX, MONYYUBLIKUX MONAHBIA KYpC
pu3MO, cratucTMyeckn 3HAYMMOro yBENWYEHUS COLepKa-
HuA Hb He BbIABNEHO, HO OTMeYeH CTAaTUCTUYECKM 3HAUU-
Mblii MPUPOCT KONMYecTBa PETUKYNOUNUTOB: C 7%o B0 75%o
n € 7%o0 RO 55%o. Annepruyeckux peakuuii, nosbiweHna ALl
W YBENMYEHUS KOJWYecTBa TPOMOOLMUTOB BO BPEMS JeueHUs
He Habnganu.

BeposATHO, NpMYMHON OTHOCUTENbHON He3(PEKTUBHOCTH
Tepanuu py3N0 B 2 cayyasx nocnyxuno passutue hyHKLMO-
HanbHoro X Ha doHe cdopcrpoBaHHOrO 3pUTpPONO33a BChen-
ctue npuema py3fl0. Bo3moxHo, B 3TOM ciyyae xenesoco-
Aepxalux npenaparos Ans npuema BHYTPb HEAOCTaTOYHO AnA
noTpe6HOCTE CTUMYNNPYEMOTO KOCTHOMO3TOBOMO KPOBETBO-
peHWs u npenaparbl Xenesa ciefyet Ha3Ha4yaTb BHYTPUBEHHO.

B HacTtosiwiee BpeMms camblii GONbWONA ONLIT NPUMEHEHUS
pudN0 npn AB npuHapnexuT aKylwepcKon YHUBEPCUTETCKOW

knuuuke r. Liopuxa (Weeiuapus) [12, 14, 19]. B uccnepo-
BaHuM (2009) npeAcTaBneHbl pe3ynbTaTbl JEYEHUA aHeMuil,
pasBuBLINXCA Y 84 BepeMeHHbIX, HECMOTPS Ha PYTUHHYI Mpo-
tunaktuky cynbtatom xenesa no 80 mr/cyt co II tTpumectpa
6epemeHHoCcTH [19]. Bce 84 xeHWUHbI GbLM PaHAOMU3UPOBaHbI
Ha [Be rpynnbi:

® y 59 GepeMeHHbIX JleYeHWe HauMHanW C BHYTPUBEHHOTO
BBE[leHUA Xene3ocoAepxaluux npenaparos (xenesa (III)
rMAPOKCHUE, caxapo3Hblil komnnekc BeHotep B go3e 200 mr
(10 mn) 2 pasa B Hegenio);

e y 25 xeHwuH ¢ Hb < 90 r/n cpasy npoBoaunu KoMOGUHM-
poBaHHyto Tepanuio xenesa (III) rugpokcup caxaposHbim
komnnekcom (no 200 mr) v pu3N0 (no 10 000 ME) 2 pasa
B Hepento.

K neuenuto 32 (54,2%) 13 59 GepemMeHHbIX NEPBOii rpynmbl
13-3a HU3KOI 3PHEKTUBHOCTU MOHOTEpPANUM KeNne30coaepia-
WMM npenapatoM B TeyeHue 2 Hepenb Obin fobasneH pu3No.
WHTepecHo 3ameTuTb, 4TO cpeaHas KoHueHTpauua 30 y xeH-
LWMH, MNI0X0 OTBETUBIIMX HA (heppoTepaniuto, Obina 3HAYUTENbHO
HUXE, YeM y BEpEMeHHbIX C XOPOLIMM OTBETOM Ha BHYTPUBEHHOE
BBefleHMe npenapara xenesa (46,6 + 29,8 ME/n npoTus 69,3 +
42,8 ME/n, p < 0,05). Llenesoii yposeHb Hb pocturHyt y 20 u3
25 GepeMeHHbIX BTOPOi Tpynmnbl, TaKUM 06pa3oM, 3hdheKTuB-
HocTb ieyeHus coctasuna 80,0%.

MpoBefeHa CpaBHUTENbHAA XapaKTEPUCTMKA Pa3NUYHbIX
cxem npumeHenus py3N0 ans neyenus Ab [7]. B akcnepumenTe
yyactBoBanu 55 6epemeHHbIX C aHeMUel, NPOXOAMUBLINX Neye-
HUe B OTAENEHUAX NATONOTUN BEPEMEHHOCTH POAUNbHbIX LOMOB,
a TaKKe HaxXOAMBIIMXCA NOA HabMNOLEHWEM B KEHCKUX KOH-
cynbraumsx r. Pasanu. Cpegn Hux 6bi10 27 nepBobepemMeHHbIX
1 28 noBTOpHOGEPEMEHHbIX; CPeAHMII BO3PACT KEHLMUH COCTa-
Bun 23,80 + 2,42 ropa (18-38 net), cpedHuit cpok recra-
UMK nepepd Havyanom neyeHns — 29,20 + 8,54 Hepenun (23-
38 Hepenb). B 3aBUCMMOCTYM OT CTeneHu TAXECTU aHeMUn Gbinu
BbIZENIeHbl TPU FPYNNbl MALWMEHTOK: Yy 23 KeHWMH OTMevanu
aHeMUIo Nerkoii cteneHu, y 27 GepeMeHHbIX — CpefHeii cTe-
neHn ny 5 — Taxenylo aHemuio. [lo go3e u KpaTHOCTW BBe-
peHus pudl0 Bce 55 GepeMeHHbIX GbINM PaHLOMU3UPOBAHBI
Ha TpW rpynnbi:

® nepsas (n = 18): 75 ME/kr 3 pasa B Hegeno (225 ME/kr
B HeZenw);

e Bropas (n=21): 100 ME/kr 3 pa3sa B Hegento (300 ME/kr
B Hepenw);

e Tpetbs (n = 16): 120 ME/kr 2 pa3a B Hepento (240 ME/kr
B HeZen).

JononHutenbHo BCeM GepemeHHbIM HasHadyanu no 200 mr
cynbata xenesa B CyTKU BHYTPb. [POAOMKMTENBHOCTD Tepa-
nuu coctasnsna 2 Hefenu. Bce rpynnsl Gbinu cTpatuduumpo-
BaHbl MO BO3pPAaCTy, CPOKY GEpPeMEHHOCTU U HauyaNbHOW KOH-
ueHTpauum Hb.

CornacHo pe3ynbTatam 3KCNepUMeHTa, CTaTUCTUYECKM 3HAUM-
Mo 6onee BbICOKas 3 eKTUBHOCTL Tepanum oTMeyeHa y bepe-
MEHHbIX, nony4yaBwux py3dN0 B cymMMapHOiWl HeaenbHOW [o3e
300 ME/kr (76,2% npotus 50,0% B nepsoii rpynne; p < 0,05)
(ma6n. 3). He BbIABNEHO HU OJHOrO Ciy4as NobOYHOro Aeii-
cTBusa Tepanuu py3M0 B BUAE rpUNnonofobHoro CMHAPOMA Unu
nosblweHns Afl. Y ofHon 6epeMeHHON OfHOKPATHO OTMeYeHa
He3HauuTeNbHaA peakLus B BULE MOKPACHEHUs U 3yfa B MecTe
MHbEKLMH, He NoTpe6oBaBLLAs OTMEHbI Npenapara.

CornacHo nony4yeHHbIM AaHHbIM, npumeHerune pu3l0 npu Ab
MMeeT BblpaXKeHHbI f0303aBUcKUMbIN 3thdekT (puc. 3). Cnepyet
OTMETUTb, YTO 3aBMCUMOCTb IthdeKTa OT J03bl Npenaparta xapak-
TepHa Lna KAuHuveckoro npumeHeHus py3dlO v npu ppyrux

T'emaroaorma Ne 5 (122) / 2016

| Dowmop.Py | 33



| HEMATOLOGY

TabOAuma 3 l

CpaBHuresbHasA 3(p(PEeKTUBHOCTH IPUMEHEHNA PEKOMOMHAHTHOIO
YeAOBEYECKOI'0 9PUTPOIOITHHA y OepeMeHHBIX ¢ aHeMuel [7]

Tpynna llo3a, pexxum CymmapHas HepesibHasA 3 peKTUBHOCTL Tepanum (YNCNO KEHLLMH,
6epeMeHHbIX npuMeHeHus no3a, ME/kr Y KOTOPbIX JOCTUTHYT LieneBoil ypoBeHb Hb)
aéc. %
1(n=18) 75 ME/«kr 3 pasa B Hefienio 225 9 50,0
2(n=21) 100 ME/kr 3 pa3a B Hegenwo | 300 16 76,2
3 (n=16) 120 ME/kr 2 pa3a B Hepiento | 240 7 43,8

BUAAX aHeMWii (Hanpumep, aHeMUK NPU XPOHUYECKO NOYeYHOA
HEe[L0CTAaTOYHOCTH, aHEMUU XPOHUYeCKUX bonesHeit) [9].

Hanbonee Bbicokas (76,2%) acdekTuBHocTb Tepanuu pu3dNo
3aperucTpupoBaHa BO BTOPOW rpynne GepemeHHbIX, Noayyas-
WwKx npenapar B CyMMapHoii HepenbHoi pose 300 ME/kr [7].
Moyt Takas xe 3ddekTuBHocTb (72,7%) Tepanuu pu3M0
nonyyeHa B NUAOTHOM uccnegosaHum (1995), rge npenapat
BBOAWNM BHYTpMBEHHO B Ao3e 300 ME/kr pa3 B Hepento [13].
Mo nuTepaTypHbiM CBefeHWUAM, NMPWU MOBLIWEHWU CYMMAapHON
HepenbHoit po3bl pudNO go 450 ME/Kr He yaanoch Ao6uTbCS
yBenuyeHuns 3hHeKTUBHOCTYU NeyeHus, Kotopas coctasuna 73%
[24]. 3T1 faHHble yKa3bIBAIOT Ha HeLLeNeco06pa3HOCTL NOBbILE-
Hua po3bl pu3N0 6onee 300 ME/kr B Hepento npu Ab. CornacHo
HalWuM pe3ynbraTaMm, CHUXeHWe CyMMapHOi HefeNbHOW A03bl
pudN0 po 225 ME/Kr 3HauYuTENbHO yMeHbluaeT AeWCTBEH-
HocTb Tepanuu AB. 3ddekTnBHOCTL NnpuMeHeHuns pudl0 B fo3e
120 ME/Kkr 2 pa3a B Hepienio (CyMMapHas HepenbHas fo3a —
240 ME/Kr) cywecTBeHHO He OTAMYanacb OT 3PdEKTUBHOCTH
Tepanuu B NepBoii rpynne u 6bina HU3Koi (43,8% npoTus 76,2%
BO BTOpo#l rpynne; p < 0,05). Takum 06pazom, onmumanbHas u
Haubosee 3¢ppekmusHas dosa py3l0 npu nevequu Ab cocmas-
snsem 300 ME/ke 8 Hedento.

Bo3moxHo, nosblweHne ao3bl pyIN0 Heo6GXOAMMO MpU BO3-
HUKHOBEHUM Yy GEpEMeHHO aHeMUM Ha (oHe COMYTCTBYIOLLMX
XPOHUYECKUX 3aboneBanuii, Hanpumep BUY-uHdekuyuu. B stom
Cly4ae aHeMus ycyrybnseTcs He TONbKO MHEeKLUMUeRh 1 U3bbIToY-
HOW NPOAYKUMEA NPOBOCNANUTENbHBIX LMTOKUHOB, HO U aHTU-
PETPOBMPYCHOI Tepanueil, HeobXxoAuMMoOK Aans npodUNaKTUKK
BepTUKanbHoM nepepayn BUY nnogy u yacto nposouupyioLlei
pa3suTMe aHemun. B ogHOM M3 cnmeumanbHbIX UCCHELOBAHMNA
npoaHann3npoBaHbl pe3ynstatel npumeHeHus pydNo y 37 Gepe-
MEHHbIX C aHemuen, UHbMuUMpoBaHHbIX BUY u nonyyaBwmx
aHTUpeTpoBUpYCHYtO Tepanuio [25]. JleueHne pudl0 HaumHanu
He paHee 16 Hepenb 6epemeHHocTM npu yposHe Hb < 90 r/n.
Mpenapat BBOAMAM NOAKOXHO B fo3e 150 ME/kr 3 pa3a B Hefie-
JIl0 B KOMOMHALMM € npenapatamu xenesa 1 GonueBoi KUCNOTb.
Ecnu B TeyeHne 20 gHeii Tepanum yposeHb Hb He noBelwancs Ha
20 r/n, To 003y Npenapara yBeNuyMBanu nowaroso Ha 50 ME/kr
(makcumanbHo fo 300 ME/kr 3 pasa B Hepmeno). Jleuenue
npekpawanu npu koHueHtpauum Hb > 110 r/n. CpepHsas npo-
LOMXUTENBHOCTb Tepanuu coctaBuna 9 Hepenb (0T 2 fo 12 He-
penb). Ecnn yepes 12 Hepenb BBepeHus pydl0 He ypaBanocb
LoCTUYb LeneBoro yposHs Hb, To npenapar oTmeHsnu BBUAY ero
HeatdekTuBHoCTU. IPdekTnBHOCTb pyu3lN0-Tepanun coctasuna
78%: y 29 n3 37 GepeMeHHbIX YAANOCh [OOUTLCA MOBbIWEHMS
KoHueHTpauuu Hb ¢ 72,4 + 11,2 r/n B Havane nevyenus go 110,0 +
1,8 r/n B KoHLe Tepanuu. Kakux-nubo cepbesHbix Hexenatenb-
HbIX siBNEHNi1 BO Bpems npuema pudll0 He oTmeueHo. Y '/, bepe-
MEHHbIX B Hauafe NeyeHUs 3aperncTpupoBaHbl He3HauYMTenbHoe
noBbIlWEHME TeMNepaTypbl Tena W MUaNruu, He NoTpe6oBaBLUne
OTMEHbI Npenapara.

Puc. 3. Aumammka Cpe,\Hﬁﬁ KOHIICHTpAIINN
reMOrAOOMHA HA (1)()1{6 T€pannuy AHEMHUN GCIDCNICIIIIiulX
PA3AUYIHBIMUA AO3AMU pCK()\I‘GHH:LHTH()F()
YCAOBCYCCKOIO 3PpUTPOIIO3TUHA

225 ME/Kkr/Hep

—m— 300 ME/kr/Hen
—&— 240 ME/kr/Hep,
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Cnepyet 3ameTuts, 4to 3pdekTnBHocTb pudl0-Tepanum AB,
no-BMAMMOMY, Mano 3aBUCUT OT MyTW BBELEHWA NpenapaToB
xenesa. Tak, acddekTnBHocTb pylll0-Tepanuu AB, nonyyeHHas
Hamu Npu NpPUMEHEHWUN Xene30COofepXalinx npenapatos Aas
npuema BHYTPb, M 3(deKTUBHOCTb nevyeHns Ab B yHuBepcu-
TeTCKOW KnuHuke r. Lllopuxa, rae ucnonb3osanu npenaparbl
Xenesa A BHYTPMBEHHOrO BBEAEHUs, OKa3anacb MpakTuye-
CKM opmHakoBoi (76,5-85,7% un 72,7-80,0% COOTBETCTBEHHO)
[2, 13, 14, 19]. O6bAcHeHMe 3TOMY Mbl BUAWUM B OTKPHITOM
HepasHo BauaHuu M0 Ha npoaykumio renuuanHa. axe ofHo-
KpaTHas uHbekuna pu3l0 3HAYNTENBHO CHUXAET KOHLeHTpa-
LMI0 CbIBOPOTOYHOrO TrenmuuauHa B TeyeHue 24 yacos [10].
Kak u3BectHo, Bo II-III TpumecTpax GepeMeHHOCTM Bcachl-
BaHMe efne3a B KMIeYHUKe 3HayuTenbHO nosbiwaerca. [pu
HIOA KoHueHTpauua renuupmHa HU3Kasn, NO3TOMY YPOBEHb
abcopbumnm xenesa BbiCOKUit. B cnyyae Ab ¢ npusHakamu aHe-
MWW BOCMaNeHUs CBOMCTBEHHAA WM MOBbIWEHHAA KOHLEHTpa-
UMA renuuAMHa 3HAYWUTENbHO CHUXXAETCA NoJ BO3AeNCTBUEM
pu3M0, yto obecneynBaeT xopoliee BcacblBaHWe NMpenaparos
Xenesa A NpuMeMa BHyTPb. TeM He MeHee COBpPeMeHHble npe-
napatbl Xenesa [Nf BHYTPUBEHHOrO BBEAEHWUA OTANYAIOTCA
BbICOKMM npoctunem 6GesonacHocTn u obecneumsatoT Gonee
BbICOKYIO KOMNIAeHTHOCTb N0 CPAaBHEHWIO C Npenapatamu xene-
3a AnA npuema BHYTPb.

HEXENATEJIbHBIE J®PEKTbI PEKOMBUHAHTHOIO
YEJIOBEYECKOIO PUTPOMO3TUHA NPU TEPANUN
AHEMUW BEPEMEHHbIX

Hu B ogHOM M3 ONyGNMKOBAHHbLIX UCCNEA0BAHMI NO NpUMeHe-
Huio py3NO0 npu AB He coobLany o TakUx cepbe3HbIX NOGOYHbIX
ABNIEHUAX Tepanuu, Kak TpoMOG03MOGONMYECKUE OCIOXKHEHUS
W YMCTas KPACHOKNETOUYHas aniasus. Hambonee yacto aBTOpbI
0TMeyYanu 60b B MeCTe MHbEKLMU, HE3HAYUTEbHOE MOBbIle-
HMe TemnepaTtypbl Tena M MWUanruu, He TpebGOBaBLIME OTMEHBI
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npenapara. Annepruyeckue peakuumu B BUAE KOXKHOW ChbIMK W
3yaa Habnwoganu y 2,5% xeHwuH, noayyaswmx pydno [24].
Mo faHHbIM 3apybexHbIX aBTOPOB, 10 30% GepeMeHHbIX C aHe-
MUei 1 natonoruei noyek, nonyyasiwmx pu3lo, otBeyanu nosbl-
weHuem AJl, KOTOpoe HOPMaNM30BaNOCh NOC/IE TUMOTEH3UBHOW
Tepanuu [18]. Mpu aHeMusx y 6epeMeHHbIX 6e3 conyTcTByloLEeN
noyeyHoi natonorun npumeHerue py3N0 kpaitHe peaKo NpuBo-
VT K Pa3BUTUIO apTEPUANbHOI TMNEpTeH3uu.
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buommnegaHcomeTpusa B KOMMJIeKce
npegonepaunMoHHOro 06cnef0BaHUA B JeTCKOM
remarosioruu (0630p nuteparypbl)

A. B. KypnbikuH, A. H. KoHcTaHTuHOBa, B. A. AkumeHko, 0. I. OBCAHHUKOB

<Deaepaanb/El HGy‘IHO-KﬂUHU’-IeCKLl[] yeHmp demckoli 2emamosioeuu, OHKoM02UU U UumMMmyHoJi0euu umeHu ,ﬂMumpu,q Poeayesa, 2. Mocksa

Llenb 0630pa: oLeHKa BO3MOXHOCTH UCMO/Ib30BAHNA MEAULMHCKNX TEXHONOTUIA, OCHOBAHHbIX HA MPUMEHEHUN GuoMMneaaHca, Ans onpeaene-
HUS BEPOATHbIX NEPUONEPALMOHHbBIX PUCKOB Y NALMEHTOB C 3a60/€BaHUAMU KPOBU.

OcHOBHbIe MOJIOKeHUA. [luarHoCcTMYeckme MeTOLUKN Ha OCHOBE MMMNeJaHca NO3BOAT HEMHBA3MBHO MOHUTOPUPOBATL TEMOANHAMUKY, OLie-
HMBATb U ONTUMMU3MPOBATL PECMMPATOPHYIO NOAAEPIKKY Y NALMEHTOB C OCTPbIM PECMMPATOPHbIM AUCTPECC-CUHAPOMOM. KONnyecTBEHHbIN aHa-
/I3 COCTaBa TeNa UCNoNb3yioT B TEPANUM HYTPUTUBHBIX PAacCTPOiCTB. MOHUTOPUHT BOAHbLIX CEKTOPOB OpPraHW3Ma aKTyaneH B aHECTe3U00ruu
1 NpW NPOBEAEHUN NOYEYHO-3aMECTUTENbHOI Tepanuu. MiMnegaHcoMeTpuUs NOMOraeT BbifABUTb GOJIbHbIX C BBICOKUM PUCKOM OC/OXHEHWI Npu
TPAHCNIAHTALUM TEMONO3TUYECKMX CTBONOBLIX KIETOK.

3aknioueHue. lcnonb3oBaHne meTofa GMoMMNeAaHCOMETPUM NPU NPeAONepaLMoHHOM 06CnefoBaHNM AeTeil C rematonoruyeckumu 3abone-
BaHUAMU NO3BONANT CyWECTBEHHO CHU3WUTb PUCKM aHECTE3UONOTMYECKOro Nocobus 1 NoBbICUTL 6€30MACHOCTb eYEBHBIX U AMATHOCTUYECKUX
MaHUNYNALUNA.

Knioyessbie cnosa: 6uonmnesaHcoMeTpus, aHaiu3 COCTaBa Tena, peorpadus, anekTpoTomMorpadus, aHecte3ns, MHGY3MOHHAsA Tepanus, 4eTu.

Bioimpedance Analysis as Part of Pre-Surgery Examination
in Pediatric Hematology: Literature Review

A. V. Kurlykin, A. N. Konstantinova, V. A. Yakimenko, Yu. G. Ovsyannikov
Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Objective of the Review: To evaluate the possibility of using medical techniques based on bioimpedance measurements to assess the
potential perioperative risks in patients with hematological disorders.

Key Points: Diagnostic techniques based on bioimpedance measurements are nonivasive tools that help monitor hemodynamics and also
assess and optimize respiratory support in patients with acute respiratory-distress syndrome. A quantitative body-composition analysis is
used in the treatment of nutritional disorders. Monitoring body-water compartments is useful in providing anesthesia and renal-replacement
therapy. Bioimpedance measurements help identify patients who are at high risk of complications associated with hematopoietic stem-cell
transplantation.

Conclusion: In children with hematological disorders, bioimpedance measurements, taken as part of a preoperative examination, will help
significantly reduce anesthesia-related risks and increase the safety of therapeutic and diagnostic procedures.

Keywords: bioimpedance measurements, body-composition analysis, rheography, electromyography, anesthesia, infusion therapy, children.

€pPBUYHbIN AMArHOCTUYECKMIA NOUCK Npyu AU depeHLnanb-

HOI1 AnarHocTuke 3aboneBaHuUs HanpaBeH Ha BbisBEHNE

OTK/IOHEHWI Pa3IUYHbIX NapamMeTpoB OT pedepeHCHbIX
3HaueHuii. B HacToswee Bpems [As onpefeneHus WHTEHCUB-
HOCTM NaToNOrMYeCcKOro NpoLecca MCnonb3yioT 6oMbLoe YNCNOo
N1abopaTopHbIX U MHCTPYMEHTanbHbIX MeTOAOB. K coxaneHuio,
BbIIBNIEHUE KOHKPETHOTO 3a60/1eBaHUA U ONpefieNieHNe CTeneHu
€ro TAXECTU He BCEerfa COMpPOBOXAANTCA KOMMIEKCHOMN OLEH-
Ko opraHu3mMa 60abHOrO.

Llenb o0630pa: coBepleHCTBOBaHME MPeAONepaLoHHOro
06cne0BaHNs COCTOAHMA 6OILHOMO HAa OCHOBE aHanM3a Konuye-
CTBEHHbIX U3MEHEHUT B OPraHax v TKaHsAX.

Wcnonb3oBaHMe KONMYECTBEHHbIX MoAenell cocTasa Tena
N03BO/ISIET CUCTEMATU3UPOBATL YPOBEHb U CTENEeHb Mopdoioru-
YecKux uameHeHuit. NMocnegHee npuobpetaer 0coboe 3HayeHue
B aHEeCTe3MoiorMyeckom obecneyeHun ferteil C remaronoru-
yeckuMmu 3aboneBaHuaMU. B 3aBucUMOCTU OT Lenell uccnepo-
BaHWi NPUHATO PAcCMaTpuBaTh [BYXKOMMOHEHTHYIO (KMpoBas
Macca Tena + 6e3kupoBas Macca Tena), TPEXKOMMOHEHTHYIO
(»kmpoBas macca Tena + obuwas Boja opraHM3Ma + Cyxas macca

Tena 06e3 Xupa), 4YeTbipex- U MHOTOKOMMOHEHTHble MOoJenu
cocTaBa Tena. B knuHuyeckoii npakTuke Haubonee pacnpocTpa-
HEHa MHOTOKOMMOHEHTHas MOJeNb, YYUTLIBAIOWAA YPOBHU Opra-
HU3aLUUM BUONOTUYECKON CUCTEMbI: OT XMMUYECKOTO 3JIEMEHTA
L0 OpraHu3ma B uenom (mabs.).

[lnarHoctuyeckme MeTOLMKW OLEHKM 3MEMEHTHOro CocTa-
Ba Tefla CBA3aHbl C M3MEPEHWEM KOHLEHTpaUUN XMMUYECKUX
3/1eMEHTOB B 06pa3suax GMONOrMYECKUX KUAKOCTEN W TKaHei
[11]. B 3aBucMMOCTM OT MOCTAHOBNEHHOIW 3aAayu 3TANOHHbI-
MU METOZAMM OLEHKU COAepIKaHUs Pa3iMyHbIX KOMMOHEHTOB
COCTaBa Tena Ha MOJEKYNAPHOM YPOBHE MOTYT CIYXUTb FMAPO-
CTaTUYecKas JeHCUTOMETPUSA, METOAbI Pa3BefeHUs, LBYX3Hepre-
TUYeCKas PeHTreHOBCKas abcopOLUOMETPUA; BO3MOXKHO TaKKe
coyeTaHue metooB [6].

00ObeKTUBHAA OLEHKA KNETOYHOTO CTPOEHUs Tena No3sonseT
BbIIBUTb AKTUBHYIO KIETOYHYIO Maccy (BbIMOJHAIOWYIO OCHOB-
Hylo MeTabonuyeckylo paboTy), BHEKNETOYHYK Maccy Tena
(BbINONHAET ONOPHYIO U TPAHCMOPTHYIO DYHKLWK), COfepXKaHune
WPOBOW TKaHW W apyrue napametpsl [7]. B cneuuanbHoi nute-
paType METOA onpefefieHus eCTeCTBEHHON PafMOaKTUBHOCTU
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ITaTnypoBHEBaA MHOIOKOMIIOHEHTHAA MOAEAb COCTaBa TeAa [7]

VpoBeHb opraHu3aumm

KomnoHeHTbI

INEMEHTHbIN

0,C H, N, Ca PSS, K Na, Mg

MonekynspHbIi

MUWHEpanbHblE BelleCTBa...

BoAa, imnugbl (Tpuruuepuasl, docdonunugpl), 6e3xuposas macca, b6enku, yrnesogasl,

KnetouHsiit KNeTKW, afunoLuThl, BHEKNETOUHAS XKUAKOCTb, KNETOYHAs XKUAKOCTb, KNETOYHAs Macca Tena,
BHEKJIETOYHbIE TBEPAbIE BELECTBA. ..
TkaHeBoO CKeNeTHbIe MbILLbl, XXMPOBas TKaHb (MOAKOXHAS, BHYTPEHHSAS). ..

OpraHusm B Lenom

rojioBa, Wes, TyN10BULLE, KOHEYHOCTHU

BCEro Tefla yKa3biBaloT B KAYeCTBe 3TanoHa ANs OLEHKK coaep-
XaHWA BHYTPUKNETOYHON KupkocTu. BHeknetoyHas mMacca
COLEPKUT 0KONO 2% 0OLLEro Kanus U COCTOUT U3 BHEKNETOUYHOIA
XWAKOCTU M BHEKNETOYHbIX TBepAbiX BelecTB. OCHOBHbIMU Npu
OL€HKe MacCbl BHEKNETOYHOMN XUAKOCTU ABAAIOTCA METOAbI pa3-
BefileHus bpomuaa v xnopuaa Hatpus [8].

JTanoHHLIMM MeTofaMK OnpefeNeHns COCTaBa Tena Ha TKa-
HeBOM ypoBHe npu3HaHbl KT u MPT, nossonswowue nonyuntb
00bEMHYI0 PEKOHCTPYKLMIO Tena Yenoseka. Maccy TkaHeit 1 BHy-
TPEHHUX OPraHOB BbIYUCAIOT HA OCHOBE 3HAYeHUi Ux 06beMa.

[Ina xapakTepucTWku OpraHusmMa B LEAOM WCNOAb3yioT
aHTPONOMETpUIo, NOABOAHOE B3BELMBAHNE, BONIOMUHOMETPHIO,
MeTOJ BO3AYLWHO nneTusmorpacdum n GoTOHHOE CKaHMPOBaHMe
[6, 4, 8]. OpHako He BCe mepeynciaeHHble METOAbI MPUMEHUMbI
B PYTUHHOII NeAMaTpuyecKkol npakTuke, Tem 6Gonee y feTeit
C remaTosIorMyeckumu 3aboneBaHuAMM.

B Ouonornu nsMepeHue 3neKTpONpPOBOAHOCTU UCMONb3YIOT
DN XapaKTepUCTUKN (QU3MYECKUX CBOWCTB TKaHeW W u3yye-
HWUA U3MEHEHWN, CBA3AHHbLIX C DYHKLMOHUPOBAHMEM TKaHel w
opraHusma B Lenom. CTpyKTypa 610N0rMyYecKoil TKaHW Heop-
HOPOJHA, W 3HAYMTeNbHAsA YacCTb TOKA MPOXOAWUT MO MeXKie-
TOYHbIM MPOCTPAHCTBAM. Pasmepbl KNEeTOK pa3HbiX TKaHel He-
OfMHAKOBbI, KPOME TOT0, CEYEHUE MEXKIETOYHbIX MPOCTPAHCTB
TaKXe PasfMyHO U NOLBEPIKEHO U3MeHeHUAM (oTekaM, Habyxa-
HUI, NOBPeXAeHUAM MeMOpaH). M3yyeHne nonspu3aLMoOHHbIX
CBOWCTB TKaHeW KaK XapaKTepUCTUK WX CTPYKTYPHO-(YHKLMO-
HaNbHbIX 0COGEHHOCTEN COCTaBNAET CyTb WWPOKO pacnpo-
CTpaHeHHoro metofa 6uoumnesaHcoMmeTpun. buommneaHcHsIil
aHanu3 no3BosiseT OLEHMBATb 06BEM BHYTPU- U BHEKIETOUHOI
XUAKOCTY, XUPOBYIO, OE3XKUPOBYIO, KNETOUHYID U MbILEYHYIO
Maccy Tena u HeKoTopble fpyrue napameTpsi [3, 5, 7, 8].

B 3apyGexHblx nyOnuKauusx Hayano npakTUYecKoro npu-
MeHeHUs OMoMMNefaHCOMETPUM [N ONpefeneHus CcocTaBa
Tena YeNoBeKa NPUHATO CBA3bIBATb C paboTamu paHLy3CKo-
ro aHectesuonora Ayrycta Jlyn Tomacceta [41]. OH nepBbIM
MCMoNb30BaN jaHHble 6UOMMNEAAHCHOTO aHau3a As U3yYeHus
LMHAMUKK OOLLEN U BHEKNETOUHON XUAKOCTH, @ TaKXKe npepo-
XU paccyuTbiBaTh 00BEM ITUX XKUAKOCTEH MPOMNOPLUOHANBLHO
OTHOWEHWUIO KBajpata AJAMHbI Tena nauueHTa K umnefaHcy
MEXAY ThIIbHBIMW CTOPOHAMU KWUCTU U AUArOHaNbHO Pacrnono-
EHHON cTonbl Ha Yactotax 1000 klu v 5 kly,.

IneKTpuYeckUint MnefaHc Z BMONOrMYEeCKUX TKaHeld umeert
[iBa KOMMOHeHTa: akThBHoe (R) 1 peakTuBHOe (X ) conpoTuene-
HWe, — KOTOopble CBA3aHbl COOTHOLWEHNEM:

7 =RP 4 X2
cy6CTpaTOM AdKTUBHOIO CONPOTUBNEHUA ABNAIOTCA 6uono-

rMYecKkue XUAKOCTM (BHe- M BHYTpPUKNETOYHas), obnagatowme
MOHHbIM MeXaHU3MOM NPOBOAMMOCTU. CybCTPaTOM peakTUBHOMO

CONPOTMB/IEHUSA BbICTYNAIOT KAETOYHbIE MEMOpPAHbI. s OLeHKM
KonuyecTBa obuieil Boabl OpraHU3Ma, Ge3KMpoBoil U CKeneT-
HO-MbILWEYHOW MacChbl Tena UCMOJb3YIOT 3HAYEHWUA AKTUBHOIO
conpoTuBneHus Ha yactote 50 KU, a BHEKNETOUHOW XKUAKO-
CcTM — Ha yvactoTe 5 Klu. Mo BenuunMHe peakTMBHOW COCTaBNA-
folleil MMNeAaHca pacCcYnUTLIBAIOT 3HAYEHUS OCHOBHOTO 0OMeHa
1 aKTUBHOI KNETOYHO Macchl [6, 8].

BuonmnegaHcoMeTpus npuUBIEKAET HEUHBA3UBHOCTbIO,
TOYHOCTbIO, MOOMNILHOCTbIO, BO3MOXHOCTbIO MCMOJb30BAHMUA
B peXuMe MOHUTOPUHIA, a TaKXKe HU3KOW CTOMMOCTbio. ITH
XapaKTepUCTUKM MO3BONAIOT paccMaTpuBaTb MeTOf B Kauye-
CTBE [OMOJIHATENLHOMO HanpasneHus obcnenoBaHns pebeHka
C remarosiormyeckum 3abonesaHuem.

MeaULMHCKME TEXHONIOrUMN, OCHOBAHHbIE HA U3MEPEHUU
3/IEKTPMYECKOr0 MMNeJaHCca TKaHel nauueHTa

1. Peorpadums (bioimpedance cardiology) — meTogn uccne-
LOBaHWA CepLieyHO JeATeNbHOCTH, OCHOBAHHbI HA U3MEpPEHUM
M3MEHEeHWI MONHOrO 3NEKTPUYECKOTO COMpPOTUBNEHNA (MMne-
[aHca) TPYAHOI KNEeTKW, CBA3AHHBIX C JUHAMUKOW KPOBEHa-
MONHEHUA CEPALA W KPYMHbIX COCY[OB B TeYEHWE CEPAEYHOro
uukna. Peorpaduio MpUMEHAIOT A U3YYEHUA TeMofuHaMu-
KM B ManoM Kpyre KpoBooOpalieHusi u (a3oBoro aHanusa
CepAeyvyHoro LuKna.

LeHTpanbHblil 06beM KpOBOOOpALLEHNUS U yAapHbLIA 06beM
JIerko U3MepuTb U WHTepnpeTupoBatb. B cutyaumsx, cBa3aH-
HbIX C Yrpo3oil OTeKa Nerkux, 3T noKasatenu No3BONSAIOT
OLEHUTb TEKyliee COCTOSIHME KPOBM W CKOPOCTb Pa3BUTUSA
OMaCHbIX TEHAEHLMII B U3MEHEHUM TUNA KpoBooOpaleHus [8,
31]. Natonoruyeckne W3MEHEHUs B CUCTEME KPOBETBOPEHUS
Hen30eXHO COMPOBOXAAIOTCA TEMOAUHAMUYECKON KOMMeHca-
LMeit ¢ BO3MOXHOCTbIO Pa3BUTUA KaK ruUnepANHAMUYECKOro,
TakK M rMNOANHAMWUYECKOTO TUMA KPOBOTOKA. Pe3ynbTathl paHee
NPOBEAEHHbIX UCCIEA0BaHWII MO3BONAIT LeneHanpaBieHHo
KoppekTupoBats Afl U remoaMHAMUYECKWIA CTATyC NpU rMnepTo-
HUYECKOW 6oNe3Hu, BbIABNAA UHANBUAYANbHbIE FrEMOLUHAMUYE-
CKue mopynatopsl [32, 44].

CoyetaHue peorpacuu c gpyrumu metopamu 3deKTUBHO
Npu OUEHKe pucka HebGNaronpusiTHLIX WCXO[OB B YPreHTHOM
KapAnonorum U OHKONOTMYECKON MPAKTUKE, @ TaKXKe npu Kpu-
TUYECKUX CUTYyaLusX, 0BYCIOBNEHHbIX Pa3BUTUEM TpaBMaTuye-
cKoro woka [2, 17, 20, 43]. MeToa obecneynBaeT HenpepbIBHbIii
U HEWHBA3MBHbI MOHUTOPUHI CEPAEYHOrO BbIOPOCA, HE 3aBUCH-
WMA OT AMYHOCTM onepatopa [32].

2. WmnepaHcHas Tomorpacdua (electrical impedance
tomography) — TexHMKa BM3yanu3auuum NPOCTPAHCTBEHHOTO
pacnpefeneHus 3NeKTPUYeCKUX CBONCTB GMONOrMYECKOi TKaHM
NOCPeACTBOM HEMHBA3MBHOTO 3/1EKTPUYECKOTO 30HANPOBAHMA.
BcnepcTBME HU3KOTO NPOCTPAHCTBEHHOTO pa3pelleHuns no Kaye-
CTBY W300paeHWit cpe3oB Tena MMNefaHCHas ToMorpagus
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yecrynaet KT. lpenmywectsa metofia: HeWHBa3MBHOCTb, OTCYT-
CTBME WMOHM3MPYIOLWEr0 W3AYYEHUS U BO3MOXHOCTb OLEHU-
BaTb NONAPM3ALUOHHbIE CBOWCTBA NIEFOYHOM TKAHU B pexume
MoHuUTOpMHra. MMnepaHcHas Tomorpacdus no3Bonuna OLeHUTb
COOTHOLIEHWE BEHTUNALMA/Nepdy3ns y NaLUEHTOB C OCTPbIM
pecnupaTopHbiM LUCTPeCcc-CUHAPOMOM [22, 40] u onTUMM3Mpo-
BaTb MapaMeTpbl BeHTUAALNM nerkux [28, 30].

3. Ananus coctaBa Tena (body composition analyses).
CyTouHble KonebaHus macchl Tena, kata- uanM aHabonuyeckas
HanpaBNeHHOCTb O0OYCIOBNEHbI MbIEYHON AEATENbHOCTbIO,
KanopuMItHOCTBIO M KayeCTBOM MULLYM, @ TaKKe UHAMBUAYaANbHbI-
MU 0COBEHHOCTAMU BOAHO-COIEBOro obMeHa [5, 10, 26]. OueHka
HYTPUTMBHOrO CTaTyca sBAseTcs Haubonee nonynspHoi obna-
CTbi0 NPUMEHEHNS GUOMMNEAAHCHBIX UCCef0BaHUiA. NpUMepHO
80% 6MOMMNEAaHCHbIX NPUOOPOB MCNONb3YIOT AUETONOTH,
a TaKe KOCMETONOrU U ipyrue Cneunanuctsl B CROXKMUBLIEACS
MHAYCTPUW KOppeKLuu durypsl 1 maccel Tena [8].

BuoumnepaHcHble aHanu3atopel coCTaBa Tena MNO3BONAIOT
KONMYECTBEHHO OLEHUTb COAEPIKAaHUE KUPOBOWA, TOLWe, aKTUB-
HOW KNeTOYHOW MaCcChl B OPraHM3Me, a TakKe BHYTPUKNETOUYHOW,
BHEKNETOYHO, UHTEPCTULUMANbHOW U 06Wei XuaKocTu opra-
HU3Ma C BO3MOXHOCTbIO OMpefeNeHns 3TUX NapamMeTpoB pas-
LeNbHO N0 PerMoHam — B TYNIOBULLE U B KaXKAO0W KOHEYHOCTH.

AKTMBHOE MCNoNb30BaHWe METOAWKM NOMOraeT B OLEHKe
thm3nyeckoro pa3BuTMA feTeil N NOJPOCTKOB, @ TaKKe B NOATO-
TOBKe NpotheccmoHanbHblx cnopTcMeHoB [29, 33, 34, 37].

B HacToflee BpemMA OXMpeHWe NpU3HAHO OfHWUM U3 CaMbIX
pacnpoCTpaHeHHbIX XPOHUYECKMX 3aboneBaHUi: MO AaHHbIM
B03, k Hayany XXI Beka U36bITOYHYIO Maccy Umenu okono 30%
HaceneHns [1]. OTcyTCTBME AMETONOTMYECKOrO KOHTPONA U
KOppeKuun obpasa XKWU3HW NOCTENEHHO MPUBOAUT K PasBUTUIO
MeTabonnyeckoro CMHAPOMa, MaHudecTauum caxapHoro auabe-
1a II TMNa M ceppeyYHO-CcOCYAUCTbIM 3aboneBaHuaM. MeToauka
NO3BONAET BbIABUTL CKPbIThIE POPMbI OXMPEHUA: yBENUYEHUE
)KMPOBOI Macchl Tela C OfHOBPEMEHHBIM CHUXEHUEM Oe3xu-
poBOii Macchl 6e3 CylecTBeHHbIX M3MEHeHU obuiei macchl
Tena, BCneacTaue yero 3HavyeHne VIMT npu noBblweHHON U gaxe
BbICOKOI MPOLEHTHON [JON1e }XUPOBOI MacChl OCTAeTCA B npefe-
Nax nonoBo3pacTHoi Hopmbl [9]. Mpu xMpypruyeckom neveHuu
OXUMPEHUA ¢ noMmolyblo GuoumMnepaHca onpepensiot 3 hekTns-
HOCTb OMEpPaTUBHbIX BMeLaTenbCTB [24, 36, 42].

CoyeTaHue GUOMMNEJAHCOMETPUM U OBBEMHBIX W3MEPEHHIl
KOHEYHOCTell MPUMEHAIT ANA OLeHKM nepucdepnyeckoro co-
CYAMCTOrO0 KPOBOTOKA C LeNbio BbIABNEHWUS W paHHel Tepanuu
CKPbITOW ULWEMUM HUKHUX KOHeYHOCTeilt [23].

4. bBuoumnepaHcHas cnektpometpus (bioimpedance
spectrometry) — HeWHBa3MBHbIA CNOCOO OLEHKU XapakTepu-
CTUK MOBEPXHOCTHbIX TKaHel (Ha rybuHy A0 CaHTUMEeTpa, He
TOJIbKO Ha HapyXHbIX MOBEPXHOCTAX, HO U B MONOCTAX, B TpyO-
YaTblX OpraHax) no pagy U3MEepeHHbIX Ha Pa3IMYHbIX YacToTax
BeJMYMH MMnefaHca. Kak npasuio, MCnonb3yioT HeGosbline
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NIOKaNbHbIE JATYNKU-INEKTPOLbI, KOHCTPYKLMA KOTOPbIX CneLu-
(huyHa pns Kaxaoi o6nacTv uccnesoBaHus.

Kak nokasan aHanu3 ony6iMKOBAHHbIX LJAaHHbIX, TPUMEHEHUE
MeTofla 0becneynBaeT MOHUTOPUHT BOJHbIX CEKTOPOB OpraHu3-
Ma Npu aHecTe31o0rmyeckom nocobum [27], nomoraer onTumm-
3UpOBaTh AMANM3HYI0 TAaKTUKY WM MPOrHO3MPOBAThL JIETAILHOCTb
y BO/bHbIX C XPOHMYECKOW MOYEYHOI HELOCTAaTOYHOCTbIO [34,
35]. BO3MOXHOCTb BbIIBNEHUSA JIOKANbHbIX U3MEHEHUI B BEpX-
HUX KOHEYHOCTAX MO3BOJIMAA MUCMOJb30BaTb BUOMMMNEAAHCHYIO
CMEKTPOMETPUIO ANA AWATHOCTUKW U TepaneBTUYECKOro KOH-
TpONA BTOPUYHOI numdenembl: B CTpajatolien pyke OTMeye-
HO MOBLIWEHWE COLEPXKAHUA XWPOBOW TKAHU, He CBA3aHHOE
c obwum oxupeHunem [25, 38].

JKCnepuMeHTaNbHbIM MYTEM YCTAHOBNIEHA BO3MOXHOCTb NpU-
MeHeHUs OuouMmnefaHCOMeTpUn ans AuddepeHumaumm 3po-
poBoit 1 onyxoneBoit TKaHu [9]. OueHKa MMNeAaHca Xenyaka,
NOPaXXeHHOr0 3/10KaYeCTBEHHON ONYX0Jblo, NMPOLEMOHCTPUPO-
Bafia CTATUCTUYECKM 3HAYMMOE OTAMYME MOPAKEHHBIX TKAHEW
0T 340p0BbIX [12], 4TO ONpesenuno LenecoobpasHoCTb UCMONb-
30BaHMA [aHHbIX GUOMMNEAHCOMETPUN BO BPEMS pacceyeHus,
onpefeneHns rpaHuL, MOPAXEHWUA W YAANEHUS MOPANKEHHbBIX
TkaHei. MNpu pa3BUTUN JOOPOKAYECTBEHHBIX MW 310KAYECTBEH-
HbIX OMyXOneih B MONOYHOW U WMTOBUAHOM Xenesax yaanoch
BbIIBUTb CTAaTUCTUYECKM 3HAUMMble M3MEHeHUs nokasaTtenen
[3]. Kak camocTosTenbHbii MeTOh AMArHOCTUKWM paKka METOA
3NEeKTpOMMNeaHCHOM Tomorpaduu B HacTosAlee Bpems He
NPUMEHSIOT, HO OH NPUTOJEH NPU CKPUHUHTOBOM 06CEA0BAHNM
C LieN1blo BbISIBNIEHWS OHKO3a00/1€BaHU MONOYHBIX Kenes [21].

MpakTnyeckoe npuMeHeHWe METOLUKM Y reMaToNornyeckux
GONbHBIX, HYXAAOWMUXCA B TPAHCMNAHTALUM CTBOMOBLIX Kie-
TOK, He TOMbKO MO3BOJIMA0 ONTUMU3MPOBAThb AUETONOrUYECKOE
COMPOBOXAEHWE, HO W BLIABUAO LOMONHUTENbHbIE KPUTEPUY,
onpeaensiolne BbICOKUIA PUCK OCNOXKHEHUA B paHHEM MoCT-
TPaHCNAAHTALMOHHOM Nepuoje U PUCK FMNOGYHKLAU TpaHC-
nnaHTata [13-16].

3AKNIIOYEHUE

MporHo3upoBaHue pucka pas3BUTUA TUMOBOJAEMUM — OfHA
M3 3HAYMMbIX 33a[a4Y peaHMMaLUOHHO-aHECTe3U0NOrnYeCcKoro
conpoBoxaeHus [32, 39], cTonb e aKTyanbHas npu obecneye-
HWU MaNOUHBA3UBHbIX MaHUNynaumii [2, 17].

B cpaBHeHMM cO «B3pOC/iON» MEAWULMHOW, NneyebHo-aUa-
FHOCTMYECKMIA NpoLlecCc B AETCKOW OHKOAOTMM W remMaTtonoruu
npeanonaraeT 3HauyuTeNbHO OoMbluee y4yacTue aHecTesuonora
[18,19].

Kaxpoe n3 nepeyucneHHbIX HanpaBAeHWn NPaKTUYECKOro
npuMeHeHnss 6MOMMNELAHCOMETPUN CMeuuan3npoBaHo Ans
TOW MAW UHOI 06NaCTU KIMHUYECKON MeauuuHbl. Mo Hawemy
MHEHUI0, O4YEBU[HA W NEPCNEKTUBHOCTb UCNONb30BaHNUA METOSA
B aHECTe3MO0NOrMYecKoM npefonepauuoHHOM 06CnefoBaHUM
[eTeil C reMatoNornyecknumMm 3abonesaHusamMm.

mempuu 8cezo mena // Bonp. anmpononoeuu. 1978. Bwin. 59.
C. 48-57.

5. fopH M. M., Xeiimy Y. W., Csepureern [l. JI. npu yyacmuu Be-
6ep K. C. BoOHO-37eKkmponummbili U KUCIOMHO-0CHOBHOU 6anaHc
(kpamkoe pykosodcmso) / lep.c anen. Cl6. — M.: Hesckuli dua-
nekm — BUHOM, 1999. 320 c.

6. Mapmupocos 3. T., Hukonaes [. B., PyoHes C. I. TexHonoeuu
u MemoOb! onpedenieHus cocmasa mena yenoseka. M.: Hayka, 2006.
C. 36-37.

7. Huxonaes []. B., CmupHos A. B., bobputckas W. I., PyoHes C. I.
buoumnedaHcHbili aHanu3 cocmasa mena yenoseka. M.: Hayka,
2009. C. 23-29, 36, 37.

8. Hukonaes [. B., CmupHos A. B., TapHakuH A. I., [8o30uKosa E. A.
lpumeHeHue 6uOUMNEAAHCHbIX MexHom02ull 8 MeAUYUHCKOU Npakmu-

38| DOctOV.Ru |

Hematology No. 5 (122) / 2016



TEMATOAOTHUA |

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24,

25.

26.

Kke. // IV Hayy.-npakm. KoH@. «[uazHocmuka u neveHue HapyweHul
peaynayuu cepdeyHo-cocyoucmoli cucmemsl». Mocksa, 23 mapma
2002 2. M., 2002. C. 198-204.

. lanyerkos [. H., Sleoros C. [J., Podun A. B. Paspabomka aneopumma

buoumMne0aHcHo20 aHanu3a HOBOOOPA308aHUL Ha MoOenu nepesusa-
emoli onyxonu PC-1 8 3kcnepumeHme // BecmH. 3Kcnepum. u KiuH.
xupypeuu. 2013. T. VI. N¢ 3. C. 288-291.

llemyxos A. b. buoumnedaHcomempuyeckuli cnekmpanbHbil aHanu3:
BO3MOXHOCMU U Nepcnekmussl UCnoib308aHUA Memooa 8 npakmuye-
cKoli duemonoauu // Bonp. numarus. 2004. T. 73. Ne 2. C. 34-37.
CkanbHbIl A. B. Xumuyeckue 3nemeHmsl 8 ¢u3uonoeuu u sKono2uu
yenoseka. M.: OHukc 21 sek, 2004. 216 c.

Xayampsn A. 1., Yeprosa Jl. H., TopHyes 0. B. Hosbili 3kcnpecc-memod
parHel duazHoCMuUKU paka xenyoka npu eacmpockonuu // Cub. xypH.
2acmpo3sxnmeponoauu u 2enamonoeuu. 1997. T. 1. Ne 5. C. 255.
Ledmaun T. ., Bawypa A. K., KoHosanosa M. B., banawos /J. H. u dp.
3HayeHue buoumnedaHcHO20 GHAIU3A U GHMPonomMempuu 0151 NPO2HO-
3UpOBAHUA OCOXHeHUl y demeli C OHKOMO2UYECKUMU U HEOHKOJI02U-
Yeckumu 3a60/1eBaHUAMU NOCIe MPAHCNAGHMAYUU 2eMON03MUYeCKUX
cmsonosbix Knemok // OHkozemamonozus. 2013. Ne 3. C. 48-54.
Uedmaun T. A., Bawypa A. K0., KoHosanosa M. B., Ckopo6ozamo-
8a E. B u dp. HympumusHeili cmamyc u mxaHesbili cocmas mena
y Oemeli nocre MpaHcNAGHMAyuu 2eMoNO3IMUYecKUx CMBOMOBbIX
Kknemok // OHKoeemamonoeus. 2011. Ne 4. C. 27-33.

Ledmaun I. A., KoHosanosa M. B., AHucumosa A. B., Bawypa A. 1.
u dp. CpasHumesnsHoe 6UOUMNEOAHCHOe UCCIE00BAHUE COCMABA me-
g Oemeli ¢ paznuyHbIMu opMamu OHKoJI02UYeCKUX 3a60esaHull 8
cocmosHuu pemuccuu // OHkozemamonoaus. 2013. T. 8. Ne 3. C. 48-54.
Lelmnun I. A., PymaHyes A. I., Bawypa A. K., KoHosanosa M. B.
u Op. HympumusHeili cmamyc u cocmosiHue OCHOBH020 OOMeHa
Yy demeli nocre MpaHCNAGHMAyUU 2eMONOIMUYecKUX CMBOOBbIX
knemok // [lem. onkonoeus. 2012. N 3. C. 13-14.

YepHosyberro A. B., Cnupudonosa E. A., Wapwos @. I., PymsH-
yes C. A. u Op. OueHKa BauAHUA Mex20cnumMabHol mpaHcnopmu-
POBKU Ha 2emoduHamuyeckuli cmamyc y demel ¢ msxenol mpas-
moli // MeduyuHa kpumuyeckux cocmosiHul. 2013. Ne 5-6. C. 45-48.
Uykux B. B., CnupudoHosa E. A., Jlazapes B. B., Xapvkun A. B.
u Op. AHecmesuosoeuyeckoe obecneyeHue MaSOUHBA3UBHLIX BMe-
wamenbcms 8 0emckol OHKo2eMamoso2uu: nNpomoKos npedonepa-
YuoHHol nodzomosku 6016H020 // OHKo2emamonoeus. 2013. Ne 3.
C. 22-26.

Uykux B. B., Xapekux A. B., Cnupudonosa E. A., Jlazapes B. B.
u Op. AHecmesuosnozuyeckoe obecneyeHue ManOUHBA3UBHBIX
smewamesnscms 8 O0emckol OHKO2eMamosao2uu: B03MOXHOCMU
U 02paHuUYeHus UH2anAYUOHHOU U BHympugeHHoU aHecmesuu //
Onxozemamonoaus. 2013. Ne 4. C. 32-36.

Ablonskyté-Didoniené R., Baksyté G., Ceponiené I., KrisCiukaitis A.
et al. Impedance cardiography and heart rate variability for long-
term cardiovascular outcome prediction after myocardial infarc-
tion // Medicina (Kaunas). 2012. Vol. 48. N 7. P. 350-358.
Akhtari-Zavare M., Latiff L. A. Electrical impedance tomography as a
primary screening technique for breast cancer detection // Asian Pac. J.
Cancer Prev. 2015. Vol. 16. N 14. P. 5595-5597.

Baumgardner J. E., Hedenstierna G. Ventilation/perfusion distributions
revisited // Curr. Opin. Anaesthesiol.. 2016. Vol. 29. N 1. P. 2-7.

Breen P. P., Gargiulo G. D. Hemodynamic monitor for rapid, cost-
effective assessment of peripheral vascular function // Conference
proceedings: Annual International Conference of the IEEE Engineering
in Medicine and Biology Society. 2014. P. 4795-4798.

Dubnov-Raz G., Inge T. H., Ben-Ami M., Pienik R. et al. Body composition
changes in adolescents after laparoscopic sleeve gastrectomy // Surg.
Obes. Relat. Dis. 2016. Vol. 12. N 2. P. 322-329.

Dylke E. S., Ward L. C., Meerkin J. D., Nery L. et al. Tissue composition
changes and secondary lymphedema // Lymphat. Res. Biol. 2013.
Vol. 11. N 4. P. 211-218.

Elia M. Measurement of total body water in patients with short-bowel
syndrome // Nutrition. 2001. Vol. 17. N 5. P. 424-425.

Bubnnorpaduueckas ccoika:
KypnbikuH A. B., Konctantunosa A. H., ikumerko B. A., OBcannukos H). I. bBuoumnegaHcomeTpus B KoMniekce npegonepayoHHoro obcnesoBaHus B 4eTCKOM
remaronoruu (063op nutepatypsl) // foktop.Py. fematonorus. 2016. Ne 5 (122). C. 36-39.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

Ernstbrunner M., Kostner L., Kimberger 0., Wabel P. et al. Bioimpedance
spectroscopy for assessment of volume status in patients before
and after general anaesthesia // PLoS One. 2014. Vol. 9. N 10.
P. e111139.

Gong B., Krueger-Ziolek S., Moeller K., Schullcke B. et al. Electrical
impedance tomography: functional lung imaging on its way to
clinical practice? // Expert Rev. Respir. Med. 2015. Vol. 9. N 6.
P. 721-737.

Gutiérrez R., Aldea L., Cavia Mdel M., Alonso-Torre S. R. Relation
between the body composition and the sports practice in teena-
ger // Nutr. Hosp. 2015. Vol. 32. N 1. P. 336-345.

Hsu C. F., Cheng J. S., Lin W. C., Ko Y. F. et al. Electrical impedance
tomography monitoring in acute respiratory distress syndrome
patients with mechanical ventilation during prolonged positive end-
expiratory pressure adjustments // J. Formos. Med. Assoc. 2016.
Vol. 115. N 3. P. 195-202.

Jakovljevic D. G., Trenell M. 1., MacGowan G. A. Bioimpedance and
bioreactance methods for monitoring cardiac output // Best Pract.
Res. Clin. Anaesthesiol. 2014. Vol. 28. N 4. P. 381-394.

Lorne E., Mahjoub Y., Diouf M., Sleghem J. et al. Accuracy of
impedance cardiography for evaluating trends in cardiac output:
a comparison with oesophageal Doppler // Br. J. Anaesth. 2014.
Vol. 113. N 4. P. 596-602.

Matias C. N., Monteiro C. P., Santos D. A., Martins F. et al. Magnesium
and phase angle: a prognostic tool for monitoring cellular integrity in
Jjudo athletes // Magnes. Res. 2015. Vol. 28. N 3. P. 92-98.

Matias C. N., Santos D. A., Judice P. B., Magalhdes J. P. et al.
Estimation of total body water and extracellular water with
bioimpedance in athletes: A need for athlete-specific prediction
models // Clin. Nutr. 2016. Vol. 35. N 2. P. 468-474.

Montgomery L. D., Gerth W. A., Montgomery R. W., Lew S. Q.
et al. Monitoring intracellular, interstitial, and intravascular volume
changes during fluid management procedures // Med. Biol. Eng.
Comput. 2013. Vol. 51. N 10. P. 1167-1175.

Ngoh C. L., So J. B., Tiong H. Y., Shabbir A. et al. Effect of weight
loss after bariatric surgery on kidney function in a multiethnic
Asian population // Surg. Obes. Relat. Dis. 2015. pii: S1550-
7289(15)00288-9.

Rodriguez Valero F. J., Gualteros J. A., Torres J. A., Umbarila Espinosa
L. M. et al. Association between muscular fitness and physical health
status among children and adolescents from bogotd, Colombia //
Nutr. Hosp. 2015. Vol. 32. N 4. P. 1559-1566.

Shah C., Vicini F., Beitsch P., Laidley A. et al. The use of bioimpedance
spectroscopy to monitor therapeutic intervention in patients treated
for breast cancer related lymphedema // Lymphology. 2013. Vol. 46.
N 4. P. 184-192.

Spiridonova E., Roumiantsev S., Sharshov F., Prometnoy D. et al. The
reaction of blood circulation system on severe mechanical ingurirs in
childhood // Shock. 2013. Vol. 40. N 1. P. 30.

Stankiewicz-Rudnicki M., Gaszynski T., Gaszyniski W. Assessment
of regional ventilation in acute respiratory distress syndrome by
electrical impedance tomography // Anaesthesiol. Intensive Ther.
2015. Vol. 47. N 1. P. 77-81.

Thomasset A. Bioelectric properties of tissue. Impedance measurement
in clinical medicine. Significance of curves obtained // Lyon Med.
1962. Vol. 94. P. 107-118.

Vahidi H., Talebpour A., Tabatabaie 0., Talebpour M. Changes in the
body composition after laparoscopic gastric plication: a short-term
prospective case series // Surg. Obes. Relat. Dis. 2015. pii: S1550-
7289(15)00811-4.

Valle R., Aspromonte N. Use of brain natriuretic Peptide and
bioimpedance to guide therapy in heart failure patients // Contrib.
Nephrol. 2010. Vol. 164. P. 209-216.

Viigimaa M., Talvik A., Wojciechowska W., Kawecka-Jaszcz K. et al.
Identification of the hemodynamic modulators and hemodynamic
status in uncontrolled hypertensive patients // Blood Press. 2013.
Vol. 22. N 6. P. 362-370. D]

T'emaroaorma Ne 5 (122) / 2016

| Dowmop.Py | 39



| HEMATOLOGY

AnnoreHHas TPAHCNNAHTALUA reMONo3TUYECKUX
CTBOJIOBBIX KJIETOK Y AieTelt ¢ cuHapomom Mypnep

A. C. bopoekoga?, K. U. Kuprusos? 3, E. B. CkopoborartoBa?, JI. C. 3ybapoBckas!, b. B. AdaHacbes?, A. I. PymaAHLeB?

! HayyHo-uccnedosamesibCkuli uHCmumym 0emckoli oHKoM02UU, 2eMamosio2uu u mpadcnaaHmosnoauu umeru P. M. fopbayesod,
Mepssili Cankm-Iemepbypeckuli 20cydapcmseHrHbild MeduyuHcKull yHusepcumem umeHu akademuka Y. [1. llagnosa

2 PedepanbHblll HayYHO-KAUHUYECKUL yeHmp 0emcKol eemamosio2ul, OHKO02UU U UMMYHoo2uu umeHu mumpus Pozayesa, 2. Mocksa
3 Pocculickas 0emckas KauHuyeckas 6oasHuya, 2. Mocksa

Llenb uccnepoBaHusA: cpaBHUTL 3HEKTUBHOCTL MUenoabnatMBHoro KoHauunoHnposatus (MAK) n KOHAMLMOHMPOBAHMSA PefyLMPOBAHHOIA
uHTeHcmBHocTu (PUK) npu annoreHHol TpaHCnNaHTaLMM reMONO3TUYECKUX CTBONOBLIX KneTok (anno-TICK) y peteit ¢ cuiapomom lypnep.
Marepuanel U MeToabl. MpoaHanu3nposaHbl pesynbtatel anno-TICK, BeinonHeHHoit 31 nauneHTy ¢ cuHapomonm fypnep (obuiee Yncno TpaHc-
nnaHtaumini — 33). MeanaHa Bo3pacrta naLuneHTOB Ha MOMEHT YCTaHOBJIEHNA fUarHo3a cocTasnsana 15 mecsues (3—24), Ha MOMEHT anNoreHHoI
TpaHcnnaHTauum — 22 mecaua (9-42). B kavectse nogrotosku k anno-TICK ucnons3zosanu MAK (24 TpaHcnnanTauuu y 23 feteit) uam PUK
(9 TpaHcnnaHTaumit y 8 peteit). ICTo4HMKM TpaHCNNaHTaTa — POACTBEHHbIE U HEPOLCTBEHHbIE JOHOPbI.

Pe3ynbrartbl. [pu MefnaHe HabnofeHns okono 50 mecsues (7-140) xuBbl 26 NauueHToB. YeTbipexneTHAS 00Was BbKMBAEMOCTb COCTaBUNA
69,5 + 0,16% He3aBUCUMO OT UHTEHCUBHOCTU peXMMa NMOATOTOBKM.

3aknioyeHue. lpn nogrotoke aeteit ¢ cuHppomom lypnep k anno-TICK 3deKTMBHOCTD peXUMOB KOHAWLMOHMPOBAHUA CO CHUXEHHO
1 NONHOW MHTEHCMBHOCTbIO CONOCTaBMMa.

Knioyesble cnosa: petn, mykononncaxapuaos I Tuna, TpaHcnnaHTaLma reMono3TMYECKUX CTBONOBBIX KNETOK.

Allogeneic Hematopoietic Stem-Cell Transplantation in Children
with Hurler's Syndrome

A. S. Borovkova?, K. I. Kirgizov? 3, E. V. Skorobogatova®, L. S. Zubarovskaya?, B. V. Afanasiev?, A. G. Rumyantsev?

! Raisa Gorbacheva Research Institute for Pediatric Oncology, Hematology and Transplantation Medicine, I. P. Pavlov First St. Petersburg
State Medical University

2 Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

3 Russian Pediatric Clinical Hospital, Moscow

Study Objective: To compare the efficacy of myeloablative conditioning (MAC) and reduced-intensity conditioning (RIC) regimens used for
allogeneic hematopoietic stem-cell transplantation (allo-HSCT) in children with Hurler's syndrome.

Materials and Methods: We analyzed the outcomes of allo-HSCT in 31 patients with Hurler's syndrome (total number of procedures 33). The
median age was 15 months (3-24 months) at the time of diagnosis and 22 months (9-42 months) at the time of allogeneic transplantation.
The preparation for allo-HSCT included MAC (24 procedures in 23 children) or RIC (9 procedures in 8 children).

Study Results: Twenty-six patients are still alive; the median follow-up is about 50 months (7-140 months). The overall 4-year survival rate is
69.5 + 0.16%, irrespective of the intensity of the preparatory regimen.

Conclusion: When used in children with Hurler's syndrome as part of preparation for allo-HSCT, full-intensity and reduced-intensity
conditioning regimens show similar efficacy.

Keywords: children, mucopolysaccharidosis type I, hematopoietic stem-cell transplantation.

HAaKOMMNEHWsi C  AYyTOCOMHO-PELECCUBHLIM  TUMOM - POXAEHHbIX [21].

MyKononucaxapmnoa I tvna — nu3ocomHas 6onesHb . curapomom lypnep cocrasnser 0,61-1,30 : 100 000 xuBo-

HacnepoBaHus, obycnosneHHaa peduunutom dep- | B ocHoBe matoreHesa cuHgpoma lypnep nexuT HakonieHue
MeHTa anbda-L-uaypoHnAasel, OTBETCTBEHHOrO 3a fJerpaja- - B TKaHAX fepmMataHcynbgara v renapancynbdara, YTo NPUBOANT
UM rMKo3aMUHOMMKaHoB. (amas Taxenas KAMHMYecKas | K nopaxeHuio BHyTpeHHux opraHos: LIHC, ceppeuHo-cocyam-
tdopma 3abonesaHus — cuHgpom [ypnep. 3aboneBaeMocTb i CTOW M [bIXaTeNbHOM CUCTEM, MEYEHU U CENE3EHKU, — a TaKKe
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K mporpeccupyloleii 3afepike MCUMXOMOTOPHOFO Pa3BUTHSA,
VYXYALWEHUIO 3PEHUA U CAyXa, opraHomeranun u pedopmauum
ckeneta [22].

MepguaHa Bo3pacTa NauMeHTOB HAa MOMEHT YCTaHOBJEHUs
auarHosa coctasnser 10-12 mecsues [3, 15]. Oxupaemas
NPOJOMIKUTENBHOCTb XKMU3HM GONbHLIX cMHApomoM lypnep 6e3
neyeHns He npesblwaet 10 net (MeanaHa — 5,3 ropa) [4, 21].
Mpu cBOEBpeMEHHOM Hayane hepMeHTO3aMeCcTUTENbHON Tepa-
MU PeKOMOWUHAHTHBIM MpenapaToM NAapOHWUAA30M YNyyLaloTCs
(YHKLMM bIXaTeNbHOM U CepAeYHO-COCYANCTON CUCTEM, MOBbI-
LIAeTCA KaYeCTBO XW3HU NaLWUeHTOB, O4HAKO Npenapar, K coxa-
JIEHUIO, He MPOHWKAeT yepe3 rematosHuedanuyeckuit 6apbep
1 He npepoTBpalaet nopaxeHue LUHC [11].

B HacToslee BpemA eAMHCTBEHHbIM pajuKanbHbIM MeTo-
LOM JledeHus cuHapoma [ypnep CAYXUT annoreHHas TpaHC-
NNaHTauus reMono3TMYeCcKUX CTBONOBBIX KneTok (anno-TICK).
MNepsas ycnewHas anno-TICK npu cuHppome lypnep BbinoaHeHa
B 1980 r. [10]. B HacTosliee BpeMs B MUpPEe HaKOMIeH 6OAbLLIOW
NONOXUTENbHBIA ONLIT NevyeHns cuHapoma lypaep ¢ nomolybio
anno-TICK; no faHHbIM pa3HbiX aBTOPOB, JONTOCPOYHASA BbIXM-
BaeMoCTb cocTaBnseT 50-85% [1, 5, 8, 13, 14].

Mpu BbinonHeHun anno-TICK y peteit ¢ 6onesHaMu Hakon-
JIeHUs, B YaCTHOCTW ¢ cuHApoMom lypnep, TpaguLMOHHO npume-
HAIOT MUEenoabnaTueHbIe pexumbl KoHguUnoHuposarnus (MAK).
TeM He MeHee 3TW pEeXWUMbl MOAFOTOBKM MOTYT yBeNWU4YWUBATb
PUCK Pa3BUTUA TAXKENbIX OCNOXHEHWI, NPUBOAA K MOBbILe-
HUIO NETaNbHOCTY, CBA3AHHOMW C TpaHCNAaHTauueir, 0CO6eHHO y
NauueHToB C HU3KWUM 0OLLECOMATUYECKMM CTAaTyCOM, XapaKTtep-
HbIM ANA fieTeil ¢ CMHApPOMOM [ypnep B MPOABMHYTON CTaguu
3abonesaHus (1. e. bonee cTaplero Bo3pacra). MokasaHo, YTo
NeTanbHOCTb peuunuentoB anno-TICK ¢ obuecomatnyeckum
cratycom meHee 80% nocne TpaHcnnaHTauumn cocrasaset 28,3%
npotus 16% B rpynne feteil, MMeBWKX cTatyc KapHOBCKOro B
Mmoandukauum JlaHckoro 80-100% [17].

BcnepctBue nopaxeHus Muokapha M KOPOHApHbIX COCYA0B
MyKononucaxapuaamu y naLuneHTos ¢ cuHgpomom lypnep yaue
pa3BuBaloTCa (haTanbHble CEpAEYHO-COCYAMUCTbIE OCIONKHEHMUS
[16], BBMAY cneunctryeckoro NOpaxeHUs NOBbIWEH PUCK pas-
BUTUA BEHOOKK/IO3MOHHOI 6one3Hu nedenun [20]. B otmaneH-
Hom nepuoge nocne amno-TICK onucaHbl HapacTaHuWe HeBpo-
nornyeckoro feduunTa U HapylEHWUA NOBEAEHUS, CBA3AHHbIE
1 € ToKcuyHocTbio MAK.

BHeppeHne pexuMOB KOHAMLMOHUPOBAHWUSA CHUXEHHON
MHTEHCMBHOCTU [03 (KOHAMLMOHWPOBaHWe peayLuUpoBaHHO
uHTeHcuBHOCTM — PUK) 1 noBbilweHne KayecTBa CONPOBOAM-
TeNbHOW Tepanuu No3BOSMAN CHU3UTb TOKCUYHOCTb NOLIOTOBKM
nauueHToB ¢ cuugpomom lypnep k anno-TICK. 310 ocobeHHO
aKTyanbHO ANsA JeTeil CTapllero BO3pacTa, y KOTOPbIX, KaK npa-
BUNO, GoNee BbIpaXeHbl KNMHUYECKUE NPOSBNEHUS OCHOBHOMO
3aboneBanusa [12]. C gpyroit CTOPOHbI, N0 AAHHBIM PA3UYHbIX
nccnepoBaHuin, npumeHenne PUK y naumeHToB € CMHAPOMOM
[ypnep yBenuM4YnBaEeT BEPOATHOCTb OTTOPXEHMA TPAHCMNAHTaTa
W, KaK ClefiCTBUe, yXyALAET 00LLyi0 BbIXKMBAEMOCTb.

Lenb pa6otbi: cpaBHUTL 3PHEKTUBHOCTb M TOKCUUYHOCTb
MAK u PUK npu nogrotoske k anno-TICK y geteit ¢ cuHapomom

lypnep.

MATEPUAJIbl U METO[ bl

MpoaHanu3upoBaHbl pe3ynbtatel 33 anno-TICK, BbIMOAHEHHBIX
31 nauuenTy c cuHapomom [lypnep B nepwop c 2004 no
2015 r. B Tpex knuHukax Poccuiickoit ®Pepepaunun: OrbY
«Poccuitckaa pertckas KauHuM4eckasa 6onbHuua» M3 PO
(rnaBHbI Bpay — npodeccop, 4. M. H. H. H. BaraHos),

OIBY «®PepepanbHblit HayuYHO-KAMHUYECKUI LEHTP AeETCKOi
rematosoruy, OHKONOTUM U MMMYHONOrMM UM. [MuTpus
PorayeBa» M3 P® (reHepanbHblii gupektop — akapemuk PAH,
L. M. H., npodeccop A. I. PymsaHues), HUWN petckoii oHkono-
MU, TeMaToNorMm U TpaHcnnaxutonorum um. P. M. Top6ayesoii
Mepsoro CaHKT-MeTepOyprcKoro rocyfapCTBEHHOTO MeAULMH-
ckoro yHuBepcuteta um. W. M. NMaenosa M3 P® (gupektop —
npodeccop, &. M. H. b. B. AdaHacbes).

[narHo3 cuHgpoma lypnep ycTaHaBnMBanM Ha OCHOBAHWUU
KIMHUYECKUX MPOABNEHUN 3ab60NeBaHUsA, Pe3ynbTaToB OLEHKU
aKTUBHOCTK anbda-L-naypoHnpasbl, copepaHus mMmuKo3amMmmHo-
TMUKAHOB B MOYE W reHEeTUYECKOro UCCNeA0BaHMA.

AHanu3 obueil BbXKMBAaEMOCTM BbiNONHEH MeTofoM Kan-
naHa — Meilepa € MCnonb30BaHMEM MPOrpaMMHbIX MaKETOB
SPSS 17.0 u Statistica 8.0. [lns BbluncneHus meguaH npumeHs-
v TabanyHblii npoleccop Microsoft Office Excel 2007.

MepawnaHa Bo3pacTa Ha MOMEHT YCTaHOBJIEHUA AnNarHo3a cocTa-
Buna 15 mecaues (3-24), Ha momeHT anno-TICK — 22 mecsua
(9-42); PUK — 28 mecsaues, MAK — 18 mecsaues. B kayectse
nogrotoBku k anno-TICK ucnonb3zosanu MAK (24 TpaHcnnaH-
Tauuu y 23 peteit) uin PUK (9 TpaHcnnaHTauuii y 8 peteit).
B rpynne ¢ PUK anno-TICK BbINONHAAN OT HEPOLCTBEHHOTO OHO-
pa, MOIHOCTbIO coBMecTUMOro no reHam HLA-cuctemsl (10/10,
n=6) UM MMEIOWEro pasnuyue ¢ peyunueHtom B 1 rexe (9/10,
n = 3). B rpynne ¢ MAK HepogcTseHHas anno-TICK nposepeHa
18 naumentam (10/10, n = 17; 9/10, n = 1), poacTBeHHas —
5 nayueHTam.

B 60/blWMHCTBE ClyYaeB B KauyecTBe UCTOYHUKA TeMOMNOITH-
yeckux cTBonoBbIX knetok (ICK) ucnonb3oBanu KOCTHbI MO3F
(63,6%, n = 21), ans 10 TpaHcnnaHTaumit (30,3%) npumeHanu
nepudepuyeckne creonosble knetkn kposu (MCKK), B 2 cny-
yasx (6,1%) — KNeTKM NynoBUHHON KPOBMU.

Mpu PUK npumensinu mendanaH (B gose 140 mr/m?), hnypa-
pabuH (B gose 150 Mr/M?) U aHTUTUMOLMTAPHbIA UMMYHOMO-
6ynuH (Atram no 60 mr/kr). B ocHose MAK 6bin TpeocynbdaH
(42 r/m?) B KOMOMHauuu c drygapabuHom, mendanaHom u
AHTUTUMOLMTAPHBIM UMMyHOMObyNHOM (B ciyyae anno-TICK
OT HEPOA,CTBEHHOTO [OHOPA), B 4 Cly4asx BMeCTO TpeocynbdaHa
ucnosnb3oBanu GycynbtdaH (B fo3e 6 Mr/Kkr), B 4 ciydasx men-
tanaH 3ameHsanu Ha Tvoteny (10 mr/kr). Ona npocdunaktuku
OCTPOii peakuumn «TpaHCmaaHTaT NpoTuB xo3suHax» (PTMX) npu-
MEHSN LMKNOCMOPUH UM TAKPOJUMYC B KOMOUHALMUM C METO-
TpeKkcatom unnm mukodeHonata modetunom. Lectn nauneHtam
B rpynne ¢ MAK nepep anno-TICK pononHutensHo BBOAMAM
puTyKCMMab B fo3e 375 mr/m?. BBMAY BbICOKOrO COfEpMKaHus
T-numdouutos B TpaHcnnanTate MNCKK y 3 naumeHToB B rpynne c
PUK pononHutensHo npoBoanau ummyHomariutHyto CD3/CD19-
genneuuio Ha npubope CliniMACS.

BocctaHoBneHne remonoasa uKcUpoBanu npu AoCTUXe-
HUM yucna NeikouwtToB B nepucepuyeckon KpoBW Bblle
1000/mkn, HelTpodunos — 6Gonee 500/MKN Npu OTCYTCTBUU
CTUMYAALMN FPAHYNOLUTAPHBIM KONOHUECTUMYNUPYOWUM thak-
TopoMm (I-KC®). OueHky BoHOpCKOro xumepusma B nepucepu-
yeckon Kposu nposogunun Ha 30, 60, 90-100, 180 v 360-1 fHK
nocne anno-TICK. bonee 95% AOHOPCKMX KNETOK pacueHWBanu
KaK NMoJiHbIA JOHOPCKUiA xumepu3m. B nepuope nocne anno-TICK
BCEM NaLMeHTaM onpefensim akTUBHOCTb anbda-L-ugypoHuaa-
3bl. KnuHuyeckyto ctaguto octpoit PTMX u cTeneHb opraHHoro
nopa)KeHusi OLLeHUBAAN B COOTBETCTBUM C 0BLLENPUHATOI Knac-
cudmkaumeit [18]. BblpaKeHHOCTb KIMHWUYECKUX NPOSBAEHWI
xpoHuyeckoit PTMX onpepensnu no wkane NIH 2005 (NIH
Consensus Conference, nepecmotp 2014 r.), TOKCUYHOCTD —
no wkane NCI CTC ver. 3.0 (2006).
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PE3VJIbTATHI
Ha MOMeHT aHanu3a AaHHbIX U1Bbl 26 NaLUEHTOB C MeAuaHon
HabntogeHus 50 mecsues (7-140).

BoccraHoBneHue KpoBeTBOpPeHUSA

Y Bcex mauueHToB 3aMKCMPOBAHO MPUXMBIEHWE TPaHC-
nAaHTata C [OCTUXEHWEM MOMHOTO0 [LOHOPCKOrO XMMepu3Mma
K 30-my gHto nocne TICK M HopManbHOW aKTUBHOCTbIO ajb-
tha-L-upypoHupasel B neitkoumtax. MefmaHa BOCCTAHOBEHUS
yucna Heitpocdunos (6onee 500/mkn) coctaBuna 20 pHeit
(11-29).

Y 2 nauuentoB nocne PUK u 5 nauueHtoB nocne MAK
B pa3nuyHbie cpoku nocne anno-TICK 3adukcuposaH cmewaH-
HbIli TEMOMO3TUYECKUI XUMEPU3M, C LeNbio KOPPeKLWU KOoTo-
poro mauueHTbl noay4anu MHQY3NM AOHOPCKUX NUMOOLMTOB.
B HacTosee BpeMs y 2 U3 HUX COXpaHAeTCs CTabunbHbIiA cme-
WaHHbIA XuMepu3m, y 5 nauneHToB (4 nocne MAK, 1 nocne PUK)
0TMEYEHO BTOPMYHOE OTTOPIKEHME TPaHCM/IaHTaTa.

YeTbipexneTHsas obwas BbikuBaeMocTb nocne anno-TICK
B 00weil rpynne coctaBuna 69,5 + 0,16%. Mpu cpaBHeHUM
obuwen BbKMBaemMoctu nocie wucnonb3osaHus MAK u PUK
CTaTUCTUYECKN 3HAYMUMbIX PA3NUYUA He nosnyyeHo: 72,75% u
75,00% cooteeTcTBeHHO (p = 0,24, puc.).

OcnoxkHeHus

Mocne anno-TICK ¢ MAK vy 7 u3 23 (30,4%) naumeHToB
Habnoganu mykosut III-IV cteneHn. Y nauueHToB nocne anno-
TICK c PUK myko3uTta III-IV cTeneHun He 3aperncTpmpoBaHo.

Tokcunueckue renatutel I-II cTenern BoisBneHbl y 5 (62,5%)
6onbHbIx nocne anno-TICK ¢ PUK u y 8 (34,8%) nauyueHToB
nocne anno-TICK ¢ MAK (p = 0,3). B rpynne nauueHTos, noay-
unswmx MAK, koxHas TokcuyHoctb II-IIT cTeneHu oTmeuyeHa
B 17 cnyuasx (73,9%), nocne anno-TICK ¢ PUK KoxHOI TOK-
CUYHOCTM He 3apeructpupoBaHo (p = 0,002). B obuweii rpynne
nayuentos (n = 29) octpas PTNX II-IV cteneHn passunachb
y 16 nauueHToB, B TOM uucle KAWHUYeCKW 3Haummas (III-
IV cTeneHn) — B 2 ciyyasx; npu 3ToM 06a cayyas KIMHUYECKH
3Haummoi octpoit PTIX 3apeructpupoBaHsbl y nauneHtos ¢ PUK.
Jlokann3oBaHHas hopma xpoHuyeckon PTMNX otmeveHa y 3 U3 6
(50,0%) naumneHtoB nocne PUK ny 2 n3 23 (8,7%) nauneHToB
nocne MAK (p =0,07). PacnpoctpaHeHHO GpopMbl XPOHWUYECKO
PTMX He 3aperncTpupoBaHo Hu B ofHO rpynne (maba.).

JletanbHOCTb
B rpynne nauuenToB, nonyumswux MAK, Bo Bcex 3 cnyyasx
NPUYUHON CMepTU OblNK UHGbEKUMOHHbIE ocnoxHeHus. Cpepgu

npuuuH cmeptn nocne anno-TICK ¢ PUK — octpas PTIX IV cTe-
neuu (1 nauymnent), TRALI-cungpom (1 nauyueHT).

OBCYXXOQEHUE

Anno-TICK — efOWHCTBEHHbLIA paguKanbHLIA MeTop Jneye-
HUA, NO3BONAIOWMIA 3HAYMTENBHO YMEHbLWMUTH BbIPAXEHHOCTb
KIMHUYECKUX TposBReHuit cunppoma lypnep, ocobeHHO mo-
paxenusa UHC.

CornacHo 6ONLWWHCTBY MCCNE[OBaHMIA, AN GONAbHBIX CUH-
apomom lypnep pekomeHfoBaHo ucnons3oBaHue MAK [5, 19].
OpHako y nauueHToB CTaplueit BO3PacTHOM rpynmbl C HU3KUM
obuiecomatuyeckum cratycom npumeHeHne MAK moxeT ObiTh
orpaHuyeHo. o paHHbIM EBponeickoi rpynnbl no TpaHCMNaH-
Talumu KpoBu 1 KoctHoro mo3ra (European Group for Blood and
Bone Marrow Transplantation), onTmansHbIM CPOKOM BbINONHE-
Hus anno-TICK aBnseTca Bo3pacT Ao 2 NeT, Koraa MeHblue cTe-
NeHb MYNbTUOPraHHOTO BOBJEYEHUS U BO3MOXKHO MaKCMMalb-
Hoe coxpaHeHue QyHkumit LHC. Mo nutepatypHbIM CBEAEHUAM,
y NauMeHTOB, MEepeHecl WX TpaHCMAaHTauuio B BO3pacTe A0
17 mecsueB, 3aduKcMpoBaHa Jydwas 6eccoObITUIiHAA BbIXU-

Puc. Ob111ad BEDKHBAEMOCTD IIAIIUEHTOB C CHHAPOMOM
['ypAep mmocae aAAOTEHHOIT TPAHCIIAQHTAITIH
TFEMOTIIOATIUYIECKUX CTBOAOBBIX KAETOK B 3aBUCHUMOCTH
OT peKUMA KOHAUITHOHUPOBAHUA
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Tabauma l

OcAoxkHEHUA Yy HarmueHTOB C CI/IHAPOMOM prAep IIOCA€ AAAOTEHHOM TpaHCHAaHTaL(I/II/I
T€CMOIIOTHUYCCKHNUX CTBOAOBBIX KACTOK B 3aBHUCHUMOCTH OT pe)KI/IMa K()HAI/ILII/I()HI/IP()BaHPIH

OcnoxxHeHus PUK, n (%) MAK, n (%) p
Myko3uT I-II ctenexu 7/8 (87,5) 16/23 (69,6) 0,5
Myko3ut III-1V cTenexu 0/8 7/23 (30,4) 0,2
lenatoToKcMuHOCTb I-II cTeneHu 5/8 (62,5) 8/23 (34,8) 0,3
KoxHas TokcuyHocTb II-IIT cTeneHu 0/8 17/23 (73,9) 0,002
OcTpas peaKkLus «TpaHCNNAHTAT NPOTUB X03MHA» 4/8 (50,0) 12/23 (52,2) n.s.
XpoHUYEeCKas peakums «TpaHCnNaHTaT npoTus xo3auHa» | 3/6 (50,0%), nerkas cteneHb c nopa- | 2/23 (8,7), koxa | 0,07

KEHWEM KOXM, CIM3UCTBIX 060N0YeK

CMewwaHHbIA XMMepu3m 2/8 (25,0) 5/23 (21,7) n.s.
OTTopKeHMe TpaHCcnIaHTaTa 1/8 (12,5) 4/23 (17,4) n.s.
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BaeMocTb: 71% npw TpaHcnaaHtauum fo 17 mecaues npoTus
55% — nocne 3Toro Bo3pacta [5].

OpHoit u3 npuumH Beibopa PUK B Hawem uccnepoBaHuu
MOCNYKWUA CTapLWMii BO3PaCcT NauMeHTOB, MefMaHa KOTOpPOro B
37OV rpynne coctaBuna 28 mecsues. B ofHOM MynbTULEHTPOBOM
nccnefoBaHuMKM MepmaHa Bospacta — 13,5 mecaua [2], no apy-
rMM aaHHbIM — 18 mecsues [9].

B Hawem uccnefoBaHun 06LWas BbIXXMBAEMOCTb NMpW anno-
TICK ¢ PUK n MAK He pasnuyanacb (75,00% u 72,75%, p =
0,24). Y Bcex nauyueHToB k 30-my fHwo nocne anno-TICK 3ape-
TUCTPUPOBAHO MPUXKMBIEHME TPaHCMNAHTaTa C [JOCTUXKEHWEM
MOJHOTO [OHOPCKOro XxMmepu3ma. B uenom yacroTta passu-
TWA PaHHUX TOKCMYECKUX OCIOXHEHWIA B rpynnax CoOnocTaBu-
ma. Tem He MeHee B paHHeM nepuofe nocie anno-TICK npw
ncnonbzoBaHun PUK He 3adMKCMpOBaHO TOKCUYECKUX OCNOX-
HeHuit ITI-1V cTenenu, Toraa Kak y 7 naumneHTos (30,4%) nocne
MAK oTtmeueHo pa3sutue mykosuta III ctenenu, y 5 nauuen-
T0B (21,7%) — KOXHOW ToKcuyHocTu IIT creneHn. KoxHyto
TokcnyHocts II-IIT creneun wabnioganu tonbko nocne MAK
(73,9% vs 0%, p = 0,002).
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OcTeonecTpyKuumn y 60abHbIX

MHOXeCTBeHHOW MUeNIOMOM:

OCHOBHOM CaMOCTOATEJIbHbIA (DAaKTOp NporHo3a?

A. . butiokos., 0. A. PyKkaBuLbIH

nasHbil BoeHHBIN KAUHUYecKul 2ocnumans umenu H. H. bypdernko MunobopoHsl Poccuu, e. Mocksa

Llenb uccnepoBaHms: oLeHUTb BIMAHWE OCTEOAECTPYKLMIA, NOSMHERpPONATUK, NOYEYHOI HEAOCTATOYHOCTM U CaxapHOro AuabeTa Ha NPoLONKM-
TeNbHOCTb XM3HU GONbHBIX MHOXECTBEHHOI Muenomoii (MM).

Matepuanbl U MeTopbl. PeTpoCneKTMBHO NpoaHanM3MpoBaHbl 3aKOHYEHHble Cyyan (OT MOMeHTa AMArHOCTUKM A0 JIeTabHOro WUCXopa)
29 6onbHbIX MM, neunslmnxcs B PrKY «MmaBHbI BOEHHbI KNMHUYeCKuit rocnuTtans uMeHn H. H. bypaeHko» MO P® B nepuog ¢ 1988 no 2014 .
Cpeau nauneHToB 6bino 24 MyxUUHbI (82,8%) 1 5 weHwuH (17,2%) 46-83 net (MeanaHa Bo3pacta — 66 neT). bobWMHCTBO 06CNEA0BaAHHbIX
(69,0%, n = 20) NOXWNOro U CTapyeCcKOro BO3pacta.

Pesynbtatbl. Y 29 ymeplwux 60nbHbix MM nccnefoBaHbl 4acToTa M BbIPaXKEHHOCTb OCTEOAECTPYKLMIA, MOAMHERPONaTUK, NOYEYHOI HepoCTa-
TOYHOCTM U caxapHoro anabeta. BbipaxeHHOCTb 0CTEOAECTPYKLMIA, Pa3BUBLIMXCSA HA NEPBOM rofy fedeHus 6osbHbIX MM, Gbina cTaTucTUyecku
3HAUMMO BbILIE TAKOBOI B ie6i0Te 3a60N1eBaHMsA 1 06PaTHO NPONOPLUOHANbHA NPOAOIKUTENBHOCTH WX KU3HU.

3akntoyeHue. OcTeoecTpyKUMM MOTYT BbICTYNaTb B POAW CaMOCTOATENbHOrO (hakTopa MporHo3a npu aHanuse NpoAoKUTENbHOCTU XU3HM
GonbHbIX MM,

Knioyesble c108a: MHOXKECTBEHHAS MUEIOMA, OCTIOXKHEHUS, OCTEOAECTPYKLMM, NONUHEPONATHSA, NOYeYHAsA HE[OCTATOYHOCTb, CaxapHblii AnaberT,
nepuopbl eYeHns, pasnunyns, KOpPeNALMOHHbIA aHaNN3, NPOAOMIKUTENLHOCTb KU3HU.

Bone Destruction in Multiple Myeloma:

Main Independent Prognostic Factor?

A. P. Bityukov, 0. A. Rukavitsyn
N. N. Burdenko Main Clinical Military Hospital, Moscow

Study Objective: To assess the effect of bone destruction, polyneuropathy, renal failure, and diabetes on the survival time of multiple
myeloma (MM) patients.

Materials and Methods: The study included a retrospective analysis of 29 closed files of patients who had received treatment at the Federal
State Public Institution N. N. Burdenko Main Clinical Military Hospital, Ministry of Defense of the Russian Federation, from 1988 until 2014.
These patients had been followed up from diagnosis to death. The study population included 24 men (82.8%) and 5 women (17.2%), aged
46 to 83 (median age 66). Most of these patients (69.0%; n = 20) were old and senile.

Study Results: We studied the rate and severity of bone destruction, polyneuropathy, renal failure, and diabetes in 29 deceased MM patients.
In these MM patients, bone destruction that developed during the first year of treatment was significantly more severe than it was at the

onset of the disease.

correlation analysis, survival times.

€CMOTPS Ha YCnexu, [OCTUTHYTHIE B JIeYEHUU OGOJNbHbIX

MHOXeCTBeHHOW Muenomoit (MM), ocnoxHeHus 3TOro

3a60/1eBaHMA NO-NPEXHEMY 3aHMMAIOT BAXHOE MeCTo B
BefleHWUM TaKMUX NaLUeHTOB.

YBenuyeHue o6LWeN NPOJOMKUTENLHOCTU KU3HU OONBHBIX
MM, Bo3MOXHOE Gnarofaps HenpepbiBHOMY JIeYeHUI0 C NpuUMe-
HeHWeM X1MMonpenapaToB, HEPEAKO COMPOBOXAAETCA Hexena-
TenbHbIMU ABneHuamn (HA), onpepensowmmMm He TONbKO Kaye-
CTBO XXW3HU NaLWUEHTOB, HO U AaNbHENLYIO TAKTUKY UX BEAEHUS,
MPOrHO3 M BbIXWBaeMoCTb. Kpome TOro, Takme OCNOXHEHWUS,
KaK 0CTeoAecTpyKLMM, NOAMHeRponaTua 1 noyeyHas HepocTa-
TOYHOCTb, @ TaKXe CaxapHblil AnabeT, UCXOLHO MpPUCYTCTBO-
BaBlWMe y 6onbHbIX MM, MoryT nporpeccuposatb B npoLecce
JIeYeHMs BNIOTb 1O HEOOPATUMOCTU Pa3BUBLIMXCH U3MEHEHMUIA.
0cobeHHOCTM B3aMMOCBA3M MPOAOIKUTENBHOCTY KU3HU OONb-
HbiIX MM 1 0CnoxHeHui, HaboAAEMbIX Y 3TOI KaTeropuu nauu-
€HTOB, 0 KOHLA He u3yyeHbl [4].

Llenb uccnepoBaHusa: oueHuUTb cTeneHb BausaHus HA (oc-
TEO[ECTPYKLMM, NONMHeRponaTum, NoYeYHOW HeJOoCTaTOYHOCTH

Conclusion: Bone destruction can be an independent prognostic factor in an analysis of survival times in MM patients.
Keywords: multiple myeloma, complications, bone destruction, polyneuropathy, renal failure, diabetes, treatment periods, differences,

W caxapHoro Auaberta) Ha NMPOJOMKUTENbHOCTb XU3HU Na-
LueHToB ¢ MM,

MATEPUAJIbI U METOAbI
MpoBeaeH peTPOCMEKTUBHLIA aHanW3 3aKOHYEHHbIX Ciy4yaes
(oT MOMeHTa yCTaHOBNEHUS [MArHo3a [0 JIeTaNbHOro Mcxopa)
29 6onbHbIX MM, neuunslumuxcs B rematonornyeckom ueHtpe ®rKy
«MaBHbI BOEHHbIA KNUHUYECKKI rocnuTtans um. H. H. BypaeHko»
MO P® B nepuog c 1988 no 2014 r. B BbiOOpKY Oblnu BKiKOYeE-
Hbl 24 (82,8%) MyxuuHbl U 5 (17,2%) KeHLWWH, 4TO OTpaxaeT
cneuntrKy KOHTUHTEHTa BEAOMCTBEHHOrO NevyebHOro yupexae-
Hus. Bo3pact 6onbHbIX BapbupoBan oT 46 fo 83 neT (MeanaHa
BO3pacTa coctaBuna 66 net), npuyem 60MbIWMHCTBO 06CNef0BaH-
HbiX (69,0%, n = 20) 6bINM NOXKMNOTO W CTAPYECKOTO BO3pacTa.
Bce 6onbHble 06cnefoBaHbl Mo efnHOMy npoTokony (topma-
JIN30BaHHOM MUCTOPUM GONE3HM) BKIKOYABLIEMY: OLEHKY Xanoo,
cbop aHaMHe3a; OCMOTP MO OpraHam UM CUCTEMaM OpPraHoB;
KITUHUYECKNIA N OMOXMMUYECKNIH aHaNN3bl KPOBM; KNMHUYECKUI
aHanM3 MoYM; UMMYHOXUMUYECKOE UCCNIefoBaHUE BENKOB CbiBO-

bumiokos Anekcandp llemposuy — spay-cemamonoz 17-20 2eMamosio2uyecko20 omoesneHus (XpoHUYeckux 2emob6aacmo308 ¢ xumuomepanueli)
OTKY «nasHbili BoeHHbIl KauHuYeckul 2ocnumans uM. H. H. BypOeHko» MuHo6opoHsl Poccuu. 105229, 2. Mocksa, focnumansHas ni., 0. 3. E-mail:

hem17@icloud.com

Pykasuybit One2 AHamonbesuy — 0. M. H., NPOGECcop, HaYanbHUK 2emMamono2uyecko2o yeHmpa PrKY «lnasHbili 8B0eHHbI KAUHUYECKUG 20CNUMATb
um. H. H. bypderko» MuHobopoHs! Poccuu. 105229, 2. Mocksa, locnumansHas na., 0. 3. E-mail: ngc@list.ru
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poTku kpoeu u mouu; IKI, peHTreHorpaduio opraHoB rpyfHoON
Knetkn u Kocteit ckeneta, KT u MPT no3BoHouHuKa (B cnyyae
HeobxoauMocTH); Guoncui KoctHoro mo3ra. Ctaguio 3abonesa-
HUA onpefensnn B cootBetcTBUM C cuctemont ISS (International
Staging System, 2005). Ha nepBoit cTapguu 3a6oneBaHus Habnto-
panu Tonbko 1 nauuenta (3,5%), Ha BTOpoit cTafun — 9 60J1bHbIX
(31,0%), Ha TpeTbeit — 19 nauuneHToB (65,5%).

MayueHTbl nosy4Yanu nevyeHne B COOTBETCTBUM C 06Lenpu-
HATLIMM NPUHLMNAMU BeAeHUA 6onbHbIX MM: yuTOCTaTUYECKYIO
Tepanuio, rMOKOKOPTUKOUALI, ayTONOTUYHYIO TPAHCMIAHTALMIO
reMono3TUYeCKUX CTBONOBLIX KIETOK W COMPOBOAMUTENbHYIO
Tepanuio, BKN0YaBlLylo TpaHCcdy3nnM KOMNOHEHTOB KPOBM (3pu-
TPOLMTHOM MacChl, CBEXKE3aMOPOXKEHHON Nnasmbl KPOBM, TPOM-
GOLMTHOrO KOHLEHTpaTa), aHTUGMOTUKOTEPaNWIo, aHANTe3uo.

Mpu pernctpaunn HA oueHMBann NpucyTCTBUE W BbIPAXKEH-
HOCTb OCTEOAECTPYKLMIA, NOANHENPONATUM, NOYEYHON HepocTa-
TOYHOCTM U CaxapHOro AuabeTa, pasnuyas npealecTBOBaBLINE
COCTOSIHUA U OCNOXKHEHMUS, BO3HUKLWMWE BCNEACTBUE NeYeHUs.
CreneHb BblpaxeHHocTu HA onpepensnu B COOTBETCTBUM C
Common Terminology Criteria for Adverse Events (CTCAE) v. 4.0
1 perucTpupoBanu B rpeipax, rae 1 — MUHUManbHLIA, @ 5 —
MaKCUMabHbIW rpeia.

CratucTuyeckyio 06paboTKy MOAYYEHHBIX pe3yibTaToB Mpo-
BOAMNM C MoOMolWbio naketa nporpamm IBM SPSS Statistics
21 (IBM Corp.). [ns OUEHKM CTAaTUCTUYECKOW 3HAYMMOCTU
pasnnymit No KaXXLOMy NaToNOrMYeCKOMyY COCTOsHUIO (0CTeode-
CTpYKLMH, NoAnHeiponaTuu, Hedponatuuy, caxapHomy auabety)
B pa3Hble MHTepBanbl HabnwaeHui (aebioT, 0-1 rog, 1-3 roga,
3-5 neT) cpaBHMBanM rpeiabl Kax[oro BUAA HapylleHWH:,
ucnosb3ys kputepuit ®puamana. Habnwopenus 6es rpeiifa (0)
WU C NPONYLLEHHbIMU 3HaYeHUsAMU (O UK BbIGbIBILIME GOJIBHbIE)
MCKNoYanu u3 aHanusa. [ns onpepeneHus pasnuynii Bblipa-
KeHHOCTM HSl B CMeXHbIX WHTepBanax HabnwogeHuin (nebiot
1 0-1rop; 0-1rop n 1-3 roga; 1-3 roga u 3-5 net) Mcnonb3o-
Ba/ W OJHOBLIGOPOUHBIA KpuTepuii BunkokcoHa. B3aumocsssb
BbIPaXXEHHOCTU HA C NpOLOMKUTENBHOCTBIO KU3HU 60Jb-
Hbix MM wnccnepoBanu ¢ nomouwbio Ko3dduLUMEHTA paHTOBOW
koppensuun Cnupmena [5].

PE3VJIbTATbI U OBCYXXQEHUE

B o6uweit rpynne 60nbHbIX MM (n = 29) BbigeneHsl Tpu NOArpyn-
Mbl NALMEHTOB B COOTBETCTBUU C MPOAOMKUTENBHOCTBIO XU3HU
nocne ycTaHOBAEHUs AMarHo3a. lepsas noarpynna Bkyana
NpoXuBLINX He 6onee roga (n = 11); nayueHTbl BTOPON NOArpyn-
nbl NpoXunu 6onee roga, Ho He gonblue 3 et (n = 6); 6osbHble
TpeTbeil MOATPYNMbI NPOXUAN HE MeHee 5 NEeT Nocse ycTaHoBe-
Hus fuarHosa MM (n = 12). HapyweHus (ocTeofecTpykLmum, nonu-
Heilponatuio, HedponaTuto, caxapHblili fuabeT) perncTpuposanu
B fiebloTe 3a6oneBaHus, B TeUeHWe NepBOro roAa, B MHTepBanax
NleyeHus oT rofia fio 3 neT u ot 3 go 5 net (maéa.).

B pebiote 3abonesaHus y nauueHToB (n = 29) 3aperu-
cTpupoBaHo 35 cnyyaeB HAl, BkioyYaBWWX Kak camocTo-
ATeNbHble 3ab0neBaHWUA, TaK W COYETAHUS MNaTONOTUYECKUX
npoLLeccos.

B TeuyeHue nepBoro ropa NeyeHus y GonbHbix MM (n =
11) Habnwopanuce 16 cnydyaeB OCNOXKHEHWIA: OCTEOLECTPYK-
uum — 8 (50,0%), nonuHerponatns — 1 (6,2%), noyeyHas
HEeLOCTaTOuHOCTb — 7 (43,8%); cyyaeB caxapHoro auabeta He
3aperncTpupoBaHo.

Cpenu 60nbHbIX, NPOXMBLIKMX GONlee roga nocie ycTaHoBe-
Hus guarHosa MM (n = 6), HA pacnpepenunuch cnepyowmm
o6pasom: ocTeofecTpykuun — 5 cnyyaes (35,7%), nonnHeipo-
natma — 5 (35,7%), noyeyHas HefoCcTaTouHOCTb — 3 (21,4%),
caxapHblit guabetr — 1 (7,2%).

B uHTepBane HabnwopeHus 3-5 net y 6onabHbix MM (n = 12)
3apeructpuposaHo 13 Hf: ocreopectpykumm — 7 (53,8%),
nonuHeponatns — 2 (15,4%), noyeyHas He[OCTaTOMHOCTb —
3 (23,1%), caxapHbiii guabetr — 1 (7,7%).

MpoaHanu3MpoBaHbl pasnuumns BelpaxkeHHocT HA B pasHble
MHTepBanbl BpemeHu [3]. BoisiBneHue KoppensuuoHHOW B3au-
MOCBA3M MeXAY NPOLOMKUTENbHOCTBIO XNU3HU 60NbHBIX MM 1
BbIPAXKEHHOCTBIO OCJIOXHEHUI OCHOBBIBANOCH HA Mpefnooxe-
HUM 06 MX 0OpaTHO B3aMMO3aBUCMMOCTU. [N pelleHns 3Toi
3a/ia4v OLeHEeHbl 3HAYEHWe U CUNa KOPPenaLMN MeXAy NpoAo-
KUTENbHOCTBIO XW3HW 6ONbHbIX U rpeifom HS, BbIABNEHHbIX Y
HUX, 33 KaX[blil BpeMeHHoii uHTepBan [1, 2].

Mpu oueHKe BbIPAXEHHOCTU OCTEOAECTPYKLUMIA B pasHble
nepuopbl HabnoaeHus 60abHbIX (N = 6) pa3nnymnit He BbISBNEHO
(Fr=3,df =3, p <0,392). OTcyTCcTBME PAa3AMUMil Mbl OOBACHUAN
HEOOMbWMM KONMYECTBOM GOMbHBIX, NPOXMUBLWKUX Gosee 3 fieT,
Korfa KaXAOMy 3HaYyeHWI0 BbIPAXEHHOCTU OCTeO[eCTPYKLMi
y nauueHTa B febiote MM coOTBETCTBOBANO 3HauyeHWe Bbipa-
XEHHOCTW 3TOTO HapylleHUs B MHTepBanax HabniofeHus Toro
e nauueHTa. Mpoune 6oNbHbIE, HE UMEBLIME rPeiiaa BblpaXeH-
HOCTM OCTEOfEeCTPYKUMIA (BbIObIBILME B pe3ynbTaTe CMEPTU WK
C ocTeofecTpyKuyei, pasBuBluelica He B AebloTe 3aboneBaHus,
a Mo3Xe), UCKII0YeHbl U3 PacyeToB.

[Inf cpaBHeHMA BbIPaXEHHOCTU OCTEOAECTPYKUUA B CMEXK-
HbIX MHTepBasiax HabNOJEHUS Mbl COMOCTABUAM Fpeiabl oCTe-
OBECTPYKUMIA B 3TUX WMHTepBanax («aebiot» u «0-1 ropy;
«0-1 rog» u «1-3 ropa»; «1-3 roga» M «3-5 net»), Kak
npM MNOMapHOM CpPaBHEHUW [ABYX 3aBUCUMbIX BbIOOPOK,
MCNONb3ys OAHOBbLIOOPOUHBIA KpuTepuit Bunkokcowa. MMpu
3TOM He NOHafobMIoCh pacyeTa HOBOTMO KPUTUYECKOTO YpOB-
HA CTaTUCTUYECKOW 3HauumocTu. [lonyyeHbl cnepyolme
pe3ynbTarthl:

® CTerneHb BbIPAXEHHOCTU OCTEOAECTPYKUMIA B MHTepBane

neveHus «0-1 rofy» CTaTUCTUYECKM 3HAYUMO BbIle WX
rpeiina B gebtote 3abonesaus (n=20; W =15,7 =-2,236,

p=0,025);
Ta0OAuma l

HesxeaareApHbIe ABACHUA, 3APETUCTPUPOBAHHBIC B PA3AUYHbBIE IIEPUOABI
HAOAFOAE€HHUS 00OABHBIX MHOKECTBEHHON MHUEAOMOM

Mepuopbl Yucno HexenarenbHbie aBnexus, n (%)
HabnioaeHus | 60nbHbIx 0CTeOAEeCTPYKUMU | nonuHenponaTus XpOHUYecKas caxapHbii guaéer BCEro
noyeyHas
Hef0CTaTOYHOCTb
Lle6ioT 29 20 (57,1) 2 (57) 11 (31,5) 2 (57) 35 (100)
0T 0 po 1ropa | 11 8 (50,0) 1(6,2) 7 (43,8) 16 (100)
OT1po3ner |6 5 (35,7) 5 (35,7) 3 (21,4) 1(7,2) 14 (100)
0T3 no5ner |12 7 (53,8) 2 (15,4) 3(23,1) (7,7) 13 (100)
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® CTaTUCTMYECKM 3HAYUMBIX PA3NWYWii TpeiifioB OCTeoaecT-
pYKLMit B uHTepBanax HabntoaeHus «0-1 rog» u «1-3 ro-
ga» (n = 14) He obHapyxeHo (W =3,Z =-1,414, p=0,157);

® Da3NMYNii BbIPAXKEHHOCTU OCTEOECTPYKLMIA MeXAY UHTEp-
Banamu HabnopeHns «1-3 ropa» u «3-5 nem» (n = 7)
He BoiseneHo (W=1,Z=-1,0, p=0,317).
OUEHMTb CTaTUCTUYECKYI0 3HAYMMOCTb Pas3NUYUii BbIPaXKEH-
HOCTWU MOAWHeApoNaTUU B PasHble WHTepBaNbl HabMOAEHU
npu nomowwm Kputepus OpuamaHa u kputepus BunkokcoHa
He MpPeACTaBAANOCh BO3MOXHbLIM M3-3a OrPaHUYEHHOro Yucia
nap nauMeHToB c nosuHeiponatuamu. Tak, B gebtote 3abone-
BaHMA NOAMHENpONaTUiO HAbMIAaNM TONbKO Yy 2 NauueHTOB
(11,8%), Ha 1-m ropy nevenus — y 5 (29,4%), B uHTepBane
HabntoaeHus ot roaa o 3 net — y 8 (47,0%), ¢ 3 fo 5 net —
y 2 60nbHbIx (11,8%).
CTaTUCTMYECKM 3HAUUMBIX Pas3NnUKii NO CTENEHU BbIPaXKEH-
HOCTM MOYEYHOI HeAoCTaToyHOCTM Yy 6onbHbIX MM (n = 2)
B pa3Hble nepuosl HabntoaeHus He obHapyxeHo (Fr=3, df =3,
p = 0,392). lpu cpaBHEHWM TperdfoB MOYEYHOW HepfoCTa-
TOYHOCTU B CMEXHble WHTepBanbl HabnogeHus («pebioT»
1 «0-1 ropx»; «0-1roa» u «1-3 ropa»; «1-3 roga» u «3-5 net»)
C MOMOLLbI0 OAHOBLIGOPOYHOTO KpUTEpUs BunkokcoHa Kak ans
MONAapHOro CPaBHEHWA ABYX 3aBUCUMbIX BbIOOPOK MOJyYeHb
cnepytolie pesyibTathl:
® CTaTUCTUYECKM 3HAYMMbBIX PaA3UYUil  BbIPAKEHHOCTU
noyeyHoil HepoctatoyHocT (n = 11) mexpy AebioToMm
3aboneBaHus U MHTEpBaANOM HabnwoaeHns «0-1 rog» He
BbisiBneHo (W =3, Z=-1,342, p = 0,180);

® He BbISBJEHO Pa3NNyYMii BbIPAXEHHOCTW MOYEYHON Hepo-
cTatoyHocT (N = 5) MeXpay MHTepBanamu HabnofeHus
«0-1rop» n«1-3 ropa» (W=1,Z=-1,0, p=0,317);

® yccnefoBaHMe 3HAYMMOCTM PasNUyMin No rpenpy noyeu-
HOW HeJoCTaTOYHOCTM B MapHbIX HabnwaeHusx (n = 3)
MeXay UHTepBanaMu HabnaeHns «1-3 roga» u «3-5 net»
C MOMOLWWbI OJHOBLIOOPOYHOrO KpuUTepus BunkokcoHa
OrpaHUYeHO MaNbIM YACTIOM GOJBHBIX.

OueHWUTb CTaTUCTUYECKYIO 3HAYMMOCTb Pa3NUYMUiA BbIpPAXKEH-
HOCTW caxapHOro auabeTa B pasHble WHTepBasbl HabmopeHui
npu nomoww Kputepus ®puamaHa u Kputepus BunkokcoHa
He NpefcTaBAANOCh BO3MOXHBIM M3-3a OrpaHWYeHHOro 4ucia
naumMeHToB C caxapHbiM auabetom. Tak, B febiote 3aboneBaHus
caxapHblit auabeT Habo[any ToNbKO y 2 NaLMeHToB, Ha 1-M rogy
neyeHns — vy 1, B UHTepBane HabnopeHus «1-3 roga» — vy 3, «3—
5 net» — y 1 601bHOrO, YTO NOKA3bIBAET OTCYTCTBME POCTA YACTO-
Tbl 3TOMO CONYTCTBYIOLLErO 3a601€BAHMUS C TEYEHUEM BPEMEHMU.

Takum 06pa3om, Npu CpaBHEHUM BbipaxeHHOCTU HA B pasHble
MHTepBanbl HabnogeHns 6oabHbIX MM BbIsBNEHO 3HAYMMOE yBe-
JIMYEHNE BbIPAKEHHOCTU TONLKO OCTEOAECTPYKLMIi: Ha NEPBOM
rofy NeyeHns BbIPAKEHHOCTb ITUX OCIOXKHEHWII CTaTUCTUYECKU
3HAYMMO BbIlE X rpeiiia B AebloTe 3aboneBaHus.
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Bubnuorpaduyeckas ccoinka:

CnepoBatenbHo, OCTEOAECTPYKUMW Kak Haubonee BaxHblil
B, OCNIOXKHEHWU MOTYT BAMATb Ha TeyeHne MM 1 ux moxHo pac-
CMaTpuUBaTh KaK CaMOCTOATENbHbIA NPOrHOCTUYECKUIA MPU3HAK,
onpeaenaoLwMnin NPOAOIKUTENBHOCTb KU3HN TaKUX NALUEHTOB.
[ina npoBepKu 3T0i rnoTe3bl NPOBeAeH KOPPENALMOHHbIN aHa-
JIN3 MEX[IY CTEMEHbIO BbIPAXEHHOCTU OCTEOAECTPYKUUIA 6ONb-
HbIX MM B HTepBane HabnofeHns «0—1 rog» 1 NPoJoMKUTENb-
HOCTbIO XU3HU (n = 20). C 370N Lenbio NpUMeHUM KO3 dULUMEHT
paHroBoi koppensauunu Cnupmena.

B pesynbtate pacuyeToB BbifiBNeHa 06paTHas, CpefHaAs
W BOCTOBEpHas CBA3b NPOAOMKMUTENBHOCTM XMU3HN 6ONbHBIX MM
CO CTEMEeHbl0 BbIPAXKEHHOCTU OCTeoAecTpyKumnit (rs = —0,447,
p = 0,048, n = 20).

Ins vcKknoYeHus BAMSHUA BO3pacTa GOMbHBIX HAa BblpaXKeH-
HOCTb OCTEOAECTPYKUMIA (Hanpumep, NaToNOrMYeCKUX NepenomMoB
u pedopmauuu KocTeil CKeneta BCNEACTBME OCTEOMOPO3a) Mbl
NpoBepUNU runoTesy 06 OTCYTCTBUM B3aMMOCBSA3M BO3pacTa naLm-
€HTOB CO CTerneHblo ocTeofecTpykuun (H ), BHOBb MCMONb30BaB
K03(ppnLMeHT paHrosoii koppensauun CnnpmeHa.

B pe3ynbrate KOppenAUMOHHOrO aHanu3a CTaTUCTUYECKU
3HaYMMOiA B3aMMOCBA3M BO3pacTa NaLMEHTOB C BblpaXKEHHO-
CTbi0 OCTEOAECTPYKLMit He 06HapyxeHo (rs = -0,117, p = 0,624,
n = 20), YTo NOATBEPKAAET B3aMMOCBA3b BbIPAXXEHHOCTU OCTEO-
AECTPYKLMIA M NPOJOIKUTENBHOCTY XU3HU 60NbHBIX MM.

3AKJNIIOYEHUE

CTatMcTUyecKkn 3HauMMble pasiMyMUs BbIPAKEHHOCTU Hexena-
TENbHbIX ABJIEHUN Y BONbHBIX MHOXECTBEHHON Muenomoit (MM),
BbiIBNIEHHbIE B HAlEM WCCNefoBaHWM, OTPAXaloT 3Ha4YnUTenb-
HOe yXyAleHWe COCTOAHMA NALMEHTOB, KMEPEXMUBLINX» FOf C
MOMEHTa yCTaHoBNeHMA AuarHosa. CambiM 3HaYUMbIM OCNOX-
HEHMEM Y TaKuX BONbHbIX ABAAIOTCA OCTEOAECTPYKLUM, CTENEHD
BbIPAXXEHHOCTN KOTOPbIX YMEPEHHO BAUSAET HA NPOSOMKUTENb-
HOCTb JXM3HU NALMEHTOB, yMeHblias ee. [pn 3TOM BbipaeH-
HOCTb OCTEOAECTPYKUMIA HE 3aBUCUT OT Bo3pacTa GosbHbIx MM,
4TO 3acTaBAseT pacCcMaTpuBaTb [LAHHbIA BUA OCNOXHEHUI Kak
CaMOCTOATENbHBIA (aKTOp, CHUKAKLMUA NPOAOIKUTENBHOCTD
WU3HMW TaKMUX NaLUeHTOB.

Bo3moxHO, npu aHanuse Gonblwero yucna HabnoaeHUn
nofobHas 3aKOHOMEpPHOCTb NposBUTCA Gonee 4YeTko. OfHakKo
MaToreHeTUYeCKU CMbICA BIMAHWA BO3pacTalolWei BbipaKeH-
HOCTM OCTEOAECTPYKLUMIA HA NPOLOMIKUTENbHOCTD XU3HW 6ONb-
HbiXx MM (4TO Hanbonee 3HaYMMO NPOSABAAETCA HA NEPBOM oAy
JIeYEHMsA) CKOpee BCEr0 OCTAHETCS HEU3MEHHBIM, TaK Kak 3Ta
B3aMMOCBA3b OTPAXAET pacTyluit 06beM MUENOMbl, HECMOTPS
Ha neyeHue.

Pe3ynbTaTthl MCCNeAoBaHMA 3aCTaBAAIOT NPOAOIKUTE paboTy
M0 M3YYEHUI BbIPAXEHHOCTU OCTEOLECTPYKLUMIA KAaK CaMoCTO-
ATENIbHOrO MPOrHOCTUYeCKoro hakTopa B aHanu3e NpPOAOSIKM-
TENIbHOCTY XU3HW 60NbHbLIX MM,

4. Pykasuybin 0. A., Cudoposuy [. W. [apanpomeuHemuyeckue
2emobnacmossl.  Cl6.:  fA-N; M.: [30TAP-Medua, 2008.
C. 166-168.

5. Yreypsauy T. H., [pxubosckui A. M. Kpamkue pekomexOayuu no
0NuUCaHUo, CMAMUCMUYecKoMy aHAnu3y U npedcmasieHuro OaH-
HbIX 8 HaY4YHbIX nybaukayusx // Ikonoeus denoseka. 2011. Ne 5.
C. 56-58.

Butiokos A. M., PykaBuubiH 0. A. OcteopecTpyKuum y 6ONbHBIX MHOXECTBEHHOI MUEOMOI: OCHOBHOW CaMOCTOATENbHbIN (hakTop nporHo3a? // [okTop.Py.

lematonorus. 2016. N2 5 (122). C. 45-47.
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MpumeHeHue metoaa «TpOMOOPUCK» ANIA OLLEHKM
remocrasay aertei ¢ TJpom6030M rnyooKux BeH

M. A. Xapkos, A. B. lMonetaes, M. A. TpauéBa, E. A. Cepéruna, A. B. MwWoOHKNH
PedepanbHblli HAYYHO-KAUHUYECKUL yeHmp demcKol 2emamosio2ul, OHKOJI02UU U UMMYyHOI02uU umeHu [mumpus Pozayesa, 2. Mocksa

Llenb uccnepoBaHmA: onpeaeneHne YyBCTBUTENbHOCTU U creundUYHOCTH TecTa «TPOMOGOPUCK» MpU HapyleHWUsx B cucteme npoTtenHa C
y AeTeil ¢ TpoM6030M My6OKUX BeH Ha (hoHe Tepanuu 3710Ka4YecTBEHHbIX HOBOOBPA3OBaHMil.

Marepuanbl u meToabl. [TpocneKTMBHEIM METOAOM HabpaHa KoropTa nauueHToB B Bo3pacte 1-16 net (n = 30). [poBegeH kKomnaekc uccnemo-
BaHUIA: onpefeneHne akTMBHOCTU NpoTenHa C, KOHLEHTpaLuu cBOGOAHOTO NPOTENHA S, BONYAHOUHOTO aHTUKOArynAHTa (C AfoM ragoku Paccena
W C KBApLEBbIM aKTUBATOPOM) U PE3NUCTEHTHOCTH K akTUBMUpoBaHHoMy npoTenHy C (PANC), a Takxke TecT «TpoMOOPUCKY.

Pe3ynbrarbl. YyBCTBUTENBHOCTb TecTa «TpoMbOpUCK» cocTaBuna 78%, cneunduyHocTb — 71%, NPOrHOCTMYeCKas LLeHHOCTb NON0XKUTENbHOMO
pesynstata — 90%, oTpuuarensHoro pesynstata — 50%. KoadduumeHt koppensuun CnupmeHa Mexpay 3HauyeHuem Tecta «TpoMOOpUCK» 1
akTuBHOCTbIO npoTenHa C coctasun 0,47 (*P = 0,03), koHLeHTpauueit cBobogHoro npotenHa S — 0,18 (P =0,42) u PANC — 0,53 (*P =0,01).
3akntoueHue. TecT «TpoMOOPUCK» — UYYBCTBUTENbHBIN U IPHEKTUBHBIA MHCTPYMEHT, MPUMEHWUMBIA ANA CKPUHWHTA HapyLeHUi B cucTeMe
npoteunHa Cy feteit c TpoM6030M rMYy6OKUX BEH.

Knioyessie cnosa: «Tpombopucky, Tpom603, TpomGodunus, aetn, npotenH C, CKPUHMHT.

ThromboPath Assay for Assessment of Hemostasis in Children
with Deep Vein Thrombosis

P. A. Zharkov, A. V. Poletaev, M. A. Gratcheva, E. A. Seregina, A. V. Pshonkin
Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

Study Objective: To determine the sensitivity and specificity of the ThromboPath assay for detecting abnormalities in the protein C system
in children with deep-vein thrombosis who are receiving treatment for malignant neoplasms.

Materials and Methods: Patients, aged 1 to 16 (n =30), were prospectively recruited in a study cohort. The study examinations included
measuring protein C activity, levels of free protein S and lupus anticoagulant (dilute Russell's viper venom time and testing with a silica
activator), and activated protein C resistance (APCR) and the ThromboPath assay.

Results: The sensitivity and specificity of the ThromboPath assay were 78% and 71%, respectively, and its positive predictive value and
negative predictive value were 90% and 50%, respectively. The Spearman's rank correlation coefficient (Rs) was 0.47 (*P = 0.03), 0.18 (P =
0.42) and 0.53 (*P = 0.01) for the correlation between the results of the ThromboPath test and protein C activity, free protein S levels, and
APCR, respectively.

Conclusion: The ThromboPath assay is a sensitive and effective screening tool for finding abnormalities in the protein C system in children
with deep-vein thrombosis.

Keywords: ThromboPath, thrombosis, thrombophilia, children, protein C, screening.

aK NoKa3aHo paHee, PacnpoCcTpaHEHHOCTb BEHO3HbIX TPOM-
60308 (BT) y pJeTeit HeBbicOKa M He npesbiwaer 1 :
10 000 peteit B rog [3, 5, 12]. Tem He MeHee, N0 JaHHbIM
KPYMHOrO 3NMAEMUONOrMYECKOT0 WCCNEA0BAHUA, BbIMONHEH-
Horo B CWA, B nepuop c 2001 no 2007 r. konuyectso BT
y [eTeil BO3POCNO MoyTM B 2 pasa [7]. 3To yBenuyeHue B
pasHoii CTeneHu HAbMIO[AETCA BO BCEX BO3PACTHbIX rpynnax
W Cpefu NauMeHTOB MOAPOCTKOBOTO BO3pacTa [OCTUTaeT 94 :
10 000 obpaleHuit, NpubAMKAACL K 3HAYEHUAM, U3BECTHbIM
LNs B3pOC/bIX NauueHToB [7, 13]. B GonblIMHCTBE Cly4YaeB 310
BTOPUYHbIE OKKJIO3UM, BO3HUKAKOLLME HA (OHE TpaBM, 0bWUp-
HbIX XUPYPrUYECKUX BMELATENbCTB, HANUYUA LEHTPANbHOIO
BEHO3HOTO KaTeTepa, CeNnTUYECKUX COCTOSHUIA WM 3/10Kaye-
CTBEHHbIX HOBOOGpasosaHuit (3H) [3, 5-7, 12]. Tak, yactota BT
y peteit ¢ 3H kposu npesbiwaer 10% u gocturaet 16% cpeau
LeTeil, monyyalolWwmux Tepanuio No MoBOAY OCTPOro numdo-
GnacrtHoro neiikosa [2].
®opmuposaHne BT — Bcerga KomnneKcHbI npouecc, 3aBu-
CAWMA KaK OT «BHYTPEHHWUX» MPUYMH (TaKUX Kak 0coBeHHO-

CTW CUCTEMbI CBEPTbIBAHWA KPOBU M COCYAMUCTON CTEHKM), TaK
M OT BHElWHMX BO3[EiCTBMA HA opraHu3m pebeHka. Ocoboro
BHMUMaHusA B natoreHese BT y geTeit 3acnyxuBaer TpomMbodu-
SNl — COCTOSIHUE TMOBBIWEHHON CKIOHHOCTM K TpoMbO3aM.
B HacTosLee BpeMsa y AeTeit fokasaHa posib Clefytolnx Mapke-
poB TpoMboduanK: feduiiMTa eCTECTBEHHbIX aHTUKOAryNAHTOB
(npotenHa C, S, aHTUTPOMOUHA), MEPCUCTEHLMUM BONYAHOY-
Horo aHTukoarynaHta (BA) unu aHTudocdonmnuaHeix aHTu-
TeN, TMNeproMoLUCTEUHEMUN U TUNEPAUNONPOTEMHEMUM MO
aunonpotenHy (@), a Takxe HOCUTeNbCTBa NoAMMOpGU3MOB
FV-Neitgen n FII G20210A [14]. bonblWMHCTBO 3TUX MApKepoB
OTHOCUTCA K cucTeme npoTeuHa C MW sBNsSETCA ee 4acTblo.
MocKonbKy uMcCAefoBaHMe MONMHOW NaHenu [aHHbIX TECToB,
KaK npaBuio, JAUTENbHO, AOPOTO U He BCErAa ONnpaBfaHHO, TO
HeO6XOJ],VIMbI CKPUHUHTOBbLIE TECTbl, no3BojdwowWwKMe 3anofo-
3pUTb T€ UAN WUHbIE NPOABNEHNA TpOM60dJI/IJ1VII/I B OpraHusme
pebeHka. OOHUM W3 TaKUX TecToB sBAsfeTcs «TPOMOOPUCK»
(HemosIL ThromboPath, Instrumentation Laboratory, CLUA).
[laHHbI METOA OCHOBAH Ha CMOCOGHOCTW 3HAOTEHHOTO NpoTEeU-
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Ha C, aKTMBMPOBAHHOTO C NOMOLLbIO BellecTBa Protac (akcTpak-
Ta 3MEUHOro ffa WWTOMOPLHWKA — Agkistrodon contortrix),
MHrMOUPOBATb reHepauuio TPOMOMHA, MHAOYLMPOBAHHYIO TKa-
HeBbIM TpombonnactuHoM. KonuyectBo BbipaboTaHHOTO TPOM-
GMHa OLEHMBAIOT MO M3MeHeHUIo onTuyeckoi naoTtHoctu (0M),
M3MEpPeHHO Npu AnuHe BOMHbI 405 HM B npucytcteun (A) n B
otcyTcTue (B) Protac ¢ momoubio cneynduyHoro K TpOMOUHY
XPOMOTreHHoro cybcTpara.

Y B3poCAbIX MAUWMEHTOB 3TOT MeTon 00/MafaeT BbICOKOiA
YyBCTBUTENLHOCTbIO M crneuntuyHocTbio [9], OAHAKO AuarHo-
CTMYeCKas 3HAYMMOCTb [AHHOTO TecTa y feTeil [O cux nop
He nccnenoBaHa.

Llenb uccnepoBaHua: onpegeneHue YyBCTBUTENLHOCTU
U cneunduyHocT Tecta «TpoMOOPUCK» NpU HApyWeEHUsX B
cucteme npoteunHa Cy aeteii ¢ Tpom6o3om mybokux e (TIB)
Ha doHe Tepanuu 3H.

MATEPUAJIbI U METOL1bl
lMpocneKkTUBHLIM METOZOM Obina HabpaHa rpynna nayueHToB B
Bo3pacTe 1-16 net (n = 30) ¢ 06bEKTUBHO NOATBEPKAEHHbIM TI'B,
KOTOpbIM NpoBOAMAK nevenune 3H B ycnosusax cTaumoHapa ®rbY
«®epepanbHblit HAYYHO-KNMHWUYECKUI LIEHTP AETCKOW remMaTtoso-
TUW, OHKONOTMM W UMMyHOnMoruu um. Omutpus Porayesax. [lo
Hauana aHTUKOArynsHTHOM Tepanuu BbINONHEH 3a60p BEHO3HOW
KpOBU B CTaHAapTHbIe BakyyMHble Npobupku ¢ 3,2%-m (0,106 M
pacTBopoM uuTtpata Hatpus (Monovette Sarstedt, lepmaHnus, 3 mn).
Mocne ueHTpudyruposanus (1,500 g, 15 MuHyT, UeHTpudyra
Thermo Scientific Labofuge 400, fepmaHus) nnasma kposwu 6bina
oToGpaHa BO BTOPUYHble MPoOMpKM M 3amopoxeHa (-80 °C).
B meHb uccnepoBaHua 06pasubl MAasMbl KPOBW pa3MopaxmBa-
N1 Ha BoAsHoi 6aHe npu 37 °C B TeyeHue 5 muHyT. MpoBeaeH
KOMMNEKC MCCNefoBaHUA: onpeAeneHne akTUBHOCTM MpoTeuHa
C (HemosIL Protein C), KoHueHTpauum cBobogHOTO npoTenHa S
(HemosIL Free Protein S), Bon4aHOYHOTO aHTUKOATYNAHTA C AL4OM
ragioku Paccena — BAATP (HemosIL dRVVT screen, HemosIL
dRVVT confirm) u c kBapuesbiM akTusatopom — BAKA (HemosIL
Silica Clotting Time), pe3uCTEHTHOCTM K aKTUBMPOBAHHOMY MpoO-
TenHy C — PATC (HemosIL Factor V Leiden (APC™ Resistance V)),
a Takxe TecT «Tpombopuck» (HemosIL ThromboPath).
Pesynbrathl Tecta «TpoMOGOPUCK» Bbipaxanu B MpOLEH-
Tax Protac-uHAYUMPOBAHHOTO WMHrMOUPOBAHUSA CBEPTHIBAHMA
(Protac-induced coagulation inhibition — PiCi%) u Bbluncnanu
no opmyne:

PiCi% = [(B - A)/B] x 100,

rae A u B — 3HauyeHus Ol Tectupyemoii nna3mbl kKposwu ¢ Protac
(A) n 6e3 Hero (B).

CHumxeHne PiCi% CBMAETENbCTBYET O HApPYWEHUAX aHTM-
KoaryasHTHoro nytu npotenHa C, a Takxke MoxeT ObITb CBs3a-
HO ¢ Hanuumem PATIC, cHMXKeHMeM KOHLeHTpauun npotenHa S
u npucytcTeuem BA [9].

3a NONOXKUTENbHBbIN pe3ynbTar TecTa «TPOMOOPUCK» NPUHATA
BennumHa meHee 82,5% PiCi. AkTuBHOCTb NpoTenHa C 1 KoHUeH-
Tpauuio cBO6GOJHOrO MPOTEMHA S CYUTANW MOHMKEHHBIMU TpPU
3HaYeHnsAX COOTBETCTBYIOWMX TeCTOB MeHee 70%, 3a Hanuuue
PATC npuHATO 3HauyeHuWe MeHee 2,2. 3a NONOXMUTENbHOE 3Ha-
yeHne BAATP u BAKA npunumanu nokasartens 6onee 1,2. Bce
“3MepeHnA NpoBefieHbl Ha aBToMaTuyeckom kKoarynometpe ACL
TOP 700 (Instrumentation Laboratory, CLUA).

YyBCTBUTENbHOCTb, CNELUPUYHOCTb, MPOrHOCTUYECKYIO
LLeHHOCTb MOIOXWUTENbHOTO M OTPULATENbHOTO pe3ysbTaTos,
a TaKXe AWArHOCTUYeCKylo 3HauMMocTb Tecta «TpoMbGopUCK»

npu HapyleHusx B cucteme npoteuHa C onpepensnu c nomo-
Wbto CcTaHAapTHbIX meToamk [1]. [Ind oueHkM Koppensauwii
pesynbrata Tecta «TpoMbGOpUCK» C aKTUBHOCTblO nmpoTenHa C
M KOHUeHTpauuei csobogHoro npoteuHa S, a Ttakke PAIC
ucnonb3oBanu kodpbuunent Cnupmena (KC). Cratuctuyecknii
aHanu3 npoBefeH C MNPUMEHEHMeM MPOrpaMMHOr0 nakeTa
OriginPro 8.0 (Microcal Software, HopaxamnToH, CLUA).

PE3VIbTAThI

B xope uccnepoBaHus CHUXeHMe aKTMBHOCTM npoTenHa C
3aperncTpupoBaHo y 13 nauneHTOB, KOHLEHTpaLUu CBOBOLHOTO
npotemHa S — y 13, nonoxutensHoiit Tect Ha BAATP — y 2 na-
uneHtos (onpepensnu y 29 nauuentos), BAKA — vy 7 (onpe-
genanu y 29 naumnentos), PAMC BeiseneHa y 2 peteit. To unm
MHOE HapylleHne onpefeneHo y 23 6onbHbIX. [onoxuTenbHoe
3HaueHue Tecta «Tpombopuck» obHapyxeHo y 21 pebeHka, npu
3TOM B 18 c/lyyasnx 3T0 COOTBETCTBOBANIO M3MEHEHUAM B CUCTEME
npoteuHa C (mabn. 1).

TakuM 06pa3oM, UCTUHHO MOJOXKUTENbHbIE PE3YNLTaThl TecTa
«TpoMBOPUCK» MoNyYeHbl B 18 cyyasx, TOXHOMONOKUTENbHbIE —
B 2, NOXXHOOTPULATENbHbIE — B 5 U UCTUHHO OTpULATENbHblE —
B 5 cnyyasx. YyBcTBUTENBHOCTL MeTOfa cocTaBuna 78%, cneuu-
thnyHOCTb — 71%, NPOrHOCTUYECKAA LLleHHOCTb NOJOXUTENbHOMO
pe3synsrata — 90%, a otpuuarensHoro pesynstata — 50%.

YyBCTBMTENBHOCT U CMELMPUYHOCTD TecTa K U3MEHeHUAM
OTAeNbHbIX NoKasateneir cuctembl npotenHa C npepcrtaBneHa
B mabsuye 2.

BbisiBneHbl cnabble Koppensuuu mexpay nabopatopHbiMu
Tectamu: KC mexxay pesynbratom Tecta «TpoMOOPUCK» U aKTUB-
Hoctblo mpoTteuHa C (puc. 1) coctasun 0,47 (p = 0,03), ans
Koppenauum mexpy 3HadeHuem Tecta «TpomGopuck» u PAMC
(puc. 2) KC=10,53 (p =0,01). Koppenauun mexpy pe3ynsratom
TecTa «TpOMOOPUCK» U KOHLEHTpauueil CBOBOAHOTO NpoTenHa
S He Habnwpanock: KC = 0,18 (p = 0,42). KoppensaunoHHbIi
aHanu3 NpoBOAUAM NO JaHHbIM 21 nauueHTa ¢ oTpuLaTeNIbHbIMU
3HayeHuamu BAATP n BAKA.

OBCYXXQEHUE

Mo HawWm AaHHbIM, 3TO NepBOe UCCNefoBaHWE, NOCBALEHHOE
npuMeHeHuo Tecta «Tpombopuck» y fieteit ¢ TTB Ha doxe 3H.
YyBCTBMTENBHOCTb M CNeuudUYHOCTb JAHHOTO TecTa K Hapylue-
HMAM B cucteme npoTtenmHa C y B3poc/biX NaLUEHTOB XOPOLIO
n3yyeHbl. Kpome TOro, B HacToslee BpeMa NofNyyeHbl pe3ynbra-
Thl MCMONBb30BAHNA 3TOTO TECTa KaK MHTErpasbHOro nokasarens
GanaHca npo- WM aHTUKOATyNAHTOB Y MALMEHTOB C LMPPO3OM
neyeHn [11], y XeHWMH npu HopManbHo [8] M nmatonornyecku
[4] npoTekatoleit 6epeMeHHOCTH.

Kak nokasaHo Ha OCHOBaHWM MyNbLTULEHTPOBOrO MCCNefo-
BaHUA, «Tpombopuck» o6nagaetr 100%-i YyBCTBUTENbHOCTbIO
K HapyweHuam B cucteme npoTtenHa C. YyscTBMTENBHOCTD
JaHHOro metofa K npucytctBuio BA, peduuuty npotemHa C
UM NpoTenHa S HeCKONbKO Huxe u coctasnset 97,5%, 95,0%
u 87,1% cootBetctBeHHO [9]. CneunduyHocTb MeTOfA TaKKe
Gonee yem yAOBNETBOPUTENIbHAA: MOJOXUTENBHOE 3HayeHue
TecTa «TpOMOOPUCK» NPU OTCYTCTBUMU WU3MEHEHUS AKTUBHOCTH
npotenHoB C u S, BA unu FV-JleiigeH otmeyeHo Tonbko y 13,6%
nauveHToB [9]. Hamu nonyyeHbl CXOAHbIe pe3ynbTathl, OAHAKO
UyBCTBUTENbHOCTb TECTA K CHUXEHHOW aKTUBHOCTM NPOTEUHOB
C n S 6bina HEMHOTO HUXeE.

Takum 06pa3om, faHHblIit TecT o6nagaeT BbICOKOW 4YyBCTBU-
TenbHOCTbIO (78%) U gocTatoyHol cneunduyHocTbio (71%) ans
CKPUHUWHIa HapylweHuit B cucteme npotenHa Cy peteit ¢ TIB Ha
toHe Tepanuu 3H. VIHTepecHO, 4TO B HaleM c/yvyae 3HayeHue
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Tabauma 1 l

AeMOI‘pa(queCKHe AAHHBIC 11 peSyAbTaTbI Aa60paTOprIX TECTOB O6CAeAOBaHHbIX IIAITMCHTOB

Ne Mon Bospacr, ner Tpom6opuck, % | Mpoteun C, % | Mpoteun S, % | BAATP BAKA PANC
1 K 16,00 76,91 41,00 58,50 oTp oTp 3,11
2 M 1,50 86,07 144,00 60,20 oTp oTp 3,21
3 M 4,00 77,17 176,00 77,30 oTp oTp 3,01
4 K 4,00 85,53 71,00 75,50 oTp non 3,22
5 K 11,00 81,87 69,00 55,70 oTp oTp 3,22
6 M 2,00 78,05 64,00 66,10 oTp oTp 2,99
7 XK 1,50 83,44 91,00 76,60 oTp oTp 2,61
8 M 4,00 78,62 42,00 41,70 oTp oTp 2,73
9 M 5,00 76,69 97,80 48,20 oTp non 3,10
10 M 3,00 77,56 68,00 68,50 oTp oTp 2,51
11 XK 8,00 54,26 63,00 90,40 non non 2,56
12 M 13,00 57,29 86,00 59,80 oTp oTp 1,88
13 M 3,00 77,93 121,00 51,30 oTp non 2,98
14 K 0,50 64,12 35,00 67,50 oTp oTp 3,20
15 XK 13,00 84,91 95,00 80,40 oTp oTp 3,09
16 M 5,00 77,39 64,00 76,80 oTp oTp 2,93
17 K 7,00 80,13 97,00 29,60 oTp oTp 2,91
18 XK 3,00 56,87 65,00 66,20 oTp oTp 1,92
19 K 1,50 60,26 56,00 90,80 oTp non 3,10
20 M 6,00 82,72 67,00 59,70 oTp oTp 3,04
21 M 0,25 72,34 78,00 145,10 oTp non 3,04
22 K 1,50 71,84 137,00 151,00 oTp oTp 2,82
23 K 11,00 84,50 60,00 83,90 oTp oTp 3,00
24 M 15,00 78,54 80,00 83,90 non oTp 2,75
25 M 1,50 89,44 88,00 93,50 oTp non 3,06
26 K 3,00 82,25 83,00 111,40 oTp oTp 3,09
27 K 11,00 84,58 160,00 81,00 oTp oTp 3,19
28 XK 10,00 96,52 186,00 164,30 oTp oTp 3,24
29 bt 4,00 61,26 48,00 72,70 HA HA 2,66
30 K 9,00 65,57 58,00 83,90 oTp oTp 2,97
IIPT/I\[C‘HNU/ICZ HA — HCT AAHHBIX; ()Tp — ()'[‘pII]'IEI’[C.\BHBIﬁ pC3§',\BT?].T; IIOA — H().\()}KI/ITC,\BTTBTﬁ pcsy\b'{‘a'{‘.

YYBCTBUTENILHOCTU, OCOOEHHO K CHUMKEHHOW aKTUBHOCTW Npo-
TeuHa C unu KoHUEeHTpauum cBobofHOro NpoTenHa S, HeCKONb-
KO HWXe TaKOBOro B rpynnax B3poC/blX nauueHToB. Henb3s
UCKNKOYUTL CBA3b 3TOM CUTYALMM C OTHOCUTENBHO HebGONbLIUM
pa3MepoM Haleit BbiGopku. Kpome Toro, Mbl He nmpoBoAMAM
Ba/MJauMM 3HauyeHni Tecta «TpomMbOpUCK» Ha BbIOOpKE 3[0-
pOBbIX 0OPOBONLLEB, @ UCNOJIb30BAIU CTAHAAPTHOE 3HAYeHUe
meHee 82,5%, peKOMeH[0BaHHOE NPOU3BOJUTENEM.

0co60ro BHMMaHWUA 3aC/YXKMBAIOT MONOKMUTENbHbIE 3HAYe-
HMA TecTa, NO3BONAIOLME BbIABUTD T€ WAU UHblE HAapylleHUs B
cucteme npotenHa C ¢ BepoATHocTbio 0,9. HecmoTps Ha npo-
AEMOHCTPUPOBAHHbIE CTAaTUCTUYECKU 3HAa4YuMble KOppensuuun
3HaueHus Tecta «TpomGOpUCK» C aKTUBHOCTbIO npoTenHa C
1 3HayeHuem PATIC, koppensuun mexpy pesynstataMu Tecta
«TpoMbOpPUCK» M KOHLEHTpaLueli cBOOOLHOrO mpoTenHa S He
Habntopanoce (KC = 0,18; p = 0,42). Mockonbky npoTenH S
ABNAeTCA Kodaktopom npotenHa C 1 He OKa3biBAET NpsMOro
AHTUKOATYNAHTHOrO AEWCTBUA, TO MOXHO NPELnoNoXUTb, YTO
CHWXEHMEe KOHLEHTpauuu cBobofHoi dopMbl faHHOro Genka
YMeHbLIAET reHepaLmio TPOMOUHA HeNMHEeRHO, YTO TaKKe oTpa-
)KAeTcs Ha pesynbTaTax Tecta « [poMOOpUCK».

WNHTepecHa u mporHocTuyeckas ponb faHHoro Tecta. Ecnm
npuMeHeHue rMobanbHOrO MeTOAA OLEHKN HapylueHuit B cucTe-
Me npoTenHa C oTHocuTebHO pucka BTy B3pocnbix MOXKET ObITh
onpasaaHHo [10], To y feTeit npefckasatenbHas cuia noaoxu-
TeNbHbIX 3HAYEHN 1 TecTa B OTHOWeHUK BT fo cux nop HensecT-
Ha. C 3KOHOMUYECKON TOUKM 3PEHNS, BEPOATHO, NPsAMble 3aTpaThl
Ha NpoBefeHMe JAHHOIO TeCTa HUXKe OXKMAEMbIX NPU NpoBefe-
HUW BCeN naHenn uccnepfoBaHuin cuctemsl npotenHa C (akTue-
HOCTb npoTeunHa C, KoHLeHTpaLumuu ceobogHoro npotenHa S, PAMC,
BA). B HawweMm uccnefoBaHumM Te UMW MHble HAPYLIEHUS B CUCTEME
npotenHa C BbisiBNeHbl y 21 13 30 NaLUEHTOB, OHAKO, KaK BULHO
U3 mabauysl 1, Yalle BCEro CHUXEHUE aKTUBHOCTU npoTenHa C
M KOHUEHTpauuu cBOoOOAHOro mpoTenHa S ObINO Herny6oKuUM,
a nopasnsiolee GONLLWMHCTBO MOJOXUTENbHBIX PE3yNbTaToB
TecTa Ha BA nonyyeHbl npu UcCnefoBaHWM C KBAPLEBbIM aKTU-
BaTOPOM. PO/ib HE3HAYUTENBHOTO CHUXEHUA aKTUBHOCTW Mpo-
TeuHos C n S B dopmuposaHum Tpombo308 y aeteir ¢ 3H o
CMX MOp OCBelleHa HeLOCTaTOYHO, U, YYMTbIBAS OTHOCUTENb-
HO HM3KYl0 PacnpoCTpaHeHHOCTb TPoM6030B y AeTeil, 060-
CHOBAHHOCTb NMPUMEHEHUA [AHHOrO TecTa C NMPOrHOCTUYECKO
Lenbio B 0OLEei NonynsuMu NpeacTaBAsieTcs COMHUTENbHOIA.
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TabAwnrma 2 (L

OcHoBHbIe mapamerpsl Tecra « TpoMGoprck»
IO OTHOIIICHHIO K HAPYIIECHUAM
B cucreMme nporenna C

Puc. 1. Koppeasnusa MeKAy pe3yAbTaATAMH TeCTa
«Tpombopuck» 1 akTHBHOCTBIO mpoTeraa C

200 7 koachduument Cnupmena KC = 0,47
180 - 3Haunmocts *P=0,03

160
140
120 y
100 -
80 y
60 y

Tpom6opuck, %
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T L L L L |
80 100 120 140 160 180 200
npotenH C, %

Mokasatensb | MpoteuH | Mpoteun | BAATP | BAKA | PANC
meToAa C S
nn 12 11 2 5 2
n 17 14 18
o 2 0 2 0
no 10 8 10
UM, % 86 85 100 71 100
CM, % 50 47 37 36 36
NUNP, % 60 55 10 26 10
NLOP, % 80 80 100 80 100
[Ipumeuanne. MII — HCTMHHO HOAOKHTEABHBIE
pesyapratsr; Al — AOKHOIIOAOKHITEABHBEIC PE3YABTA-
11; AO — AOKHOOTpHITATEABHBIC Pe3yAbTaThl; VT —
MCTHHHO OTPHIIATEABHBIE Pe3YABTATHl; UM — dyBcTBH-
TeApHOCTE MeTOoAd; CM — crenudpuyaHOCTD METOAR;
[THITP — mporaocTideckas [EHHOCTD ITOAOKHUTEABHO-
ro pesyaptata; [IIIOP — mporrocTideckas 1ieHHOCTD

OTPHUILIATEABHOI'O pE3yAbTaTA.

Kpome Toro, ans nwoboro Tecta Heobxopuma BHyTpunabo-
paTopHas Banupauus.

3AKNKOYEHUE

Takum 06pa3om, Ha OCHOBAHMM MOJIYYEHHbIX PE3Y/ILTATOB MOXHO
cyutatb TecT «TPOMOBOPUCK» YYBCTBUTENbHBIM U 3hheKTUB-
HbIM UHCTPYMEHTOM, MPUMEHUMbIM [ CKPUHUHIA Hapyle-
HUit B cucteme npotemHa C y peteit ¢ Tpom6o3om my6o-
KAX BEH, BO3HUKWMUM HA (OHE Tepanuu 3/10KayecTBEHHOro
HOBOOOpa3oBaHuA. [lporHocTuyeckas ponb AaHHOTO MeTo-
[a NpUMEHUTENbHO K MepuaTpuyeckomy Tpombo3y ocTaeT-
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BHeneyeHoYHaa NopTasbHas runepTeH3us y 60bHOro
NapoKCU3MaNnbHOU HOYHOM FreMorNoouHypuen

A. B. lexxeHkoBa?, 0. ®. Hukynuna?, H. B. LipetaeBa?, E. A. KuueHnko?, E. M. CbicoeBa?, E. A. JlykuHa*
T [emamonozuyeckull HayyHbil yeHmp, 2. Mocksa

2 Pocculickull HayyHbIl yeHmp xupypauu umeHu akademuka b. B. [lemposckozo, 2. Mocksa

Llenb cTatbu: oxapakTepu3oBath TPYAHOCTH AnddepeHUManbHON SUArHOCTUKM NAapOKCU3MabHOM HOYHO remorno6uHypum (MHT) u pa3sutus
penKoro TpOMOOTUYECKOTO OCTIOXHEHUA — BHEMEYEHOYHOW NOPTaNbHON rMNEPTEH3UM, OCTIOKHEHHON PELMANBUPYIOLMMY KENYROYHO-KULLEY-
HbIMU KPOBOTEYEHUAMYU, — a TaKKe TPYLHOCTU ONpeAeneHns onTUManbHoi nedeGHOil TaKTUKK B NOJOOHON CUTyauum.

OcHoBHble nonoxenus. MHI — pefkoe npuobpeTeHHOE KNoHanbHOe 3aboneBaHne cucteMbl KpoBu. OCHOBHBIMW XapaKTepuCTUKaMW Knac-
cnyeckon dopmbl MHI ABASIOTCA XPOHWUYECKWIA BHYTPUCOCYAUCTBIA FEMOMIN3 U BbLICOKAs 4acToTa TPOMOOTUYECKUX OCNOXHEHWiA, BEeAyLinX
K Heob6paTUMOMY MOPAXKEHMIO KU3HEHHO BaXHbIX opraHoB. CoBpemeHHas guarHoctuka MHI ocHoBblBaeTCs Ha MAEHTUhUKALUM NATONOMMYECKO
nonynALumM KNeTok ¢ feduumutom noBepxHOCTHbIX GPI-cBA3aHHbLIX 6€NKOB NOCPEACTBOM MPOTOYHON LUTOMETpUU. BHeApeHMe B KIMHUYECKYIO
NPaKTUKy MeTofa MMMYHO(eHOTUNpoBaHus kneTok MHI-KNOHa cylyecTBEHHO NOBbICUIO BO3MOXHOCTY AMATHOCTUKM 3TOT0 3aboneBaHus.

B KauecTBe KIMHWYECKOro npumepa CoxHoW auddepeHumnansHoit guardoctuku MHI npuogutcs onucaHue uctopun 6oNe3HU NaLUeHTKU
C TPOM6GO30M MOPTabHOI CUCTEMbI U BHEMEYEHOYHON NOPTaNbHON ruNepTeH3nel, 0CTOXHEHHON PELMANBUPYIOLMMY KENYAOYHO-KUILEYHbIMY
KpOBOTEYEHUAMU.

3aknioueHue. Mo3gHsas guardoctuka MHI accounnpyeTcs ¢ pa3BUTUEM TXENbIX TPDOMOOTUYECKUX OCNOXHEHMU, BEAYLMX K NOPAKEHUIO KNU3-
HEHHO BaXHbIX OPraHOB WAN CUCTEM OPraHOB, YTO MOXKET CTaTb OCHOBHOI KTUHWUYECKON Npo6aeMoil U NPUYMUHOI NeTanbHOro NCX0Aa.
Kntoyesbie c108a: NapoKCU3ManbHas HOYHAsA reMornobuHypus, aHeMus, TPOMOOLMTONEHUS, TPOMGO3 BOPOTHOI BEHBI, BHENEYEHOYHAs NOpPTab-
Has runepTeH3uns, CNNEHIKTOMMSA.

Extrahepatic Portal Hypertension in Paroxysmal Nocturnal
Hemoglobinuria: Clinical Case

A. V. Dezhenkova!?, 0. F. Nikulina?, N. V. Tsvetaeva!?, E. A. Kitsenko?, E. P. Sysoeva’, E. A. Lukina®
! Hematological Scientific Center, Moscow

2 B. V. Petrovsky Russian Research Surgical Center, Moscow

Purpose of the Paper: 1) To outline the difficulties of the differential diagnosis between paroxysmal nocturnal hemoglobinuria (PNH) and
a rare thrombotic complication — extrahepatic portal hypertension complicated by recurrent gastrointestinal hemorrhage, and 2) to describe
the difficulties in determining optimal treatment approaches in such situations.

Key Points: PNH is a rare acquired clonal blood disorder. The main characteristics of classical PNH include chronic intravascular hemolysis
and a high rate of thrombotic complications that lead to irreversible damage of vital organs. Nowadays, the diagnosis of PNH relies
on flow cytometry to identify the abnormal population of cells deficient in superficial GPI-anchored proteins. The implementation of
immunophenotyping of PNH clone cells into clinical practice has significantly improved the diagnosis of this condition.

Difficulties in the differential diagnosis of PNH are illustrated by a clinical case of portal vein thrombosis and extrahepatic portal hypertension
complicated by recurrent gastrointestinal hemorrhage in a female patient.

Conclusion: When diagnosed at late stages, PNH is associated with severe thrombotic complications that damage vital organs or organ
systems, which may become the main clinical problem and result in death.

Keywords: paroxysmal nocturnal hemoglobinuria, anemia, thrombocytopenia, portal vein thrombosis, extrahepatic portal hypertension,
splenectomy.

apoKcu3ManbHas HouyHas remornobuHypus (MHI) — pea-

Koe npuobpeTeHHOe KNOHanbHoe 3aboneBaHue cuUCTe-

Mbl KpoBU. OCHOBHbIMW XapaKTEPUCTUKAMU €ro Knaccu-
YecKoi (OopMbl ABNAIOTCA XPOHWUYECKUN BHYTPUCOCYAUCTbIN
reMofN3 M BbICOKAs 4YacToTa TPOMOOTUYECKUX OCIOXKHEHMUH,
B TOM YuCNe Bedyliux K HeobpaTUMOMy MOPAXKEHWIO KU3-
HEHHO BAXHbIX OPraHOB C pa3BUTUEM XPOHWUYECKOW Moyey-
HOW Hef0CTaTOYHOCTY, NIETOYHON TUNEPTEH3NKU, WULIEMUYECKON
3Huedanonatuu [3].

B ocHoBe nartoreHesa [MHI nexut comatuyeckas MmyTauus
X-CUenfeHHOro reHa, oTBeYalLWero 3a cuUHTe3 benka docda-
TUAMAMHO3UTONA MUKaHa knacca A, — PIG-A. 3TOT reH BxoauT
B COCTaB CneyuduYecKoil CTPYKTYpbl KNETOYHON MeMBpaHbl —
rukosundocharuaunnrosutonosoro (GPI) skops, GyHKUMM
KOTOPOTO BKJIOYAIT UKCALMIO WMPOKOFO CMEKTPA aHTUFEHOB
M peLenTopoB Ha MNOBEPXHOCTHOW MemOGpaHe knetok: CD55,
(D59, CD14, CD16, CD58 u ap. Cpean HuUx Haubonbluee 3Haue-
Hue umetot CD55 n CD59 — noBepxHOCTHblE GeNKu, KoTopble
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3aWMLaoT cOOCTBEHHbIE KNETKYU OT pa3pyLUuTENbHOTO feiCTBUS
cuctembl komnnementa. Otcytcteue CD55 n CD59 accoummnpyer-
€A C HapyleHWeM perynfLum CUCTeMbl KOMNJEMEHTa U pa3Bu-
TUEM XPOHUYECKOr0 BHYTPUCOCYAUCTOrO KOMMIEMEHTONOCPEO-
BaHHOro remonusa [11].

CoBpemeHHas auarHoctuka IMHI ocHoBbIBaeTCA HA WAEHTU-
(1KauMnM naTonorMyecKoit NonynAaunu Knetok ¢ peduuutom
NOBEPXHOCTHbIX GPI-cBA3aHHbIX GENKOB METO[OM MpPOTOYHOW
umtometpun. MmmyHotdeHoTMNMpPOBaHME KNeTOK nepudepuye-
CKOJ KpOBW NO3BONAET WAEHTUMULMPOBATL NATONOTUYECKYIO
CD55- n CD59-HeraTMBHYK MONYNALMIO, a TaKKe ONpeaenuThb
NPOLLEHT NAaTONOrMYECKMUX KNETOK U BENIUYUHY OTAENbHBIX CyOno-
NyNALUA 3pUTPOLMTOB C PasNnyHOi cTeneHbio feduumta GPI-
CBA3aHHBbIX GenKoB.

JlabopatopHas KaptuHa [MHI xapakTepusyeTcs cumnToMa-
MU TeMONIUTUYECKON aHEMUM C PETUKYNOLMTO30M, CHUXKEHUEM
KOHLEHTPALMKU CbIBOPOTOYHOMO ranTornobuHa W NoBbILEHUEM
aKTMBHOCTM nakTatgernpporeHassl (JIAI) cbIBOPOTKM KpoBU
[9]. KnuHnyeckn pa3BuTue BHYTPUCOCYAUCTOTO reMosin3a, Kak
npaBuI0, CONPOBOXAAETCA PE3KOII CNaboCTbio, OAbILKON, CEpA-
Lieb1eHneM, NOBLILEHWEM TEMMEPATYPLI TENIA BO BPEMS FEMOU-
TUYECKMX KpW30B. [1aTOrHOMOHUYHbIA npusHak MMHI — noasne-
HMe MOYM YepHOrO LiBETa, YTO CBA3AHO C MPUCYTCTBMEM B MOYe
NPOAYKTOB pa3pylieHus 3pUTPOLUTOB — reMornobuHa u remo-
cupepuHa. 31oT eHOMeH OTMEeYaeTcs, Kak NpaBwuno, B YTPeH-
HWe yachl, TaK Kak BO BpeMs CHa HacTynaet (M3nMonornyeckui
auMpao3, cnocobCTBYIOWMUIA aKTUBALMM CUCTEMBI KOMMIEMEHTA.
Bmecte ¢ TeM remMormoOMHypus He sBAseTCs 00s3aTeNbHbIM
BU3yasibHbIM CMNTOMOM 3ab0NeBaHus.

TunuyHoe KnuHuyeckoe nposieneHue MHI — abpoMuHaNb-
Hble 60U PA3/IMYHOI IOKANU3aLUM U UHTEHCUBHOCTH, KOTOPbIE,
Kak npaBuno, HabJAAI0TCA B NEPUOL, FTEMONIUTUYECKOTO KpH3a.
MaToreHe3 6oneil B XKMBOTE CBA3bIBAIOT C NPeXofALLel Nemmnei
TKaHel KMWeYHUKa, pa3BUBaloLLEiCs BCeACTBUe cna3ma u/unu
TPOMOO30B MENKMUX Me3eHTepuanbHbIX cocynos [2].

Tpom603bl, Yalye BEHO3Hble, PeXe apTepuanbHble, ABNAIOT-
€A xapakTepHbiM ocnoxHeHwem [MHI u moryt npuBoauTb K
pa3BUTUIO XPOHWUYECKOW MOYEYHO! HEefOCTAaTOYHOCTH, Neroy-
HOM rUNepTeH3uW, BHYTPU- WM BHENEYEHOYHON NOPTaNbHOW
TUNepTeH3Mn, XPOHUYECKON UweMun ronoBHoro mosra [7, 12].
B natoreHese TpoOMOOTUYECKUX OCTIOKHEHUIA BAXKHYIO POIb Urpa-
€T BHYTPUCOCYAWCTBIN TeMOnn3, Npu KOTOPOM B LMPKYyAALMIO
BbIXOAUT CBOOOAHbIN reMorno6uH, OKa3biBaloLWMA TOKCUYECKOe
AeiCTBME Ha 3HAOTENNIA COCYAOB W MOBEPXHOCTHbE MeMOpaH®
KneTok kpoBsu. Mospexaatowyme 3 dekTsl cBOHOJHOTO remorno-
OMHa U NPOAYKTOB €ro paclienneHus HeWTpanusylTcs OKCU-
LOM a30Ta, KOTOpbIA BOCCTaHaBnMBaeT okcodeppun-thopmy
remornobuHa (rem-Fe(IV)=0) po HeTOKCMUYHOI OKMCIEHHOM dop-
Mbl — rem-Fe(III) [4]. B cdu3mnonornyeckux ycnoBusx OKCUE
a30Ta NpoAyLMpYeTCs KNeTKaMu COCYAUCTOro 3HAOTENUSA 1 obna-
[aeT aHrMonpoTekTUBHbIMKU 3hdeKTaMu: Bbi3blBAaET Ba30LM-
narauuio, NpensTCTBYET arperauuu TPOMOOLMTOB U ajresuu
HeNTPOPUNOB K 3HAOTENManbHbIM KneTkam. B skcnepumenTe
UCTOLEHME 3aNacoB OKCMAA a30Ta acCOLMUPYETCA C BAa3OKOH-
CTPUKLMEN, aKTUBAL el TPOMOOLUTOB U aare3ueit HenTpodbuios
K 3HpoTenuio [1], 4o, NO-BMAMMOMY, MHOTOKPATHO MOBbILAET
PUCK pa3BUTUs TPOMBOTUYECKUX OCNOKHEHUI y 6osbHbIX MHT.

Mo paHHbIM NUTEpPATYPHI, Npu Knaccuyeckoit opme MHT Tpom-
60TMYECKME OCNOXKHEHUs B 37% Cyd4aeB HabnofaloTcs B Teye-
Hue 10 neT nocne yctaHoBneHus puarHosa [10]. Jlokanusauus
TpoM6030B XapakTepusyetcs 6onbliMM pasHoobpasnem: oTMe-
YalT TpoMbO3bl COOCTBEHHbIX BeH neyeHn (cuHApom bapaa —
Kuapu), HuxXHeil nonoit BeHbl, NoOpTanbHOW cucTemsl (cenese-

HOYHOIA, BOPOTHOM, GPbIXKEEYHbIX BEH), COCYAOB NErKUX, NOYeK
1 ronosHoro mo3ra [5, 7, 9]. Mo faHHbIM 3NMAEMUONOrUYECKUX
nccnefoBanui, ot 40% po 67% netanbHeix ucxonos npu MHM —
CNefCTBUE UMEHHO TPOMBOTUYECKUX OCNOXKHEHUI [6, 8, 12].

Llenbto cTatbu sABASETCA ONMUCAHMUE UCTOPUM GONE3HU nauu-
eHTkn C. KaK KNMHMYecKoro npumepa cnoxHoi auddepeHum-
anbHoM amnarHocTuku MHI 1 passuTUS pefKoro TpoMGOTUYECKO-
r0O OCNOXHEHNA — BHEMEYEHOYHON NOPTaNbHOW rMNepTeH3uny,
OCNIOXHEHHON peunanBUPYIOWMMU KENYAOYHO-KULLEYHbIMK
KpPOBOTEUEHUAMU, — a TaKKe TPYAHOCTU OMpepeneHus ontu-
MaNbHOI eyebHOI TaKTUKN B NOJOOHON cUTyaLuK.

KNUHWYECKUN NPUMEP

Mayuermka C., 1988 roga poxaeHus. M3 aHamHe3a U3BECTHO,
YTO CMMNTOMbI aHEMUW BNepBble NOABUANCH Y 6ONbHOI B BO3-
pacte 17 net (2005 r.); Torfa npu 06CNeLOBAHUN BbISBUAN NaH-
uutoneHuto (remornobun (Hb) — 52 r/n, aputpountsl — 1,0 x
10%2/n, TpomboLnTH — 26,0 x 10°/n, neitkountsl — 2,0 x 10°/1)
U CHUXEHUE KNEeTOYHOCTU KOCTHOTO MO3ra C YrHETEHWEM BCeX
POCTKOB KPOBETBOPEHMA MO LAaHHbIM MUenorpammsl. bonabHom
OblN1 yCTAHOBNEH AMATHO3 MLMOMATUYECKO annacTUYecKoil aHe-
MUY U Ha3HaYyeHa MMMYHOCYNpeccuBHas Tepanus (LMKI0CNOpUH
A (CsA) 325-400 mr/cyT) B cOYeTaHWUU C NOJKOKHbLIM BBEAEHM-
€M pPeKoMOWHAHTHOTO YesoBeyeckoro 3puTponoatuHa (pu3ro)
B fo3e 10 000 ME 3 pa3a B Hepento. B Teyenne nocnepymowmx
nosytopa neT COCTOsHWe GO0JbHOW OCTaBanoOCh CTABUIbHbLIM,
OAHAKO Ha (hoHe NeyeHMs npousolwna npubaska seca B 20 Kr.
B ceHTs6pe 2007 r. 6onbHas nepeHecna NpucTyn ocTpbix boneil
B XWBOTE, CONPOBOXAABIUNXCA NMXOPAAKON, TOWHOTON U PBO-
TOA, 4TO ObINO PACLLEHEHO KaK TOKCUYECKUI TenaTuT, CBA3aHHbIi
c npuemom CsA, ¥ MOCNYKUNO OCHOBAHUEM ANA CHUXKEHUS [O3bl
npenapata. B aHanu3ax KpoBWM cOXpaHsnach TPexXpOCTKOBas
uutonenus (Hb — 65 r/n, aputpoumntsl — 2,05 x 10%2/n, Tpom-
6oumntel — 65,0 x 10°/n, neitkouutsl — 3,3 x 10%/n).

B 2008 r. GonbHas BnepBble npowna obcnegoBaHue
B lematonornyeckom HayyHom ueHTpe (FHL), roe Gbinn BbisiB-
neHbl nabopatopHble npusHaku MHI: Kymbc-HeratuBHas remo-
NUTUYeCKas aHemMus ¢ peTukynountozom 50—-60%o, NoBbIlWEHNE
KoHueHTpauuu JIAT no 3700 Ep/n, Hanuume remocupepuHa B
MOYe U monoxuTenbHas npo6a Xama. Ha ocHOBaHMM pe3ynb-
TaToB 00CNefoBaHUA M [JaHHbIX aHamHe3a Obll YCTaHOBJEH
LMAarHo3: «annacTuyeckas aHeMus C CUHAPOMOM MApPOKCU3-
MaNibHO HOYHOI reMorno6uHypumn». OfHAKO HENb3s C yBepeH-
HOCTBIO UCKNIOYUTL runonnactuyeckuii BapuaHt MHI. Jleyenune
CsA 6bno npekpaweHo. C 3Toro BpemeHM GONbHOI NpPOBO-
OUNUCb 3aMecTuUTenbHble remoTpaHcdy3um c yvactoTtoin 1 pas
B 4-6 mecaues; sefeHue py3N0 npogonmkanock go 2010 r.
1 B Nociefytoliem Oblo OTMEHEHO.

B 2009 r. (8 Bo3pacTe 21 rofa) npu nnaHoBoM 06CNef0BaHUM
BMepBble OblIN BbIsBNIEHbI MPU3HAKW NOPTANbHON TUNEPTEH3NUU:
cnneHomeranus (+2-3 cM HUXe Kpas pebepHoii ayru), Bapu-
Ko3Hoe paclwupeHue BeH (BPB) nuwesopa u xenypka 2-it cte-
neHu. Mpu onnaepoBCKOM UCCNe[0BaHWUM KPOBOTOKA B COCYAAX
NOpTaNbHOM CUCTEMbl GbiNa BbIBEHA KApTMHA KaBepHO3HOI
TpaHChOpMaLLMM BOPOTHO BEHbI.

B 2010 r. 3aboneBaHue BnepBble OCIOXKHUNOCH PA3BUTUEM
KEeNyA0YHO-KUWEYHOr0 KPOBOTEYEHMSA, UCTOYHUKOM KOTOPOro
sasunocs BPB nuwesopa u xenyaka. KposoTeyenue He ypa-
JIOCb OCTAHOBUTb KOHCEPBATUBHbLIM MyTeM, U GONbHON 6bINO
NpoBefeHO XMPYPruyecKoe neyeHne: NanapotToMus 1 ractpoTo-
MUA C NPOLWWBAHMEM BAPUKO3HO-PACILMPEHHbIX BEH MULLEBOSA
u Kenyaka. locneonepauynoHHbI Nepuof NpoTekan Maako,
NPOBOAMANCL 3aMeCcTUTeNbHble remoTpaHcdy3uu. B TeyeHnue
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nocnegywwmux 2 net 6onbHas cocTosna noj AUHAMUYECKUM
HabMofleHMeM remMaTofora no MeCTy XKWUTeNbCTBa, Cneuuanu-
ctoB HL v nopTanbHbIXx Xupypros. Yacrtota remMonuTU4ecKux
KPU30B M MOTPEOHOCTb B reMoTpaHCdy3usx He NpeBbilana
2-3 pas B rof.

B nioHe 2011 r. npou3owen peLnanB XKeaynouyHO-KULLIEYHOTO
KpoBoTeyeHUs co cHkeHnem Hb go 55 r/n. Mo faHHbIM racTpo-
CKOMWUU, UCTOYHUKOM KPOBOTEYEHUS CYXKUAN MHOXKECTBEHHblE
3po3un cnu3ncTon 06onoyku xenyaka. KposoTeueHue 6bino
KYNUPOBAHO KOHCEPBATUBHbLIM MyTeM — TPaHCPY3UAMU CBEXKE-
3aMOPOXEHHO NNa3mbl, OTMbITbIX 3PUTPOLUTOB.

B uione — asrycte 2011 r. 6oabHas Haxoaunacb Ha nia-
HoBOM ob6cnefoBaHun U nedeHun B THL. B aHanuse kposu:
Hb — 85 r/n, aputpountsl — 3,25 x 10%/n, TpombOLUUTE —
48,0 x 10°/n, neiikountsl — 2,9 x 10°/n; CLIBOPOTOUHbIE NOKa-
3arenu obmeHa xenesa: hepputuH — 18,8 MKr/n (npu Hopme
40-80 MkKr/n), xeneso — 8 Mkmonb/n (10-21 mkmonb/n),
obwasn KenesocsAsbiBalowas CnocobHOCTb — 77 MKMONb/N
(40-70 mKkMonb/n), HacblleHWe TpactheppuHa xenesom — 12%
(25-35%), TpaHcdeppuH — 2,65 r/n (2,55-2,65 r/n).

Ha ocHoBaHuu pe3ynbTaToB 06CnefoBaHUA U NPUCTPACTHOTO
aHanM3a aHaMHeCTUYeCKUX AaHHbIX Obln cchopmynupoBaH Aua-
rHo3: «[lapokcu3manbHas HouHas remorno6uHypus. Tpom6o3
nopTanbHON cucTeMbl (BOPOTHOM BeHbl, 30Hbl KOH(JOEHC],
AMCTaNbHbIX OTAENOB CENe3eHOYHON W BepxHeil OpbiKeeyHOIl
BeH). BHeneueHoyHas nopTtanbHas runepreH3na: crjeHoMme-
ranus, UMMyHHas LMTONEHUs, BapUKO3HOE pacliMpeHue BeH
NULLEBOAA U KeNyaKa 2-i CTeNeHU C peLMauBUPYIOLMMU XKeny-
LOYHO-KULWEYHbIMU KpoBOTeueHUsMU. CocTosiHME Nocne racTpo-
TOMUM C NPOWIMBAHMEM BAaPUKO3HO-PACLIMPEHHbIX BEH XKENyAKa
W HUXHel TpeTn nuweBopa (28.03.2010). NMoctremopparuyeckas
xenesofeduUNTHAA aHEMUAY.

06cyxpancs BONpoc 0 HEOOXOAMMOCTU MOBTOPHOTO XMPYp-
TMYEeCKOro NleyeHus Ans npodUnakTUKU peLMauBOB KpoBOTEYE-
HUI U3 BapMKO3HO-PACIIMPEHHbIX BEH. YUUTbIBAsA BbICOKMIA PUCK
MHTpa- W NOCNeonepaLnoHHbIX OCNOXHEHUI (reMoin3, TPOoM-
603bl U KpoBOTEYEHME), OT NPOUNAKTUYECKOTO ONEPaTUBHOIO
neyeHns 6biN0 peleHo Bo3aepkatbcs. bbinu pekoMeHZoBaHbI
cMMnTOMaTUYecKas Tepanus, 3aMecTUTeNbHble reMoTpaHcdy3nm
npu Hb menee 70 r/n, AMHamuyeckoe HabnwofeHue cneuma-
JINCTOB KIMHUKM opcaHHbix 3abonesanuit THL, u noptans-
HOro Xupypra.

C auBapa 2012 r. yacToTa reMoAUTUYECKUX KPU30B MocCTe-
NeHHo Hapocna Ao 1 pasa B 2-3 Mecila C MaKCUMasbHbIM
cHwkennem Hb po 50 r/n, yTo noTpeb6oBano MHTEHcUdUKALUM
peX1Ma 3aMeCTUTeNbHO reMoTpaHCcdy3noHHOM Tepanuu.

B HosOpe 2014 r. pa3BuCA 04epeHOi IMNU30L KeNyLOYHO-KU-
LIEYHOTO KPOBOTEYEHMS, UCTOYHUKOM KOTOPOro OblIM BapuKO3-
HO-paClUMpeHHble BeHbI NuweBoaa. Mo 3Tomy nosogy Gbl10 Npo-
BEAEHO WX 3HOOCKOMUYECKOe NUrMpoBaHue. B aHanu3ax Kposu
OTMeYeHO MoCTeneHHoe yrybaeHne TPOMOOLUTONEHUN U NIeiiKo-
nexuu (TpomboumuTel — 25,0 x 10°/n, neiikountel — 1,5 x 10°/1).

B deBpane 2015 r. 6onbHas 6bi1a BHOBb rOCNMUTANN3MPOBaHa
B MHL, ons onpeaenexus neyebHo TaKTUKK.

Mpu NoCTyNNeHUU B KNUHUKY: COCTOSHUE CPefHeil CTeneHu
TAXECTU, CAaMOYYBCTBUE OTHOCWUTENIbHO VOBETBOPUTENbHOE.
MauueHTka noBblWeHHOro nuTaHua (poct — 168 cM, Bec —
78 Kkr). CnoHTaHHbIA remopparnyeckuini CUHAPOM OTCYTCTBYET.
WmetoTcs renatomeranus (+1 cM Huxe kpas pebepHoii gyru),
cnneHomeranus (+8 cM Huxe kpas pebepHoit fyru). B aHanu-
3ax kposu: rny6okas aHemus (Hb — 60 r/n, aputpountsl —
2,0 x 10%/n), TpombouuTonenus (25,0 x 10°/n), neitkoneHus
(1,3 x 10°/n), runepbunupybuHemus (obwuii GUAUpYOUH —

61,0 mMkmonb/n, HenpsMoil GUAMpY6uH — 51,0 MkMonb/n),
u3onupoBaHHoe nosbiweHne ACT go 2,5 Hopmbl (go 100 En/n),
nosbiweHue JIAT no 9 Hopm (o 3500 Ea/n). B koarynorpamme
oTMeYeHa TeHAeHumMs K runokoarynauum: AYTB — 40 ¢, runo-
npotpombuHemus (55%). MmmyHodheHOTUNMPOBAHUE KNETOK
KpOBM BbiABMNO Hanuuune MMHI-KnoHa cpeau 3puTpPOLMTOB, rpa-
HYNIOLUMTOB U MOHOLMTOB: 3puTpoLMTLI I TUNA (HOpManbHas 3Kc-
npeccus CD59) coctaBunu 50%, II Tuna (4actmuHblit geduuyut
CD59) — 5,6%, III Tuna (nonHoe otcytcTBue CD59) — 44,4%;
MoHouuTsl ¢ geduuutom FLAER/CD14 — 98,5%, rpaHynouuTs
¢ peduuntom FLAER/CD24 — 98%. B nyHKTaTe KOCTHOro Mo3ra
06HapyeHo paclumpeHue aputpougHoro poctka (55%) c mop-
tonornyeckMmm NpusHakamu AM33puTpON033a, B TpenaHobuo-
nTate KOCTHOTO MO3ra — MOP(ONOrnyeckas KapTuHa ymepeH-
HOW rMNONIa3nmn KPOBETBOPEHUS C PACLIMPEHUEM IPUTPOULHOTO
pocTka. Y3/ opraHoB 6piolWHOM NONOCTU NOATBEPAUIO HANUYUE
KaBepHO3HOII TpaHChopMaLmMM BOPOTHOI BEHbI U CNNEeHOMera-
num (195 x 72 Mm), cene3eHoYHas BeHa He BM3yann3npoBanach.
Mo paHHbIM 330¢baroractpopyoneHockonun — BPB nuwesoaa
1 Xenyaka 3-i cteneHu, KatapanbHblii racTpuT.

Mo nonyyeHHbIM JAHHBIM, HA MOMEHT 006CNEefOBaHUsA Begy-
Weit kKnuHUYeckoit npobnemoit y 6onbHol MHI ABnsnach BHe-
neyeHOYHas MopTanbHas rUMNepTeH3us B pesynbrate TPOMOO-
3a nopTanbHoil CUCTeMbl, pa3BuBlierocs 6onee 5 neT Hasaj
(BeposTHO, B 2007 T., KOrAa MMen MecTo 3M130[ OCTPbIX 6oneit
B XWBOTe). BHemeyeHouHas nopTanbHas runepTeHsus u ee
OCNOXHEeHUA — peLuanBUpYIoLMe KPOBOTEYEHNA U3 BapUKO3-
HO-paclIMPeHHbIX BEH NULLEBOAA U KenyAKa Ha GoHe rmyboKoi
TPOMBOLUTONEHUN U TUNONPOTPOMOUHEMUN — NpPEeACTaBAfNM
OCHOBHYIO yrpo3y Ans Xu3HW 6onbHoi. C OfHONM CTOPOHBI,
JaHHaA CUTyaLWs CRyxuna nokasaHWem ANs XUpYpruyeckoro
fleYeHUss MOPTaNbHONM TUNEepPTEH3UU: CMNEHIKTOMUMU C MOBTOP-
HOW racTpoTOMMei U NPOLMBAHUEM BapUKO3HO-PACLIUPEHHbIX
BEH XesyaKka M HUXKHEN TpeTu nuiesofa Ans npobunakTuku
peunanBOB NULLEBOSHO-XENYAOUHbIX KpoBoTeyeHuit. C apyroi
CTOPOHbI, NPOBEAEHNE CMIEHIKTOMUM C BO3MOXHbIM nocnepy-
OWMUM Pa3BUTUEM MOCTCMIEHIKTOMUYECKOrO TpOMOOLMTO3]A Y
naunentku ¢ MHI — pononHuTeNnbHbI HAKTOP pUCKa pa3BUTUSA
TPOMOOTUYECKUX OCTIOXKHEHUI, B TOM YUCIE B paHHeM nocne-
onepayuoHHoM nepuofe. PelweHune o TakTUKe NeyeHus 6ONbHOIA
ObI0 NPUHATO KOHCUIIMYMOM CMeLManucToB — reMaTosnoros,
XMpYpros, aHecTe3unonoros-peaHumaronoros MHL, n noptanbHbIx
xupypros Poccuitckoro Hay4HOro LieHTpa XMpyprum UMeHn aka-
pemuka b. B. Metposckoro (PHLX um. akaa. b. B. Metposckoro):
MO XXU3HEHHbIM MOKa3aHWUAM HEOOXOAMMO XMUPYPruYecKoe neye-
HWe C npoBefeHMeM cepuu TpaHCdy3uii 3pUTPOLMTOB Ans
VYMEHbLUEHWUS NaTONOrNYECKOr0 KIOHA B KAYeCTBE NOATOTOBKN K
onepaTMBHOMY BMelaTenbCTy. bonbHO 6bIN0 TpaHCdy3npoBa-
HO 2000 Mn 3pUTPOLMTHOM MACChbl, YTO NPUBENO K YMEHbLIEHMIO
naTtoaornyYecKkoro KnoHa aputpouuntos ¢ 50% o 25%.

Onepauus CNNEH3KTOMMM, COYETaHHas C racTpoToMuen
¥ NPOLMBAHNEM BAPUKO3HO-PACLIMPEHHbIX BEH XeNyaKa U HUX-
Hel TpeTu NuieBofa, a TakKe C AMarHocTM4Yeckon Guoncueit
neyeHu, 6bina BbimonHeHa 30.03.2015. [lposepeHue onepa-
TUBHOTO BMeLATENbCTBA ObIIO COMPAXKEHO CO 3HAYMTESNbHbI-
MU TEXHUYECKUMU TPYLHOCTAMU, OOYCNOBAEHHBIMU CMAEYHbIM
npoLeccoM nocie npepbiayllei N1anapoToMumK, Maccoi MenKux
1 KPYMHbIX PaclUMPeHHbIX BEHO3HbIX COCYA0B — Konnatepanei,
NOBbILEHHOW KPOBOTOUMBOCTbIO TKaHeil. 06was kposonoTeps
coctaBuna 4000 mn. B pesynetate onepauuu Gbina yaaneHa
ceneseHka maccoit 900 r n pasmepamm 18 x 12 x 6 cMm.

Mpn rUCTONOrMYECKOM WCCNefOBAHUM TKAHW YOANEHHO
ceneseHKu Oblna BbisiBNEHa KAapTUHA GUOPOKOHTECTUBHOI cene-

54| DOctOV.Ru |

Hematology No. 5 (122) / 2016



TEMATOAOTHUA |

3€HKM, B GuonTate neyeHn oGHapyKeHbl yMepPeHHbIe AUcTpodu-
YecKue N3MeHeHus.

PaHHMI nocneonepauMoHHbBIA NepuofS OCNOXHWUACA pas-
BUTUEM [ABYCTOPOHHEN HUXHELONEBO! NAeBPOMNHEBMOHUM.
BonbHas nonyyana nedyeHue aHTMbGaKTepuanbHbIMKM Npenapa-
Tamu (LedTpMaKCOH) U NPOhUNAKTUYECKYIO AHTUKOATYNAHT-
Hyto/aHTUarperanTHylo Tepanuio (HU3KOMONEKYNApHblE rena-
puHbl (HMT) B no3e 0,8-1,2 mn/cyT u knonugorpen 75 mr/cyt)
noA KoHTponeMm Koarynorpammbl (AYTB, aHTU-Xa-aKTMBHOCTb)
1 Tpombo3nactorpammbl. POBOAMANCH TaKKe 3aMeCTUTENbHbIE
TpaHcdy3uM 3pUTPOLMUTHON Macchl M pacTBopa anbOymuHa,
meTabonuyeckas Tepanus BuTamuHoMm B, donuesoit kucno-
Tol, ButamuHom E. Ha coHe neyenns Hb crabunusmposancs
B npegenax 90-100 r/n, uncno TpomMOGOLMTOB M NENKOLUTOB
NOBbICUIOCh 1O HOPManbHbIX 3HaueHuit (340,0 x 10°/n u 4,0 x
10°/n cOOTBETCTBEHHO). HOpManu3oBanoch cCofepxaHue CbiBo-
poTo4YHoro 6unMpybuHa, akTueHocTb JIAI cHu3unach ¢ 3500
no 2000 Ea/n.

Yepes 3 Hegenu nocie onepayum nayMeHTKa B OTHOCUTENbHO
V,OB/IETBOPUTENILHOM COCTOSHWUM Oblna BbIMMCaHa Ha ambyna-
TOpPHOE JleyeHue NOA HabAAEHUEM CMeLUanuCToB KIAMHUKMK
MHL, noptanbHoro xupypra PHUX vnm. akag. b. B. MetpoBckoro
W remaronora no Mecty xutenbctsa. Eit Gblno pekoMeH[0BaHO
NPOAOKUTE NPOBUNAKTUYECKYID aHTUKOArYNAHTHYIO Tepanuio
HMT (0,4-0,8 mn/cyT) 1 3amecTuTenbHble TPAHCHY3UN OTMBITbIX
3pUTPOLMTOB Npy cHMxeHuu Hb fo 65-70 r/n.

Ha MOMeHT NOAroTOBKM CTaTbi Nepuog HabnoaeHns 3a 60nb-
HOW mocne OrnepaTMBHOMO JIEYEHWS MOPTANbHON FUNEPTEH3UN
cocTaBnsier 8 mecsues. CocTosHMe U CaMOYyBCTBUE BONbHOI
OTHOCUTENbHO VAOBNETBOPUTENbHbIE. 3@ YKa3aHHbI nepuop,
nauueHTKa NepeHecna OAWH FeMOJUTUYECKUIA KPU3 C MaKCU-
ManbHbIM cHueHnem Hb fo 70 r/n, notpeboBasLmii nposeae-
HUA 3aMeCcTUTeNbHbIX remoTpaHcdy3uit. Kpome atoro cnyyas, Hb
CTabunbHO HAXOAMTCA Ha ypoBHe 90 r/n. Yucno TpombouuTOB
W NEeNKOUMTOB B npefenax HopMaibHbIXx 3HaueHuit (280,0 x
10°/n v 3,8 x 10°/n cooTBETCTBEHHO). [aLuMeHTKa npogosKaeT
nofyyartb aHTMKoarynaHTHylo Tepanuio HMI B npodunaktnye-
CKoW jo3e.
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bubauorpaduyeckas ccbiaka:

3AKJIDYEHUE

Y nauueHTkM ucxopHo (¢ 17 neT) umena Mecto annactuye-
cKas aHemua ¢ TpaHcchopmaumen B MapoOKCM3ManbHYI0 HOYHYIO
remornobunypuio (MHT) wan, ucxoas U3 [aHHbIX aHaMHes3a,
Habntopancs runonnacTuyeckuii BapuakT MHI. Ha doHe ummy-
HOCYNpecCUBHON Tepanuu LUKNOCMOPUHOM A U ANUTENbHOrO
BBEAEHMA PEKOMOMHAHTHOrO YeN0BEYECKOTO 3PUTPOMO3TUHA
y 6onbHOI pa3Buicsa TpoM603 NOPTANbHON CUCTEMbI — BOPOT-
HOW, Cene3eHOYHON U BepxHeil OpbIKEEYHO BeH, — KOTO-
pblii MpUBEN K Pa3BUTUIO KOAJATepaNbHOro KpoBOOOpalyeHuns
M BHEMEYEHOYHOW MOPTaNbHONM rMnepTeH3nn, OCNOXHUBLIEACA
peLnanBUPYIOLMMY XKENYA0UHO-KULEYHbIMU KPOBOTEYEHUAMM.
MocnepHue, B CBOK OYepedb, CMOCOOCTBOBANU BTOPUYHOMY
HapyleHUIo 3PUTPON033a BCIEACTBUE Pa3BUTUS abCOIOTHOIO
peduumnTa xenesa. He ncknoyeHo, 4to ycuneHue TpaHcdysu-
OHHOI1 3aBucumocTn B 2012—-2014 rr. GblNO CNEACTBUEM CKpbI-
ThiX KPOBOMOTEPb M3 XeNy[O4YHO-KULWEYHOro TpakTa Ha (oHe
nopTanbHOW racTpo- M KONONATUW, CBOWCTBEHHOW 6GONbHbIM
C BbIPAXEHHOW MOpTanbHOW runepteH3uneit. B nonb3y paHHo-
ro NPeAnosoXeHUs CBUAETENbCTBYET nabopaTopHas KapTuHa
UCTUHHOTO flenLMTa XKene3sa, B TO BpeMsA KaK Ha NPaKTUKe CHU-
XXeHWe remornobrHa paccMaTpuBanoCh TONbKO KakK NposiBneHue
reMosMTUYEeCKOro npoLecca.

TpyaHoOe pelieHne 0 HEOOXOAMMOCTU MPOBEAEHNA XUPYPru-
YeCKOro neyeHUs MOPTaNbHONM runepTeH3nn (CnaeHIKToMuUm)
6a3npoBanocb Ha MOHWMAHWUK TOTO, YTO OYepeAHOe KpoBoTe-
YeHMe U3 BapUKO3HO-PACLIMPEHHbIX BEH MULLEBOAA U KenyaKa
y NauMeHTKM ¢ my6oKoi TpoMGOLMTONEHMEI U TUNONPOTPOMOU-
HeMueil MOXeT OKa3aTbcs thaTtanbHbiM. [pu BbIGOpe Mexay onac-
HOCTbIO N1€TaNbHOr0 UCXOAA BCNEACTBUE XKeNyA0UHO-KUILEYHOTO
KPOBOTEYEHUS U PUCKOM HOBbIX TPOMOOTUYECKUX OCIOKHEHUI
Y CNNEHIKTOMUPOBaAHHOI GonbHoi MHI yawa BecoB ckaoHMAaCh
B MOAb3y XMpypruyeckoro nedyenns. OTHOCUTENbHO MNafKUN
nocneonepaLMoHHbI Nepuos 1 pe3ynbTatbl JUHAMUYECKOro
HabnlofeHus 6GONbHOI B TeYeHWe MoCnefyllWmUx 8 Mecsles
OMpaBAany HalW OXMAAHWA U NO3BONAIOT fieNaTb OCTOPOXKHbIE
ONTUMUCTUYHbIE NPOTrHO3bl HA (hOHE NPOdUNAKTUYECKOW aHTK-
KOarynaHTHOW Tepanum.
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MpUHLUKMNBI aHECTe3UoIorMYecKoro obecneyeHus
MaJIOMHBA3UBHbIX Npoueasyp v AeTen
C remMaTtosiorMYyecKumu 3aboneBaHuaAMHU

10. . OBcAHHUKOB?, B. B. LLlykun?, E. A. CnupuponoBa?, M. A. }apkos®
lweaepaﬂbelﬁ HGy’-/HO-KﬂUHU‘IeCKUﬁ yeHmp demckoli 2emMamaoJsioeuu, OHKoJ1I0euU U UMMyHos1I02UuU UMeHU ,ﬂMUmpuﬂ Pozayesa, 2. Mocksa

2 Mockosckuli 2ocyoapcmsetHblli Meduko-cmomamosioeuyeckuli yHusepcumem umenu A. U. Esdokumosa

Llenb pa6oTbl: 0603HaYeHMe NPUHLMNOB aHECTE3MONOTNYECKOTO 06ecneyeHus ManouHBa3UBHbIX BMELATENbCTB Y NALUEHTOB ETCKOTO BO3-
pacTa c rematonoruyeckumu 3a6oneBaHuAMM.

OCHOBHble NONOXKEHUA. [laHHble MPUHLMMbI NIeXaT B OCHOBE MPOTOKONOB aHECTE3UONOrMYECKOro obecrneyeHns ManoMHBa3MBHbIX BMeLUa-
TenbCTB, NpUHATLIX B PIBY «PHKLL peTckoit remaTonoruu, oHKONOrUK U UMMYyHONOTUK UMeHN [muTpus Porayesa» Munsgpasa Poccuu. Cratbs
WNTIOCTPUPOBAHA KJIMHUYECKUM NPUMEPOM NpeAonepaLnoHHoOro 06cnefoBaHUs U aHecTe3noNornyeckoro obecneyeHns pebeHka c remopparu-
YecKoi TpomMbouMUTONATHEN: COYETAHHBIM AePULUTOM MIOTHBIX U O-FPaHyN TPOMGOLMTOB.

3aknioueHue. ManonHBasuBHble NPoOLEAYPb Y [ETel C reMaTonornyeckumm 3a6onesaHusAMN ClefyeT NPOBOAUTL B COOTBETCTBUM C MPUHSATBIMU
MPOTOKONAMK U pernamMeHTaMu aHecTe3nonoruyeckoro obecneveHns. Heobxoanmbl AanbHeiwas pa3paboTKa U YTOUHEHME CyLLeCTBYIOWMUX
NpPOTOKOJI0B BeAeHWs NaLMeHTOB AaHHOW rpynmbl.

Knioyessie cnosa: aHecTesnonornyeckoe nocobue, BHYTPUBEHHAA aHECTE3Ns, FeMOPPArnyYeckuii CUHAPOM, MHTANALNOHHARA aHecTe3ns, NHTyba-
LiMA TpaxXeu, MasOMHBA3MBHble BMELIATENbCTBA, TPOMOOLUTONEHMS.

Principles for Providing Anesthesia to Pediatric Patients

with Hematological Disorders During Minimally Invasive Procedures
Yu. G. Ovsyannikov?, V. V. Shchukin?, E. A. Spiridonova?, P. A. Zharkov!

T Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

2 A. I. Evdokimov Moscow State University of Medicine and Dentistry

Objective of the Paper: To outline the principles for providing anesthesia to pediatric patients with hematological disorders during minimally
invasive procedures.

Key Points: These principles were used as a basis for anesthesia protocols for minimally invasive procedures. The protocols were implemented
at the Federal State Budget-Funded Institution Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology
and Immunology Ministry of Health of Russia. This paper also includes a description of a clinical case: a pre-operative examination and the
delivery of anesthesia to a child with hemorrhagic thrombocytopenia, a concurrent deficiency of dense and alpha-granules of platelets.
Conclusion: In pediatric patients with hematological disorders, minimally invasive procedures should be performed in accordance with
approved protocols and regulations for anesthetic services. Management protocols currently available for this patient population should be
further developed and refined.

Keywords: anesthesia services, intravenous anesthesia, hemorrhagic syndrome, inhalation anesthesia, tracheal intubation, minimally invasive
procedures, thrombocytopenia.

€1ecoobpa3HOCTb LWMPOKOrO WCMONb30BAHWA Mano- | 30BaHWEM pafMoaKTUBHbIX 3nemeHToB): KT, MPT, ramma-kame-

MHBA3MBHbIX MpOLEAYpP B KayecTBe MeTofa AMarHo-

CTUKM U neyeHus BnepBble chopmynupoBaHa B 1987 r.
Ix. Wmkxamom [11]. Kak ykasaHO aBTOpOM, «...eciu cyle-
cmBsyem MUHUMA/bHOE nospexoeHue buosoeudecKux mraxed 8
MOYKe NpOHUKHOBEHUS UHCmpyMeHma (UnU UHCMpymMeHmos),
mo makas npoyedypa Ha3bI8AEMCA MANOUHBA3UBHOUY . [To3fHee
B LUIMPOKO MeAMULMHCKON NPAKTUKE NPUHSANN TEPMUH «MANIOUH-
Ba3MBHOe BMeLATENbCTBO», NOAPa3yMeBaWMA NPUMEHeHNe
IHLOCKOMUYECKUX MHCTPYMEHTOB U/UN JUCTAHLMOHHOE ynpaBs-
JIEHWNE UHCTPYMEHTaMM NPU HeNpsAMOM HabMIOAEHUN ONpeaeneH-
HOM 4acTn Tena 60MbHOTO (HanpuUMep, XMPYpPruyeckoro nons).
B HacTosLLee BpeMs K ManoMHBA3MBHbLIM NpoLesypaM OTHECEHSI
1 MeTofibl MeaULIMHCKON BU3yanu3aLuuu (B TOM YUCE C UCMONb-

pa, MO3UTPOHHO-3IMUCCUOHHAs Tomorpadus u ap. bonee yem
25-N€THWIA OMbIT NPUMEHEHMA MANOUHBA3MBHbIX BMELATENbCTB
B Pa3/MYHbIX 06NaCTAX KAMHUYECKON MEeAWLMHBI NoKasasn
6e3ycnoBHyl0 3P(EKTUBHOCTb ITUX METOA0B, NMO3BOMMUBLINX
3HAYUTENbHO PACWMPUTL MOKA3aHWA K BbINOSHEHUID AMATHO-
CTUYECKUX W eyebHbIX NpoLeayp B aMOyNaTOpHbIX YCAOBUAX
BC/IELCTBUE MEHbLIei TpaBMaTUYHOCTU ans 6onbHoro [18].

Bmecte ¢ TéM, HECMOTPA Ha 3HAYUTENbHO MEHblIee nepun-
onepauMoHHOE arpeccMBHOe BO3JeiCTBME MO CPABHEHUID C
OTKPbITbIMKM  ONepaTUBHbIMKM BMellaTENbCTBAMU, MalIOUHBA-
3MBHble MaHUNynaunn conpsaxXeHbl C onpefeneHHbIM PUCKOM
pa3BuUTUA OCNOXHeHUit. CylwecTBYOT WM PUCKM, CBA3AHHbIE
C aHecTe3uei.
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0co6eHHOCTM KNMHWUYECKUX NPOSIBNEHUI reMaToNornyeckux
3a60/1eBaHMil, XapaKTEPU3YIOLLMECH 3HAYUMBIMU U3MEHEHUAMU
CUCTeMbl remMocTasa 1 natonornyeckon pecdopmaunen MMMyH-
HOTO OTBETA, AMKTYIOT He0OXOAMMOCTb MCMOJb30BaHUA AUD-
(hepeHUMPOBaHHbIX NPOTOKONOB JIEYEHUS W, CNef0BaTeNbHo,
MCKNI0YAIOT BO3MOXKHOCTb MOMHOMO YHU(ULMPOBAHMA METOL0B
aHecTe3nosornyeckon nportekumn. BepoaTHocTb nepuonepa-
LIMOHHbIX OCNOXHEHWA [NA pacCMaTpUBAEMOro KOHTUHIeHTa
60/1bHbIX HEOOXOAMMO MPOTHO3MPOBATH C YYETOM BO3MOXHOCTU
pa3BUTUA KPOBOTEYEHWUS WAM, HAMPOTMB, TPOMOO30B, a TaKxke
YPreHTHbIX CUTYaLMiI, 0BYCAOBAEHHBIX MaHU(ecTaLuein oCTpoil
CepLeyvyHO-COCYANUCTON He[oCTaTOYHOCTU BCIEACTBME WUCXOAHO
CHUXEHHBIX pe3epBoB afanTauuun [10-12, 16, 17].

AHecTe3nonornyeckoe CONPOBOXAEHUE MaNOWHBA3UBHBIX
OMArHOCTUYECKNX M XUPYPTrUYECKUX BMeLaTeNbCcTB B AETCKON
rematonorun OCyLlecTBAETCA B COOTBETCTBUU C MOJOXEHNUAMM
®epepanbHoro 3akoHa oT 21.11.2011 N° 323-93 (pepakuus
oT 13.07.2015, ¢ u3meHeHusamu oT 30.09.2015) «06 ocHo-
Bax OXpaHbl 3[0pOBbs rpaxpaaH B Poccuiickoit Penepaumnn»
(C M3MEHeHUAMM W [ONONHEHWUAMM, BCTYMUBLIMMU B CUNY C
24.07.2015), npukasa MwuHucTepcTBa 3ApaBOOXpaHeHUA
Poccuiickoit ®epepaunm o1 15.11.2012 N2 919H «06 yTBepxae-
HuK MNopapKa oKasaHWs MEAULIMHCKOM NOMOLLM B3POCIOMY Hace-
NleHnto Mo mpoduilo “aHecTesnonorus u peaHumaronorus”,
a TaKxe npukasa MuHucTepcTsa 3apaBooxpaHeHuns Poccuiickoi
Oepepaunn o1 12.11.2012 N2 909+ «06 yTBepxaeHuun Mopaaka
OKa3aHWA MeAMLMHCKON NoMOLM feTam no npocunto “aHecte-
310NI0rMS U peaHumatonorus”.

MokasaHusMU Ans aHecTe3uonorMyeckoro obecneyeHus
MaNOMHBA3NBHbIX BMeLIaTeNbCTB B AETCKON remaronoruu ciy-
Xat cnepylolme KnHuYeckne cutyauum [7, 8]:

® obecreyeHue LLEHTPaIbHOTO COCYAUCTOMO AOCTYNa;

® NyHKLMUW KOCTHOTO MO3ra W MOACHUYHbIE NYHKLUW;

® jlyyeBas W pafMoU30TONHAA [MATHOCTUKA;

® jyyeBas Tepanus;

® 3HAO0CKONUYECKUE UCCNef0BaHMS;

® CTOMATONOrMYeCcKe MaHUMynALnum;

® OTONAPUHTONOTNYECKNe onepaLuu.

TpeboBaHusa K npenapartam Ans obLei aHecTe3nmn B JETCKOW
remMatonoruu: OblCTpOTa [eicTBMsA, 6€30MacHOCTb, KOHTPOIU-
pyeMoCTb aHecTeTUyecKoro 3¢ eKTa, BO3MOXHOCTb UCMONb30-
BaHMA B yCNOBUAX runosonemuun [1-6, 9, 13-15]. Cpean npe-
napartoB Ans MHAYKUMM B 06LLYI0 aHecTe3nio y feTell Haubonee
pacnpocTpaHeH cesotnypaH [3-5, 8, 13-15]. Mpenapar obna-
AaeT OTHOCUTENbHO NMPUATHLIM 3aNaxoM U He pasfpaxaeT Ciu-
3UCTble 060N0YKM [biIXaTeNbHbIX NyTeil, 4To no3BonseT obecne-
4YnTb KOM(OPTHOE NPOBeAEeHME annapaTHO-MaCOYHON NHAYKLUK
y fieTeil 6e3 pyTUHHON NpefBapuTeNbHON NpeMeanKaLuu.

B ®IrbY «PHKL, petckoi rematonorum, OHKONOrMMU U UMMYHO-
noruu um. fimmutpus Porayesa» MuH3gpasa Poccuu ncnonb3sytot
aHecTe3noIornyeckme NpoToKobl, B COOTBETCTBUU C KOTOPbIMU
61M3KWe NN HAXoAATCA C pebeHKOM Ha HayaNbHbIX 3Tanax
aHectesuu. [lpucyTcTBME poAuTeNneil B MOMEHT 3acbinaHua
pebeHka ycnokauBaeT ero. Poputensm pebeHka TiaTeNbHO
00BACHAIOT, KaKOBbl BO3MOXHble PUCKM Pa3BUTUA MOOOYHBIX
peakLnii Ha MHranALMI0 aHeCTETUKA, Ha YTO OHU LOKHBI 06pa-
WaTh BHUMaHMe, a TaKxKe AeNCTBUA MeAMULMHCKOro nepcoHana B
VKa3aHHbIX cuTyaumsx. NposeaeHne komdopTHOi Ans pebeHka
VHAYKLMM ceBONYypaHOM BO3MOXHO CO CKOPOCTbIO, CONOCTaBU-
MOM C fleiCTBMEM BHYTPMBEHHbIX aHeCTeTUKOB. [1pn ncnonb3o-
BaHWW He Gonee 2 MUHUMANbHbIX aNbBEONAPHBIX KOHLEHTPALMN
(MAK) n3meHeHMs 4acToThl AbIXaHWUA W AbIXaTesbHOrO 06bema
He npeBbIwatoT 30% MCXOAHBIX 3HAYEHWA.

WHOyKUMA OCylWwecTBNAETCA Ha CMOHTAHHOM [AbIXaHUW BO
n3bexaHue HapylWeHUn MEXAHWUKM AbIXaHUS, @ TAKKE BbIPaXKeH-
HbIX U3MEHEHWI [aBNeHUA B AbIXaTeNbHbIX NyTAX. BoinonHeHne
WHAYKUMM ceBO(NYypaHOM BO3MOXHO METO[OM «MNolaro-
BO» WHAYKLUM WM MeTofoM «OonCcHOW» uHaykumu [3].
OKOHYAHMEM WHAYKLUMM CYUTAIOT LOCTUXKEHUE KOHLEeHTpaLuu
ceBo(ypaHa B BbifjbixaeMOM BO3yxe, paBHoM MAK_ .

Mop MAK, npvHATO MOHMMATb KOHUEHTPaLMIO aHecTeTuKa
B KOHLE Bbl40Xa, AOCTATOYHYIO AN1A BbINOSHEHUA MATKON WUHTY-
Gaumu Tpaxeu npu otcyTcTBuUM B 50% Clyyaes ABUraTENbHON
peakLuu Ha pasgyBaHMe MaHXeTbl 6e3 UCMoNb30BaHUA [ONOS-
HUTENIbHBIX CPEACTB ANns aHecTesnun. [octuxerne MAK, no3so-
nseT 06ecneynTb HafeKHYI0 MPOXOAUMOCTb [bIXaTeNbHbIX NyTeil
nocpeacTBOM MHTYbaL MM Tpaxeu npu HeoOXo[MMOCTU U36exaTh
NpUMEHEHNS MUOPENAKCaHTOB (Hanpumep, B Cyyae NporHo3u-
pyeMbIX «TPYAHbIX AbIXaTeNbHbIx nyTei»). MAK,, y netei ot rona
0o 9 net cocraBnser 2,69-2,83 06%, a y nNauMeHToB cTaplie
16 net — 4,52 06%.

Moppnep:kaHue aHecTe3uu npu MOHoaHecTe3uu ceBodnypa-
HOM OT/IMYaeTCs HeKoTopbiMM 0cobeHHoCTAMK. Ha 3tane nop-
JepXaHua aHecTe3nn KOHLEHTpaLMIO NpenapaTa YMeHbWaT A0
2,5 06%, a NOTOK CBEXEro rasa CHWXaloT fo 1-2 n/muH. OgHako
B LieJIOM aHECTETUK XapaKTepu3yeTCs BbICOKOI CTeneHbo ynpas-
NAEMOCTM aHeCTe3NM KaKk Ha 3Tane ee NoAAepKaHus, Tak U Ha
3Tane nNpobyXaeHus.

Y peteit ¢ obecneyeHHbIM COCYAWUCTBIM AOCTYMOM B CHy-
4ae IKCTPEHHOI onepauuu U Npu BbLICOKOM pUCKE perypruta-
LMKU NpefnoyTuTeNbHa BHYTPMBEHHAA MHAYKLMA B aHecTe3uio,
B MPOYUX Cy4yasx obecneyeHne BEHO3HOMO AOCTYNA BO3MOXKHO
nocne WHranAUMoHHOW NHAyKumKu. Kpome Toro, MHoraa poante-
Nn pebeHKa uaM cam nauueHT, JOCTUrWKiA 15 neT, HacTauBaioT
MMEHHO HA BHYTPMBEHHON aHecTe3uu, MOTUBMPYA OTKa3 OT
WHTaNsfLMOHHON aHecTe3un ceBodaypaHOM PUCKOM pa3BUTMSA
BO36YXAeHMA UAn pBoTbl. [puHMMas BO BHMMaHWe HeobXo-
AMMOCTb NMOALEPXAHMA YCTOWYMBOrO NPOAYKTUBHOMO KOHTAKTa
aHecTtesnonora ¢ 60JbHbIM M ero POACTBEHHUKAMM, AeNCTBUS
AHEeCTe3MONOTMYECKON CAYKObI JOMKHbI ObITb HanpasfeHsbl Ha
JOCTUXEeHNEe KOMNPOMUCCHOTO pelleHns Mexay npeanoyTeHums-
MU BONBHOTO M OOBLEKTUBHLIMU MOKA3aHUAMU K NPUMEHEHMUIO
TOrO0 WAW WMHOTO METOAA aHecTesuu. Bbibop BHYTPUBEHHOO
MeToJa aHecTe3nn MOXeT ObiTb 00YCNOBNEH KTEXHONOTMYECKU-
MU» (DaKTopamu, Hanpumep OTCYTCTBMEM B Manoii onepauu-
OHHOW HApKO3HO-AbIXaTeNbHOW annapatypbl C COBPEMEHHbIMU
MCNapuTeNAaMmu; CTONb Xe 3HaYMMO W OTCYTCTBME NPUHYAUTENb-
HOro OTBOJA ra3oB OT annapara, B CBA3W C YeM NPOUCXOANT
3arpsa3HeHue BO3Jyxa onepaLmoHHoii napamu cesodnypaHa.

CTaHpapTHas cxema aHecTe3uy Npu BbIMOJHEHUU MANOWH-
Ba3WMBHOW onepauuu B 061acTU HOCOMIOTKW NpeAcTaBieHa Ha
pucyHke [8]. Ecnu naumeHTy paHee yCTaHOB/IEH BHYTPUBEHHbIN
KaTeTep, TO CXeMa aHeCcTe3Un OTNIMYAETCA BHYTPUBEHHON UHAYK-
uMeit ¢ obs3aTeNbHbLIM NPUMEHEHMEM MUOPENAKCAHTOB s
nHTYGauun [8].

Huxe npuBeneH KAMHUYECKMI NpuMep npejonepaLuoHHOro
o6cnefoBaHus M aHeCTe3M00rnYeckoro obecnedeHns peberka
C remopparuyeckoit TpombouuToNnaTMen: coyeTaHHbIM feduLm-
TOM MJIOTHBIX U O-FPaHy/ TPOMOOLMTOB.

OMUCAHUE KNUHUYECKOIO CIYYAA

Jesoyka A. A., 5 net, Habnoganacb remaTosoroM KOHCy/bTa-
TUBHOrO OTAeNeHus LleHTpa B cBA3M € anobamm Ha NOBTOPHble
HOCOBbIE KPOBOTEYEHWS MNOMEpeMeHHO W3 NpaBoii U JeBOW
HO3ApW M OfHOKpaTHO — K3 obenx. B Bo3pacTe 3 net MHTEH-
CMBHOCTb HOCOBBIX KpOBOTEYeHWN yBennymnacb. OnucaHHble
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Puc. Cxema aHeCTe3MH IPU BEIIIOAHEHIH OIEepPaIlin
B OOAACTH HOCOTAOTKH

WHayKuws: - NHaykums:
cesodnypaH nponogon
1o 8 06.%
8 100% O, Nuty6aums
C NOTOKOM Tpaxen Ha
6-8 51/MuH CaMOCTOATEbHOM
AbIXaHUM Unn
MHTYGaLus Tpaxeu
l nocne npuMeHeHus
penakcaHToB
Karetepu3sauus
nepudepnyeckoin |
BEHbI

l

MopnepxaHue aHecTesnn
(koHTpOb NoKasarenein
remocTasa, y4yer
 afileKBaTHOE 3amelleHune
KposonoTepw)

l

MpobyxpaeHue,
3KcTybauus

3NU304bl MAKCUMANbHOWM AAUTENbHOCTLIO [0 30 MUHYT Habnio-
[annNch NpaKkTMYeCKu exefHeBHO, BHE 3aBUCUMOCTM OT BpEMeHU
CYTOK, Yallle KynupoBanuCb CaMOCTOATENIbHO, OGHOKPATHO ObiN
HeobXxoAuM BbI30B Gpuragbl CKOpoi nomowu. [lpyrux npossne-
HUI remopparMyeckoro cMHapoma y pebeHka He HabaKAANOCH,
TpaBM, onepauuii, IKCTpakuuu 3y6oB He 6bino. Kpome Toro, B
tespane 2014 r. y nauMeHTKU oOHapyKeHa WeitHas nuMdoa-
AEHOMaTUA LWeiHO-NoJYentoCTHON 067aCTM HeACHOro reHesa
(nepuopnyecku — npumepHo pa3 B 3 mecAua — nosy4aer
Kypcbl aHTMbaKTepuanbHoii Tepanun c xopowum 3dheKTom).
MakcuMmanbHbI pasmep AnmdaTnyeckoro ysna (B WenHoOmM rpyn-
ne) — 24 mM, B AMHamuke 6e3 yBennyeHus. Kak u3BecTHO
13 CeMeitHOro aHamHe3a, y CTapluen CecTpbl TaKxe oTMevanu
peunanBMpyroLIMe HOCOBble KPOBOTEYEHUs, IErKOe NOosABIeHNe
3KXMMO30B, OOCTPYKTUBHbII OPOHXUT; Yy MaTepu — 0OMIbHblE
MeHCTpyaluuu, B LeTCTBE OblM peuupuBUpYIOLME HOCOBbIE
KpoBoTeueHus. Mo pesynbtatam 06CNefoBaHWA, Yy LEBOYKU
He oOHapyXeHO NPU3HAKOB remMopparuyeckoi Koarynonatuu
u/unn Gonesnn BunneGpaHga, uccnegosaHue dyHKUMOHANb-
HO aKTMBHOCTW TPOMBOLMTOB BbIABMIO COYETaHHBbIN Aeduunt
MAOTHLIX W a-rpaHyn. PebeHOK oCMOTPeH OTOpPUHONAPUHTONO-
rOM KOHCYNbTaTMBHOrO oTAeneHua LieHtpa. YuuteiBas oCHOBHOe
3aboneBaHue, peKOMEHAOBAHA NAaHOBasA rocnMTanu3auus Ans
NpOBEAEHUs ONepaTUBHOTO BMelaTeNnbCTBa B 0b6beMe OTCe-
napoBKU CNNU3MCTON 060JI0YKM NEperopoaku Hoca U Guoncum
NOAYeNOCTHOrO NMMATUYECKOrO y3N1a.

Mpu nocTynneHun coctosiHue pebeHKa VYAOBNETBOPK-
TenbHoe. KOXHbIi MOKPOB M BUAMMbIE CAMU3UCTBIE 000/10Y4-
KM OObIYHOW OKPACKW, KOXKHbIA remopparuyeckuii CUHLPOM
npefCcTaBieH eANHUYHbIMU NOCTTPABMATUYECKMMU IKXMMO3AMM.
Nepudepunyeckue numdarnyeckmne y3nbl — eguHUYHbIE MENKNE
Markue, 6e3bonesHeHHble, NaNbNUPYIOTCA MO 3aAHei WeiHoi,
nepegHeit WeNHON, NOAMbIWEYHOW U maxoBoi rpynnam. [pu
nanbnauuy MArKUX TKaHeh MOAHMMKHEeYeNloCTHOro Tpeyrofb-

HUKa cneBa BbIABNEHO cMellaemoe 6Ge3bone3HeHHoe ob6pa-
30BaHWE MJOTHO3MACTUYECKON KOHcUcTeHuun po 2,5-3,0 cm
B anametpe. Koxa Hapj obpa3oBaHueM He U3MeHeHa. B nerkux
JblXaHWe My3puNbHOe, NPOBOLUTCA BO BCE OTAENbl, XPUMNOB
HeT. CeppeyHble TOHbl ACHble, pUTMUYHbE. XKWBOT MArKUM,
6e360ne3HeHHbI Npy nanbnauuu. ManbnupyeTcs Kpai neyeHu,
ceneseHka He nanbnupyetcs. ®usnonoruyeckue oTnpasie-
HUs — 6e3 ocobeHHocTell. B pamkax npegonepayMoHHOro
obcnenoBaHus y pebeHKa NoATBEPXKAEH COYETaHHbIN feduumt
NNOTHBIX U Q-FPaHYN TPOMOOLMUTOB. [laHHbIX 32 reMOppParuyeckyo
Koarysionartuio He noslyyeHo.

Ha OCHOBaHWM KAUHMYECKUX AAHHbIX aHECTe3uosoruye-
CKoe obecneyeHue NpeAnonaranoch BLIMOJHWUTL B YCNOBUAX
KOMOWHUPOBAHHON aHEeCTe3UW C WUCKYCCTBEHHOW BEHTUAALM-
el Nerkux 4epes 3HAoTpaxeanbHylo Tpyoky. Tect Mannamna-
™ I. ASA III. Cratyc onepauuu: II (onepauuu ymepeHHOR
CTeneHu puUcKa).

Y4uTbiBas BLICOKMIA PUCK Pa3BUTUA WMHTPAONEPALUOHHO-
rO JXW3HEeyrpoXawwWero KpoBOTEYEHUS, NMPUHATO pelleHne o
NNAHOBOW KaTeTepu3alLuu LEeHTPaNbHOW BeEHbl B npeponepa-
LMOHHOM nepuoge. Bo u3bexaHuWe HenpegHamepeHHOM Tpas-
MaTM3auuM LEHTPaNbHbIX COCYL0B NpU «CNEenom» MeToanke
MOCTAHOBKM LIEHTPANIbHOTO BEHO3HOTO KaTeTepa, a TaKkKe MoBbI-
LWWEHHOTO pMUCKAa KPOBOTOYMBOCTM M3 MeCTa NYHKLMUMW 3a CYTKU 0
OnepaTMBHOIO BMELATENbCTBA NALMEHTKE YCTAHOBJEH KaTeTep
tuna PICC-line guametpom 3 Fr. YcTaHOBKa KaTeTepa BbINOJHe-
Ha B MefManbHyl NOAKOXHY BeHy nesoro naeva (v. basilica)
noj KOHTPONIEM YNbTPa3BYKOBOW HaBUTauuW B AUHAMUYECKOW
MeToaMKe U nop R-rpacyeckuM KOHTposeM MosioxeHus, 6e3
TEXHWYECKUX CNOXKHOCTEN.

MprHUMas BO BHUMAHUE PUCK XKU3HEYTPOXKAIOLLEr0o KpOBOTE-
YeHUs, HA MHTPaonepaLMOHHbIA Nepuoa B oTaene TpaHcdy3no-
NIOTUK, 3aroTOBKU M NPOLLECCUHTA TEMOMNO3TUYECKUX CTBOSIOBbIX
KNeTOK 3ape3epBMpoBaH TPOMOOLMTHbIA KOHLEHTPAT, @ TaKKe
3aroToBfEeH KOHUEHTPAT aKTMBMPOBAHHOMO PEKOMOMHAHTHOO
yenoseyeckoro cakTopa csepTeiBaHus kposu VII (pVIIa).

CornacHo pekoMeHAaUMAM remaTofora, B paMKax aHTure-
MOpparMyeckoin npouNakTUKM 3a CYTKU A0 XMPYPruyecKkoro
BMeLIaTeNbCTBA Hayata Tepanua 3tamaunatom no 100 mr yepes
Kaxzable 8 yacoB B/B CTpyiiHO. HenocpepcTBeHHO 3a yac Ao
BMellaTeNbCTBA [A0MNOAHUTENbHO BBepeHo 200 mr 3Tam3una-
Ta. Ha ¢hoHe apekBaTHOro MECTHOrO remocTa3a npoBefeHbl
3HLOCKONMYECKAs MOACAU3UCTAs OTCoiKa 30Hbl Kuccenbbaxa
cNeBa, 6uoncus NogyYentoCTHOrO AMMGaTUYECKOro y3na cnesa.
Bo Bpems onepauuMu nnaH XWpYpPruyeckoro BMeLATENbCTBA
BbiNOJHEH. C Lenbio 3awWuThl AblXaTeNbHbIX NyTeil B TeyeHue
aHecTe3ny NauMeHTKa Nnocne BHYTPUBEHHON MHAYKUNYU UHTYOM-
poBaHa OpOTpaxeasbHO, 3aTeEM MPOBOAWMIN 3HLOTPaxeasnbHYiO
aHecTesnio Ha ocHoBe AectnypaHa ans 6onee GbICTPOro BOC-
CTAHOB/IEHWUA CO3HAHWA W TNOTOYHLIX pethiieKCoB B nocaeone-
pauMoHHom nepuoge. TeueHue aHecTesun 6e3 0COBEHHOCTEIR,
KpoBOTEYEHME MUHUMaNbHOE. [Tocne OKOHYaHWUA OnepaTUBHOIO
BMELATeNbCTBA HaAMaHXETOYHOe MPOCTPAHCTBO OCMOTPEHO
3H[OCKONMYECKM, CaHUPOBaHO. lNauueHTKa 3KCTyOGMpoBaHa Mo
BOCCTaHoBNeHuUn Tpuagsl feina. B nocneonepayoHHoM nepumo-
i€ NOBbIWEHNS KPOBOTOYUBOCTU He Habnoaanu.

Yepes yac nocne BMelwaTenbCTBa NOBTOPHO BBeJEH pacTBOp
3Tam3unata B po3e 200 mr B/B CTpyiHO. B TeueHue nepsbix
nocneonepauoHHbIX CYTOK NPOBOAUAN NPOUNAKTUKY ITaM3U-
natom no 200 Mr yepe3 Kaxable 8 4acos, 3aTeM [03y npenapara
cHU3MNM ao 100 Mr yepes Kaxzaple 8 4acos B/B CTpyiiHO. PebeHok
MOBTOPHO OCMOTPEH reMaTo/ioroM Ha 1-e 1 3-u cyTKu nocnie one-
pauuu. Beuay oTCyTCTBUS KPOBOTEYEHUS aHTUreMopparuyeckas
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npodunakTuKa npekpalieHa Ha 4-e cyTku. BeeaeHus TpomGoLmT-
HOro KoHLieHTpata unu pVIla He noTpeboBanocs.
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Cnyyann aHemuu [lanmoHpa — bnekdeHa
C NOCTTpPaHC(Y3MOHHON Neperpy3Kou
YKene3oMm TAXKeNIoN cTeneHu

I. B. ®epopoea, JI. U. Nanywa, I. B. TepeweHko, A. M. MutpodaHoga, M. E. JloxmatoBa
weaepaﬂbe/ﬁ HGy'-IHO-KﬂUHU’-IeCKUﬂ yeHmp demckoli 2emMmamoJsioeuu, OHKoJ1I0euUu U UMMyHos10euUu umeHu ,aMum,DUH Pozayesa, 2. Mocksa

Llenb pa6oTbl: gemoHcTpauus caydas aHemun Jaimonaa — Bnekdena (ALB) ¢ Tsxenoit nocTTpaHcdy3MoHHON neperpysKoit xenesom; npu-
B/IeYEeHMEe BHUMAHWs K npobaeme xenatopHoi Tepanuu y TpaHchy3MOHHO-3aBUCUMBbIX NaLueHToB ¢ AAB.

OcHoBHble nonoxeHua. Alb — 3abonesaHue n3 rpynmnbl BPOXKAEHHbIX CUHAPOMOB KOCTHOMO3rOBOI HE,0CTAaTOYHOCTH, XapaKTepuytoLeecs
YrHeTeHWeM 3pUTPON033a U BPOXAEHHbIMU NOPOKAMU Pa3BUTUSA.

OcHogoit Tepanuu ALLB ciyuT npumeHeHne MIOKOKOPTUKOMAOB U TPAHCHY3MM IPUTPOLMTHOM Macchl ¢ nocneayoleit xenauuen xenesa. 06a

BapWaHTa Tepanuu CONPSXKEHbI C PA3BUTUEM TAKENbIX NOOOUHbIX ABJEHUIA.

B cTatbe npusefeHo HabnofeHe 3a pebeHkoM ¢ Alb, NPOLONKUTENBHO UCTIbITbIBABLINM NEPErPY3KY KeNe30M.

3aknioueHue. CnoxHoCTb BegeHUs nauueHTos ¢ A[lb onpepensercs npakTUYECKN HeN3BexXHbIM Pa3BUTUEM Cepbe3HbIX NOGOYHbIX IdheKToB
neyeHns. Kputnyecku BaxxHo paHHee Hayano afeKBaTHOI XxenaTopHoM Tepanuu.

Knwouessle cnosa: aHemus [lalmoHga — bnekdeHa, neperpyska xenesom, jeTu.

Case of Diamond-Blackfan Anemia Accompanied

by Severe Transfusional Iron Overload

D. V. Fedorova, L. I. Papusha, G. V. Tereshchenko, A. M. Mitrofanova, M. E. Lokhmatova

Dmitry Rogachyov Federal Scientific and Clinical Center for Pediatric Hematology, Oncology and Immunology, Moscow

of erythropoiesis.

severe side effects.

appropriate chelation therapy is critical.
Keywords: Diamond-Blackfan anemia, iron overload, children.

Hemus [aitmoHpa — bnekdeHa (ALB) npepctaBnser

coboil pepkoe 3aboneBaHue M3 Tpynnbl BPOXAEHHbIX

CMHAPOMOB KOCTHOMO3rOBOW HEeJOCTaTOYHOCTH, XapakKTe-
pusylolleecs yrHeTeHMeM 3pUTPON033a, YaCTbiMU BPOXKAEHHbLIMU
aHOManUAMU M NOpPOKaMW pas3BUTMA. YacToTa BCTpeyaeMocTu
3a60/1eBaHNA COCTaBAAET NpUOAU3UTENbHO 7 @ 1 MIH JeTeid,
POXAEHHBIX XuBbIMKM [4, 19, 26].

Knaccuyeckne cumntombl A[LB BKNOYAKT MakpouMTapHyio
(pexe HOpMOUMTApHYI) aHeMMUI0 C PEeTUKYNOLUTONeHuei,
Ae0loTUpyIoLLyi0 Ha NEpBOM oAy XW3HU (B MONOBUHE Chyya-
eB — [0 3 MecsleB), NPy OTHOCUTENbHO HOPMasbHOM Yucie
HeTpoMNoB U TPOMOGOLUMTOB. 115 TaKUX NALMEHTOB XapaKTe-
peH HOPMOK/ETOYHbI KOCTHbIA MO3T C anjasueil 3puTpoULHOro
POCTKa KpPOBETBOPEHMS, COXPAHHBIM MWUENON0330M U afeKBaT-
HbIM YMCJIOM MerakapuouuToB. Hepefiko yBennyeHa aKTUBHOCTb
aleHO3MHAE3aMUHa3bl 3PUTPOLLMTOB, MOBLILEHA KOHLEHTPALMSA
tetanbHoro remornobuta (Hb) [4, 13, 20].

C nosiBNeHMeM MOJeKyNApPHO-OMONOTUYECKON [UArHOCTUKM
BbISIBEHO 3HauyuTenbHoe yncno cayvaes Alb ¢ «Heknaccuye-

Objective of the Paper: To describe a case of Diamond-Blackfan anemia (DBA) accompanied by severe transfusional iron overload, and
to raise the awareness of chelation therapy in transfusion-dependent patients with DBA.
Key Points: Diamond-Blackfan anemia is a congenital bone-marrow-insufficiency syndrome characterized by birth defects and the inhibition

Corticosteroids and RBC transfusions, followed by iron chelation, are the mainstay of therapy for DBA. Both therapies are associated with

This paper includes a description of a clinical case of DBA in a pediatric patient who had prolonged iron overload.
Conclusion: Management of DBA is challenging because serious treatment-related side effects are almost inevitable. The early initiation of

CKMMU» NPOABNEHUAMK. Y TaKUX NALUEHTOB BO3MOXHbI HE3Ha-
YMTENbHbIE FeMaToN0rNYecKne N3MEHEHNA UK AaXe UX NONHOe
OTCYTCTBME B COYETAHWUU C BPOXAEHHbIMW aHOMANUAMM, XapaK-
TepHbiMK ans ALLB [26, 28].

Bonee yemy nonoBuHbl 60bHbIX ALLB NPUCYTCTBYIOT BPOXKAEH-
Hble aHOManuu pa3suTua (KpaHuouedanbHble aHOManuu, aHoma-
SN KUCTei PYK, 0COGEHHO GOMbWOro Masblid), BCTPEYAlOTCS
BPOX/EHHbIE MOPOKM cepAua (AedeKT MexKenyaouKoBoi uam
MeXnpeAcepnHON neperopofkyu, KOapKTauus aopThbl, TeTpaga
®anno) u Modyenonosoil cuctembl (NOAKOBOOOPa3Has MOYKa,
VOBOEHWE MOYEBbIBOAAWMX MyTeid, runocnagus). lNpumepHo y
Tpetu nayueHTos ¢ ALLb oTMeYatoT HU3KMIT poCT, 00YCNOBNEHHBI,
O[\HAaKO, He TOJIbKO KOHCTUTYLMOHAbHBIMU 0COGEHHOCTAMM, HO U
noboyHeIMM 3chderTamu Tepanum (Neperpy3Kon xenesom Beiea-
CTBME MOCTOAHHbIX reMoTpaHCcdy3uii, aauTensbHeiM npuemom K)
[4, 20, 26, 28].

ALlB BbifenuAY B CaMOCTOATENbHYIO HO3010TMYECKYI0 efUHU-
Ly B 1938 r. [10]. OpHaKo nepBblit ycnewH bl Wwar K NOHUMaHKIo
naroreHesa 3abonesaHus 6bin caenaH Tonbko B 1999 r., Korga
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y 10 u3 40 obcnepfoBaHHbIX NALMEHTOB 0BHAPYXUAM MyTALUY
B reHe, Kogupylowem RPS19 — cCTpyKTypHbIii 6enok Manoi
cy6beanHuLbl pubocom [12]. JanbHeilwne uccnefoBaHus nog-
TBEPAUAN HANUYMe Pa3/IMUYHbIX BAPUAHTOB MyTaLMil B OfHOM U3
anneneit reHa RPS19 npu6nusutensHo y 25% 6onbHbIx [18, 22].

Mo3aHee y nauneHToB ¢ ALLb 6binn 0GHapyeHbl Gonee pea-
Kue MyTauum elle B 9 reHax, KOQUpYOLUX pubOCOMHbIE BENKU.
MAaTb U3 3TUX BENKOB OTHOCATCA K Manoi cyobeauHuue pubo-
com (RPS7, RPS10, RPS17, PPS24 n RPS26) u eue 4yeTbipe — K
6onbwoit (RPL5, RPL11, RPL26 u RPL35A) [6, 8, 9, 11, 14-17].
MyTauum B reHax pubocomHbIx 6enkoB 06HapyxuBatoT 6osee yem
y 60% nauwnenTos ¢ ALLb [25-27]. HegaBHO onucaHbl MyTaLuu B
reHe GATA1 — 3puTpouaHOro hakTopa TpaHCKpUnuun [24].

Okono nonoBuHbl cnyyaes 3abonesaHus ALb cnopaguye-
CKMe, OCTallbHble — CeMeiiHble, HacnepfyloTcs MO ayTOCOM-
HO-AOMUHAHTHOMY TUMY C HEMOJNIHOM MEHETPAHTHOCTLIO W pas-
JIMYHOI 3KCNPECCUBHOCTBIO faxe B Npefenax ofAHON cembu [6].

B ocHoBe Tepanun A[lb nexut npumeHeHne rMIOKOKOPTUKOU-
poB (TK), npu oTcyTcTBUM OTBETA HA HUX MU B BO3pacTe MeHee
rofia — TpaHCcdy3um 3pUTPOLIUTHO MACChl C NOCNeaytoLeit xena-
LMen xenesa 1, pexe, TpaHCMIAHTALWA TeMONO3TUYECKNX CTBO-
noBblx kKnetok [1, 26]. CornacHo paHHbIM CeBepoamepuKaHCKoro
peructpa 6onbHbIx ALLB, okono 80% nalUMeHTOB MHULMANbHO
oTBevaloT Ha Tepanuto K, ofHako Gonee MONOBMHLI U3 HUX
BMOCNEACTBUM npekpalatoT npuem MK u3-3a yTpathl oTBETA UMK
HenpuemneMmbix Nno6oYHbIX 3ddektos [27].

PerynspHble TpaHCdy3nn 3pUTPOLUTHON MACChI CTyXKaT BTOPOM
nuHuen Tepanuu ALb. OcHOBHOE M 3aKOHOMEPHOE OC/IOXHEHMe
perynspHbiX TpaHcdy3uil — neperpyska OpraHuU3Ma xenesom,
BC/IECTBME Yero HeoOX0AMMO paHHee Hayano afieKBaTHol xena-
TopHOM Tepanuu [1, 26]. CornacHO HEKOTOpbIM NUTEpPaTypPHbIM
JaHHbIM, nauvenTsl ¢ ALb 6onee npegpacnonoxeHsl K 6biCTpO-
My Pa3BUTUIO TAXENON MEpPerpy3Kn Kenesom Mno CPaBHEHWIO C
LPYTMMU TPaHChY3MOHHO-3aBUCUMBIMU 6ONIbHBIMU (B YACTHOCTH,
¢ 6onbloit hopmoii B-tanaccemun) [5, 23].

Huxe npuBefeHo onucaHue KAMHWYECKOTo HabnloaeHNs 3a
pebeHKOM, ANUTENbHO MONYYABLWUM 3aMECTUTESNIbHbIE TpaHC-
thy3un 3pUTPOLMTHOI MacChl nocne yTpaTbl NepBOHAYanbHOro
oTBeTa Ha K 1 NPOAOMKUTENBHO UCTBITHIBABLIMM NOCTTPAHC Y-
3WOHHYIO NEPErpy3KY Kene3om.

KNIWHUYECKOE HABNIOAEHUE
Maumnentka b., 1997 r. p., Haxogunacb nop HabntogeHUEM rema-
Tonora ¢ 1999 roga.

C nepBbiX CYTOK XM3HU Y AEBOYKM OTMeuYeHa rnyGoKas aHe-
Mus (KoHueHTpauma Hb npu poxpeHun — 93 r/n), nepsas
3amecTuTenbHas TpaHcdy3us 3pUTPOLUTHON MacChbl NpoBefeHa
B poaunbHom pome. [lnarHo3 ABJl yctaHoBneH B BO3pacte
4 mecsLleB Ha OCHOBAHMM XapaKTePHOMN KAMHWYECKOW KapTUHbI,
LaHHbIX 06Lero aHann3a KpoBu U MUENOTPaMMBI.

[o 3-neTHero Bo3pacTta nauueHTKa noayyana exemecayHble
TpaHcty3ny 3pUTpOLMTHOI B3BecK. B Hos6pe 2000 r. HauaTta
Tepanusa [K: npoBepeH HepenbHbIi Kypc MeTUNNpefHU30/0-
Ha B [j03e 5 MI/Kr B CYTKM C faNbHedlnUM CHUXEHUEM A03bI.
Ha d¢oHe npuema meTunnpenHU30i0HA [OCTUTHYTA TpaHChy-
3MOHHAA He3aBUCMMOCTb — C AHBapa 2001 r. geBoYKa He
Hy)XAanacb B 3aMeCTUTeNbHOW Tepanuu. [ina coxpaHeHua meau-
KaMeHTO3HOW KOoMNeHcauuum remonossa AeBOYKE MPOAOIIKE-
Ha Tepanus MeTWNNpPeAHW30N0HOM B Jo3e 1 Mr/Kr B CyTKM
B anbTepHupylolem pexume. [lanbHeiwee CHMXeHMe [O3bI
npoucxoauno mefneHHo, K asrycty 2005 r. ynanocb CHM3UTbL
Lo3y npenapata o 0,57 Mr/Kr B CyTku 4Yepe3 AeHb. Ha doHe
Tepanuu yposeHb Hb cToiiko coxpaHsncsa soiwe 100 r/n.

0pHako B utoHe 2006 r., nocse nepeHeceHHoro 0CTporo OpoH-
XWTa, y pebeHKa 0TMeYeHO pe3koe nafeHue KoHueHTpauun Hb o
83 r/n, noBnekiee 3a co60i HEOOXOAMMOCTb YBENUYEHNSA O3
MeTUNNPeAHU30/10Ha B0 1 Mr/Kr B CyTKW Yepes fieHb. BHOBb 6bin
LOCTUTHYT remMaToNornyeckuii 0TBET, OAHAKO nocne ele OfHOro
UHheKLMOHHOro 3abonesaHus B fekabpe 2006 r. yposeHb Hb
cHoBa cHuamncsa po 80 r/n. [losy meTunnpefHM30i0Ha yBeau-
4unm Jo 1,2 Mr/Kr B CyTKM Yepe3 fieHb — BHOBb C MONOXUTEb-
HbIM 3(hEKTOM, HO Pa3BUBLIMECH MHOMOYUCIEHHbIE MOOOYHbIE
apdekTbl Tepanun K (oTcTaBaHne B (DM3MYECKOM Pa3BUTUY,
3K30reHHbIn cuHapoM KylwunHra, octeonopos, nekapcTBeHHas
KaTapakta 060ux Ma3) noTpeboBanu OTMeHbl METUANPEesHU3O-
noHa c anpensa 2007 r. [locne Hee 0TMEYEHO HEYKNOHHOE CHU-
XeHue koHueHTpauuu Hb. C Hosbps 2007 r. (Bo3pacT pebeH-
ka — 10 net) 6bina BO306HOBAEHA peryaspHas exeMmecsyHas
3aMecTUTesbHas Tepanus 3pUTPOLUTHON B3BECHIO.

MoBblWweHMe KOHLEHTpauuu teppuTMHA CbIBOPOTKM KPOBM
(Bo 1480 Mrk/n) Bnepsble BbisiBNEHO B HOsbOpe 2008 r. Yepes
rof, B okTAOpe 2009 r., KOHUEeHTpauus teppuUTUHA cOCTaBUAa
2950 MKr/n, HayaTta xenatopHas Tepanus npenapartom fede-
pasupokc B go3e 1000 mr/cyT (< 30 mr/kr B cyTku). Yepes 1,5
Mecsla nocne Hayana npuema npenapart Obll OTMEHEH B CBA3M
C pa3BUTUEM TOKCUYECKOro renatuta (NOBbIWEHUA aKTUBHOCTU
neyeHOUHbIX TpaHcammuHas go 2000 Ea/n). C uioHs 2010 r. no
tespanb 2012 r. geBouka nonyyana fedepokcamuH B [o3e
2000 Mr B CYTKM NOAKOXHO KanenbHO. B cBA3M C TeXHUYECKUMHU
CNIOXHOCTAMM XeNaTopHylo Tepanuio NPOBOAUAN HeperyaspHo.

B aBrycte 2013 r. pebeHok npoxoaun obcnenosaHue B PHKL,
LETCKOi remMaToIoruu, OHKOOTUU U UMMYHONIOTUK UM. AMUTpUs
PorayeBa. lMpu ocmoTpe obpawanu Ha ceb6s BHUMaHWUE CTUr-
Mbl [U33MbpuoreHesa ([BYCTOPOHHMWI INUKAHT, HU3KAA JTUHUSA
pocTa BoNoC Ha N6y, KpbiIOBUAHAS Les), oTCTaBaHue B husnye-
CKOM pa3sutuu. B Bo3pacte 15 ¢ NONOBUHOI NET POCT AEBOYKM
cocTanan 136 cm (MeHee 3-ro LeHTUNS).

OTmeyanacb HOPMOXPOMHAs HOPMOLMTapHas runopereHe-
patopHas aHemus (KoHueHTpauna Hb — 79 r/n, MCV — 85 o,
MCH — 29 nir, Ret 1%o) npu coxpaHHOM 4ucie TPOMOGOLUTOB K
neiikounToB (Yncno TpombountoB — 192 Thic/MKA, NeiiKouu-
ToB — 5 Thic/MKn). O6HapyxeHbl BbipaxeHHas runepdeppu-
TUHeMUA (4277 MKr/n), ymepeHHOE MOBbLIWEHUE AKTUBHOCTM
neyeHouHblx TpaHcamuHas (AJIT — 112 En/n, ACT — 62 Epn/n),
0CTasbHble NOKa3aTenu HaxonuanCh B NpeAenax HopMbl.

[nAa oueHKM CTeneHWU neperpy3ku Xenesom U BbIABNEHUSA
OCNOXHEHNI NMPOBEAEHO KOMMIEKCHOe obcnefoBaHue: ypes-
KOXHas NyHKUWOHHas 6uoncus neyenun, MPT cepaua, runodusa
1 OpraHoB GploWwHOM noaocTu B pexkume T2*, IxoKTI, Y3 opravos
6ptowHoit nonoctn ¢ ARFI-anacTtorpadueit, uccneposaHue rop-
MOHanbHOro npocuna. MMCToNorMYeckoe uccnefoBaHne TKaHU
neyeHW MoKas3ano XPOHWUYECKWi renatuT CpefHell BblpaXKeH-
HOCTW (MHAEKC rucTonoruyeckon aktusHoctu no KHogenwo —
4 6anna, cteneHb Gubpo3a no METAVIR — 1 6ann), remocuzepos
neyeHn 4 ctenenu (puc. 1). CopepkaHue xenesa B NeYeHOYHO
TKaHu cocTasuno 18,6 mr/r cyxoro BelwecTsa neyeHn (Hopma —
MeHee 2 Mr/r cyxoro BelecTBa). [pu MPT B pexume T2* oTmeye-
HO 3HAYMUTENbHOE HAKOMJEHHME Kefe3a B NeYeHn C COOTBETCTBY-
I0LWMM YMEeHblIEHNEM BpeMeHn penakcauuu MP-curHana (1,4 mc
npu HopMe 6onee 11,4 Mc), B NOKENYAOUHOI xenese (23,8 Mc
npu HopMe bonee 33,3 Mc) u runocuse (8,9 mc npu Hopme Gonee
9 MC), KpOME TOrO, BbISBNIEHO yMeHblueHue runodu3sa (55,44 Mm®)
(puc. 2). B MMokapfie HakonneHus xenesa He BbiAiBeHO (33 Mc,
HopMa — 6onee 20 Mc). [lnarHoCTUPOBAH OCTEONOPO3 NOACHUY-
HOTO OTfieN1a N03BOHOYHMKA. IHLOKPUHONOTMYECKOe 06CnefoBa-
HWe NoKa3ano rMnoroHaf0TPOMNHbINA TMNOFOHAAN3M U BTOPUYHYIO
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ameHopeto. launeHTKe 1 ee Matepu BbINONHEHO TeHeTUYecKoe
MCCNef0BaHNe MyTauuil B reHax pubocomHbix benkos (RPS19,
RPS10, RPS24, RPS26, RPL11, RPL5, RPL35a) u reHe GATA1, ogHa-
KO MyTauuu He 0BHAPYXKeHBI, 4TO He UcktoYaeT guarHo3 ALlb (y
TPeTU GONbHBIX HE YAAETCA BLIABUTb TEHETUYECKUE HAPYLLEHUS).

B cBA3M C TAXKeNnon neperpy3konm OpraHuW3ma xene3om
NPUHATO pelleHne O BO30OHOBJEHUM XENaTOPHON Tepanuu.
MockonbKy AedepokcamuH B Poccun oTcyTcTBYET, TO Npenapa-
TOM BblbOpa cTan fedepasupokc B fose 1000 mr/cyt (25 mr/kr
B cyTku). Kpome Toro, HayaTta 3amecTuTenbHas ropMmoHanbHas
Tepanua npenaparom, cogepxawum 2 mr actpaguona n 10 mr
pupporectepoHa. C yyetom KocTHoro Bo3pacta (15 net, no
pesynbTataM peHTreHorpadun KWCTW) POCTOCTUMYNUMpYlOLLas
Tepanus npu3HaHa HelenecoobpasHoii.

XenatopHylo Tepanuio nauueHTKa nepeHocuna yAoBneT-
BOPUTENbHO, 6€3 MPU3HAKOB MEYEHOUHOW TOKCMYHOCTU. Mo
pe3ynbTaTaMm KOHTPONMbHOTO 06CnefoBaHus B fekabpe 2013 r.
OTMeYeHbl 3HaYNTENbHOE CHUXEHWUE KOHLEHTpauuu gepputmHa
CbIBOPOTKM KpoBU ([0 1840 MKr/n), HOpManu3aLusa akTUBHOCTU
TpaHcamuHas (ANIT — 45 En/n, ACT — 28 Ef/n). BmecTte ¢ Tem,
no AaHHbIM MPT B pexwume T2*, Habnopanoch fanbHeiiwee
ycyry6eHne neperpysku OpraHU3Ma XKene3om: BpeMs OTKIMKA
MarHUTHOro nons B nevyeHn — 0,65 mc, B Mnokapae — 10,05 mc,
B runocmse — 6,88 mc. [lonosHUTENbHO BLIAABEHbI HAPYLWEHNE
TMKEMWUM HaTOLWAK, HOPMOUHCYNMHEMUYECKAA MHCYNMHOPEe3N-
CTeHTHOCTb. MauymneHTKa anoBanachk Ha yXyalleHne 3peHns, npu
oTanbMonornyeckom ocmotpe 3aMKCMpPOBaHO NPOrpeccupo-
BaHWe KaTapakTel B 060ux rnasax. [leBoyke npoBefeHo onepa-

Puc. 1. 'mcroaormueckas KapTUHA TICICHH.

A. MunnMaAbHAsA IEPUIIOPTAABHA AMM(OUAHAS
nHPHUABTPANNA. ACITO3UTE KOPUYIHEBOIO ITUTMEHTA
(oxpacka remaToKCcHANHOM 1 903uHOM, 100-KpaTHOE
yseAndenne). b. HexHbril nepunopraAbHBIN
dpubpos 6e3 cerrr (rpexiBerHas okpacka 1o Maccom,
200-xparroe yBeanuenue). B. MaccuBHbBIE ACTTO3UTEI
reMOCHAEPHHA B I€IIATOIUTAX U BHE KAETOK (OKpacka

J1o ITepacy, 100-kparHOE yBEATUCHNIE)

Puc. 2. Orenka HakommAeHUS JKeA€3a B TIEUCH,
ITOAKEAYAOTIHOM KeAe3e, THITOMU3E U MIOKAPAC

C IOMOIIIBIO MATHUTHO-PE30HAHCHOI ToMOTrpadprm
B perkmme T2*

TUBHOE NedeHne — (HaKoIMYNbCUA XPYCTANUKOB C UMMIAHTaA-
LMeit MHTPAOKYNAPHbIX NUH3.

OBCYXXOQEHUE
MpuBefeHHOE KIMHUYECKOE HAbIOAEHNE IEMOHCTPUPYET CIIOXK-
HOCTb BefieHWs nauueHToB ¢ ALLB, 06ycnoBneHHyi0 NpaKkTUYeCKH
HeU36exHbIM pa3BUTUEM Cepbe3HbIX NOOOYHbIX 3t heKTOB Tepa-
MUK, a TaKXKe HeobOXOAMMOCTbIO NMPUBNEYEHNUS Bpayell MHOTUX
cneunanbHoCTen.

ALb — yHuKanbHoe 3abonesaHue, NpU KOTOPOM HEKOTOPbIE
GonbHble C paHHero Bo3pacTa HenpepbiBHO nonyvaioT K B
TeYeHWe MHOTMX NIeT, MHOTAA BCIO XW3Hb. MakcumanbHO gony-
CTUMas NOAAEepXUBalowWas fo3a npenapara coctasnser 0,5 mr/
Kl B CYTKW, B Cly4yae HEBO3MOXHOCTW NMOAJEPXKaHMA OTBETa Ha
Takoi po3e Tepanuio K pekomeHaylOT npepBaTbh U NepeBecTu
nauueHTa Ha pPerynapHylo 3aMecTUTeNbHYIO Tepanuio C afiekBar-
HoW xenauuen [26, 28]. B onncaHHoM cnyyae nofAepxuBaioLas
Tepanus B TeYeHWe MPOJOIKUTENbHOTO BPEMEHM BKJlOYana
6onee Bbicokue f03bl TK, YTO CBA3AHO CO COXHOCTbIO perynsp-
HOW TPAHCMY3NOHHOM M XeNaTopHOIi Tepanun No MecTy XuTefb-
CTBA NaLMEHTKN.

Y 6onbHbIX ALLB neperpyska xenesom passuBaeTcs ObicTpee,
YeM y NaUMEHTOB C ApYruMU 3a00NeBaHUAMM, MOJYYAOWMUMU
3KBMBAJIEHTHbII 00bEM TpaHCdy3noHHONM nogaepxku [5, 23].
370 AenaeT 04eHb BaXHbIM CBOEBPEMEHHOE HAYano XenatopHoM
Tepanuu n ageKkBaTHbIi MOHUTOPUHT ee IPPEKTUBHOCTH.

M3 pocTynHbIX CerofgHA npenaparoB-xenaTopoB xenesa Ans
nauuentoB ¢ A[lb pa3speweHo npumeHeHue pecdepokcamuHa
u getepasupokca. Mpuem gedepunpoHa 6onbHbiMM ALlB acco-
LUMMpOBAH C pa3BUTMEM arpaHynouutosza [26]. lpumeHeHue
jedepokcammuHa npepnonaraer MOLKOXHOE BBeAeHWE npe-
napata B TeyeHue 8-12 yacoB He MeHee 5 fHeit B Hepenio
[3]. Mopo6HEIN pexum Co3RaeT onpeaeneHHble TeXHUYeCcKue
CJI0XKHOCTM, 3HAYUTENILHO OrPAHMYMBAA 0OPA3 KU3HU NaLMeHTa
1 ero cembu. B Hawem cnyyae HEBO3MOXHOCTb MOAAEPIKAHMA
afieKBaTHOM CXeMbl BBEAEHUS fedepoKCaMmnHa NpuBena K cylye-
CTBEHHOMY YCYry6/eHNI0 Neperpy3Kku XKene3om B Te4eHue 2 NeT.

«3010TbIM CTAHAAPTOMY» BbISBNIEHWUA NEPerpy3kn opraHu3ma
XKENe30M CNYXKUT NYHKLMUOHHAs 6UONCUsA NeYeHM C onpefeneHu-
€M COAepXKaHusA Xenesa B CyXOM BeluecTBe neyeHu. B nocneg-
HuWe roAbl anbTepHaTMBOW 3TOM WHBA3WBHOW METOAMKe cTana
MPT opraHoB-muweHen B pexume T2* [2, 7, 30]. OcHOBHbIMK
OpraHamu-mMuILEHAMU IHAOKPUHHOW CUCTEMbl MpWU neperpys-
Ke )XenesoMm ABAAKTCA TMNOMU3 U MOJKENYyA04HAA Xene-
3a. [MNOroHagoOTpONHbLIA rMNOroHagM3M — Haubonee yactoe
IHAOKPUHHOE OC/OXHEHUe neperpy3ku xenesom runodusa,
AvarHoctupyemoe 6osee Yem y NONOBUHbI NauueHToB (60%).
CornacHo HeKoTOpbIM 3apybexHbiM paboTaM, CTeneHb CHUXe-
HUA MHTEHCUMBHOCTM MP-curHana T2* u yMmeHblieHue 06beMa
runodusa COOTHOCATCA C TAXKECTbIO MopaXeHus runodusa
BCNefCTBME Neperpy3ku xenesom. HakonneHue xenesa B runo-
thm3e nponcxoaut B nepsble 10 NeT XKU3HHK, B cBA3N ¢ yem MPT
roJ0BHOro Mo3ra (runodusa) uenecoobpasHa B gony6eptaTtHoM
BO3pacTe [/l BbIABNEHNS PaHHWUX NPU3HAKOB Neperpy3ku runo-
tu3a xenesom [21]. CBoeBpeMeHHOE Ha3HAYeHWEe XeNnaTopHoi
Tepanuu Nu6o ee MHTeHcUUKALWUS HA ITOM 3Tane No3Bonser
n3bexarb HeobpaTUMbIX nopaxeHui runodusa. HapyweHue
TONIePaHTHOCTY K [I0K03€ Y NaLMeHTOB C Neperpy3Kon xene3om
006ycnoBneHO B NepByl0 oyepefb Pa3BUTUEM WHCYIUHOPE3U-
CTEHTHOCTW BCNefCTBME MOpaXKeHus neuveHn. B panbHeliwem
NpU HaKOMIEHUN Kene3a B NOAKENYA0YHON XKene3e CHUKAEeTCA
CEeKpeLus UHCYNIMHA U Pa3BMBAETCA caxapHblil guadeT. CpeaHuii
BO3pacT MaHudecTauun yrneBoAHbIX HApYLEHUA Yy NauueHToB
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C 36bITKOM ene3a — 10 seT, No3ToMy BCeM BONbHbIM CTaplue
3TOr0 BO3pacTa PeKOMEH[0BaH €XEerofHbli opanbHbIi MoKO-
30-ToNepaHTHbLIN TecT [28].

Y Hawen nauMeHTKM FUNOTOHAAOTPOMHBIA FUNOTOHAAN3M
U WHCYNMHOPE3UCTEHTHOCTb pa3sBuaucb B Bo3pacte 15 ner.
Bbina HazHayeHa 3amecTUTeNbHas Tepanus NoJoOBbIMW CTEPOU-
[aMu, peKOMeHAoBaHa JMeToTepanus C OorpaHM4YeHueMm erko-
YCBOAI@MbIX YIIEBOLLOB U UPOB XMBOTHOO MPOUCXOKAEHMA.

OnpepeneHne KoHUeHTpauun eppuTMHa CbIBOPOTKWU KPOBM
LIMPOKO NPUMEHSIOT 18 PYTUHHOTO MOHUTOPUHTA 3(hEKTUBHOCTY
XeNnaTtopHOM Tepanum, 0AHaKo ypoBeHb heppuUTHHA He BCerfa CTpo-
ro KOppenupyeTt C UCTUHHBIM KONMYECTBOM Kefe3a B OpraHu3Me,
0Cco6eHHO B TKaHsX Muokapaa [29]. B onucaHHOM KAMHWYECKOM
cny4yae cnegyer OTMETUTb ABHOE HECOOTBETCTBME AUHAMUKMN KOH-
LeHTpauuu depputuHa u pesynstatos MPT nocne Bo30GHOBNEHMS
npuema pedepasnpokca. Tak, Npu CHKEHUM KOHLeHTpaLuum dep-
pUTWHA CbIBOPOTKM Gonee Yem B 2 pasa (c 4277 po 1840 mkr/n)
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3AKNKOYEHUE
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1 B cyqae ecnu Had mamepuanom paboman agmopckuli Koanekmus, AomKHbI NpusodUMsCs ceedeHus o Kaxdom asmope. Koiuyecmso asmopos —
He 6onee wecmu.
Mpumeyanue. MonHyto sepcuio «Tpebosaruli k asmopam» yumatiime Ha oguyuansHom caiime «[okmop.Py» (http://medicina-journal.ru).
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