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OPUTHANDBbHI OOCHIAXEHHA

YIK

Menoeneesa JLIL., Ilokposckaa O.C.,
Ypnoea E.C., I'peyoe E.M.,
Ilanmeneee U.B., Kaaunun H.H.,
HImuvipesa E.M.

T'emamonozuueckuii HayuHblll YeHmp
PAMH, Mocxksa

Knrwoueswie cnoea: gpunecpacmum,
I'panoeen®, epanyroyumaphulii
KOJIOHUECMUMYIUPYIOWUT pakmop,
MoOUNU3AYUSL 2eMONOIMUYECKUX
CMBOJIOBBIX KIIEMOK

NMPUMEHEHUE MNMPENAPATA ®UIITPACTUMA
(TPAHOIEH®) AN MOBUNTU3ALIUUA
AYTOJNOIMMYHbIX FTEMOMNO3TUYECKUX
CTBOJOBbIX KJIETOK KPOBWU Y BOJIbHbIX
C OHKOIrEMATOJIOrMYECKUMU
3ABOJIEBAHUAMU

Pestome. Jloxazana sgppexmusnocms u 0e30nacHocmb poccutickozo npe-
napama epaHyioyumapHozo KolioHuecmumyaupyroweo ¢gaxmopa (I'KCD)
I'panozen® (MHH — ¢unepacmum, npoussooumens «@apmanapky (I'K
«Buonpoyeccy, Mockea), npumensasuie2ocst 05t MOOUIUZAYUU AYMOTOLUYHBIX
ecemonoamuyeckux cmeonogvix kiemok (I'CK) kposu y nayuenmos ¢ onkoee-
mamonoeuveckumu 3abonesanusmu. B uccreoosanuu npumnsiu yuacmue 17
nayuenmos 6 gospacme 19 — 26 nem ¢ OuacHO3aMu MHOJNICECMBEHHAS MUe-
JloMa, ocmpulil 1etiko3, aumgoma, rumgpozpanyiemamos. Moounuzayus I'CK
0CYUecmensNacy no 08yM cxemam. B nepeoil cxeme Kypc uHmMeHCUSHOU Xu-
muomepanuu (XT) (DexaBEAM) couemancs ¢ nociedyrouwum HaA3HAYeHUEM
Quaepacmuma, 6mMopas cxemad GKIOUALA MOIbKO PUISPACTUM, HAZHAYA-
emblii Ha one cmabunvrozo kposemeopenus. Ipu mepanuu I'panozenom®
He HAbM00AN0Ch HU 0OHO20 CLYYASL MSINCENbIX HEeNHCeNAMENbHbIX D PeKmos,
OMMeuanoch nogvluenue yposus aakmamaoezuopozenaswvl (y 70% nayuenmos)
u wenounoti pochamaszvr (v 59% nayuenmos). Hpumenenue I'panozena® 6
sude MoHomepanuu obecneyuno nogviuieHue codepicanus CD34+-kremox 6
cpednem 6 27,5 paza, umo noszeonuno 3a 3 — 5 npoyedyp netikogpepesa co-
bpamv docmamournoe onsi mpauncnianmayuu konuvecmeo 1'CK y 71% nayu-
enmog ¢ eemobnacmoszamu. Moounuzayus CD34+-xknemox nocie XT obecne-
yuna ycnewnviti coop I'CK y 100% nayuenmos. Mobunuzyowuii s¢pgpexm u
besonacrnocmy I panozena® ne omauuaiucs om makogo20 npu UCNONb306aHUU
JYUUUX UMNOPIMHBLX AHATLO208.

TpaHcrma"TaMs ayTOMOTHYHBIX TEMOIIOITHYE-
ckux cTBONOBEIX KieTok (I'CK) obecrmeunBaeT B 10-
CTAaTOYHO KOPOTKHE CPOKH YCTOHYMBOE BOCCTAHOBIIEC-
HHE TeMOII033a T0C)Ie TTPUMEHEHHU ST BRICOKHX JI03 XH-
MHOTEPANEBTHUECKUAX MPENapaToB y OOJBHBIX T'eMO-
OracTo3aMu U COTUIHBIME ONyXONsIMH. B Hemanekom
nponutoM uctouHukoM ['CK sBisicss TOMBKO KOCT-
HBI MO3T (KM), omHako B mocienHee ACCSITHIICTHE
tpancmmantanus ['CK (TI'CK), momydeHHBIX U3 TIe-
pudeprudeckol KpoBH, MPAKTUIECKH TTOTHOCTHIO BEI-
tecamia TKM. OT1o obbsicasieTcs Tem, uto coop I'CK
C TIOMOIIBIO CeMapaTopa KPOBU MOXKET BBITTOIHITHCS
MPaKTHYECKH B aMOYJIaTOPHBIX yCIOBUAX, ayTOTPaH-
CIUTAHTAT MOXET OBITh MEeHee KOHTAMHUHHUPOBAH OITy-
XOJIEBBIMU KJIETKaMH, a BOCCTAHOBJICHHE TIOKa3aTeen
remorpaMmsl Ttociie TI'CK, cobpanHbIx u3 nepudepn-
YeCcKOH KPOBH, TPOMCXOIUT ObICTpEe.

B ¢dwmsnomornueckux ycrmoBUsAX B mepudepude-
CKOW KPOBH COAEPKUTCS HUYTONKHO MaJio€ KOJHYe-
ctBo I'CK, Tak kKak MECTOM HX IMOCTOSHHOTO TPEOBI-
Banus saBisercs KM. Jlist moounuzamuu ['CK n3 KM
B mepuepruIecKy0 KPOBb HCTOIB3YIOTCS PEKOMOU-
HaHTHBIE POCTOBBIE (DaKTOPEHI.

B macrosmee Bpems cTaHAapTOM MOOHMIIM3AINN
I'CK mepudepruueckoii KpoBH SIBISETCS TMPHUMCHEHHE

TPaHYJIONUTAPHOTO KOJIOHWECTHUMYITHPYIOMETO (akx-
topa (I-KC®). IIpu 3TOM cxema MOOMITH3AINH MOKET
BKJTIO9aTh TONbKO [-KC® mim ero coueranue ¢ apy-
TUMHU [TUTOKWHAMHA ((PaKTOpPOM CTBOJIOBBIX KIIETOK —
OCK, uarepneitknaamu — MJI-3 w/mmm UJI-12), a Takxke
rocJeioBaTeIbHOe MPUMEHEHHE MHEIOCYTTPECCHBHBIX
XUMHOTEpaINeBTHUeCKUX mpemnaparoB u [-KCO [1, 2].

OnHUM W3 YCIOBHI BOCCTaHOBIEHHS KPOBETBO-
peHuss B TOCTTPAHCIUIAHTAIIHOHHOM TIEPHOJE SBIIS-
eTCs JOCTATOYHOE KOJIMYECTBO TEeMOMOITHYECKUX
KJIeTOoK B TpaHciuiantare [3]. OCHOBHBIM MapKepoM
ATOTO KJIETOYHOTro Tyma cuutaercs aHturen CD34.
Tpancmranramus Oospimero komuwdectBa (CD34*-
KJIETOK COTPOBOXKJIAETCS yMEHBIIEHHEM pPaHHEH
MOCTTPAHCIIIIAHTAIMOHHON JIETAIBHOCTH, TIPH TPaHC-
ranTanuu 6osee 5 ¢ 10° CD34"-kneTok Ha 1 KT Macchl
Tena O0IBLHOTO KOJTMYECTBO TPAHYIIOIUTOB U TPOMOO-
HATOB Tiepu(peprudecKoil KpPOBH BOCCTaHABIMBAETCS
OBICTpee, YTO YMECHBITACT MOTPEOHOCTh B aHTHOAKTE-
pHATBHON Tepanmuu M 3aMECTHTENBHBIX TpaHCPy3HIX
KOMITOHEHTOB KPOBH [4].

OmHako HapsAy C yCIeXaMu B IIPOBEICHUN MOOH-
nm3aruu 1 coopa I'CK kKpoBU B HEKOTOPHIX CITydasx
HE TIPEACTABISETCS BOZMOXKHBIM 3arOTOBUTH MX OII-
THMaJIbHOE KOJIUYecTBO. Jlake y 370pOBBIX TOHOPOB

E€BPOME[EKC ©
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reMOIMO3TUYECKIX KJIETOK A(PPEKTUBHOCTH MOOMIIH-
3aluu pasnuyHa: B 5-15% cnydaeB He ynaercs 3a-
rotoButh 6omee 2,5 ¢ 106 CD34"-knetok/kr [5]. Tlpu
MOMBITKaX MPOTHO3UPOBATH IPPEKTUBHOCTH MOOH-
JAU3aUN Y OOJBHBIX reM001acTO3aMU U CONHIHBIMH
ONYXOJSIMU OLIEHWBAJIM TOJ, BO3PACT, HaJIU4HE WU
oTcyTcTBHE TopakeHuss KM, anutenbHOCTH mNpea-
mectBoBaBiel xumuorepanuu (XT), mokaszarenu
IPaHyJIOLMUTOB U TPOMOOLIMTOB MEpe] HauajaoM MOOu-
nu3anuu, nukoBble 3HaueHus: CD347-kneTok B KpoBU
Ha ¢one BBenenuii [-KC®D, nnrepBan Mexay npeabl-
nymuM kypeom XT u moomimzanueit u ap. Hecmotpst
Ha MHOTOYHCIICHHBIE TPOTHUBOPEUHs], OOJIBIIMHCTBOM
uccrienoBareneil Handonee BaxKHBIM (pakTOpoM, BIHS-
IOLIMM Ha pe3yJabTaThl MOOMIIN3ALUHY, TPU3HAH 00BEM
MIPOBOAMBILEHCS MUENIOCYTPECCUBHOM Tepamnuu [6, 7].

Lenbto HaACTOALIErO HCCIENOBAHMUS  SBISIACH
otieHKa 3(h(peKTUBHOCTU M OE30MACHOCTH OTEYEeCTBEH-
Horo mpenapara ¢uiarpacruma (MHH) - I'panoren®
(«DPAPMAITAPK», MockBa), MpUMEHSIBIIETOCS s
MoOmm3anuu aytosnoruyHbix I'CK kpoBu y G0JIBHBIX
OHKOI€MaToJIOTHYeCKUMH 3a00JIeBaHUSIMH.

B kauectBe akTHBHOTrO KOMmmoHeHTa [ paHorena®™
HCIOJIb30BaJIM  BBICOKOOUHIIEHHBIH  HETIIMKO3MIIN-
poBaHHbIi yenoBeueckuii [-KCD® (punrpacrum), mo-
JYYEHHBIH 1O TEXHOJOrMu pexkoMOMHaHTHBIX JIHK
C MHCIIOJIb30BAaHMEM T'E€HHO-MH)KEHEPHOro IITamMMma
Escherichia coli. Tlpemapar T'paHoren® COAEPKHUT
¢unrpactum B goszuposke 30 mua EJl/mn (300 Mkr/
MJI), BCIIOMOTaTeJbHbIE BEIECTBA: AaleTaTHBIA Oy-
(dep, copburon, nomucopdbar 80 U BOAy ST MHBEK-
umit. [penapar ['panoreH® sBisieTcsi OMOIKEHEPH-
koM npenapara Heiinoren® (“®. Xoddman JIs Pomr”,
[IBetinapus). Micnonap3oBaBLINECS B UCCIEIOBAHUY CE-
pun npenapara ['paHoreH™ ObLTU MPOKOHTPOIUPOBA-
HbI B ['0Cy1apCTBEHHOM MHCTUTYTE CTaHIapTH3aLUU
u koHTpoust uM. JI. A. Tapacesuua Pocriorpebnanzopa
(Mocksa).

MATEPUAIbI U METOAbI

B uccienoBanne ObLTH BKIIOYCHBI 17 OONMBHBIX (8
MYXYUH ¥ 9 KEHIIWH) MHOKECTBEHHOW MHEJIOMOH,
OCTPBIM IIeHiK030M, JTUMGPOCapKOMOi 1 TUMGOrpaHy-
JIEMaTO30M B Bo3pacTe oT 19 10 62 neT, KoTopbIM Ipo-
Benena moommm3arusa ['CK kpoBu ¢ ucronb30BaHreM
I'panorena® u nocnenyromnum coopom CD34"-kieTok
JJIs ayTOJOTMYHOM TpaHcniaHTauuu. Ha nmpenbiny-
X dTarax JICYCHUs BceM OOIBHBIM ITPOBOIFIIH WH-
nyknunoHHyo XT B 00beme 3-9 kypcos, y 1 6oiapHOTO
ObIJIa BBITIONHEHA CIJICHIKTOMUSI, JIOKAJIbHAS JTy4eBast
Tepanus npoBezeHa eme y | 6oapHOTO.

Jo Hauama mMoOWIM3allMK BCEM OOJBHBIM OBLIH
MIPOBENCHB! KIMHUYECKHE, HHCTPYMEHTAJIbHBIC U J1a-
OopaTopHBIE UCCIICTOBAHUS B COOTBETCTBUH C TIPOTO-
KoJioM mccaenoBanus. Ilocie Toro, kak 00NILHOM OBII
MPU3HAH COOTBETCTBYIONIUM KPUTEPHSIM BKIIFOUSHUS

B HCCIeOBaHWE, OH OBbLI MOAPOOHO O3HAKOMIICH C
«Mudopmanueit 115 nanueHTa, y4acTBYIOMETO B UC-
cienoBaHuM», W moanuckiBan «MHpopMupoBaHHOE
coryiacue Ha y4acTHe B UCCIIEI0BAHUI».

Jist ocyecTBiIeHU s MOOMITH3AIK U cOopa ayTo-
agorunuHbix ['CK manueHTs ObLIN TOCIUTAIN3UPOBAHBI
B OTJCJICHHE XUMHOTEpA reMo0IacTo30B U TPaHC-
MJIAaHTAMU KOCTHOro Mo3ra I'emarosiornyeckoro Ha-
yunoro nentpa (I'HL]) PAMH (Mocksa). C nenbto
pETUCTpalliy HeXKeNaTeIbHbIX ABJICHUH Ha (OHE pHU-
MeHeHHs ['paHoreHa® OCyIIeCTBISIM JUHAMUYECKOE
HabOmoneHne 3a OOJNBHBIMH, B XO/€ KOTOPOTO H3Me-
pAIM apTepualbHOE JaBJIEHUE, TeMIlepaTypy Telna,
ornpenensyii OMOXMMHYECKUE MOKa3aTedl U KIETOY-
HBIH cOCcTaB NepuepruIecKoil KPOBH.

Mobunu3zanuio ['CK KpoBu BBIIOTHSIIH 1O 2 cXe-
Mam. [lepBas cxema BkiIto4ana Kypc HHTeHCUBHOU X T
(DexaBEAM — ngexcameTa3oH, KapMyCTHH, 3TOMO3U/I,
LUTO3UH-apaOUHO3M I, MeJ(aslaH HJIM BBICOKHE J03bI
mukiaopochana 6 r/mM* B 1-e CyTKH) ¢ MOCIEAYIOIUM
Ha3HadeHueM ['paHoreHa®. B naHHyo rpymnimy BOILIO
10 GonbHBIX. Bropas cxema BKIIOYana MpUMEHEHHE
TonbKO ['paHorena® Ha (poHe CTaOMIIEHOTO COCTOSIHUS
KPOBETBOPEHHUS, B 3TY IPYIITY BOIIIO 7 OOJIBHBIX.

Just moounuzanuu ['CK nocne muenocynpeccus-
ot XT I'paHoreH® BBOAMIN MOAKOKHO MO 5 MKI/KT
B CYTKH, HaUHMHasi C TOTO MOMEHTa, KOT/1a YHUCJIO JIeH-
KOLIUTOB NEepUPEPUIECKON KPOBH COCTABIISLIIO MEHEe
1 « 10°n, u nponomKanu B TEYCHUE BPEMEHH, HE0O-
XOMMOTI0O JJIsl TeMaTOJOTHYECKOTO BOCCTAaHOBIICHUS
u cbopa mocratoyHoro konmdectBa CD34°-kneTok.
[Ipouenyps! neiikadepesa HAYMHAIN BBITIOIHATE MIPH
KOJINYECTBE JICHKOLUUTOB B MepH(EepHUEcCKOd KPOBH
7-8 « 10%/n.

Just moommuzanuu ['CK B ycinoBusix cTabuiabHOTO
COCTOSIHHSI KPOBETBOpEHHUs ['paHOreH” MpUMEHsIIN B
no3e 10 MKI/KT B CyTKHU TIOAKOXHO B TeUeHUE 5—6 cy-
Tok. Coop CD34"-knetok nmpoBoauiu Ha 4, 5, 6-¢ (ipu
HEOOXOAMMOCTH Ha 7-€) CyTKM OT Hayalla BBEICHHUS
I'panorena®.

[Ipouenyps! neiikadepesa BHIMOIHAIN Ha cenapa-
TOpax HEMpephIBHOTO TOKa KpoBU. [yt omeHKH 3-
(extuBHOCTH MOOMM3anuu u cobopa I'CK ocymiect-
BJISUIM TIOZICYET COAEpkKaHUs KJIETOK, HECYIIMX Map-
kep CD34, B 00pa3nax nepudepuueckoil KpoBU U JIeH-
KOKOHIIEHTpaTaxX METOJJOM IPOTOUYHON IUTOMETPUH.

B xauecTBe MOMOJHUTENBHOM 3aJauM TPU U3-
yueHun wmoOwmimsytomero 3¢dexra ['panorena™ B
YCIOBUSIX CTAOUIIBHOTO COCTOSIHHSI KPOBETBOPEHHUS
ObLTa MpoaHaTU3UPOBaHa €KEJIHEBHAS TUHAMHKA CO-
nepxkannsg CD34-xnetox B mepudepuyeckoil KpoBH
OOJNBHBIX OCTPBIM JIeiiKo30M (1 = 3) u aumdocapko-
moit (n = 2). [loncuet yucna CD34"-kneToK B KpOBU
BBITIOJIHSJIN 10 Hayasla MOOUITN3auu (MCXOIHBIC 3Ha-
YeHHs), 3aTeM EXKETHEBHO uepe3 4 4 mocie KaxJ0ro
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odepeaHoro BBeneHHs ['paHoreHa® 1m0 3aBeplLICHUS
Mobmu3auuu u coopa ['CK.

B cBs3u ¢ HEOONBIIUM pa3MepoOM BBIOOPKH CTa-
TUCTHYECKHUI aHAU3 JaHHBIX OBLI MPOBENCH C HUC-
MOJIb30BAaHUEM  HEMapaMEeTPHYECKUX METOAMK U
OIUCATENBHON CTaTUCTUKHU. J{JIs aHanM3a IByX 3aBH-
CHMBIX BBIOOPOK (aHaJIM3 MMapamMeTpoB JI0 U MOCIIE HC-
CIICIOBaHMSI) UCIIONB30BAJICA KpUTEepHil BuiikokcoHa.
CrarucTHyeckuii aHalu3 JAaHHBIX MPOBOIUIH C HC-
MOJIb30BaHUEM TMPOrPAaMMHBIX MPOIYyKTOB Microsoft
Office Excel 2003; SPSS 13.0 for Windows.

PE3YNbTATbI U OBCYXAEHUE

3a Bpemsi TPOBENEHUS WCCIEAOBAaHUS HE 3a-
PETHCTPUPOBAHO CEpPBE3HBIX HEXKENATEeNbHBIX SB-
JICHUH, CBSI3aHHBIX C TPUMEHEeHHeM [ paHoreHa®.
HeoOxomuMocTi OTMEHBI TIperapara 10 TOKa3aHH-
ssM Oe3omacHocTH He ObuTo. Ha (ome mpumeHeHUS
I'panorena® y 9 (53%) u3 17 GOIbHBIX HAOIIOAAIUCH
OCCaJIruu JIETKOH U CpelHEN CTENEHU TSIKECTU B TEUe-
Hue 1-4 nuelt, y 2 (12%) uz 17 60mpHBIX OTMEYaIach
TOJIOBHAS OOJIb.

CpaBHUTENBHBIN aHANIU3 YPOBHEH ajlaHUHAMUHO-
tpaHchepassr (AJIT), acmapraramuHOTpaHChEpasbl
(ACT), kpeatnHHHa W O0IIEro OWIMPYOMHA METO-
oM BHIIKOKCOHa 110 M TOCIie WCCIIeIOBaHMS HE BBI-
SIBUJT CTATUCTHYECKHU 3HAYUMBIX pasnnuuid (p > 0,05).
OTMeYeHO CTaTUCTHYECKH 3HAYMMOE IPEBhIIIEHUE
HOPMAaJIBHBIX YPOBHEH JakTaTaeruaporenassl — JIJI'
(p = 0,01) m menounoit ¢ocdarazer — D (p = 0,01)
nociie nmpuMeneHust npemnapara I'panoren®. Tak, ypo-
Bens JIJIT" mocie mpumenenus I'paHorena® mpeBbIma
Hopmy (o 480 EJl/m) y 12 GonbHBIX, B TO BpeMs Kak
WCXOJHBIE 3HAYEHHUs OBUTM TOBBIIICHBI JUIIb y 4 U3
Hux. [Ipu 3TOM y 5 GONBHBIX MMOCIE 3aBEPIICHUS MO-
OmM3auy OBLJIO 3apPETHCTPHPOBAHO 3HAYUTEIHHOE
nosbitierne yposHs JIJII' (ot 2,5 1o 4 HOpM), a 'y 7
60pHBIX ypoBeHb JIJ[I" mpeBbimran Hopmy Ha 20-50%.
VY npyrux 5 6onpHBIX 3HaueHus JIAI" BappupoBanm B
npenenax HopMmbl. [Ipu ananuze nokazarened 1D y
OO0NBHBIX, MONyYaBIIUX [ paHoren®, ObLIO OTMEUYCHO,
4yTO eciau ucxoaHble 3HaueHus 1d npeBwitanm HOp-
My (32-92 EJI/m) y 3 GONBHBIX, TO TIOCIIE 3aBEPIICHUS
MOOMITH3aIAY MTOBBIIIIEHHBIN ypoBeHb 11D BeISBISAIN
y 10 6oxpaBIX. [Ipn 3TOM ypoBens 11D Gonee vem B 2
pasa mpeBkIIal HopMaIbHbIE 3HAYeHUS Y 1 G0IBHOTO
(197 E/i/m), ne menee ueM B 1,5 paza —y 9 OonbHBIX. Y
7 npyrux 6onpHBIX copepkanne 11D B kpoBu Konebda-
JIOCH B TIpeJieiax HOPMBI.

[To6ounbie >(DPEKTH, COMPOBOXKIAOIINE IPH-
menenne [-KC® mpu mobunmzamuu I'CK, mo maH-
HBIM JIATEepaTypbl [8], HaOMIOHArOTCS NTpPHUMEPHO B
30% cmydaeB, IpUYeM KaK y OHKOT'€MaTOJIOTHYECKUX
001pHBIX, Tak U y goHOpoB ['CK. Hanbomnee vacteimu
OCIIOKHEHUSIMH SIBJISIOTCS OONHM B KOCTSIX, TOJIOBHAS
0011b, c1adbocTh. KocTHBIE 00N BOZHUKAIOT B CBSI3H C

BosaericTBueM I -KC® na MeTab0I13M KOCTHOM TKaHH,
CIIEZICTBUEM 4YEro SIBJISIETCS CHM)KEHUE COMEp)KaHMS
CBIBOPOTOYHOTO OcTeoKanblnHa. Occaaruu 0OBIYHO
HocsAT nu(dy3HBIH XapakTep, Jyalle JOKaJU3yIoTCs B
KOCTSIX Tasza, Oeapax, pedpax, U perpeccHpyroT IMo-
cie npekpamenus npuMmenenus [-KCO. 3naunutensHo
peske HaOMIONAIOTCsl MUAJITHHU, OOJTM B IPYIHON KIIET-
Ke, YyBCTBO TPEBOTH, JINXOPaJKa, TOIIHOTA, KOXKHBIE
peakuuu B MeCTaxX HHBEKUUN. Takue MpOsSBICHUS
MMEIOT HU3KYIO WIIM CPEIHIOI0 CTENEHb BhIPaKEHHO-
CTH, HOCSIT 10303aBUCUMBII XapakTep U UCUE3aloT Ye-
pe3 48 4 mocie oTMEHBI penapara.

OnyOnukoBaHbl cooOmeHuss o Tom, uro [-KCD
MOXXET OKa3bIBaTh BIUSHUE Ha OMOXUMHUYECKUE TTOKa-
3aTenu kpoBu. OTMeueHo noBblieHue 3Hauenuit JIJT,
LD, moueBoit kucaotsl, AJIT, rmyTamMunTpancnenTu-
J1a3bl, CHUKEHUE COIeP KaHUSI MOHOB Kajus U MarHus
[8, 9]. Bce BrimenepeuncieHHbIe MOKa3aTean BO3Bpa-
LIAJIMCh K UCXOIHBIM 3HAYEHUSIM I10CJIe OTMEHBI Mpe-
napata. [I[puynHbl TAKUX U3MEHEHUU 1O HACTOSIIETO
BpPEMEHU HE OOBSICHEHBI.

Wzmenenune nokasaresnel nepudepuyeckoii KpoBU
70 U Tocie mpuMeHeHus ['paHoreHa™ paccmarpuBa-
JIOCh OTICIBHO Yy OONBHBIX, MOJy4aBIIUX | paHoreH”™
nocie XT u B ycrnoBusax cTaOUIBLHOTO KPOBETBOPEHUSI.

[Tpumenenue I'panorena™ Ha (oHEe CTAOHIBHOTO
COCTOSIHUSI KPOBETBOPEHHUS HE COMPOBOXKAAJIOCH 3HA-
YUMBIMUA U3MEHEHHUSIMU TOKa3aTesell reMorjioornHa u
KOJINYECTBA JPUTPOLHUTOB MepUPEPUIECKO KPOBH.
JIymp y 1 601pHOTO HAOIIOAAIOCH CHUYKEHNE KOHIICH-
Tpanuu remoriobuna urwke 100 r/n. Yrto xe kacaert-
csl TIoKasaresiel TPOMOOIIMTOB, TO MOCJE 3aBePLICHUS
MOOHIIM3aLHMH OBLIIO BBISIBICHO CYIIECTBEHHOE YMEHb-
mrenue ux yucina (10 52-90 ¢ 10%/m) y 6 u3 7 O0NbHBIX.

[Ipu Gonee neTanbHOM aHanM3€ AMHAMUKH MOKa-
3aresnell TpoMOOLHMTOB NepU(epruuecKoll KpoBH 0OHa-
PY’KEeHO, 4TO Iepea BhINoiIHeHueM 1-ro nelikadepesa,
T.e. mocie 3—4 BBeaeHu ['paHoreHa®, KIMHHYECKH
3HAYMMOE YMEHBIIEHHE YHCiIa TPOMOOLMTOB Ha-
omonanoce y 3 (43%) uz 7 6onbubIx. [locnenyromee
yMEHBUICHHE YHciia TPOMOOIIMTOB KaK y 3TUX, TaK U y
OCTaJIbHBIX OOJIBHBIX MOTJIO OBITH CBS3aHO C MOTEpen
TPOMOOIIMTOB B Mpolecce Jelkadepesa, YUCIO Tpo-
Leayp KOTOPOro COCTaBUIIO OT 3 710 5.

B cBs3u ¢ HeOONBIIMM KOJUYECTBOM OOJBHBIX,
BKJIIOYEHHBIX B HCCIEIOBaHUE, HE IPEACTaBIAIOCH
BO3MOKHBIM CZENaTh YETKOE 3aKJIIOUEHUE O BIMSHUU
I'panorena®™ Ha KOJIMYECTBO TPOMOOIIMTOB B mepude-
pUYECKON KpOBH IpPU YCJIOBHH €ro MPUMEHEHHs Ha
(hoHe cTaOMILHOTO COCTOSIHUSI KPOBETBOPEHUSI.

3HAYUTENbHOE YBEIMYEHHE YMcIa JIEHKOLUTOB
U TPaHyJIOLUTOB B Mepueprudeckoil KPoBH SBUIOCH
MOATBEPXKACHUEM BO3elcTBHsI [ paHOreHa® Ha rpaHy-
JIOLUTAPHBIA POCTOK KPOBETBOPEHU . MaKcHMalbHbIE
3HAUEHUS CONIEPKAHHS JICMKOIUTOB Ha ()OHE BBeIe-
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uuii I'panorena® gocturamnu (5,3—67) ¢ 10°/m, B cpen-
ueMm (30,1 = 7,4) » 10°/m, uto B 2,1-9,6 pa3a npeBwIIIAIO
ucxoaHble nokaszarenau. CTodb pe3Koe MOBBIIIEHUE KO-
JMYECTBA JEHKOLHMTOB MPOMCXOAUTIO 3a CUET YBEIH-
YeHus B nepudeprueckoil KpoBU aOCOIIOTHOTO YHC-
Ja rpanynouuToB. [Ipu 3TOM aOCcoNIOTHBIE 3HAYCHHUS
PaHyJIONUTOB gocturaiu (2,6-35,6) *10°m, cpennee
3HaueHue - (22,2 + 3,4) » 10°/n, uto B cpeaHeM B 7,7 +
1,8 paza mpeBbICKIIO HCXOJHBIC TIOKA3ATEIH.

JuHaMuKa mokaszareneil mepudepruuecKkord Kpo-
BU B TpyIe OOJNbHBIX, NONyYaBIIUX [ paHoreH” mo-
Clle MUEJIOCYTIPECCUBHOM XUMHUOTEPAIINU U B PEXKUME
MOHOTEpaNuH, 3HAYUTEIBHO oTIHyajiack. [lokazarenu
reMoryio0nuHa, S3PUTPOLIUTOB U TPOMOOLIUTOB Tiepude-
PHYECKOH KPOBH Y MOJIOBUHBI OOJBHBIX 3TOH TPYTIIBI
rocje 3aBepLICHUs MOOMIM3ALUU OKa3alluCh 3HA4YU-
TENBHO CHW)KCHHBIMH: KOHLIEHTPALUs TeMOrioOnHa
menee 100 /i, uucno s3putTpouuToB Menee 3 ¢ 10"/,
gucio TpomborutoB meree 100 ¢ 10°/1. BoisBnennast
LUTOIEHHS 00YCIIOBIICHAa TPUMEHEHHEM BBICOKHX 1103
XUMHOTEPANEBTUUECKUX MPENapaToB, BKIIOYCHHBIX B
CXeMy MOOMIIM3aLUH.

B xauecTBe mokaszareneil, OTpasKalolIKUX BIUSHUE
I'panorena™ Ha TrpaHyJIOIMTAPHBIH POCTOK KPOBET-
BOpPEHUSI, MOT'YT PacCMaTPUBAThCS CPOKU U CKOPOCTh
BOCCTAHOBJICHHS JICHKOLIUTOB M TPaHYJIOLHUTOB Ie-
pudepuueckoii kKpoBu. B pesymnbraTe NpHUMEHEHHS
I'panorena®™y 8 (80%) u3 10 GONBHBIX POTOIKHUTEIb-
HOCTh TJIyOOKOW HEWTporneHuH (abCOMIOTHOE YHUCIIO
HelTpoduioB meHee 0,5 ¢ 10%/m) mocie BEICOKOIO3HOM
XT Obu1a cokpatiena 10 4—6 cyT U JTUIIb Y 2 O0JIBHBIX
coctaBuna 7-10 cyt. [IponomKuTenbHOCTh TIIyOOKOH
HEUTpONEHNN y HaONIONABIIMXCS HAMHU OOJBHBIX B
cpenHeMm coctaBuna 5,7 = 0,6 cyT, a MakCUMaJbHbIE
3HAYEHUS! JISHKOUTOB M IPAHYJIOLUTOB B JHU BBIIIOJI-
HeHus neiikadepe3oB — (18,8 = 3,4) « 10°nm u (12,8 £
3,2) » 10°/1 COOTBETCTBEHHO.

Crenenp 3¢ ¢dexkruBHOCTH MoOumm3anuu ['CK
MOYXHO OIpEeSUTh Ha OCHOBAHHMM YBEIWYCHHUS CO-
nepxkanns CD34-xnetok B mepudepuueckoil KpoBH
Ha (one BBeneHus [-KCD. B Tabnune npencraBicHb
napaMeTpbl, XapakTepusyouue 3Q()eKTHBHOCTh MO-
OMITM3alMU 110 IBYM HCIIOJIB30BABILIUMCS CXeMaM st
BCEH rpyIibl OONBHBIX.

AHanu3 pe3yapTaToB MOOMIM3ALUH TIOKA3aJl, YTO
I'panoren® c¢ uenpto moOmnmsauuu ['CK BBOmmiIm B
teyeHue S5—12 nuelt, nus coopa CD34"-kaeTok mpoBo-
oum 1-5 mponenyp neiikadepesa. JocraTounoe st
TpaHcmantauuu konuuectBo CD34*-kneTok ObLIO
cobpano y 15 (88%) u3 17 GOMBHBIX, IPU ATOM YHUCIIO
coopanHbeix CD34*-kneTok kone0ajoch B MIMPOKHUX
npeaenax — ot 2,37 1o 82,7 « 10%kr. B 2 cnyuasx coop
I'CK 06b11 HEeyOBJIETBOPUTENBHBIM, 32 3—4 Tpoueny-
poI neiikadepesa Obu10 codpano 1,0 u 1,1 « 10°CD34*-
KJIETOK/KT.

Pesynbratel, npeacTaBiIeHHbIC B TaOIULE, CBHIE-
TEJILCTBYIOT O BBICOKOM 3 dexkTuBHOCTH [ panorena®,
HCIOJIB30BABUIETOCS B JIBYX Pa3jIMYHBIX CX€Max MO-
ounuzanuu 'CK. OcobeHnHo Ba)kHa OLIEHKa pe3ynbTa-
TOB MOOHMJIM3aK [ paHOreHoM"™ B peXHME MOHOTE-
panuu npu cTaOMIBHOM COCTOSTHUM KPOBETBOPEHUS,
MIOCKOJIBKY MMEHHO 3Ta CXeMa JaeT BO3MOKHOCTh
KOHKPETHO OXapakTepu3oBaTh 3dekT npenapara.

HccnenoBanne nmokasano, 4To MPUMEHEHHE TOJIBKO
I'panorena® B Teuenue 5—7 aHe# 00eCeunIio MoBbIIIe-
Hue conepxanusi CD34"-kneTok B KPOBH y OOJBHBIX
remoOiiacro3amu B 2,4-74,9 pasa (B cpennem B 27,5 £
11,3 paza). [1pu ucxonuom copeprxkannu CD34"-kieTok
B KpoBu B mnpexaenax 450-9360 (B cpennem 2247,1 +
1195,5) B 1 M3 ux MakcuMalbHbIE 3HAUeHHS Ha (oHe
BBEJICHUI I'paHOreHa AocTuraiu yposHsa 4240-107200
(B cpeqnem 31102,8 £ 13557,7) B 1 M. 3T0 mO3BOIUIIO
3a 3—5 mporenyp Jaeiikadepesa codpats (2,37-5,21) ¢
10 KJ1€TOK/KT, TOCTATOYHOE ISl TPAHCIUTAHTAIIMH KO-
nuuectBo ['CKy 5 (71%) u3 7 GOIBHBIX.

VY 2 60nbHBIX 3GPEKTUBHOCTH MOOHIIN3AIIIH MOXK-
HO MpPU3HATh HEAOCTATOYHOM, MOCKOJIBKY COJEpkKaHHE
CD34*-knetok B KpoBH Ha (hoHe BBeneHHii [ panorena®
ocTaBaJIoCh BecbMa HU3KUM (4240 u 7620 B 1 M), uTO
u o0ycnoBmJI0 HeyaoBieTBopuTenbHbI cOop ['CK.
OCHOBHO# TPUUMHON HeROCTATOUHOH d(PdeKTUBHOCTH
MOOMITU3AIMH Y 3THX 2 OOJBHBIX SBJISIACH MACCUBHAS
nHayKunoHHas XT, MpoBOAUBIIASACS HA MPEIbITYIINX
sTanax jedeHus. O6e OoNbHbIE MOMYYHIIH 10 5—6 Kyp-
COB, COZIEPKABIIMX MHEIOTOKCHUUYECKHE XHMHUOTEpa-
MEeBTUYECKUE TpernapaThl (MeToTpekcat, udochamu,
MHUTOKCAHTPOH, IMTO3MH-apaOMHO3UA W Ap.). Takas
Tepanus MPUBOAUT K 3HAYUTEIBHON MHEIOCYNIPECCUN
u tpyaHocTsam Mobmmmsanuu ['CK. Bonee Toro, Herno-
CPEICTBEHHO Iepel HayalloM MOOWJIHM3aluu B aHaJU-
3ax KPOBHU 3TUX OOJBHBIX ONPEACIISIIN CHIKECHHBIE T10-
kasatenau TpomooruToB (105 u 136 < 10%/m).

PesynbraTel €XeqHEBHOrO HCCIeOBaHUS JMHA-
muku yncna CD34"-kneTok B nepudepuieckoii KpoBu
y 5 OonpHBIX Ha (oHe BBeneHHUil ['paHorena®™ moka-
3anu caenyromee: y 3 OONbHBIX yxe uepes 4 4 mocie
I-ro BBeneHuUs mpenapara HaONIOJANIOCh MOBBIILICHHE
conepxkanus CD34"-knetok B kpoBu ¢ 450-9360 no
3200-13200 B 1 mn. Ilocnemyromue ucciaenoBaHUS
MPOJIEMOHCTPHUPOBAIM JAAJIbHEHIINI POCT IMoKazare-
JIeli ¢ JOCTUXKEHUEM ITMKOBBIX 3HAYEHUH Ha 5—6-1 THH
Mobmnmmzauuu. Mobunuzanus ['CK y 3Tux GoibHBIX
3aBepIInIach ycnemHnbm coopom CD34*-keTok B KO-
nuuecte (4,74-9,9) « 10%kr. ¥ 2 apyrux OOJIbHBIX MO-
cne 1-ro BBenenus npenapara npupoct CD34-knetox
MPaKTUYECKH OTCYTCTBOBal. [Ipu MCXOAHBIX 3Haude-
Husx 1350-1540 xnetok B 1 M copepkanne CD34"-
KJ1eToK coctaBuiio Bcero 1250—-1820 B 1 mi. imenHo y
3TUX OOJBHBIX yIAJI0Ch COOPaTh MUHUMAJBHOE KOJIH-
YEeCTBO T'€MONOATHYECKUX KJIETOK 3a 3—4 mpouenypsl
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neiikadepesa (1,0 u 2,94 CD34"-kneToK/KI cOOTBET-
CTBEHHO).

Bo3MokHO, OTCyTCTBME yBEIMYEHHUs 4YHUCIA
CD34"-knerok B mepuepHuecKoil KpoBH cpazy Ke
nociie 1-ro BBemeHust I'paHoreHa®™ ciemyer paccma-
TpUBaTh B KaueCTBE HEOIArOMpUATHOIO MPOTHOCTHU-
YeCcKOro (akTopa, COMPOBOXKJAIOIIEIO HEYAOBIETBO-
putensHble pesynbrarbl MoOunmm3anuu ['CK. Onnako
JUTSl TIOATBEPIKACHHSI IaHHOTO MPEITOI0KEHHS He00-
XOIMMBI UCCIIEAOBAHMUS Yy OONBLIET0 YHCIa OOIBHBIX.

AHanu3 napaMeTpoB, XapaKTepH3yoUnX P dex-
tuBHOCTH MoOmnu3anuu I'CK nmocie xumuorepanuu,
MoKa3aJl BEICOKME pe3ynbsTaThl. [Ipu ncxogHom coaep-
skanun CD34*-xietok B kpoBH B mpeaenax 500—-8100
(B cpennem 3652 + 748,4) B 1 MII UX MakcUMaJbHbIE
3Ha4YeHUs Ha (QoHe BBeleHUil ['paHorena™ mpocturanu
ypoBHs 51340—472320 (B cpeanem 198051,3 +50736,6)
B 1 M. KparHocts yBenuuenus uucina CD34*-knetok
B KpOBH y OONBIIMHCTBA OONBHBIX cocTaBuia 19,4—88
pas, ay 1 6onbHOIT ipeBbicuia 500.

Ctoib BEICOKHE THKHU BbIXoga CD34"-kj1eTok B me-
pudepruecKyIo KpoBb AOKa3aJIM YCIEIIHOCTh MOOU-
nmu3anuu 'y 100% (y 10 u3 10) GOIBHBIX U TO3BOIIIH
3a 1-2 mpouenypsl neiikadepesa codpats (7,9-82,7)
* 10 CD34"-knetok/kr. [Ipu 3TOM y OONBLIMHCTBA
OONBHBIX MpoBeAeHO 5-7 BBemeHuit I'panoreHa® u
UG y 3 00JbHBIX — 8—12 BBEICHUH.

Ha pucynke mnoxa3zano yBenuueHne CD34°-
KJIETOK B Tiepudeprueckoil KpoBH Ha (hOHE BBEICHHUS
I'panorena®.

ComocTaBUB pe3ynbTaThl BYX MPHUMEHSBIIMXCS
CXeM MOOHMJIM3alMH, Mbl OTMETHIIN, YTO UCXOAHOE CO-
nepxkanue CD34°-x1eTox B KpoBH (B cpenuem 2247,1 +
1195,5 mpotus 3652 + 748,4 B 1 MJ1) 1 IPOAOIKUTENb-
HOCTh puMeHenus ['panorena® (B cpennem 5,6 + 0,3
IHs mpotuB 7,3 £ 0,6 1HS) OTIMYaIUCh BeChbMa HE3HA-
YUTENBHO Y 00NMBHBIX 00eux rpynim. Tem He MeHee 1o-
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B Bcarpynna B ycnoBusx ctabunbHOro KpoBETBOPEHMA

O Mocne xummnotepanuu

Copepxanue CD34*-knetok B KpOBU BOMNbHLIX Nepef BKIYEHU-
eM B UccrnefoBaHve 1 Ha hoHe BBeaeHus MpaHoreHa®.

CJIeZIOBaTeIbHOE Ha3HAUEHHE XUMUOTEPANIEBTUYECKUX
npenaparoB u [-KC® (cxema XT + I'panoren®) crmo-
cOOCTBOBaJI0O TOMY, 4TO MUK BbIxoga CD34"-kneTok
B TepU(EpPHUECKYI0 KPOBb MPAKTUYECKH S5-KPaTHO
MpEBBIIAll TaKOBOW y OOJNBHBIX C MOOHMIM3aLUEH
I'panorenom® B MoHopexxume (B cpeqnem 198051,3 +
50736,6 npotus 31302,8 + 13557,7 B 1 mm).

Bosnbioe BHuManue yaenseTcs HOUCKY (akTopoB,
KOTOpBIE OKa3bIBAIOT BIUSHHUE HA 9P(PEKTUBHOCTH MO-
OMITM3aluy ¥ MOTJIM OBl MCIIOJIB30BATHCS AJISI IPOTHO-
3UpOBaHUsA €€ pe3yibraroB. [Io MHEHUIO HEKOTOPBIX
uccnenosareneil [6], Hanbonee BaxHBIM (PaKTOPOM,
BIUSIIOIIMM Ha copepxkanue CD34°-kneTok B nepu-
(epruyeckoil KpoBH, SBIsiETCS OOIIee YHCIO KYpCOB
MHEIIOCYTpecCUBHOM Tepanuu (kak XT, Tak U TOKaJb-
Hol mydeBoii Tepanun). Ocoboe BHUMaHHE YACISIOCH
Ha3HAUYEHHUIO MycTapreHa, mpokapbasuna, mendana-
Ha, KapMyCTHHA, OKa3bIBAIOIIUX TOKCHMYECKOE BO3-
JefcTBIE Ha paHHUE KIETKHU-TpeNlIecTBEeHHUKH. VX
NPUMEHEHHE 3HAYUTEIbHO YXYIIIAJIO pe3yJbTaThl
MoOunu3anuu. Kpome Toro, nHTEpBal MeHee 65 nHeH
Mexay nocienauM kypcom XT u MoOunm3auei Tak-
K€ CuMTajics HeONnarompusATHBIM MPOTHOCTUYECKHM
(akTopom.

B otnenbubix nmyonukanusax [10] yaensiocs BHH-
MaHHUE BIUSHHUIO BO3pacTa OOJIBHOTO Ha pPe3ynbTa-
Tbl MOOMIM3auu. BbUIO OTMEUYeHo, YTO 4YeM cTapiie
6onbHOM, TeM MenblIe ' CK ynaBanock cobpars, HO He
00HapyKeHO (HUKCUPOBAHHBIX BO3PACTHBIX TpPaHMUII,
Mocje KOTOPBIX HEBO3MOXKHO OBIJIO 3aTOTOBUTH CTBO-
JIOBBIE KJIeTKH. B npyrux padotax [11] craTuctuuecku
3HAYUMBIMHU (aKTOpPaMH, MPeACKa3bIBAIOIIUMU He-
JOCTaTOYHYI0 3(PPEKTUBHOCTH MOOWIM3ALNU, OBLIN
Ha3BaHbl nopaxkeHue KM B neOrote 3aboneBaHus H
CHIDKEHHOE KOJHMYECTBO TPOMOOLMTOB HEMOCpe.-
CTBEHHO miepen moomim3anueit. [lokazano takxke [7],
YTO yCIHelIHas MoOuIu3anus Obljla BO3MOXKHA, €CIH
1o Hayana BBeaeHHs [-KC® B kpoBu ompenensnock
ue meree 500 CD34"-k1eToK/M1, a IIOIA b MUEJIOKa-
PHOLIMTOB B TPEMAaHOOHONTATE COCTABJIsIa HE MEHEe
40%. OCHOBHBIM KpUTEPHUEM, NTO3BOJISIBIIMM MPOrHO-
3upoBath ycneunsiii coop I'CK, sBismocs comepika-
Hue CD34"-kj1eTok B KPOBHU B J€Hb IPOBEAEHUS IIPO-
uenypsl neiikadepesa. [lpu yposae CD34-kneTok B
kpoBu 40000 B 1 M 1 Goniee HEOOXOIUMOE JIJTSI TPAHC-
nianTanuu koinundectBo ['CK ynaBanock codpats 3a 1
ceaHc seiikagepesa.

B Hamem wuccrnenoBaHuM, BKIIOYABILEM OOJBHBIX,
pa3IUYaBIINXCS MO BO3PACTY, IMAarHo3aM M MHTEHCHB-
Hoctu npexaumecrtsoBaseil XT, npumeHenue orede-
crBeHHoro [-KC® (npemnapara ['paHoren®) mno3Boiusio
00ecneynTh YCIEIHY0 MOOMIU3AIHMIO U aJeKBaTHBIN
coop CD34*-kneTok y MOAABISIONIETO OOJBIIUHCTBA
(88%) OonbHbIX. [Tpu mosgcuere uncina CD34°-kneTok B
KpOBH Ha (hoHe BBeAeHul [ paHOreHa”™, mpruMeHsIBIIIero-
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moGunusauni (71%) ( °) et al. Effect of granulocyte colony-stimulat-

Csl Kak B BHJIE PeKMMa MOHOTEPAIUH, TaK M B COYeTa-
HUW C XUMHOTEPANeBTUYECKIUMH TIpernaparaMu, OblIn
OTMEYEHBI BBICOKHME MUKH BBIXOJA 3THUX KJIETOK B IIe-
pudepunaeckoe pycio. B kagecTBe OCHOBHBIX NMPUYHH
HEYAa4HON MOOHMIIN3aliY TeMONOATHYECKUX KIETOK Y
2-X HAOJIIOIABIIMXCSI HAMU OOJIBHBIX MOTYT PaCCMaTPH-
BaThCS JTNTENbHAS MTPEIIECTBOBABIIAS MHOTOKOMIIO-
HeHTHass XT ¥ CHH)KEHHOE KOJMYECTBO TPOMOOIIMTOB
HETOCPEICTBEHHO Tepe;] MOOMITH3aIIeH.

Takum oOpa3om, npumeHeHue ['paHorena® c re-
npto MoOmim3anuu ['CK kpoBu y OONBHBIX OHKOTe-
MaTOJIOTUYECKUMK  3a00JIEBAaHUSIMU  SIBIISIETCSL  O€3-
ornacHbIM U 3¢ GexTUBHBIM. MoOHIH3ytoIui 3G et
I'panoreHa® cOOTBETCTBYET TAKOBOMY ITPU HCIIOIH30-
BaHMH Apyrux npenaparos [-KCO.

CpaBHHTEIbHAS OIICHKA YPPEKTHBHOCTH MOOHITH-
sanuu ['CK ¢ ucnons3oBanueM ['paHoreHa® mo aBym
Pa3JIMYHBIM CXeMaM
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3ACTOCYBAHHA NMPENAPATY
®INTPACTUMA (TPAHOTEH®) 3AANA
MOBINMI3ALIT AYTONOMN4YHUX
FEMONOETUYHUX CTOBBYPOBUX KNITUH
Y XBOPUX 3 OHKOrEMATONOIN4YHNMH
3AXBOPIOBAHHAMMU

Menoencesa JI. I1., Ilokposcvka O. C., Ypnosa O.C.,
I'peuoe E.M., Ilanmences 1.B., Kaninin H.H.,
HImupvoea E.M.

Pesiome. Jloxazana eQeKTHBHICTh Ta OE3MEUHICTH PO-
ClficbKOro mpenapary TpaHyJIOLMUTAPHOTO KOJIOHIECTHMY-
moroyoro dakropa (I-KC®D) I'panoren® (MHH ¢inrpac-
ThM, BupooHuk «Papmamapk» (I'K «bionponec», Mocksa),
SIKHH  3aCTOCOBYBAJIM 3a/UIsi MOOLTI3amii ayTOJOTIYHUX
cToBOypoBux remonoernynux KiaitTuH (I'KC) kposi y mami-
€HTIB 3 OHKOI'€MaTOJIOT TYHUMHU 3aXBOPIOBaHHAMH. B nocii-
JUKEHHI NPUHHSUIN yyacTh 17 manieHTiB BikoM 19-26 pokis
3 JIarHO30M MHOXHHHOI MI€JIOMH, TOCTPUHN JICHKO3, JIiM-
¢dboma, nimporpanynemaros. Mobinizamito ['KC mpoBomu-
JIM TIO JIBOX CXeMax. Y NepIIoi CXeMHU 3aCTOCOBYBAJIH KypC
inteHcuBHOI ximiorepamnii (DexaBEAM) y crionyuenHi 3
MOCHTIIOBHUM NPU3HAYCHHSM (iArpacTumy, Jpyra cxema
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OPUTHANDBbHI OOCHIAXEHHA

BKJIIOYAJIa TUIBKI (UIrpacTuM, sIKUM npu3Hadagn Ha QoHi
cTabinpHOr0 KpoBOTBOpeHHs. [Ipu Tepamii ['paHoreHomM®
HE CIIOCTEPIrajiocs )KOAHOT0 BUMAJKY TSHKKHX HeOaKaHUX
edexTiB, crnocTepiranocs HiABHIIEHHS PIiBHS JaKTaTAeri-
nporenasu (y 70% nanieHTiB) i nyxHO1 pocdarasu (y 59%
naiieHTiB). 3acrocyBanHs [ paHoreny® y BUTTISAI MOHOTe-
pamii 3a0e3neuyBano migBuineHHs BMicTy CD34+-kmiTuH
B cepeHboMY Yy 27,5 pa3u, 110 J03BOJIUIIO 3a 3—5 nporenyp
neiikadepesy 3i0patu AOCTaTHIO 3aiJisl TPAHCILIAHTAILIIT
kinbkicte ['CK y 71% namnienTiB 3 remo6aacrozamu. Mo-
6imizanis CD34+-kniTuH nicns ximioTepanii 3abe3nednia
yeninraui 30ip 'CK y 100% mnauienTiB. MoOini3yrounit
edekr Ta 6e3neynicTs ['paHOreHy® He Bipi3HSIACS OT aHA-
JIOTIYHOTO e(eKTy MpH 3aCTOCYBaHHI JIIMIIMX IMOOPTHUX
rpernaparis.

Kanwuosi cnosa: ginepacmum, I'panoeen®, eparnynoyu-
MapHUll KOJLOHIECMUMYTIOI0YUU akmop, Moodinizayis
2eMONOEMUYHUX CMOBOYPOBUX KIIMUH

FILGRASTIM (GRANOGEN®) THERAPY FOR
MOBILIZING AUTOLOGOUS HEMATOPOIETIC
STEM CELLS IN PATIENTS WITH
HEMATOLOGICAL MALIGNANCIES.

Mendeleeva L.P., Pokrovskaya O.S., Urnova E.S.,
Gretsov E.M., Panteleev LV., Kalinin N.N.,
Shtyreva E.M.

Summary. Efficacy and safety of Granogen®, a granu-
locyte colony-stimulating factor drug (INN — filgrastim,
manufactured by PHARMAPARK LLC (The Bioprocess

Group), Moscow), used for mobilizing autologous hema-
topoietic stem cells (HSC) in patients with hematological
malignancies was demonstrated in a study in 17 patients
(19 to 26 years old) with multiple myeloma, acute leuke-
mia, lymphoma, and lymphogranulomatosis. Two regimens
were used to mobilize HSC. In the first regimen filgras-
tim was administered following a course of DexaBEAM
chemotherapy; the second regimen consisted in filgrastim
monotherapy in the context of stable hemopoiesis. No se-
vere adverse effects were observed during Granogen® ther-
apy, while lactate dehydrogenase and alkaline phosphatase
levels increased in 70% and 59% of patients, respectively.
Granogen® monotherapy was associated with a 27.5-fold av-
erage increase of CD34+ cell count enabling enough HSC
for transplantation to be harvested in 3 to 5 procedures in
71% of patients with hematological malignancies. HSC mo-
bilization following chemotherapy ensured successful HSC
harvesting in 100% of patients. The mobilizing effect and
safety of Granogen® did not differ from those of recognized
imported analogs.

Key words: filgrastim, Granogen®, granulocyte colony-
stimulating factor, hematopoietic stem cell mobilization.
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Buzoscvka A.1., Eecmaxesuy LH.,
byowcepaxk H.@., Illesuenko JI.B.,
Knuw O.B., €Escmaxesuy 10.J1.,
Inoenko B.@., Jlozincokuit B.€.

Y «Incmumym namonozii Kpogi
ma mparcysitinoi meouyunu AMH
Yipainuy, Jlveie

Knrouosi cnosa: imynna mpomboyu-
MoONneHiuHa nypnypa, CnieHeKmomis,
azonicmu peyenmopa mpombonoe-
TMUHY.

BCTYN

XpoHiyHa IMYHHa TPOMOOIIMTONCHIYHA MypIHypa
(ITII) — e reTeporenHa xBopo0ba, SK 3 OISy Ha Ma-
TOreHe3 Ta nepeOir, Tak i MOo0 BiJMOBI/II HA JIIKyBaH-
Hs. CepeqHsi 3aXBOPIOBaHICTh B €Bponi ckianae 2,6
BumnaikiB Ha 100000 HaceseHHS, 3pOCTa€E 3 BIKOM — Y
0ci6 >60 pokiB ctaHoBUTH 4,5 Buniaakis Ha 100000 Ha-
cenenHst. CepeHil BiK Ha Yac JIarHOCTUKHU — 56 POKiB
[9]. Pu3uk cMmepTi HUX XBOPUX BHACHIJIOK KPOBOTEU1
TaKOXK 3aJeXUTh BiA Biky: 0,4% 1Isi XBOpUX BIKOM
<40 pokiB; 1,2% nns xBopux BikoMm 40 — 60 pokiB i
13% y oci6 >60 pokis [§].

HesBaxkaroun Ha 3HayHy KiNBKICTH MyOdiKalil,
narorene3 1TII menoBHicTIO BuscHeHnui. JloHemaBHa
BB)KaJIM, 110 OCHOBHA IPHYMHA TPOMOOIUTOIEHIT
npu ITII monsrae y nocuneHiit qecTpykiii TpoMOOoIu-
TiB aHTHUTpoMOOIUTapHUMH aHTtuTinamu (AT), mpo-
JYKINsl SIKMX 3JIHCHIOETCS MEPEBAKHO y CENE3IHIT
[16]. ¥V Oinbmocti xBopux Ha ITII cnocrepiraerbes
HE TUIBKH MiIBUIICHE PYHHYBaHHS TPOMOOIIMTIB, aje
i TXHS HeaJeKBaTHA MPOAYKIIis, 3yMOBIJICHA TajlbMy-
BaHHSM METaKapiolUTONOe3y Ta TPOMOOIMTONOE3Y
anTuTpomOouutapuumMu AT, posnagamMu TPOAyKIii
tpombonoetuny (TPO) [11, 20, 25].

[Tpu ITII KinBKiCTh METaKapiolUTIB y KICTKOBOMY
Mo3ky (KM) HopmassHa abo 30iybllcHa, CIIOCTEpira-
€ThCS OLITBIINI BIJICOTOK MOJIONUX (POPM 3 HE3PLIIOKD
nuToriaasMoro. [Ipu  ynbpTpacTpyKTypHOMY JIOCTi-
JOKCHHI BHSIBJICHO PO3JIaJId B JIO3PLIMX MErakapioiu-
TaX, KOHACHCAIIII0 SIZICPHOTO XpOMaTHHY, SIBHIA Tapa-
anonTo3y [13]. [Ipomykiist TpOMOOLKTIB PEryIIOEThCS
TPO, sikuii, B OCHOBHOMY, CUHTE3YEThCS y IEUiHIII.
TPO BriMBae Ha pO3BUTOK, A03piBaHHS MErakapiou-
TiB, 1X KJITHHHUI UK 1 anonTo3 [10]. ¥ xBopux Ha
ITII xonuenTpartiiss TPO HopmanbHa a0 mijBHINEHA 1
HE 3aJIOKUTH BiJl yncia TpomoOoruTiB. KoHneHTpartis
TPO HuX4a y XBOPHX 13 301IBIICHOI0 KUJIBKICTIO Me-
rakapioluTiB, 1 HOpMabHa a00 301IbIIEHA TP MEH-
1M KIJIBKOCTI Merakapionuris [3].

CyuacHa JyikyBaJibHa TakTuka xBopux Ha ITII
IPYHTYEThCSl Ha TATOrEHETHYHUX 3acajax 1 BKIIIOUYAE

PE®PAKTEPHA IMYHHA
TPOMBOUUTOMNEHIYHA MYPIMYPA
(MATONEHES, NEPCMNEKTUBU NIKYBAHHA)

Pesrome: Ilpeocmasgneno cyuacui noensiou wa namoeenes ma aikyeantsi ITI1.
Buoineno ¢popmy pegppaxmepnoi ITII, kpumepii ii diaecnocmuxu. Ipusedeno
pezyromamu cnocmepedicents 3a 54 xeopumu na pegpaxmopny ITII, a ma-
KOJIC HACIOKU CHIIeHeKmOoMil y 45 i3 nux. Buceimieno nogioomienHs iimepa-
mypu w000 nepcneKmusHOCmi 3acmocy8anns anmu-B mepanii ma aconicmis
peyenmopa mpombonoemuny y xeopux na peppaxmepuy ITII.

3acTocyBaHHA KopTuKocTepoiguux npenapatis (KC),
cruteHektomito  (CE), iMyHocynpecuBHy Teparito.
HesBaxaroun Ha MIUPOKU Jiana3oH NiKyBaJIbHUX 3a-
xomiB mipu ITII, y yacTwHM XBOPHX HE BIAETHCS JO-
CATHYTH MO3uTHUBHOI BiAoBii. Tak, CE sk HaiOinbm
nieBuil Meton JikyBaHHS, HeepekTuBHa y 30 — 40%
xBopux Ha ITII. Lli BumagKku oxpeciieHo K «pedpak-
tepHa» [ TII, mpoTe okpemi aBTOPH BKIAAIOTh PI3HUN
3MICT Y TaKe MOHSTTSI.

Xponiuna pedpakrepna ITII xapaxrepusyerbcs
BHUCOKHM PHU3UKOM KPOBOTEY 200 YCKJIaJHEHb Tepaii
3 JIeTaJbHUM HaciigkoM. B siteparypi monaHo yacTky
JeTanbHOCTI npu Takiid ¢opmi Bix 4,2% npotsrom 2
pokiB 10 15,7% nipu GinbLI TPUBAJIOMY CIIOCTEPEKEH-
Hi. JlikyBanusa pedpakrepnoi ITII, sk mpu3HAOTE Y
JiTepaTypi, BUMarae BiJl reMaroiora 3Ha4yHOi BHHA-
X1JTMBOCTI1, OCKIJIBKY JIOCi BiZICYTHI arpoOoBaHi po-
rpamu Teparnii.

MeTotro po6oTH OyJio MpeCTaBUTH aHAII3 KIiHIY-
HUX CIIOCTEPEKEHb, PE3YyJIbTATIB 1 MEPCIEKTUB JIiKY-
BaHHS XBOpHX Ha pedpaxrepry [TIL.

XBOPI | METOAW OOCNIAXEHHA

[lig HamUM CIOCTEPEKCHHSAM 3HAXOMUIOCH 54
xBopux Ha peppakrepry ITIL, 3 Hux 45 marmieHTiB mic-
nsg nepeneceroi CE 19 oci0, y skux omepartis 3 pisHUX
npudrH He Oyna BukoHana. Cepen xBopux 16 ocib 49o-
JoBiYO01 Ta 38 kiHOUOI cTari, BikoM Bif 17 mo 72 pokis..
Hiarno3 ITII BcTaHOBIIEHO Ha OCHOBI aHAMHE3Y, KJTi-
HIYHOTO OOCTEKEHHSI, IEPeOiry XBOpOOH Ta pe3yIIbTa-
TiB JTabopaTopHOTO fociijkeHHs. OCTaHHE BKIIOYA-
JI0 3araJIbHUM aHai3 KPOBi, BU3HAUYEHHS KIJTBKOCTI Ta
(hyHKIIIOHATBHOTO CTaHy TPOMOOIMTIB, TOCIIKEHHS
nyHkTariBa KM.

AHaMHECTUYHO BCTAaHOBHUTH MPUINHY XBOPOOHU Y
MAI€HTIB HE BAAJIOCH.

JlocmimKeHHS TMOKa3HUKIB TEMOTpaMU BCiX XBO-
pHUX TIpH MEPBHHHOMY OOCTEXEHHI1 BHUABHJIO, IO KOH-
neHTpartiis remornodiny (Hb) B cepennpomy ckiramama
(112,943,77) r/n. KigbKicTh JEHKOLMTIB 3HAXOAUJIACH
Ha BEpXHIH MEXi HOPMH. Y BCiX XBOPUX BHUSBIEHO Di3-
Ky TpOMOOIMTONEHII0, KITBKICTh TPOMOOIMUTIB CTa-
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HoBuaa Bifg 2 — 5 x10%m mo 30,0x10°%m, B cepeqHbOMYy
(10,6+1,4)x10%xn. Kinbkicte MerakapiomutiB y KM xBo-
pux Oyna pi3HOI0 — Yy OLIBIIOCTI XBOPUX BIiJICOTOK Me-
rakapionutiB migsuiieHuit (>0,5%) abo BUSBIEHO HOP-
MaJIbHI MOKa3HUKH, a y 14% XBOpuX piBeHb Merakapio-
mutiB y KM samxennti (<0,1%).

PE3YNbTATU OOCNIAXEHD I iX

OBIOBOPEHHA

VY Bcix aHaNi30BaHUX XBOPUX K TEPaITiio MEPIIOi
niHii 3actocoByBanu mpenapatu KC: B ocHOBHOMY,
MIPEIHI30JI0H y T000Bi# 103i 1,0-2,0 Mr/kr Macu 3 To-
CTYNOBHM 3HIKEHHSIM JI03H JI0 TIOBHOI BiIIMiHH, Pij-
e TPOBOJMIIACH OJIOKOBA Teparisi JeKcaMeTa30HOM.
VY Gimbmocti xBopux B mportieci gikyBaras KC mpe-
napaTtaM¥ KiJbKicTh TPOMOOITMTIB 3pocTaja, OHaK i3
3HIDKEHHSIM JI031 3MEHIyBasiachk, a mpu Bigmini KC
MTOBEPTAJIACh JI0 HU3bKUX BUXiTHUX ITOKA3HUKIB.

BpaxoByroun Hee(heKTHBHICTH KOHCEPBATHBHO-
ro JiKyBaHHA 45 XBOPUM TPOBEACHO CILICHEKTOMIO.
OcHoBHuM mokazaHHsAM g0 CE Oynu pesncTeHTHa
tdopma ITII, sxa mepebirama 3 BUpa)kEeHUM TeMopa-
TIYHUM CHHIPOMOM, BiJICYTHICTIO MOCTiHHOTO e(heKTy
Bin Tepanii KC, kinbkicTio Tpomborutie <20,0x10%/m
i TpuBamictio ITII Gidpme 3a 6 Mic., BUHHUKHEHHS
ycknaaHens nicns tepanii KC nmpenaparamu (cTepoin-
HUH nia0eT, TINepKOPTHIIN3M 3 OKUPIHHSIM).

Ycim xBopuM, siki panime oxepxxyBanu KC, mus
PO UTAKTUKH HATHUPKOBOI HETOCTATHOCTI OTIEPAIIIT0
npoBoqmiH min 3axuctom KC mpenaparis, 103y SKHX
TTICJISE OTIepallii MOCTYTIOBO 3HIKYBalu. besmocepenHio
edextuBHicTE CE ominroBamu Ha 12-14 neHp Imic-
ns omepariii. Y 15 XBopuX 3 BiJICYTHBOIO BiJITIOBifI-
mio Ha CE Ha 12-14 neHp micis BUANEHHS Cee3iHKN
KUTBKICTh TpoMmOoruTie <30,0x10°m (B cepenHboMy
19,1+3,5x10%/m). Cepen 1iux XBOpUX OyJI0 6 YOJIOBIKIB Ta
9 KiHOK, cepemHiil Bik skuX ckiamaB 28,1+2,9 pokis,
CepeIHs TPUBATICT XBOpoOH 5,6 pokiB. Y 11 xBopux (4
YOJIOBIKH Ta 7 ’kiHOK) 6e3mocepenHiit epext CE orine-
HO TaKOX K He3aMoBUTbHUN. CepeqHs KITbKICTh TPOM-
OomuTiB y X XBopux Ha 12—14 meHs micis onepariii
cradoBmia (94,9410,5)x10%n, cepenniii Bik 28,1£3,9
POKIB, a CepeHs TPUBAJICTL XBopoOu 4,8 poku. Uepes
1-2 wmic. micnst CE piBeHb TPOMOOIIUTIB Y IIUX XBOPHX
3HHU3UBCA 0 TIOTEePeHIX HU3bKUX BeNWIuH. T00TO, Yy
26 TpooIepoOBaHNX XBOPHUX Oe3rocepenHiil pe3yibTar
CE 0yB He3a0BITBHAN.

Y XBOpHX 3 HE3aIOBIILHUM O€3MOCEpEeIHIM pe-
syasraroM CE Big3Ha4eHO MOBONI TSOKKUH Tepedir
ITII micis omeparii. 3 26 oci®6 ogWH MAIIEHT TTOMEp
BiJI TEMOpATIYHOTO iHCYNBTY 4epe3 16 IHiB Micis BH-
TaJICHHS CeJe3iHKH. Y BiAdajeHl TepMiHU HaM Bla-
JIOCh TIPOCTEXKUTH 32 17 xBopuMmu. Y 14 martieHTiB 30€-
piraBcs CTIHKWH aKTHUBHUH TTepedir XBOpoOH 3 YacTH-
MH TeMoparisMu 3 aekinbkox mkepen. KC mpemapatu
JaBalii KOPOTKOYACHHH e(eKT, a y 3 XBopux Oy He-

edpextuBHi. [IpoBeneHi Kypcu iMyHOCYIPECUBHOI Te-
panii (BIHKpUCTHH, iMypaH) He JaJIu MO3UTUBHUX Ha-
ciinkiB. KisbkicTh TpOMOOLMTIB y BCIX XBOPUX yTPH-
myBanack <30,0x10°/n. Ogna xBopa uepe3 14 pokiB
micist CE mepeHecna onepaiito 3 TpUBOIY arorieKcii
SI€YHUKA. 3arajoM, B TPyl XBOPUX 3 HE3aI0BIILHUM
0e3nocepeiHiM Pe3yJIbTaToOM CILICHEKTOMIT 3 XBOpUX
MOMEPIIH B PI3HUM Yac micis onepariii B pe3ybraTi re-
MOpParivHOTO 1HCYIBTY.

e y 19 xBopux =Ha ITII 3 no6pum GesnocepenHim
epexrom CE (kimbkicTh TpoMOoOuMTiB Ha 12—14 neHn
micst onepartii >250,0x10%/) uepes pisHU yac mics
BUJAJICHHSI CEJIe31IHKM HACTYIHB PEUUINB XBOPOOH.
Cepen uux xBopHx 3 4oJoBiKiB 1 16 xiHOK (15 xBOpHX
BikoM 17-28 pokiB Ta 4 xBopux BikoM 47—65 pokiB).
Yac BUHUKHEHHS peuuauBy OyB pizHUH. Y 9 XBOpHX
peuuANB TPOMOOUTOICHI] HACTYTUB MPOTATOM Tep-
woro poky micist CE, y 3 xBopux — uepe3 4—6 pokiB, y
4 xBopux — 4yepe3 7-9 pokiB iy 3 xBopux yepes 14-18
pokiB. JIumie 3 XBopux BKa3aau Ha IMOBIpHY IPHUUHY
peunauBy. B oxHiei XBOpoi peunauB BUHUK 4epe3 6
mic. micast CE micnsg mepeHeceHoro rpuny, B iHIIMX —
yepe3 9 pokiB micis omeparii mijJ 4ac BariTHOCTI Ta
gyepes3 7 POKiB MiJ] yac roCTPOro MaHKPeaTUTy.

KuiniyHa kapTuHa y OUX XBOpUX Oyja pi3HOIO.
VY 10 3 19 xBOpHX 3 Mi3HIM pelHINBOM TPOMOOLUTO-
nenii, xsopo6a micns CE nepebirana 6inbm iariaHo,
3 HE3HAYHUMHU TNPOSBAMH KPOBOTOYMBOCTI abo 0e3
HuX. KigpkicTh TpoMOOLMTIB MiAg 4Yac OCTaHHBOTO
00CTeXEeHHs y IIMX XBOpUX cTaHOBHIA Bix 42,0x10%/n
1o 85,0x10%n. Ilotpedu y Tepanii KC nmpenaparamu
y LMX XBOpUX He Oyno. B iHmux 9 XBopux 3 Mi3HIM
pEUMANBOM, FeMOPAriYHuil CHHIPOM IepediraB 3Ha-
YHO TSK4Y€, 3 MOBTOPHUMH KPOBOTEUAMH 3 JIEKIJTBKOX
mxepen. KinbkicTh TpOMOOLUTIB Y IMX XBOPHUX Oyiia
<30,0x10%1n. Tepamist KC y ux XBopux jaBaja KOpoT-
KoTpuBanuii epekt abo Oyia HeePEeKTHBHOIO.

Sx npuknan Tsoxkoi pedpaxrepnoi ITIT HaBogumo
BUTAT 3 MEAUYHOI KAPTKU XBOPOL.

XBopa b. B. A. (MennyHa xapTa cTalioHApHOTO
xBoporo Ne 9817), 17 pokiB, 3HaXoAMJIaCh Ha CTALiO-
HapHOMY JIiKyBaHHI y XipyprivHoMYy BiAJiJIeHHI KO-
MyHanbHOI 5-1 Micbkoi KiiHiuHOI JikapHi M. JIbBOBa
3 07.10.2008 p. diarno3: imyHHa TpOMOOIUTOIICHIYHA
nypypa, pedppakrepHa popma.

3 aHaMmHe3y BiJIOMO, IO BIEpIIE I'eMOpariyHui
cUHApOM BHHHK y Oepe3ni 2007 p., AiarHOCTOBaHO
ITII. V Cymcekili oOnacHiil OUTS4ii JiKapHi OTpH-
MaJja Kypc JiKyBaHHsS MPEAHI30JI0HOM y 1031 2,5 Mr/
KT Macu/no0y. KinpkicTe TpoMOOIHTIB y nepudepuy-
Hill kpoBi 3pocna 1o 100,0x10%/1, ogHaK MpU 3HUKEH-
Hi 703U MPEIHI30JIOHY iX KiNBbKICTh MOBEpHYJACh JI0
BuXimHUX BenauuuH (<20,0x10°/m). YV nomanbmiomy
oZlep>KyBaJia MmyJibC-Teparilo AeKkcaMeTa30HoM 0e3 Ha-
JIeKHOTO eeKTy, y 3B’13Ky 3 uum 27.11.2007 p. mpose-
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neno CE. Besnocepennst BimoBiip Ha oneparito Oyia
MO3UTHUBHOIO, KiJIBKICTh TPOMOOLIUTIB yTPUMYBaacs
>200x10°/mn. Ha nmouatky 2008 p. HAaCTynuB pelUInB
XBOpOOH, Yy 3B’$I3KY 3 YUM MEPIOOAUYHO JiKyBajach
y TEeMaTOJOTIYHOMY BiAJAIICHHI AMTAYOI JIIKapHi M.
Cymu 6e3 edekty. CnpsiMOBaHa Ha KOHCYJIBTAIlil0 B
Y IIIKTM AMHY nist BUpIlIeHHS IOAAJIBIIOT TaK-
TUKH JTIKyBaHHSI.

[Ipu mocTtymuieHHi B XipypriuyHe BiiJiJI€HHS BHU-
pakeHUH reMopariyHMi CHHAPOM — Ha IIKipi Ipid-
HOTOYKOBI MeTexXii, HEBEJHMKI CHUHSKU, KPOBOTOYH-
BiCTh 3 siceH. AHani3 kposi: Hb — 105 r/n, nelikonurtu
— 11,5%10°/n, Tpom6oumtu — 5x10%/1. IIpn obcTexeHH1
(Y31) B niBomy miapedep’i BUSIBICHO J0JATKOBY Ce-
JE31HKY, pO3MipoM 37%23%24 MM.

15.10.2008 p. mig 3aranbHUM 3HEOOJEHHSIM IPO-
BEACHO ONepalilo — BUAAJICHHS JAOJATKOBOI cele3iH-
ku. Ilig yac omepauii Oymna pi3KO BUpa)KeHa KPOBO-
TOYUBICTH 3 ONEpPaliiHOI paHW; 3 METOI IeMOCTa3y
BBezeHo 800 MJI CBI’KO3aMOPOXKEHOT M1a3mMu Ta 2,4 Mr
HoBoCeBen. KpoBoreua nmpunununace. Jlo omepamii
Ta B micisionepaniitnomy nepioai onepxysaia KC.

22.10.2008 p. KinbKicTh TpoMOOUMTIB mepude-
puaHOT KpoBi 6,6x10°/71 (BiACyTHS BiNOBIIL HA BHU/IA-
JICHHS JIOAATKOBOI CeJIe3iHKH). Y micisonepaliiHoMy
Nepiofi crocTepiraiy BHYTPILIHLOYEPEBHI KPOBOTEY1
3 JIO’Ka JTOJATKOBOI CENe31HKH Ta aloIUICKCI0 SI€YHU-
Ka. XBOpiii MPU3HAYCHO MpernapaT BHYTPIIIHbOBEH-
HUH iMyHOrIOOYiH 5% y 1031 25 1/100y npoTsirom 5
JHIB; HA 7-Wii IeHb TIKyBaHHS KiIbKICTh TPOMOOLIUTIB
3pocna o 151,0x10%1, mpoTe yepes THXKACHb 3HU3H-
nack 10 20,0x10%1.

HesBaxarouu Ha aktusHe nikyBanHs (KC, BBeneH-
Hs pekomOinanTHoro ¢axropa Vlla), y xBopoi Tpuui
HACTyMaB KPOBOBMJIMB A0 MO3Ky. KiiHiuHO niarnoc-
TOBaHO MAHKPEOHEKPO3 KYKCH XBOCTa MiIIITyHKOBOI
3a51031. XBOpa OTPUMYBaJia OKPeOCTaTHH, COMaTYJiH,
iHribiTOpH mpoteas, aHTHOaKTepiadbHy Ta iHQY3iH-
Hy Teparito, reMocTaTu4Hi npenapatu. llicns Bepu-
¢ikauii niBoOiunHoi mueBpornueBMoHii (31.10.2008 p.)
MOCUJIEHO aHTHOAKTEpialbHy TEeparilo 3 YacTOl 3Mi-
HOIO aHTHOI0THKIB. CTaOlnbHO TSKKHM CTaH XBOPOI,
3YMOBJICHHII OCHOBHOIO XBOpPOOOIO Ta micisionepa-
LiHHUMU yCKJIATHEHHSAMH (ITAaHKPEaTHT, THEBMOHI),
mie Oinblie yckianuuses manidecramiero (17.11.2008
p.) roctporo renatuty C, sikuil mepebiraB TOPIiIHO 3
KJIIHIYHOIO KapTHHOIO MIEPEXOY B rOCTpY AUCTPOdito
MEYiHKH, 10 CyMapHO MPHU3BEJIO JI0 MOJIOPraHHoi He-
JOCTaTHOCTI, BiJ aKoi xBopa B 05.01.2009 p. momepna.

IHui 9 xBopux Ha pedpaktepny ITII 3HaxonsATHCS
Ii]] CIOCTEPEKEHHSIM B KOHCYJIbTaTUBHIHN MOMiKJIiHILi
AY IMIKTM AMHY, nepioqu4Ho OTpUMYIOTH JiKY-
BanHsa KC 3 kopoTtkoTpuBanum epexrom. OqHa XBO-
pa mpoonepoBaHa 3 MPUBOAY AMOIIEKCI] IEYHUKA, 111e
OIIMH XBOPUH MEpeHic reMopariyHuil incynsT. KuTTs

LBOTO XBOPOT'O BAAJIOCH BPATYBAaTH 3aBASKH BBEACH-
HIO pekomOiHaHTHOTO QakTopa VIla Ta iMmyHOrnooOy-
JHIB JUIs1 BHYTPiLIHBOBEHHOT 0 3acTocyBaHHs. Bix CE
i XBOPi HOKHIIO YTPUMYIOTHCS 3 PI3HUX MPUYHH.

CyuvacHa nikyBajbHa TakThka XxBopux Ha ITII
oIpanboBaHa JIOCUThH IpyHTOBHO. Ilepma niHist JiKy-
BaHHA — npenapatu KC, 30kpema, mpeaHi30N0H y 1031
1-2 mr/kr Macu. Y OiIBIIOCTI XBOPHX ITiJ1 YaC MPUHOMY
MIPE/IHI30JIOHY KiIBKICTh TPOMOOITUTIB 3pOCTAE, OJJTHAK
npu Horo BigmiHi y 70% XBOpUX KiJIBKICTb TPOMOOILHU-
TiB TIOBEPTAE IO MOYATKOBUX MOKa3HUKIB [24]. Binbi
e(eKTUBHUM BBa)KalOTh 3aCTOCYBAaHHS KOPOTKHUX
KYpPCiB JiKyBaHHS BUCOKMMH JO3aMH JIEKCAMETA30HY
(40 mr/mo0y ipotsirom 4 nuiB) [19]. [lo Tepamii neproi
JiHIT BiZHOCATH TaKOXX MOBTOPHI BBEIEHHS Mpenapa-
TiB BHYTpiIIHbOBEHHOTr0 iMyHOroOyiny (IVIG) abo
anTu-D iMmyHOTII00Y TiHY.

XBopuM, siki He BiamoBiin Ha JikyBanHsa KC, mo-
kazaHa CE. CruieHekTOMisi € METOIOM BHUOOpPY IJIS
xBopux Ha ITII, y sxux ayToiMyHHUH Tpouec Mae
AKTUBHUHU mepeOir, KibKiCTh TPOMOOIUTIB 3ajIHIla-
etbes <20,0x10%/n1, HasiBHA aHEMisl Ta BIICYTHS CTiiika
ctabini3amis XBOpoOU MicCisi KOHCEPBATUBHOIO JIiKY-
BaHHA MpoTsiroM 6 — 12 wmic.

3a moBimoMIeHHSIMH JiTepaTypu, pemicis I[TII
nicist CE nacrynae y 64—66% xBopux [2, 14]. Sk no-
Ka3ajau Hami crnoctepeskeHHs 3a 121 xBopum na [T,
mpoornepoBaHuM y Xipypriuniidi kminini AY ITIKTM
AMHY [2], y 26 xBopuXx 0e3MocepeHbO MiCs Ore-
parii yucio TpoMOOUHUTIB HEe 3pociio abo micius mij-
BUULICHHS IPOTATOM 1 - 2 Mic. 3HHXKYBAJIOCS 0 PiBHSA
<50,0x10°/n. Hagami y 1iux marfi€eHTiB TPOMOOIUTOIIC-
Hisl 3 BUpa)KEHUM T'eMOpariyHuM CHHAPOMOM YTPHMY-
BaJlach MPOTATOM yChOT0 4yacy croctepeskeHHs. Llle y
19 xBopux Oesnocepennro micnst CE nactynuna pe-
MICisl, OAHAK Yepe3 pi3HUH Yac Mmicist oneparii po3Bu-
HYBCS pEIUIUB XBOPOOH.

JlikyBaHHS XBOpHX, 5IKi He naiu Bianosini Ha CE,
— HaiicepiiosHima npobnema Tepanii ITIL. ¥V 3B’13ky
3 TUM OyB BBeleHUU TepMiH «pedpakrepHoi» ITII,
OIHAK KOHCEHCYC IIOAO IIbOr0 TOHSTTS BiACYTHIiH.
MixkHapogHUil KoMiTeT €BpOmNeichkol acoliamii re-
matonoriB (EHA) 3ampornoHyBaB BH3HAa4YeHHS ped-
pakrepHoi I'TII, sxe Bkmrouae [22]:

HAasIBHICTh CTIHKOI Ta TSKKOI TpPOMOOITUTOIEH ]
(kinmbKicTh TpoMOoOIHTIB <20%10°/1);

MocTiiiHa HEOOXiHICTh y JIKYBaHHI JJIS ITiJIBH-
LIEHHS 1 TATPUMaHHS KiJBKOCTI TPOMOOLMTIB, X04a
XBOPI MOXKYTh JJaBaTU a00 HE JaBaTu 00PY BIATIOBI b
HAa JIIKyBaHHS;

BIJICYTHICTh BIJINIOBiJli HA CIUICHEKTOMIO, SKIIO
BOHa OyJla BUKOHAHA.

[Ipu giarnoctuui pedppakrepnoi ITII nocrignuku
HaroJIOIyIoTh Ha HeoOXigHocTi audepenuianii ITII 3
TPOMOOIMTONEHIEI0, 3yMOBJICHOIO 1HIIUMH MTPHYNHA-
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mu [22]. [lo yBaru Tpeba OpaTt GpakTopH, siIKi MOXKYTb
BUKJIMKAaTH BTOPHHHY TPOMOOLMTONEHil0 abo mpo-
BOKYBaTH 3aroctpeHHsi TpombouutoneHii mpu [TII
(mesiki iKu, 30KpeMa ecTporeHu, iHpeKiii, BAKIUKaHi
Bipycamu iMmyHoaediuuTy moguau, remnatuty C, nu-
TOMETaJIOBipycOM, MapBoBipycoMm, Bipycom Emcreiina
— bapp, Bipycamu reprnecy tumy 6 i 8, iH}pikyBaHHS
Helicobacter pylori [17], a Takox BTropunny ITII npu
ayTOIMYHHHX XBOp0oOax (CHUCTEMHHI 4YEepBOHHUI BOB-
YaK, TOWIO), Tpu B-kmiTuHHUX TiMOITHUX Heoma-
3i51X, HEreMaTOJOTIYHUX MYyXJIUHAX, TPOMOOTHYHIH
TPOMOOIUTONECHIYHIN MypIypi, HEIMYHHI TpoMOOLHU-
TOMEHi1.

VY CBITOBI¥ reMaTOJOTIYHIN TPAKTHUIll BiICYyTHIN
KOHCEHCYC IIOI0 CTpaTerii JiKyBaHHS pepakTepHOl
ITIIL. CnpaBa yckIagHIOETBCS TUM, IO [I0pa3 Oiiblia
KiNbKicTh remarosoriB nepes npusnadeHusm CE Bin-
JAI0Th IepeBary ajJbTepHATUBHUM PEKUMaM JTiKyBaH-
us ITII, Buginsoun npu HbOMY Mpe- i MOCTCIIJICHEK-
Tomiuny pedpaxrepny ITII [22].

Sk nikyBaHHS ApyTol JiHil y XBOpUX Ha pedpax-
tepry ITII pekoMeHAYIOTH JaHA30J1, IMyHOCYIPECHB-
Hy (a3arionpuH, MikopeHomaT MoQeTuiy, BiHKpHUC-
THH, UUKJIOCIIOPHH A) Ta LUTOCTaTUYHY Teparnito (Lu-
kiodocdamiz,), a OCTAHHIM YaCOM — MOHOKJIOHAJIbHI
anTu-CD20 antutina (purykcumad). Bkazani metonu
JMiKyBaHHS CIIPSIMOBaHi Ha MPUTHIYEHHS IMYHHOI BiJ-
noBiai 1 mponykuii anTuTpoMOountapuux AT y xBo-
pux Ha ITIL

VY TenepiwHiii yac y apyrii ainii gikyBanus [TII
BiIJAIOTH NepeBary 3acTOCYBaHHIO PUTYKCHMaOy sIK
anTu-B Tepamii. ¥ 3naunux rpynax xsopux Ha ITII
MOKa3aHo, 10 PUTYKCUMaO epeKTUBHUI (TpoMOoIu-
™ >50%10%/1m) y 62,5% xBopux Ha ITII, npuyomy mo-
BHA BiAMOBiAL (Tpombonutu >150x10%/m) HacTymae y
46,3% mnauienTiB [4]. BcTanoBieHo, mo pUTYKCHMaO
MOXKHa 3aCTOCOBYBAaTH Y MEHIIMX J03aX HIXK CTaH-
naptHi. Tak, purykcuma0 y mo3i 100 mr 1 pas B THx-
JCHb MPOTATOM 4 TH)KHIB TaKHH ke e()eKTUBHUH, 5K 1
y ctangapTHuX no3ax [21]. Y 33% xBopux, mporikoBa-
HUX PUTYKCHMAaOOM, CIIOCTEPIraeThecsl peMicisi TpuBa-
JICTIO 10 2 poKiB [12].

Sx apyry ainito tepamii ITII npu pedpakreproc-
Ti 10 KC nmpenapariB Ta BHYTPIIIHbOBEHHUX iMYyHO-
ITO0YTiHIB PEKOMEHAYIOTh TaKOXK «MYJIBTUATCHTHY
Tepanito. Bona Bkirodae [VIG+MeTunmpenHizonoH y
BHUCOKHX J03aX+BIHKPUCTHH. B pesynbrari Takoi Te-
pamnii'y 66% XBOpHX KilIbKiCTh TPOMOOLMTIB 3pocTaa
>50,0x10%1 [S].

3a HeoOXiZHOCTI MIBUAKOrO 30iNBLICHHS YuCIa
TpoMOonuTiB y xBopux Ha ITII (mosoru, onepauiiine
BTpYYaHHSI, 3arp03a KPOBOBHIIMBY 10 MO3KY) 3aCTOCO-
BYIOTB «TEpaIilo MOPATYHKY». 3 I[I€0 METOIO BBOASATH
IVIG B no3i 1r/kr macu/no0y B TpuBamniii indys3ii 2 aui
ninpsiy [23, 26]. KUbKiCTh TPOMOOLUTIB y OLIBIIOCTI

XBOPHX 3POCTA€ MBUAKO, aje uepe3 2 THKHI OBEpTae
70 TIOTIEPEAHIX BeMWYHH. Sk Tepamito NOpSITYHKY 3a-
CTOCOBYIOTH TaKOX METHJIIIPEIHI30JI0H BHY TPIILIHBO-
BEHHO y 1031 1 1/100y 3 nHi miapsa. 3a BiICYTHOCTI
edekTy ab0o mpU KPOBOTEYUI, IO 3aTPOKYE KUTTIO XBO-
poro (HampHKial, KPOBOBHJIUB 10 MO3KY), BBOASTH
pexomOiHanTHUH akTtuBoBanuit gaxtop VII (Vlla) y
1031 0,09 MI/Kr MacH IWBHIKO BHYTPiITHLOBEHHO KOXK-
Hi 2 roJI. 10 3yIIUHKHU KpoBoTedi [1, 26].

Ha ocHOBI pe3ynbraTiB HAaWHOBINIUX JOCIIIKEHb
PO POJIb MOPYLICHHS MeErakapiomuTonoesy i mpo-
nykuii TpomOonuTiB y marorenesi ITII posmouato
PO3pOOKY HOBHX METOJIB JIIKYBaHHS JUJIsi CTUMYJISLIIT
TpoMOOIUTONOE3y TpH Iii XBOPOOi. 3acTOCyBaHHS
HEMOM(pIKOBAHOTO 1 MEriJbOBaHOIO PEKOMOIHAHTHO-
ro TPO, ax mokazana movyatrkoBa (a3a JOCITIIKEHHS,
MPUCKOPIOBAJIO 3pPOCTAaHHS KiIBKOCTI TPOMOOLHMTIB,
OIIHAK BUSBHJIOCH, IO MTPENapaT BUKJIUKAE YTBOPEHHS
aHTUTiN npotu engorennoro TPO i, sik HACiIOK, TPH-
Bally TSDKKY TpoMmOouuTorneHio [18].

HactynHe mnokoniHHS TpPOMOOMOETHYHHUX pOC-
TOBHX (PaKTOPIB, SIKI MOXKYTh CYTTE€BO 3MIHUTH JIiKY-
BanHus I TII, — ue aronictu penentopa TPO (TPO-R), a
came MeNTUAHUH aroHicT poMiniIocTuM (romiplostym,
AMG 531) Ta HemenTHAHUNA HU3BKOMOJEKYISPHHUH
aronict enrpomoOomnar (eltrombopag, SB 497115), sxi
OCTaHHIM YacoM y>Ke POHIIIHN KIIHIYHY anpooariito.
Bonu He MaroTh CTpYKTypHOI MOAiOHOCTI A0 €HIo-
rearoro TPO i He iHgyKy1oTh yTBOpeHHs AT [24].
Pominnoctum 3B’s13yethest 3 TPO-R — c-mpl y Tomy
camomy wMicti, mo W TPO, aktuBye Qochopuiisiiro
JAK2-xina3u i 6isika STATS, 110 3ymoBitoe qudepeH-
Liailo TeMOMOSTHYHUX KJIITHH O MPEKypcopiB Me-
rakapionuTiB, X AuQepeHIianio i 103piBaHHS, ITij-
BULIEHHS poayKuii TpomoOountis [24]. ExTpomOomnar
3B’SI3YETHCS 3 PEIenTOPOM c-mpl B iHIIOMY MiCIIi, HiK
enaporenunit TPO ta pomimnocTum. 3apa3 BUBYAETH-
csi e()eKTUBHICTH LIe ABOX IpenapaTiB — aroHiCTiB
TPO-R.

O6uasa TpoMmOoONOETHYHI Mpenaparu (poMirIoc-
THM 1 eaTpomOonar), siK moKaszajiu KJIiHIYHI BUIPOOy-
BaHHS, BUKJIMKAIOTh UIBU/IKE 10303aJIe)KHE 3POCTAHHS
KIJIBKOCT1 TPOMOOIUTIB SIK Y 37J0POBHX JIFOJCH, TaK 1y
xBopux Ha ITIL

[licnss omHOKpaTHOI MiAIIKIPHOI 1H’€KLIT pPOMi-
IJIOCTUMY 3POCTaHHS KUIBKOCTI TpPOMOOLMTIB Ha-
cTymnae 3 4-ro IHs, MaKCUMaJIbHUH e(pEeKT BUHUKAE Ha
12-16 neHb, a 3HWKEHHS YUCla TPOMOOIMTIB JI0 TIO-
YaTKOBUX 3HAUCHb CIOCTEPIra€Tbesl Micist 4 THIKHIB.
BararoueHTpoBi paHIoMi30BaHi AOCITiIKEHHS TOKa3a-
JIY, 110 TIPH 3aCTOCYBaHHI POMIIIJIOCTUMY B ITOYATKOBIH
1031 | MI/ Kr MacH, (SIKy Ti3HilIe BiIKOPUTYBaJId BiAIO-
BIJTHO JIO KLJIBKOCT1 TPOMOOITUTIB) i IIIKIPHO OJIUH pa3
B THIKJCHB MPOTATOM 24 THXKHIB, 3pOCTaHHS KiJTbKOCTI
TpomOouuTiB >50,0x10%/n Hactynae y 88% xBopux Ha
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ITII 6e3 cruenexToMii Ta 'y 79% XBOpHX MiCJs CILIe-
HekToMmii. TpuBasly BiAMOBiAL Ha JIKyBaHHS CIIOCTEPi-
ranu y 16 i3 42 xBopux, y axux sukonaHo CE [15]. Ilpu
TPUBAJIOMY 3aCTOCYBaHHI POMIIIIOCTUMY y OiIbLIOCTI
XBOPHX PiBeHb TPOMOOIHTIB nepeBuiryBas 50,0x10%/m
1 yTpuMyBaBcsi cTalbinbHO HE MEHIIe, HiXK MPOTATOM 2
MIEPIINX POKIB CIIOCTEPEKEHHS [22].

EntpomOonar, skuil 3acTOCOBYBal M MLIONECHHO
y TallleTKax per 0S, MPU3BOAUB A0 J10303aJICKHOTO
3pOCTaHHS KUIBKOCTI TPOMOOIUTIB ITicis 8 AHIB, MaK-
CUMaJIbHUH eeKT HacTynaB Ha 16-i neHb, a 3 npu-
MUHEHHSM JIKyBaHHS Micist 12 IHIB KiJBKICTh TPOM-
OOIIMTIB MMOBEpTAJIa JIO MOYATKOBUX 3HaueHb [24]. B
0araToneHTPOBOMY PaHJIOMiI30BaHOMY JTOCIIiKSHHI
MoKa3aHo, o y XxBopux Ha pedpakrepry ITII micns
3acTocyBaHHA enTpombomnary B 1031 50 mr/no0y mpo-
TATOM 6 THOKHIB TOCSATHYTO 30iJbIICHHS PiBHS TPOM-
ooruTiB >50,0x10%/1 y 70% mamieHTiB, a mpu 1031 75
Mr/n00y — y 81%. VY BiamoBiai Ha nikyBaHHS He OyIo
PI3HUL Mi’K XBOPUMH, SIKi TIEPEHECIIH CIUIEHEKTOMIIO,
1 XBOPHMH 13 30€peKeHOI0 cene3inKor0. Yepes 2 THKHI
MiCJIsI TPUTTMHEHHSI JIIKYBaHHS KUJIBKICTb TPOMOOIH-
TiB MOBEpTAaJIa 0 MOMEPEAHIX TTOKA3HHUKIB [0]

BBaxkatoTh, 1m0 HOBUH Kjac TPOMOOMOETHYHUX
npenapartiB — aro”ictu peuentopa TPO Bigkpusae
HOBI TIEPCTIEKTHBH Yy JIKyBaHHI pedpakTepHuX (Hopm
ITIIL. BixmoBine Ha Take JiKyBaHHS MOXHa Oyne odi-
kyBatu y 60—80% xBopux, 30KpeMa, 3a He0OXiTHOCTI
301IbIIEHHS] PiBHA TPOMOOLMTIB Tepel onepamiiitHum
BTpyuYaHHsIM. Bingnaneni pe3yiabraTH 3acTOCYBaHHS
LUX [IpenapaTiB BUBYAIOTHCA.

BUCHOBKU

Pedpakrepna ITII Bunukae y 35% xBopux micist
MepeHeceHoi crureHeKToMii. JleTanbHICTh Bif remMopa-
rivaoro cuHapomy npu pedpakrepniit ITII cknamae
12% npu TpuBaIOMy CHOCTEPEKEHHI.

JlixyBanHus nanienTis 3 pedpakreproro [T 3amu-
LIA€THCS CKJIAJHOI IPOo0IeMor0. 3aCTOCYyBaHHS KOp-
TUKOCTEPOiJHUX IpenapariB, iIMyHOCYIIPECUBHOI Ta
OATOCTATUYHOI Teparii, «MyJIbTHareHTHO» Teparii,
«Tepamnii HOPATYHKY» NepeBa)XKHO Ja€ KOPOTKOYaCHUN
e(eKT, MICIT Yoro KiJIbKiCTh TPOMOOIIMTIB MOBEpTa-
€ThCS JIO0 MOMEPEHIX HU3bKUX BenuuuH (<20x10%/m),
a0o B3araii Hee(peKTUBHE.

Hogi nepcnextnBu nikyBanHs pedpakreproi [TI1
BIIKPHBAIOTHCS 3 3aCTOCYBaHHSM aHTH-B-KIiTHHHOI
Tepanii (puTykcuMadb) i, 0COOIHBO, TPOMOOTIOE THIHOT
Teparii aroHiCTaMu perenTopa TpOMOOIIOETHHY.
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PE®PAKTEPHAA NMMYHHAA
TPOMBOLUMUTOMNEHUYECKAA NMYPMYPA
(MATOIEHES, NMEPCMNEKTUBbI NEYEHUA)

Pe3tome: B craTbe npeacTaBiICHbl COBPEMEHHbBIE MTPE/I-
craBieHuss o narorenede u jedeHuu WTIL. Beinenenst
¢dopmy pedpakreproir UTII, kpurepun €€ NHArHOCTHKH.
[IpuBeneHsl pesynbrarThl HaOMONEHHH 32 54 OOJBHBIMHU
pebpaxrepuoit UTII, a Takxke MOCACACTBHUS CINICHEKTOMUH
y 45 u3 Hux. [IpoaHaau3upOBaHbI JTUTEPATYPHBIC COOOIIE-
HUSI OTHOCUTEIIBHO MEPCIEKTHBBI IIPUMEHEHHS aHTH-B Te-
paIuu ¥ arOHKCTOB PEIEIITOPa TPOMOOMOATHHA Y O0JIBHBIX
pedpakrepuoit UTII.

Knrouesvle cnosa: ummynnas mpomooyumoneHuyecKast
nypnypdad, CnjieneKknmomus, ad2o0Hucmul peyenmopda
MpomMobOnosImMuHa.

REFRACTORY IMMUNE
THROMBOCYTOPENIC PURPURA
(PATHOGENESIS, PERSPECTIVES FOR
MANAGEMENT)

Summary: the article discusses the modern approaches
to pathogenesis and treatment of ITP. The type of refractory
ITP was defined and its diagnostic criteria were described.
The article presents results of the follow-up of 54 patients
with refractory ITP as well as consequences of splenec-
tomy performed in 45 of these patients. Publications were
discussed concerning efficiency of anti-B treatment as well
as application of platelet receptor agonists in patients with
refractory ITP.

Key words: immune thrombocytopenic purpura,
splenectomy, platelet receptor agonists.

Appeca gnsa nucTyBaHHSA:

Burosceka fApocnasa [nniBHa

AV «lHcTUTYT naronorii Kposi Ta Tpanchy3idHOT
meanuman HAMHY

79044 JIpBiB, Byn. ['enepana Uynpunku 45
Hapniiinuma 02.06.2011
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AV “Iucmumym cemamonocii ma
mpancgyzionoeii HAMH Vkpainu”

Knruoesi choea: zemocmas, enoo-
meniil, azope2ynsayis, mpomooginis,
einepeomoyucmeinemis, CUHOPOM
“nunxux” mpomboyumis.

FEMOCTATUYHI NPEAUKTOPU 3ANEXHUX
BiIA EHAOTENIO NAPAMETPIB
NEPUOEPUYHOI BA3OPEIYNALII

Y NAUIEHTIB I3 TPOMBOTUYHUMMU
3AXBOPHOBAHHAMU

Pestome. [lposedene usHayenHs 2eMOCMAMUYHUX NPEOUKMOPIE 3ALEHCHUX
810 KJIIMUH eHOOmeilo napamempis nepu@epuynoi eazopecyisayii y nayicH-
mie i3 mpomobomuunumu 3axeoprogannsmu. [lokaszano, wo endomeniti-3anedlc-

HI cyOunopyxo6i peakyii onocepedkosani, Hacamnepeo, BEIUKOMONEKYIAD-
HUMU npomeinamu naasmu (emicmom @ibpunoeceny, akmugnicmio gaxmopa
Binnebpanoa), a maxooic xinvxicmio mpomooyumis y nepughepuunii Kposi.

Kumitnan enporenito (KE) BimirparoTh KITHOYOBY
POTB y perynilii reMOCTaTHYHOTO OAJIAHCY B OpTaHi3Mi
monuHu. Enoreniii € 4acTHHOIO MEPBUHHOTO (CYIHH-
HO-TPOMOOITUTAPHOT0) TeMOCTa3y, 110 sikoro kpiMm KE ta
cyOeHI0TemiaIbHIX CTPYKTY P HaJleaTh TPOMOOLINTH,
nporeinu anresii (Hacammepen, daktop BimreOpanma
(®B), 11T KIIITHHHI KOMITOHEHTH KPOBi. 3aBJISIKH 3/1aT-
Hocti KE cripuiimMmarn MexaHiYHHIA BILUTUB TeYii KPOBi
(MexaHouyTuBicTh KE), eHfoTenii Bigirpae BaxJIuBy
ponb y perymsii cynmuHHoro ToHycy [11]. PedoBunwm,
o cuHTe3y0Thes KE, mpuitMaroTh y4acTh y MmiITpHM-
I apXiTEeKTOHIKH Ta TPOMOOPE3UCTEHTHOCTI CyTMHHOI
CTIHKH, y PETyJIALlii TOKY KpOBi 3aBASKH 31aTHOCTI X
PEYOBHH 301IBIITYBaTH 200 3MEHIIYBATH ITPOCBIT Cy/TH-
HHU I1i]] BIUITUBOM IIEBHUX CTHUMYJIiB.

OcHoBHUM (}i31010TTIHIM (HAKTOPOM, IO CTHUMY-
o€ cuHTe3 okcuay a3ory (NO) € HanpyKeHHs 3CyBY
(H3)[9] — MexaHIYHWUN TPUTHUCKYIOUUN BIUTHB TOKY
KpPOBI Ha MMOBEPXHIO eHA0TEM 10 [3].

Benuke H3 (maminapHMii TOK KPOBi) CTUMYJIIOE Ce-
KpeIio cyOCTaHIlii, KOTpi 301IBIIYIOTh Ba30ujaTa-
IiFO 1 CHHTE3 aHTUKOATyJIsSHTIB. [ eMoguHamMivHI cuin
3MIHIOIOTH (hOpPMY TPOMOOIHTIB, IO KPiM IHIINX (paK-
TOpIB € CTUMYJIOM JIO TTOYaTKy mporieciB aaresii [13].
B ymoBax Hu3pkux 3HaueHb H3 (TypOysieHTHUH TOK
KpOBIi) BiAOyBa€eThCS MiICHIIEHHS Mpoiideparliii eHo-
TEJiI0 i armonTo3y, 301IbIIEHHS CeKpelii CyOCTaH i,
0 CTUMYJIOIOTh BA30KOHCTPHUKIIIO, KOaryJsLilo,
arperartito Tpomoorutis [14]. 306inpmenHs H3 mosu-
HHO, Y (i3i0IOTIYHUX yMOBaX, MPU3BOAUTH JIO JHIa-
Tanii KPOBOHOCHOI cyAMHM. Taka quiartanis HOCHTbH
Ha3By eHjoTenii-3anexxnol Baszommuatamii (E3BJ),
BOHA € BAXKJIMBUM ayTOPETyJISITOPHUM MEXaHI3MOM
MiATPUMKHU CYJMHHOTO TOHYCY. MIiX reMOCTaTuYHU-
mu (aktopamu, KE, remogmHamiuanmu (axtopamu
y (hizionoriyHux, HemepTpyOOBaHUX YMOBAX iCHYIOTh
JOCUTB YiTKi 3aJIe)KHOCTI, KOTpi 3a0e31meuyroTh 30epe-
KECHHS TeMOCTAaTHYHOro OasaHcy. 3MiHU B Oyab-sKii
JaHIl NEePBUHHOIO TeMOCTa3y MOXYTb IPUBOIUTH
JI0 rucOaancy BCi€l CHCTEMH 3rOpTaHHS KPOBI, IO B

CBOIO 4uepry, (opMye Ta miATPUMYE TiepKOATyISIIifo.
Li mpormecu nexxatb y OCHOBI (popMyBaHHS TPOMOO]i-
JIYHOTO CTaHY.

Tepmin “Tpombodinis” OyB 3amporoOHOBAHUN
HopBe3bkuM kimiHinucTom O. Edeberg, mia skum BiH
po3yMiB crajnkoBuii a0 HaOyTWUH CTaH CXMIIBHOCTI
10 po3BUTKY Tpom6Oo3iB [7]. ¥V 2000 poui P.Manucci
[11] BU3HAYUB CIaIKOBY TPOMOO]IIiIO SIK TEHETUYHO
JETEpMiHOBaHY TEHJICHIIIIO 10 BEHO3HOI'O TPOMOOYT-
BOPEHHs, peaji3ailis KOTpoi, K IPaBHIIO, 3IIHCHIO-
€THCS BXKE Y MOJIOZOMY BiIli, TPH IbOMY TPOMOOTHUYHI
YCKJIAJHEHHS BUHUKAIOTh 0€3 0YeBUIHOI IPUUNHU Ta
MarTh CXHIBHICTh M0 penuauBiB [8]. OxHa i3 dhopm
TpoMOO]iTii PO3BUBAETHCS BHACTIZOK 301IBIICHHS
aktuBHOCTI OB i pakTopa VIII 3ropTanHs KpoBi.

OnHuM i3 GaxTOpiB BAHUKHEHHS TiNepKOAryIsmii
Ta PO3BUTKY TPOMOOTHYHMX YCKJIaJHEHb € 301JIbIICH-
HsI KOHIIGHTpaIlii TOMOIIMCTEIHY — TiMeproMoIucTei-
Hemisg (I'T). 'l e He3anexkHUM QaKTOPOM PU3UKY
PO3BUTKY CEpLEBO-CYAMHHHX 3aXBOPIOBaHb — iH(aPK-
Ty MiOKap/a, iHCYJIBTY, BEHO3HOI TpoMOoemOoii [12].

B ocHOBi cunapomy “nmunkux’’ Tpomoonutis (JIT),
sskuid Briepire OyB ommcanmii E.F. Mammen Ta cmi-
BaBTopamu [10], nexxuTh 30LIBIICHHS arperamiiHux
BIIACTUBOCTEH TpomOoruTiB mig BmumBoM AJ[D Ta
agpeHaniny. KaiHiYHUMEU MposiBaMH I[bOTO CHHPOMY
€ apTepiaibHi Ta BEHO3HI TPOMOO3M Pi3HUX JIOKaJIi3a-
uiit. Cunaapom JIT € mpuunnoro 14% BeHO3HHX 1 70
33% aprepiadbHUX TPOMOO3iB, BUHUKHEHHSI KOTPHX
HE MaJIo MosicCHeHHs [4].

VY momepenHix DOCTiIKeHHSIX [2], Moka3aHa Ha-
SIBHICTh €HJIOTeNIalbHOI JUCQYHKINT Ta MOpYIICHb
reMOJIMHAMIKH y TAIiEHTIB i3 TPOMOOTHYHHUMH 3a-
XBOPIOBaHHSMHU. Y XBOpHX 13 TpomOodimieto, [T,
curapomoM JIT mopsia i3 nucbanaHcoM cUCTEMU re-
MOCTa3y MaroTh MiCIle 1 pOo3Naul eHIOTENii-3aIex-
HUX Ba3OperyisITOpHUX peakuiil. JoTemep 3anuima-
IOTBCSl OCTATOYHO HE 3’ICOBAaHMMHU OCOOJIMBOCTI B3a-
emoxii paxTopiB remMocTasy Ta onocepenkoanux KE
CYIIMHOPYXOBHUX peakiliii. BuBUueHHS B3a€MO3B’I3KiB
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MK (paKTOpaMu TeMOCTa3y Ta Ba30peryJsiTOPHUMHU
YUHHUKAMH Oy/ie CIpUSTH BCTAHOBJICHHIO HOBHX Jla-
HUX II0J0 MeXaHi3MiB ()OpMYBaHHsI T1epKOAT YIS 1
BUHUKHEHHSI TPOMOOTHYHUX YCKIIATHEHb.

META POBOTH

BusHauuTH TEMOCTaTHYHI NMPEAUKTOPU EHIOTE-
NiA-3aNeXHNX (PAKTOPIB MepuQepruyHOi Ba30perys-
1ii y MaIieHTiB i3 TPOMOOTHYHIMH 3aXBOPIOBAHH AMH.

MATEPIAJIN TA METOOU

25 mari€eHTiB 13 reMaTOreHHO0 TPOMOOdIiITiEr0 Bi-
KoM Bif 21 1o 54 pokiB (7 xiHOK i1 18 40JIOBiKiB) CKJIa-
mu I rpyny Cepenniii Bik xBopux | rpynu cTaHOBUB
37,3 poku. 25 manieHTiB (6 XKiHOK, 19 4ONOBIKIB) y Billi
Bix 23 mo 52 pokiB (cepenHiii Bik 37,8 pokiB) i3 rimep-
romonucreinemMiero ckianu Il rpymy. Y Bcix xBopux
Maja micute jerka gopma [T (piBeHb TOMOIMCTETHY
KOJIMBaBCs y Mexax Big 12,6 10 27,8 mxmoinb/i). [o
I rpynu yBidnumm 20 xBopux (8 xKiHOK 1 12 40I0BiKiB
y Bili Big 22 10 44 pokiB, cepeaniit Bik — 34 pokwn) i3
CHUHIPOMOM “NUNKUX TPOMOOIIMTIB.

JliarHo3 BCTaHOBJICHU Ha ITiJICTaBl cepii KoaryJso-
TYHUX JOCHIJKEHD Y BIJIIICHHI XIpypriyHOl remMaro-
Jiorii ta remocrasionorii JIY “IHcTutyT remarosnorii Ta
tpancgysionorii AMH VYkpainu”. JlociikeHHs mpo-
BOJIMJTHCH 11032 TIEPI0IOM 3aTOCTPEHHS 3aXBOPIOBAHHS
(BIICYTHICTH TPOMOOTHYHOTO CHHAPOMY), JIKapChKi
3acobu Oyyu BifMiHEHI He MeHIne Hix 3a 10 10 g0
npoBeaeHHs TecTiB. Bei mamieHTy mianucanu iHpop-
MOBaHY 3T0Jly Ha y9acTh y J0CHiIkeHHi. KoHTpoIbHY
rpymy ckianu 20 mpakTHYHO 3/J0POBUX OCi0, K1 3a Bi-
KOM Ta CTaTTIO CyMICHI 3 MallieHTaMu, IO YBIHIIIN y
JTIOCITI IKEHHSI.

VY Xomi JMOCHIKEHHS TPOBOJUIUCH CKPUHIHTOBI
KOaryJioJioriuHi TECTH, a TaKoX Oa3MCHI KoaryJo-
JIOT1YHI TECTH i3 BH3HAYCHHSM aKTHBHOCTI (pakTOpiB
3ropTaHHs Ta (YHKI[IOHAJIBHOI aKTUBHOCTI TPOoMOO-
nuTiB. Takok TPOBOAUJIOCH BU3HAUCHHS KiJIBKOCTI
CHJ/IOTEIIONUTIB y epUPEPUIHIHN KPOBI.

OriHka arperamniiHuX BJIaCTUBOCTEH TPOMOOIHU-
TiB MPOBOJIMJIACH 32 JIOTIOMOTOI0 ONTHYHOTO arpero-
MmeTpy “Tromlite” (ITonmpima). [IpuHIMT MeTORY — pe-
€CTpallisi arperaiiii TPOMOOIUTIB y 30araueHiii TPOM-
Born G.V.R. [5]. locniiskeHHST KOaryjiorpaMu, BU3HA-
YEeHHSI aKTHUBHOCTI ()aKTOpiB 3ropTaHHS KPOBI IpO-
BOJIMJIOCH 13 BUKOPUCTAHHSM KoarynomeTpy ‘‘Behnk
Elektronic” (Himeuunna).

BusHaueHHsT piBHSI TOMOLMCTETHY B KpOBI IpO-
BOJIMJIOCH IMMYHOXEMIJTIOMIHECIICHTHUM METOJIOM Ha
anajizaropi Immulite 2000 (DPC, CILIA) Ha 6a3i na-
6oparopii “Eurolab”.

JList BUBHAUCHHS TeMOIMHAMIUYHUX (DAKTOPIB TOKY
KpOBI, CYJMHOPYXOBOT (PYyHKIII{ €HIOTENII0 MTPOBOIH-
JIOCh JIocIiKeHHs TiedoBoi aptepii (ITA) Ha anaparti

Technos “Esaote S.p.a.” (ITanist). Anapar maB TIiHIHHAN
naTauk i3 yactororo 10,5-13,0 MTI'n. [IpoBoaunocs 1o-
ciijpkeHHs 1A MeToZOM AYMIEKCHOTO CKaHyBaHHSL.
VY crekTpaibHOMY AOMIIEPOBCHKOMY PEKHMMi BH3HA-
YaJii HACTYIIHI TapaMeTpH: MaKCUMaJlbHa CUCTOIIYHA
LIBUKICTH TOKY KpoBi (Vps), MakcuMalbHa KiHIEBa
JiacTomiyHa IIBHAKICTE TOKy Kposi (Ved), o0’emHa
LIBUAKICTH TOKY KpoBi (Vvol).

Cran E3B/] BuBuanu B mpobax i3 peakTUBHOIO T'i-
nepemiero (PI') 3a meTomom, sikuit Oys onucanuii D.S.
Celermajer [6]. CnoyaTKy NpOBOAMIN BH3HAYCHHS
napametpiB (D, Vps) y Buxinmnomy crani. Jlns otpu-
MaHHS MiJBUIIEHOTO KPOBOTOKY Ha BEPXHIO TPETH-
Hy MJeYa HaKJIaJald MaHXeTy c]irMoMaHOMETpY
Ta JOBOAMJIA THUCK Y MaH)KETi A0 PiBHS, IO MEPEBHU-
LIy€ CUCTONIYHUH apTepianbHUH THCK Ha 50 MM.pT.
cT. TpuBanicTe Kommpecii - 5 xBunuH. [1oTiM mWBUAKO
BUITYCKAJI TOBITPSA 13 MaHXeTH (IEKOMITpecis) Ta pe-
ectpyBanu fiametp [1A Ta MBHIKICTH TOKY KPOBi Yy
Hild. 3Miny giametpy [1A Ta HIBUAKOCTI TOKY KpOBi y
Hiif OI[iHIOBAJIM Y TTPOIICHTHOMY BiTHOIIICHHI JI0 BUX1JI-
Hoi BenuunHu. E3B/] € peakiiieto Ha 301bIIEHHS TOKY
KpOBI BHACIIOK peaKTUBHOI rinepemii. HopmanbsHoO
E3B/I BBaxkanach y TOMy BUIIaJKY, KOJIX JiaMeTp ap-
Tepii 30uIbmyBaBcs Ha 10% i OiJbIIe BiJl TOYaTKOBOL
BEeJIMYMHUA. MeHIIa CTyMHiHb AMJIaTalii BBajKAETHCS
MaTOJIOTIYHOI peakilieto [1].

Hanpy>xeHHs 3cyBy (T) Ha eHAOTENiT po3paxoByBa-
7 32 GOPMYJIOH0;

T = 4xhxVps/D, ne

h - B’I3KiCTB KpOBi, Vps — MaKcHMaJIbHa CHCTOJIY-
Ha IIBUAKICTH TOKY KpoBi, D—niameTp ITA.

Mexanouytnusicte enporenito (K) abo uaytnu-
BICTh €HJIOTENiI0 KPOBOHOCHOT CYAMHHM JI0 HAIIPYy KEH-
HSI 3CYBY, TOOTO ii 3MaTHICTB 10 qUjaTaIlii, po3paxo-
BYBaJIH 3a (HOPMYJIOIO:

K = (AD/D/(At/t,), ne

AD - pizauns giametpy [1A npu peakTuBHiH rimne-
pemii i agiamerpom IIA B cTani cnokoro, D — niametp
[TA y craHi ciokoio, At — pi3HUILS MIX T Hicis Mpo-
BEJICHHS MIPOOM i3 PEaKTHBHOIO TillEPEeMIi€r0 1 movar-
kosuM H3 (1)

JocTOBIpHICTh PO30IKHOCTEH OLIIHIOBAIHU 3a JO-
nomoroto t-kputepiro CTblofieHTa. 3HAYyIIMMU BBa-
xanu po36ixkHocTi pu p<0,05. Kopensuiitauii anani3
BUKOHAHUH 13 BUKOPUCTAHHSIM Koedili€eHTa JiHIHHOT
kopesnii CripMeHa 3a JOMOMOIOI0 TaKeTy CTaThC-
TUYHUX Iporpam Statistica 7,0.

JUist BCTAHOBJIGHHS MEXaHi3MiB, AKi CKJIaJaroTh
OCHOBY IOPYIICHHS 3aJIeKHUX BiJI €HAOTENiI0 (Dak-
TOpiB Ba3Operysiiii Ta reMOAWHAMiKH, IPOBEACHUN
OaratodakTopHUll perpeciiinuii anamni3. B sxocTi 3a-
JISKHOI BeNMYMHHM Oynu BHOpaHi MOKa3HUKH 3MiHU
niamerpy ITA Ta MexaHOUYTIMBOCTI CyAMHHOI CTIHKH
y mpoueci BukoHaHHs npoOu i3 PI. PospaxoByBanu
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Puc. 1. TMpeguktopu E3BO y nauieHTiB i3 remaToreHHow

Tpombodinieto (Il rpyna): koHueHTpauia dibpnuHoreHy
(42,3%) i akTmBHICTL ®B (38,4%).
koe(ilieHTH MHOKUHHOT aerepminamii (R?), ski BU-
3HAYAIOTh 3aralibHy Y3TOJKEHICTh 3MiH TOKa3HUKIB
i cyMapHy iHQOpPMAaTHBHICTh THUX TMEPEMIHHHX, SIKI
OyJii BUKOpHCTaHI y MpoIeci po3paxyHKy (ITaKeT cTa-
tucTuyHUX nporpam SPSS 13,0).

PE3YJIbTATU TA OBIrOBOPEHHHA

[IpoBeneHo craTUCTHYHE TOCTiIKEHHS HAsIBHOCT1
reMOCTaTUYHHUX NPennuKTopiB 3ajexxHuX Big KE remo-
OUHAMIYHUX (AKTOPiB, a TAKOXK MEXaHOYYTIHUBOCTI
EHJOTEJNII0 y MAIIE€HTIB 13 TPOMOOTHYHHMH 3aXBOPIO-
BaHHAMH. BcTaHOBIIEHO, 10 y XBOPUX HAa TeMaTOreH-
Hy Tpombodiniro (III rpyma) koedimieHT MHOKXHUHHOI
netepminanii gopiHioBaB 71,1,0%, a xapaxtep E3BJI
Bu3HauaBcsi Ha 42,3% piBHeM (iOpUHOTEHY Ta Ha
38,4% - aktuBHicTio OB (puc.l).

VY xBopux Ha [Ty (IV rpyma) 3anexna Big KE Ba-
sopmnaranist Ha 20,1% Bu3Ha4yanace BMicTOM (iOpH-
HoreHy 1 Ha 43,5% —KiJIbKICTIO TPOMOOLUTIB y Nepu-
(hepuuHiit kpoBi (puc.2).

Ha puc.3 HaBeneno npenukropu E3B/] y namieHTiB
i3 cuagpomom JIT (V rpyma). E3B/l y marieHTiB i€l
rpynu Ha 40,0% Bu3HAYa€THCS KUIBKICTIO TPOMOOIMTIB
iHa 22,2% — BmictoMm KE y nepudepuuniii Kposi.
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Puc. 2. MpegukTtopu E3B[ y nauieHTiB i3 rinepromouncTeiHemieto

TpombGouuTiB y nepudpepuyHin kposi (43,5%).
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Puc. 3. Mpeguktopn E3B[ y nauieHTiB i3 cuHgpomom JIT (V
rpyna): Kinbkicte Tpombouwntis (40,0%) i KE (22,2%) y
nepudepuyHin Kposi.

[IpoBeneHo BU3HAUCHHS T'E€MOCTATUYHHUX IpeEJ-
HUKTOPIB MEXaHOUYYTIUBOCTI €HJOTENII0 Yy MAIli€HTiB
i3 TPOMOOTHYHUMH 3aXBOPIOBAHHSIMHU. Y XBOpUX Ha
TpoMOOdiIit0 TaKUMH TIpeauKkTOpamMu Ha 36,0% Bu-
SIBUJIACH KiJIBKICTh TpoMOOUHMTiB 1 Ha 52,0% — yac pe-
kanbiudikarii (puc.4).

Ha puc. 5 npencraBieHo NpeIUKTOPH MEXAHOUYT-
muBocti KE y xBopux i3 I'T. Takum npeankTopom Bu-
siBUBCs Ha 46,1% uac XaremaH-3aJ1e)KHOT0 (QiOpHHOITIZY.

BenukoMonekymsipHi nmpoteinu, a came (GiOpuHo-
red, @B 3yMOBIIIOIOTh PO3BUTOK JEMpecii 3aJIexHOT
Bix KE nunaraiiii KpOBOHOCHOI CYJIMHU y XBOPUX Ha
reMaToreHHy TpoMOodiniro. ¥ mUX XBOPUX MEXaHO-
Yy TIUBICTH €HAOTENI10, B TIEPIILY Yepry, 3aJIeKUTh Bij
KIJIBKOCTI TPOMOOLIMTIB Ta BiJ MMOKa3HUKA, KUK Xa-
pakTepusye IHTEHCHBHICTH mepmoi (a3 3ropTaHHS
KpOBI, a caMe — yacy pekanbludikamii. Takum 4uHOM,
OB, ¢ibpuHoreH, TPOMOOLHUTH Y XBOPUX Ha TPoMOO-
(biniro BIUIMBAIOTh HA €HIOTENIH 1 PU3BOISATH JIO TIO-
pYIIEHHS HOro 3JaTHOCTI OpaTH yd4acTh y Hpolecax
MiATPUMaHHS TPOMOOPE3UCTEHTHOCTI

VY xBopux Ha [T auchyHKIiS €HAOTENII0 TaKOK
orocepeKoBaHa (hiOpUHOIEHOM I1JIa3MH Ta KUJIBKICTIO
TPOMOONUTIB V TTMDK VIS, MexanouvrinugicTh KE y
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Puc.4. TMpeanktopn mexaHovytnusocti KE (K) y nauieHTiB i3

rematoreHHot Tpombodinieto (Il rpyna): kinbkicTb
TpombouunTis (36,0%) Ta Yac pekanbumndikauii (52,0%).

(IV rpyna): koHueHTpauia dibpuHoreHy (20,1%), KinbkicTb
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OPUTHANDBbHI OOCHIAXEHHA
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Puc.5. Mpeauktopn mexaHodytnueocTi KE (K|) y nauienTis i3
rinepromouucteiHemieto (IV rpyna): yac XaremaH-3anex-
Horo chibpuHonisy (46,1%).

WX XBOPHUX ONOCEPEAKOBaHA aKTHBHICTIO (hiOpHUHOITI-
TUYHOT CUCTEMH KpOoBi. BaxynBy pons y hopmyBaHHi
rinepkoaryssinii Bifirpae HasBHICTh TICHHX KOpEJs-
HIHHUX 3B’3KiB MiX (YHKIIOHAJIBHOIO aKTHBHICTIO
TPOMOOIUTIB 1 JIIHIMHUMH TTapamMeTpamMu Tedii KpoBi.
TakuM 4MHOM, TPOMOOTHYHI YCKJIaTHEHHS Y XBOPHX
Ha ['T11 po3BHBarOTHCS B yMOBax AUC(YHKINT eHI0Te-
JIIFO @ TAKOXK aKTHBAIIil TPOMOOIIUTIB, KA BiI0YBa€Th-
Csl IEPEBAYKHO Y CHCTONIUHY (a3y CepleBOro MUKIY.

VY xBopux i3 cungapomom JIT nenpecis E3B/] ono-
cepeakoBaHa TpPoMOOIUTaMu TepupeprudHoi KpOBI.
IemocTatnyHuX (akTopiB, sKi O BIUIMBAIN HA MeXa-
HouyTiuBi BractuBocti KE y nmx xBopux, He OyIo
BCTAHOBJICHO. TPOMOOTHUYHI YCKJIQIHCHHS Y TAalli€H-
TiB i3 cuHapoMoM JIT BUHHKAIOTh B yMOBax 3HaYHOI
aKTHBAIlli JIOKAJbHOI TEMOJMHAMIKH — 3POCTAaHHS
CUCTOJIIYHOT MIBUAKOCTI Te4il KpOBI, 3HAYHOIO ITijI-
BUIIIEHHS HANpPYXXeHHS 3pylIeHHs Ha eHpotemii. Lle
MPHU3BOAMTH JIO 3pOCTAHHS MIXTPOMOOIUTAPHUX B3a-
€MOIii, a TaKOXK B3aeMOil Mixk TpomOonuTamu Ta KE,
0 TiATPUMYE Ta CTUMYJIIOE aKTHUBAIIKD MEPBUHHOI
JIAaHKW TEMOCTAa3y.

BUCHOBKMU

1. YV nmamieHTiB i3 TPOMOOTHYHHMH 3aXBOPIOBAH-
HSMH OKpeMi TeMOCTaTH4HI (PaKTOPH BiAIrparoTh He-
raTUBHY pojb y mporeci GopMyBaHHS Ta HIATPUMKH
TpoMOOQITIYHOTO CTany.

2. 'eMocTaTHYHUMU IPEAUKTOPAMH 3aJICKHHUX BiJ]
KJIITUH €HI0TEN 10 (haKkTOpiB nepruepuIHoi Ba3opery-
JSUiT € BETMKOMOJICKYIISIPHI MPOTEIHHU MIa3MH (BMICT
¢iOpuHoreny, axTuUBHICTH (hakTopa Binnebpanana),
KIIBKICTh TPOMOOIHTIB y epudepuyHiii KPOBi.

3. MexaHOUyTIMBI BIACTUBOCTI €HIOTENIIO Y XBO-
PHX 13 CHHIPOMOM “NIUNKHX TPOMOOIMTIB onocepe-
KOBaH1 aKTHBHICTIO (DIOPHHOIITUYHOT CUCTEMH KPOBI
(4ac XaremaH-3asexHoro (hiOpUHOIIZY).
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FEMOCTATUYECKUE NPEANKTOPDI
3ABUCUMbBIX OT QHOOTENUA NAPAMETPOB
NEPUGEPUYECKOW BA3OPEIYNALUN

Y NALUMEHTOB C TPOMBOTUYECKUMU
3ABOJIEBAHUAMMU

B.I1.Bo3nwok

Peszrome. 1IpoBeaeHo ucciieIOBaHUE FéMOCTATUUYECKUX
MPEIUKTOPOB 3aBUCUMBIX OT KJIETOK DHIOTENIUs Iapame-
TPOB mnepudepuyeckoil Ba30peryssiqud y MalHEeHTOB C
TpoMOoTHYeCKUMU 3a0oseBanusMu. [TokazaHo, 4To 3HI0-
TEeJIMH-3aBUCHMBIE COCY/I0/IBUTATEIbHbBIE PEaKI[H OIoCcpe-
JAOBaHBLI, IMPEKIAC BCETO, BLICOKOMOJICKYJIAPHBIMU ITPOTEU-
HaMH I1J1a3Mbl (cozepkaHueM (UOPHHOreHa, aKTUBHOCTBIO
(daktopa BunieOpania), a Tak:ke KOJTUIECTBOM TPOMOOIIH-
TOB B niepudepuueckoii KpoBu.
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Kntwoueswie cnosa: cemocmas, snoomenuil, 6a3ope2yiayus,
mpomboghunus, cunepeomoyucmeuHemMus, CUHOpom “Tun-
Kux” mpomboyumos.

HEMOSTATIC PREDICTORS OF
ENDOTHELIUM-DEPENDENT PARAMETERS
OF PERIPHERAL VASOREGULATION IN
PATIENTS WITH TROMBOTIC DISEASES

V.P. Voznyuk

Summary. Hemostatic predictors of the endothelial
cell-dependent peripheral parameters of vasoregulation in
patients with thrombotic diseases are determined. It was
shown that endothelium-dependent vasomotor reactions are

VYK 616.153.915-39:615.387+014.41

Ilepexpecmenxo IIL.M., I'awyx I' 1.,
Kanunuuenko T.0., Anowuna M.IO.,
I'nyxenvka I'T., Ckauxosa H.K.,
IIopon €.B.

YV “Incmumym cemamonocii ma
mpancysionoeii HAMH Ykpainu”

Knrouosi cnosa: nynosunna
KpO8, 10POBMICHI KATMUHUL,
KPIOKOHCEPBYBAHHS, NEPEeKUCHe
OKUCIeHHA 1inioie.

BCTYN

ChorozHi € akTyaJlbHUM 3acCTOCYBaHHS YJBTpa-
HU3BKUX TEMIEpaTyp IpH JOBrOCTPOKOBOMY 30epiraH-
Hi remonioetTnyHoi TKauuHU (I'T), B TOMY "ymcni — mymo-
BuHHOI KpoBi (I1K) 3 MeToro moganeIoi TpaHcIIaHTa-
i pelMITiEHTaM 3 OHKOI'€MAaTOJIOTTYHO MATOJIOTIERO.
Ha >xanb, He3Ba)kaloun Ha BaroMi JOCSTHEHHS B CTBO-
PEHHI TAaKUX TEXHOJOT1H, KiJIbKICTh 3arnOIMX KIITHH Y
pe3ynbTati BIUIMBY (PakTOpiB KPIOKOHCEPBYBaHHS BCE
1I€ JINIIAETHCS 3HAYHO0. TOMY, KITFOYOBOIO TEHCHIIIEI0
Kpiobiosorii Ha JaHui Tepiof € noriauoieHe BUBUCHHS
MEXaHi3MiB KPiOMOLIKOKEHb 1 Kpio3axucty [1].

OnHi€lo 3 NPUYMH BTPaTH KIITHH HOPH Kpio-
KOHCEPBYBaHHI € 3alyCK IPOLECIB aronTo3y, SKHH
MOB’3YIOTh 13 MOYAaTKOM CTPYKTYPHO-()YHKIIOHATb-
HUX 3MiH KJIITHHHUX MEMOpaH il BIUTABOM Ha [JTHIII-
KOBOT'O YTBOpPEHHSI akTHBHHUX (popm kucHio (ADK).
[IposiBamMu TOKCHYHOI JIii OCTaHHIX € IHTEHCU(IKaIlis
peaxuiil BUIbHOpPaIWKaJIbHOTO OKUCIICHHS O1NIKiB, Iie-
pexucHoro okucienHs minifis (ITOJI) Tomo. Le cripu-
YHHSE CTPYKTYPHI Ta MeTaOOoi4HI MOPYLICHHS Y KJIi-
tuHax [2, 3]. [lpoTuaie po3BUTKY LUX MPOLECIB aHTHU-
okcugaHTHa cuctema 3axucty (AO3) [4]. [lopymenns
miJ 4ac KpiOKOHCEPBYBaHHS — JICKOHCEpBalii piBHO-
Baru [IOJI-AOC y 6ix IIOJI moxe curhaiizyBaTu
npo HeOEe3NeKy iICTOTHOTO 3HUKEHHSI PE3UCTEHTHOCTI

mediated primarily by high molecular weight plasma pro-
teins (fibrinogen content, von Willebrand factor activity)
and the number of platelets in the peripheral blood.

Key words: hemostasis, endothelium, vasoregulation,
thrombophilia, hypergomocysteinemia, sticky platelet
syndrome.
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3B’A30K NMNOKA3HUKIB OKUCHO-
BIAHOBJIFOBAJIbHOIO METABOIJI3MY TA
AKOCTI AAPOBMICHUX KNITUH NYNOBUHHOI
KPOBI Nia YAC KPIOKOHCEPBYBAHHA

Pe3tome. [Iposedeno ananiz 383Ky akmueayii npoyecie nepekucHo20 OKuc-
JIeHHS inidie ma Mop@o-@yHKYiOHAIbHUX 81acmMUBOCcmell 10POBMICHUX Kili-
MUH NYNOBUHHOI KPOBI Ha emanax npoyecy KpioKOHCepP8y 8aAHHs.

KJIITHH JI0 BIUTMBY HecpusTiuBux (akropiB. Came 3
[UX MPUYUH BUBYCHHS akTUBHOCTI mporeciB [10J] y
cucTeMi “KIITHHA — CEPEAOBHILE /I KPIOKOHCEPBY-
BaHHS € HEOOXIJIHUM IS PO3yMIiHHS HUISIXIB yIO-
CKOHAJICHHS TEXHOJIOT1i 30epiraHHs.

3 TOYKH 30pY BaXKJIMBOCTI OTPUMAHHS TIO3UTUBHO-
'O pe3yJIbTary B IPOIECi 3aMOPOXKYBaHHS SIIPOBMICHUX
kiitTaH (ABK) I1K € mominsHUM MpoBeIeHHS KOMIICK-
CHOTO JIOCIIJKEHHS 3B’I3KY 1X MOP(OJIOTTYHUX 1 PyHK-
IOHAJIBHKUX TOKA3HUKIB Ta akTuBalii nporecis [1OJI,
10 BiJIOYBAETHCS 11 BIULIMBOM I[iJI01 HU3KH YMHHUKIB
Ha eTarnax IpoIecy KpioKoHCepByBaHHS [5].

META OOCHIAXEHHA

BuBunTH B3a€MO3B’130K MOP(]O-PYHKIIOHATBHUX
noka3uukis ABK i nmponykris [10JI y 3paskax 1K mix
yac 30epiranHs 0 3aMOpPOXKYBaHHS, a TAKOX Ha eTa-
nax nporecy KpiOKOHCEpBYBaHHS.

MATEPIAIIU TA METOAU OOCHIAXEHHA

O06’exkToM mociimkens Oyna cycrensis SIBK ITK.
3arorismto [IK 3xificHroBanu 3a iHGOPMOBAHOIO 3T0-
JIOTO TIpU (Pi310JIOTIUHHUX TOJIOTax y “3aMKHEHIN™ CcHC-
TeMi TJIaCTHU-KaTHUX MIIIKIB JJIsS KPoBi Ta ii KOMIIO-
HEeHTIB (cTabumi3yrounii po3und — CPDA-1). Marepian
30epirajid B TEpMOi30IAIHHOMY KOHTEHHEPI ITPU TEM-
nepatypi (21,5£3,5) °C Tepminom 1o nBox mi0. 3pa3ku
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[IK nmocnmimkyBanu y pi3HHX CTaHax: HATUBHOMY - |
rpyna (n=22); micis MmiAroTOBKH KJIITUHHOI CYCIIEH-
311 10 KPiIOKOHCEPBYBAaHHS LUISIXOM (paKIiOHYBaHHS
Ta JOAAaBAaHHS KPIOMPOTEKTOPa AUMETHICYIb(OKCHT
(AMCO) y xinueBiii xonuentpanii 5 % — II rpyna
(n=24); y n1eKoHcepBOBaHOMY (PO3MOPOKEHI 3pa3KH) -
Il rpyna (n=26). JlociilxKeHHS TPOBOAMIIH TTapaielib-
HO Ha Marepiaini, mo 30epiraBcst 3 MOMEHTY 3aroTiBii
70 TIOYaTKy MPOLECY KPIOKOHCEPBYBaHHS MPOTITOM
onniei Ta nBox ai6. KpioxoncepsyBanus SBK IIK
3miiicHioBaiu 3a TexHonoriero Y “II'T HAMHY” [6]
ITi /] 3aXHCTOM KPIOKOHCEPBYIOUOT'O CEpelOBUIIIA 3 Kpi-
onporexkropom IMCO B koHueHTpauii 5 %.

Ouinky 3paskiB kxitun [1K npoBoguiu mopdoio-
TYHUMY, QYHKIIOHAIBHUMHU, ITATOXIMIYHUMU, 010Xi-
MIYHUMHU METOJAMU TIiJi 4ac 30epiraHHs JI0 MMOYaTKy
MpOLEeIypU 3aMOPOXYBAHHS Ta Ha e€Tamax Ipolecy
KpiOKOHCepBYBaHHs. JKUTTE31aTHICTh KIITUH BU3HA-
yaiu 3a mMetopoM lllpeka nuisxom cymnpasiTanabHOTO
3abapBieHHs KIiTHH. Bmict mononykneapis (MHK)
MigpaxoByBald B Ma3Kax KpoBi, 3a0apBIeHHX 3a
[Nanenreiimom. OUiHKY (QyHKLIIOHAIBbHOI aKTHBHOCTI
HeiTpodineHux rpanynountie (HI') mpoBomumm 3a
OCHOBHUMH TOKa3HUKaMHU (aromuTosy (parouurtap-
Ha akTUBHICTH (DA), 3aBepiueHicTs (aronutosy (3P),
¢daronurapue uncino (OY). LlutoensumaTnine nocii-
JDKEHHS, 110 JJa€ MOJKJIUBICTH BUSIBUTH B KiiTHHaxX [TK
aKTUBHICTH hepMeHTy cykuuHataeriaporenasa (CAI)
Ha eTanax Mpouecy KpiOKOHCEPBYBAaHHSI, IPOBOIUIH
3a MEeTOJIOM [7]. AKTUBHICTb (DEpPMEHTY BHpaXKallu 3a
cepenniM nutoxiMmivauM koedinientom (CLK) — ce-
PEIHBOIO KUIBKICTIO Ipanyll popMasany.

JU1s BUBYEHHSI 3arajibHOTO OKUCITIOBAIBHO-BITHOB-
JIIOBAJIBHOTO MOTEHIiay (arouuTiB KpoBi BUKOPHUCTO-
BYBaJIM aJjalITOBaHy JI0 MaTepiany MoauQiKalio MeTo-
Iy IOCTAaHOBKH CTIOHTAHHOT'O TECTY BiTHOBJICHHS HITPO-
cunboro terpasoinito (HCT-tect) [§]. DyHKIIOHAIBHY
aktuBHicTs HI' Bupaxann y BiICOTKaxX MO3UTHUBHHUX
KJIITHH Ta 11sixoM migpaxyHky CLK.

AKTHUBHICTb TPOLECIB MEPEKUCHOIO OKHCICHHS
HeHTpanpHUX HNimigiB i ¢ocdonininiB BU3HAYATH 3a
meronoMm [.A. Bomyeropcekoro B Hamriii Mmogudikaiii.
BuMiproBasiin BMIiCT 1301b0BaHUX MOABIHHUX 3B’I3KiB
(IT13), kon’roratiB — gienoBux (1K), rpuenosux (TK),
okcomienoBux (OUK) Ta xinueBux mpoaykti 110JI
tuny mudosux ocHos (1LO).

Cratuctnuny oOpoOKy OTPUMaHHMX JaHUX MPOBO-
JWJIM 32 JTOMIOMOTOI0 METOMIB BapiallifHOi CTaTUCTHKH
3 BHKOPUCTaHHSIM KOMITIOTEpHOI mporpamu Microsoft
Excel XP (Bu3HaueHHs JOCTOBIPHOCTI Pi3HULI BUOIPKOBUX
cepenHbOAPU(PMETHUHUX 3HAYeHb 13 BHUKOPHCTAHHIM
t-kpuTepito CThIOICHTA, KOPENSLIIHHIN aHai3).

PE3YIIbTATU TA IX OBIrOBOPEHHHA

Panime Oyrno mokasaHo, 110 Ha BCIX eTamax Kpi-
okoHcepByBaHHS B [IK BiOyBaeThCcs akTHBAIliS TIPO-

LIECiB EPEKUCHOTO OKUCIICHHS HEUTPAJIbHUX JITIIIIB 1
¢doconimiais [5]. [IpoBenennii kopensiiiHui anami3
B3a€MO3B’I3KIB JOCIIKEHUX IMOKA3HUKIB CBIIYHUTH
PO BIUIMB TEPMiHY 30epiranss 3pa3kiB HaTuBHOT [TK
npu KiMHaTHiH Temneparypi Ha BMmicT JIK y pasi nepe-
KHCHOTO OKHCIIeHHs (ocdomimiaiB Ha eTani Gppakuio-
HyBaHHs Ta nogaBanHs JIMCO (r = 0,645; p < 0,001), a
takox Ha [[13 y poamopokenux 3paskax [1K, siki Oynu
KpIOKOHCEPBOBaHi ITiJl yac 2-0i 100K 3 MOMEHTY 3aro-
TiBai (r=- 0,593; p <0,001). Y 3pa3skax, 110 3aMopoxe-
Hi y niepiui 24 ToAMHH, TaKOi KOPesii He BUSBIICHO.

[lokazana HeraTWBHA KOPENISAIisl MiXK 4acoM BiJl
MOMEHTY 3aroTiBJii J0 MOMEHTY 3aMOpOXKYBaHHS Y
natuBHii [IK sk 3 BiZHOCHMMH, TaK 1 3 aOCOTIOTHH-
mu pesynsraramu HCT- Tecty (r = - 0,549, p < 0,01;

= - 0,662, p < 0,01, BignoBiiHO). 30INbIICHHS Yacy
30epiraHHs MpH MO3UTHBHIN TeMIepaTypi BIUIMBA€E Ha
xutTe3aatHicTs ABK y cycnensii ans kpiokoHcepBy-
BauHs (r = - 0,749, p < 0,001), Ha B™mictT [IK (r = 0,645;
p < 0,001) Ta Ha iHIEKC IEPBUHHUX MPOJYKTIB OKHC-
nenHs (r = 0,648; p < 0,01) y pasi nepokcuaaiii ¢oc-
¢domimigiB. Takok Ha BOMY €Talli BiAMIYEHO BIUIHB
TepMiHy 30epiranssi Mpyu MO3UTHUBHIN TeMIIEpaTypi Ha
DA (r=-0,407; p <0,05).

VY natusniil [IK 1-0i 1o6u 30epiranHs npu no3u-
THUBHIM TeMIepaTypi BUSABICHO KOPENSIII0 KUTTE3-
natHocti SIBK I1K 3i cmiBigHomenunsm JIK/IIO y
pasi mepokcuaanii HeWTpanbHUX JimigiB (r = - 0,567, p
< 0,01), a Takox 3 mokazHukamu HCT - tecty — BMmic-
toM no3uTuBHUX KiaituH i CUK (r = - 0,418, p < 0,05;
r=-0,590, p < 0,001, Bignosinuo). B 3pa3kax 1K 2-oi
no0u 30epiraHHs BCTaHOBIICHO KOPEISALIHHY 3alex-
HICTB XHUTTEe3MaTHOCTI Big BMicTy IO (r = - 0,530, p
< 0,05) Ta cmniBBiznomenns TK/OJK (r = 0,528, p <
0,05) y pa3i nepokcuaitii hocgodmimiis.

V 1I-ii rpymi 3pa3kiB (KpioKOHCEpBYBaHHS Ha APY-
ry o0y miciust 30opy 3 Bukopuctanusm 5 % JIMCO)
3aiKcoBaHO KOPENsLiliHI 3B’SI3KM MOKa3HHUKIB KHUT-
T€31aTHOCTI KJIiTUH 1 crmiBBigHomenns JJK/IIO (r = -
0,521, p <0,05) y pasi nepokcuaiii HEUTpaJIbHUX JTi-
miniB. Y BianoBigHik Gpakiii ABK 1-oi qoou 3aroTis-
ni [1K 3HaiiieHo KOpemnsiio KUTTE3MATHOCTI KIIITHH
i3 Bmictom II13 (r = - 0,484, p < 0,01), AK (r = - 0,479,
p <0,01), TK (r = - 0,409, p < 0,05), OAK (r = - 0,416,
p < 0,05), a rakox II13 (r = - 0,650, p < 0,001) i AK (r
=-0,523, p < 0,01) — y pa3i nepokcunartii pocgouiri-
niB. Ha mpomy % erarti KpiOKOHCEpBYBaHHS BUSIBJICHO
3B’S130K TOKa3HUKIB paronuTosy i [10JI, a came: 3D i
OAK (r=- 0,570, p <0,01).

[loka3zano BnnuB Tepminy 30epiranns [1K Ha mo-
CIIIJKYBaHI MOKa3HUKHU Yy BiATANUX KIiTHHAX. Tak, y
PO3MOpOXKEeHi cycnensii, mo Oyia KpioOKOHCEpBOBaHA
Ha nepury 100y Mmicisi 3aroTiBili, BCTAHOBJICHA KOPEJIs-
Lis BMICTY MOHOHYKJICApiB 1 MOKa3HUKIB MEPOKCHIA-
uii HeWTpanpHUX nimiais, a came: 11O, JIK/TK, JIK/
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OK, TK/OK (r = - 0,406, p < 0,05; r = 0,402, p <
0,05; r = 0,406, p < 0,05; r = - 0,526, p < 0,01, Bigno-
BiiHO). BifncoTok HCT- mO3UTUBHUX KIIITUH KOPEIOE
3 Bmictom 113 (r = 0,396,

p <0,05), TK (r = 0,419, p < 0,05), OAK (r = 0,475,
p < 0,01) y pa3i nepokcuaanii pocdomimiaiB Ta 3 Bia-
HocHUM nokazHukoMm DA (r = - 0,411, p < 0,05). CIIK
HCT - tecty mae B3aeM03B’s130K i3 mokazaukamu OJIK
Ta 1HJEKCY OKUCIICHHS BTOPUHHHUX MPOAYKTIB MEPOK-
cupaamii pochomimigis (r = 0,447, p < 0,05; r= 0,383, p
< 0,05, BingnmosinHo). Ilpn nepokcuaanii HeHTpaIbHUX
nininiB BcraHossieHa kopensiis 3@ i3 Bmictom TK (r
=-0,454, p <0,01), OK (r =- 0,458, p < 0,01), 3 in-
JEKCOM OKHCJIEHHSI BTOPUHHUX MPOAYKTiB (1 = - 0,440,
p < 0,05). Bigmiueno B3aemo3sp’sizok @Y 3 JIK/ILO (r
= 0,405, p < 0,05), 3 iIHIEKCOM OKHCIICHHS IEPBUHHIX
nponykri (r = 0,378, p < 0,05). ¥ pasi nepokcuna-
uii pocdoniniais 3HaiaeHa kopemnsiis OU i3 IO (r =
0,410, p <0,05), 3 iIHAEKCOM OKHUCJICHHS KIHIIEBUX TIPO-
nyktiB (r = 0,409, p < 0,05), a Takoxx @Y i TK/OJK (r
=-0,533, p <0,01). [Tokazuuk DA kopeitoe 3i CIiBBiI-
womenHsMm JIK/IIO (r = 0,381, p < 0,05), 3 ingekcom
OKHCJICHHSI KIHIIEBUX MPOAYKTiB (r = 0,378, p < 0,05).

VY posmopokenux 3paskax [1K, mo Oyia kpiokoH-
CepBOBaHa IiJ] Yac APyroi JoOH 3 MOMEHTY 3aroTiBii,
BCTAHOBJICHO KOPEJSLiKHI 3B’5I13KH TePMiHY 30epiraH-
HS KPOBI 31 CIiBBITHOIICHHSIMU 1I€HOBUX 1 TPHEHOBUX
kon’toraris (r = 0,813, p < 0,001); TpreHOBUX Ta OKCO-
nieHoBux (r = - 0,561, p < 0,05), a TakoX JIEHOBUX 1
okcomieHoBUX KoH’torartiB (r = 0,818, p < 0,001) —y
BUMAAKY OKUCIICHHS HEUTpaJbHUX JIMiAiB. Y pasi ne-
pokcuaanii QocdominiaiB, OKpiM 3BSI3KY TEpMiHY
30epiranns 1K i3 Bmictom 113

(r=-0,593, p <0,05) icrmiBBiJHOLICHHSIM J[IEHO-
BHX 1 OKCOJIi€EHOBUX KoOH toratiB (r = 0,557, p < 0,05),
TaKOXX BHSBJICHO KOpesiiro Mix KinbkicTio SIBK Ta
CIIIBBIJHO-IIEHHSAM JI€HOBUX KOH’IOraTiB 1 KIHIIEBUX
Monekysipaux nponayktis [1OJI (r = 0,573,

p < 0,05); 38’130k aktuBHOCTI C/II" i3 B™MicToM TK
(r=10,694; p <0,01), OK (r = 0,628, p < 0,01), a Takoxk
3 IHAEKCOM OKHUCIIEHHS BTOpUHHUX poaykTiB [1OJI (r
= 0,615, p <0,01).

OTxe, mpeAcTaBeH] Pe3yIbTaTH KOPEsLiiHOro
aHaJi3y UIIOCTPYIOTh B3a€MO3B’SI3KM JTOCIIIKEHUX Y
poboTi 6ioXiMIUYHUX, HUTOXIMIYHHX 1 MOpdo-PyHK-
nioHapHKX nokas3HukiB [1K Ha Bcix eTamax mporecy
KpIOKOHCEPOBYBaHHS — pO3MOpOKyBaHHs. JloBeneHo
ICHYBaHHsSI B3a€MO3B’SI3Ky MiXX TepMiHamu 30epiraH-
Ha 3paskiB [IK no 3amopoxyBaHHS 1 TIOKa3HMKaMH
AKTHUBHOCTI MPOLECIB MEPEKUCHOTO OKUCICHHS HEH-
TpaibHUX dimiaiB Ta ¢ocdomimiais. BpaxoByroun
paHime BcTaHOBIEHMH (akT aKTHBALii MpoLeciB
[TIOJI six Ha eTami MiArOTOBKH 10 3aMOPOKYyBaHHS
(ppakuionyBannsa ta gogasanusa JIMCO), tak i y
BigTa il cycnen3ii kJaiTHH [5], criiBCTaBJICHHSI BChO-

r'0 KOMILIEKCY BU3HauYeHux rnokasuukis [1K 3acBinuye,
10 3 MOJIOBXKEHHSM 4acy i1 30epiraHHs Ipu MO3UTUB-
Hilf TeMIepaTypi MPUCKOPIOETHCS PO3SBUTOK TPOIIECIB
OKCHJIATUBHOTO cTpecy. Lle B momanbpIioMy HeraTHBHO
BILIMBAE HA SIKICTh PO3MOPOKEHOT0 MaTepiary.

Buxonsuu 3 Toro, mo inTeHcugikamis Mpouecis
BUIBHOPAIUKAJIBHOTO OKHUCIeHHs mija niero ADK Ha
ChOTOJIHI BBXKAETHCS OJIHIEID 3 OCHOBHHMX IPUYUH
MOMIKOJKEHHS 1 3arubeni KiIiTHH [9], BCTaHOBIICHUT
KOopensmiitHui 38’5130k aktuBamii npoueciB T1OJI i
Mopdo-dynkuionaasaux Biaactuoctei IBK IIK Ha
eTanax MpoIecy KPiOKOHCEPBYBaHHS A€ IiJICTaBU
JUTS1 TIOMTYKY MOKJIMBHX IIUJISAX1B KOPEKIIT HEraTUBHUX
HACJIKIB IILOT'O MPOLIECY.

BUCHOBKU

[lokazaHo, O iCHYe TPSIMUN B3a€MO3B’SI30K MikK
MOKAa3HUKaMH AKTUBHOCTI IIPOLECIB IEPEKUCHOTO
OKHCIICHHSI HEWTpaNbHUX JimiaiB Ta docdommiais i
TepMiHOM 30epiranHs 3paskiB [1K 1o 3amopoxyBaHHS.

BusBneno mpsimMuii 3B’$130K aKTHBaIlii TPOIECiB
[OJI y minewi#t 11K Ta B cycnensii kKimiTHH 115 Kpio-
KOHCEPBYBAHHS 3 SIKICHUMH XapaKTEePUCTHKAMH CKJIa-
JOBUX JICKOHCEPBOBAHOT'O 3pa3Ka.

OTpumaHi pe3ynbTaTé CBiI4aTh PO MOXKIHBICTH
KOPEKI[ii MeTabOoJIITHIX MOPYIICHb Y CYCIIeH311 KIIITHH
[IK Ha eTamax KpiOKOHCEpPBYBAaHHS LUISIXOM YJIOCKO-
HaJICHHS TEXHOJIIOT1i JOBFOCTPOKOBOTO 30€epiraHHs.
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N KAYECTBA AOPOCOOEPXALLUX
KNETOK NYNOBWHHOW KPOBU BO BPEMS
KPUOKOHCEPBUPOBAHUA
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TI'ycesa C.A. "', I'onuapoe A.11. *

AEOUUNT BUTAMUHA B, (llekuus, 1 yacTb)

Pestome. Ilpedcmasnenvl cospemenmvie 3HAHUS O PACNPOCMPAHEHHOCMU,

! Hayuonanvhas akademus
NOCAeOUNTIOMHO20 00pA308aAHUSA
um. ILJIIynuka,

2 I'asHulil 60eHHO-MeOUYUNHCKUTL
KAuHu4eckutl yeump «I nasHuiii
B0EHHbIU KAUHUYECKULl 20CUMANbY
MO Vkpaunuwl

ouazHo3.

Hepunur suramuna B, (IBB,)) — maronornye-
CKOE COCTOSHHE, XapaKTepU3YIoIeecss HeI0oCTaTod-
HBIM coIep)kaHuEM METa0OIMYECKU aKTHUBHEIX (opM
BuTamuna B, (8B,,) B oprannsme, KoTopoe pa3BuBa-
eTCsl BCJIEJCTBUE €r0 HealeKBaTHOTO MOCTYIUICHHUS C
MATIEeH, HapyIIeHNsT BCAChIBaHUS WIIM TPaHCIIOpTa B
opranusme [4, 10]. B passutuu J[BB,, BeIIENAIOT He-
CKOJIBKO DTAlOB: UCTOLIEHHE 3anacoB BB ,, hyHK1nO-
HaJIbHO-MeTa0O0IMYeCKie HAPYIIICHHS U KIIMHUYECKHe
npossienus J[BB , [17]. HanbGonee xapakTepHbIM Kin-
HUYECKUM TIposiBieHneM JIBB,, sBiseTcs BUTaMuH-
B ,-nedpunurnas anemus (B JIA), koropas oTHOCHTCS
K Meraio0macTHeIM aneMust (M A), CBI3aHHBIM ¢ Hapy-
menueM cunate3a JJHK. 3to Gompimas rpymnma mpuoo-
PETEHHBIX M HACJIEACTBEHHBIX 3a00JCBaHMUM, 0OITUM
MPU3HAKOM KOTOPBIX SBISAETCS HAJW4YHE B KOCTHOM
mosre (KM) xapakTepHBIX KJIIETOK — METajao0IacToB.
Benencreue npoucxomsiero npu BB, Hapymenus
HOPMAJFHOTO KPOBETBOPEHHS B KPOBU TOSBISIOTCS
SPUTPOLUUTEI OOJBIIIET0, YeM B HOpME pa3Mepa (Ma-
kpouutsl) [3, 11, 14, 17].

Onunemuonorus. JIBB,, pacnpocrpanen cpenu
JIUI TIOKHAJIOTO BO3pacTa, BEereTapuaHIeB, OepeMeH-
HBIX KCHIIIMH U MTAIlHeHTOB TePaNeBTUIECKUX, HEBPO-
JIOTHYECKUX U TICUXUATPUIECKUX CTAIIHOHAPOB.

Buramun B,, (ko6anramun) — BogopactBOpuMBbIii
KOOanbT-COAEpKAMNA BUTAMHH, HUIpaeT BaKHOE
3HAUCHUE B HOpPMaJbHOM (yHKIHOHHpoBaHHH KM
n HepBHOU cucTeMbl. Kobamamuusl (Kb) — rpynma
MOJIEKYJI, IMEIOIINX CTPYKTYPHOE CXOACTBO WU pPa3-
JMAYAIONMNAXCS CTPYKTOPOHN JNHTaHAa, COCTHHEHHOTO
c atomMoMm KobOanpra. Paznmmuaror nmankoOaraMuH
(IKB), ruapoxcukobamamun (I'KB), metmnkobana-
muH (MKDB) wu agenosunkobamamuna (AKB) [9]. B
opranusme yesnoBeka Kb cyiecTByeT B BUJie NBYX
akTuBHBEIX (hopMm: AKDB (kodakTop METHIMAIIOHUII-
KoA myrazer (MM-KoAM) u MKB (kodakTop MeTH-
onun cuaTetassl). LIKbB n ['Kb npeBparmatorcs B 3TH
(hOpMEBI B pe3yabTaTe METa0OIMICCKONH KOHBEPCUH in
vivo [9, 21].

Hcrounnkamu BB, B mpupoxe sBisiiorcs Kb-
MIPONYIUPYIOIIHE MUKPOOPTAaHU3MBI (0aKTepHH, TPH-
OBI 1 BOOpOCH). B oprannsme denoBeka OTCYTCTBY-

NPUYUHAX, KIUHUYECKOU KapmuHe U OUASHOCUKU Oepuyuma 6UmamuHd
Kuouesvie cnosa: oedhuyum sumamuna B

1 MPUHURDL, KIURUYeCKAs KApmuHrd,

10T )epMEHTHBIE CHCTEMBI 1T CHHTE3a 3TOI'0 BUTAMH-
Ha. YesoBek mosnyyaeT BB , HCKIIIOUUTENBHO C HIIEH
YKWUBOTHOT'O TIPOMCXOKJIEHUS. B TolcTOM KUIIeYHUKE
YEJI0BEKA, TPOMCXOAUT CHHTE3 BB, MUKpoOpranms-
mamu. [TumeBoit Kb ycToituuB k BRICOKOM TeMmepary-
pe, OTHAKO MOKET MHAKTHBUPOBATHCS MO JICHCTBHEM
acCKOpOMHOBOH KHCIIOTHL. B cpemHeM, 3a CyTKH B Op-
raHu3M 4YelioBeka 1mocTymnaeT 5 — 7 Mkr BB ,. B opra-
HU3MeE B3pOCJIOro yesoBeka cojepxutcs 2 — 5 mr Kb B
BuIe kKodH3UMHBIX hopMm (MKbB u AKB), mpruuem oko-
mo 1 — 1,5 Mr xpaautcs B niedeHu (memno). CyToaHbIe
MMOTEPH ATOTO BUTAMHIHA COCTaBIAIOT okouo 0,1% 3a-
nmacoB. TakuMm 00pa3om, TpU HAPYIIEHUH BCACBIBAHUS
BB, 3amackl €ro MOTyT UCTOIIUTLCS B TeYeHHE 3 — 4
net. OHako, npu HeOCTaTKe BB, B muiie 510 mpouc-
XOIUT HECKOJBKO IO3JHEE BCJIEJCTBHE CYIIECTBOBA-
HUS DHTEpO-TIedeHOTHOU nupKyIsiiinu Kb, 6maromaps
KOTOPOH TIOBTOPHO BCACHIBAETCS M3 KUIIEYHUKA OKO-
70 5 — 10 Mk BB, B CyTKH.

BcaceiBanue u Tpancnopt Buramuna B, B Hopme
BB, OCTyTaeT B Opranu3m ¢ )KMBOTHOM MHUIIEH B BUIE
AKB mmm MKB (puc 1) u B xenynke 1moa AeicTBHEM
nmenicaa 1 HCl ocBOOOXJaeTcst OT MUIIEBBIX OETKOB
u coeauHseTcs ¢ R-O0eTKOM CIIOHBI M JKEITYJOYHOTO
coka [9, 18]. R-6emok (puc. 1) B Kucmoi u HeHTpabHOM
cpemax UMeeT 3HAYUTEIbHO O0IBITyI0 ahPUHHOCTE K
BB, , uem BHyTpennuii akrop (B®D), KoTOpHIA BbI-
pabaTpIiBaeTCsS TMApHETANBHBIMU KIIETKAMHU JKeTylKa
(ITK2K). B® nmeeT mBa CBS3BIBAIOMIMX CalTa: ONMH
¢ BB, npyroii — co crienmu(pUIecKuM PEIeTOPOM KH-
meyHuka. BO cexkpeTupyeTcs B KOJIMYECTBaX, 3HAUU-
TEIBHO MPEBBIMIAIOIINX MMOTPEOHOCTH JUIST aOCOPOITUH
Kb, u ero BeIpaboTKa peryIupyeTcs, aHaJOTHIHO BBI-
pabotke HCI (t.e. mpu yyacTwu Baryca u TOPMOHAJTb-
Ho#t crumyssitinm). Cekpernust BO wHTHONpYETCS MITH-
TENBHBIM MpueMoM H -0J10kaTOpOB ¥ HE 3aBUCHT OT
pueMa OJIOKATOPOB MPOTOHHOW ITOMITBI, HO JTHTEINb-
HBIA TIPUEM HHTHOWTOPOB TPOTOHHOHN TTOMITHI MOYKET
MPUBOJUTD K aXJIOPTUAPHUH U CHH)KEHUIO BCACBIBAHUS
Kb [9]. KomuuectBo B®D, comepskamterocst B 2 — 4 M
JKEIYZIOYHOTO COKa, JOCTATOYHO [JIsi KOMIIEHCAIIUU
BB, ipu ero wenocrarke. [lpu orcyrereun BO Bea-

ceiBaeTcs MeHee 2% BB, a IpU €ro HaJIu4uK — OKO-
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10 70%. Hanee xomnuekc B ,-R-Gemokx mocrymaer B
12-nepcTHY10 KHIIKY, TA€ MMOJ] IeHCTBUEM NMaHKpeaTH-
YecKHuXx npoTea3 R-0enok moasepraroTcs Aerpaianim,
a BBICBOOOJMBIMICA U3 KOMILIEKCa BB, cBA3bIBaeTCS
B TeueHue 10 munyt ¢ B® (puc. 1), (3HTEpO-TICYUEHOY-
HbIH Kpyroo6opot BB, ,). Ilpumepno y 30% nanuenTon
C HEZIOCTATOYHOCTHIO MOJKENYT0UHOM HKeNe3bl pa3BU-
BaeTcs HapyuieHue BcaceiBanus BB, [9]. Llenounas
cpena B 12-nepcTHOl KuIIke ykperiseT cBsizb BD ¢
BB, B pesynbrare 4yero xkommiekc B®-sB , B popme
OJIMTOMEPOB WJIM JHMEpPOB MacCUBHO IPOJBUTAETCS
K TIOAB3JOLIHON KHIIKE, IJe pacHojokKeHa IrpyImna
crenu(pUIECKUX PEUEenTOPOB K 3TOMY KOMIUIEKCY: Ky-
oynuH (cubilin, CUBN), amnionless (AMN), receptor-
associated protein (RAP) n megalin (LRP-2).
Penenrropom komruiekca B®-B,, siBisieTcst kom-
mwekce cubilin-amnionless (CUBAM) (puc 1) [6].
MaxkcumanbHOe KOJMMYeCTBO KyOylnWHa pacronara-
eTCsl B MUKPOBOPCHHKAX CIM3UCTON TEPMHHAIBHOTO
OTJeJIa TOJB3JIOIIHON KHUIIKH, a TaKXe Ha IIeTod-
HOW KaliMe MPOKCHMAJIBHOTO OT[eJIa MOYEYHBIX Ka-
HanelueB. Ananoru Kb, noctynusmme ¢ numeid uinn
C JKem4blo B 12-MepcTHY KMILIKY U CBA3aHHBIE C
R-6enkom, He nepexoast k BD u Beimenstores ¢ ka-
aom [9]. Hesnaunrenwnas yacte BB, (B cBOOOIHOM
WJIM KPUCTAJUTMUECKOM BUAE) — okoso 1 — 5 % — Mo-
KET BcocaThesl maccuBHOU auddy3ueii mo xomy Bcero
KHIeyHuka 0e3 ywyactusi BO. Dtor mexaHu3Mm cpa-
OareIBaeT npu npueme BB,, B Gonpmux nosax (bonee
1000 Mmr). DTuM e OOBSACHSETCS TeparneBTUUYCCKUN
5(eKT nepopanbHOro npuema BB, ,, pu oTCyTCTBUM
cexkpeuun BO [4, 15]. Mexanusm nepenoca BB, 5H-
TEpOLIMTOM B KPOBOTOK TOUHO He u3ydeH. Ilocne cBs-
3bIBAHUS CO CHEUM(UIECKUM PElenTOPOM KOMIIJIEKC
B®-8B,, myrem sHI01MTO3a IPOHUKAET BHYTPb SHTE-
pouuta, npu 3tom B® pacmanaercs u nerpaaupyer,
a Kb nocrynaer B MHTpaLEeIIONSIPHOE TPOCTPAHCTBO
suTepouuta [4, 15]. BHyTpu mnu Ha 6a3anbHOU mMO-
BepxHocTH SHTepounTa Kb cBsizpiBaeTcs ¢ Oenkom me-
penocunkom Tpanckobanamuuom 11 (TKBII) u nocty-
MaeT B BOPOTHBIH KPOBOTOK MEUEHU. DTOT KOMILJIEKC
nHaue Ha3bpiBaeTcsi xonorpaHckobamamuHoMm (XTKB)
(holotranscobalamin) (puc. 1) u sBIIeTCI OCHOBHOMN
(opmoii nepeHoca MeTaboIMYECKH aKTUBHOrO BB, ) B
opranusme. TKBII B Teuenue 6 — 8 MUHYT HcUe3aeT ¢
KpPOBOTOKA, CBSI3BIBAsICh CO CHENM(PUUSCKUMH peler-
TOpaMH B pa3iMuHbIX TKaHAX. Oxomno 10 — 30% mup-
kynupytomero BB, cazano ¢ TKBIL. bonbmas xe
4acTh BB ,, HAXOASIErocss B KPOBH, CBsA3aHA C TKBI
(rantoxoppuH), menbplias yactb — ¢ TKBIIL. TKBI
HE SIBJISETCS TPAHCIOPTHBIM OCIKOM M CBSI3aHHBIH C
uuMm Kb Haxonutcs B uupkynsuuu B Tedenue 9 — 12
JIHEH, HO BEPOSTHO, ABJIACTCS IJIA3MEHHBIM JIENIO BB, .
TKBIII ¢pyHKOHOHMpPYET KaK TPaHCTIOPTHBIN O€IOK 1
ynansercs U3 KpoBU B T€UEHUE 3 MUHYT, CBSI3bIBAsAChH

co crnequpHuuecKuMHU penentopamu B medeHu. [Ipu
stoM KB 3KckpeTupyeTcst ¢ Kea4bio B KHUIIEYHUK.
Oynuuonansao TKBIII cBsi3piBaeT 0ONBIION CHEKTP
ananoros BB, (ncepnoBuramMunbl B ,) u 5KCKpeTUpy-
10T UX C JKETYbI0 IS yAaJIeHUs U3 OpraHnu3Ma ¢ exa-
nusamu. B to xe Bpems 0,5 — 9 mkr Kb cBsa3biBatorces
c TKB II, koTopslii, B CBOIO o4epenb, 00pa3yeT CBSI3b
co cneur(UYEeCKUMH PELeNTOpPaMH TenaTOUUTOB U
MOCTYMAET C JKEeT4bl0 B KUIIEUHUK. B pesynbraTe cy-
LIECTBYIOIIETO JHTEPO-IIEYEHOYHOr0 KPYroodopoTa
Kb okono 65 — 75% BbiaenuBIiuerocs ¢ xenybio BB,
MOBTOPHO BcachiBaeTcs. [leueHb sABIAETCS OCHOBHBIM
OpraHoM JUis XpaHeHus BB ,, a IOYKH — OpraHoM, pe-
I'yJIMPYIOLIKMM 3anackl BB, B OpraHusme u €ro ypo-
BEHb B KpoBH [7, 9].

Ilormomenue TkaHIMHU KOMILIEKCA TKII—BB12 ocy-
LIECTBISICTCS P yuacTuu «megalin-TKII penento-
pa». OnocpenoBaHHbII 3TUM PELENTOPOM 3HJIOLMTO3
urpaet kJjtoueByto poib B romeoctaze Kb. TKBII ot-
BEYAeT 3a KJIETOYHOE MOIIouIeHUe BB, B G0sbIIMH-
cte Tkaneit, u aepuuut TKBII (ATKB II) npuBoaut
K pasButHio Tskenod MA. CrnenyeT OTMETHUTh, YTO
MeTajuH U KyOyJlHH SIBISIIOTCS PELENTOpaMu CIel-
HGUYHBIMHI HE TOJIBKO 17151 aOCOpOLMHU U TTOTJIOLICHHUS
TkaussMu Kb HO u 11t ansOyMuHa, TpaHchepprHa U
apyrux 6enxos [15, 17]

VYyactue BUTaMUHA B, BO BHYTPUKJIETOYHOM Me-
tabonmu3me. Ilocne moryiomeHns KIeTKOH KOMILIEKC
TKB 1I-BB,, HaxonuMTcs BHYTpH JHM30COMBI, II€ B
KHUCJION cpeie MPOMCXOAUT JUCCOLMANMS KOMIIEKca
(puc. 2). BO B nansHelimem aerpanupyet, a Kb mno-
CTyHaeT BO BHYTPUKJIETOYHOE IMPOCTPAHCTBO U Mpe-
BpalaeTcs B KOo3H3UMHbIE GopMbl. bonee 95% BHy-
TpukierouHoro Kb cBs3biBaeTca ¢ JByMsl BHYTpH-
kiIeTouHbIMU pepmenTaMu: MM-KoAM u MeTHOHUH
CHUHTETa30M, UMEIOIINMHU KPUTHUYECKOE 3HAUCHUE JJIs
cunte3a JJHK, PHK u OnocunTte3a OenkoB. Butamun
B,, nocTynaer BHYTph KJIETKH B HEAKTUBHOM (opme B
Bune KB(III). B naneHeiiem mox AedcTBUEM pelyK-
ta3 on npespamaercs B Kb (II) u nanee B Kb (I) [7,
9]. B mutoxoxouapusx Kb (I) mpeBpamaercsi B KO9H-
3UMHYI0 (hopMy — azfieHo3uIKoOanaMuH (puc 2). MM-
KoAM B npucytctBun AKbB npespamaer MM-KoA B
cykunHmiI-Koa. O1a peakuus urpaet BaxxHyro poib B
MeTaboIu3Me MPONUOHATA U CHHTE3€ JKUPHBIX KHCIOT
[23, 26]. B nuromnasme Kb B Buge MKb ¢ynkimo-
HUpYET KaK KO3H3MM B pEaKkLUsAX METHOHUH CHHTE-
Tas3bl, KOTOpas KaTaJlU3UpyeT MEepEeHOC MEeTUIIbHOU
rpynnsl oT MKB x romounctenny ¢ o0pa3oBaHueM
MeTtuoHuHa (puc 2). [Ipu atom MKB npeBpamaercs B
Kb (I). Metui rpymmna S-MeTUATETParuapooIueBon
kucnotsl (S-metunTT'®K), B cBOrO Ouepesn, ABIseTCS
noHopoMm MeTtunbHOH Tpynmsl ans Kb (I) ¢ perenepa-
uueit MKbB. 5-metunTI'®I" npu 3ToM npeBpaiaercs B
terparuapodonueByto kuciaory (TIT'DK). Metnonun
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CHHTETa3a TaK)Ke KaTallu3upyeT KOHBEPCUIO S-aJIeHO-
3UJI-METHOHUHA B S-aJIeHO3UITOMOLUCTENH. DTO 00-
YCIIOBJIEHO CTPYKTYPHOH OCOOEHHOCTBIO METHOHHH
CHUHTETa3bl, KOTOPAasi MMEET YETBhIPE CBA3BIBAIOLIUX
ydacTka: ¢ romoructenom, S-metmii I T'OK, kobana-
MHWHOM U S-aJIcHO3UJI-METHOHUHOM [8, 9].

[laTorenez pas3BUTHs MeETajoOJacTHBIX H3Me-
HEHUM B KJETKax. MexaHWu3Mbl, 10 KOTOPBIM pa3-
BUBAIOTCS Merajo0iacTHble M3MEHEHHS B KIETKax
npu  J[BB,,, n0 KoHlla He uccrenoBaHbl. M3BecTHO,
uto J[BB,, IpUBOAMT K Pa3sBUTHIO (yHKIMOHAILHOTO
BHYTpPUKIJIETOYHOro nedunura 5,10-MeTunenrerpa-
rugpodoseBoit kuciotsl (5,10-metmnen TI'OK) (puc
3), KoTOpast BO BHYTPUKJIETOUYHBIX PEAKIHUAX MOMKET
HCIOJIB30BaThCS 1O JBYM HampaBieHHsM. B mukie
TUMUJMIIATA IPU YYACTUH THMHIUJIAT CHHTAa3bl (2 Ha
puc 3) u3 aesoxkcuypuarnamonodocpara (dUMF) o6-
pasyercst aezokcutuMmuauamonodocdar (dTMF), uc-
nonb3yemslil B cunTese JJHK. [Ipu yuactun metumnen-
tetparuapodonar penykrassl (1 Ha puc 3) oOpaszyeTcs
S5-metun TT'OK, ucnonszyemass B METUIIATHOM ITUKJIE.
O0a 5Tu My TH ABISAIOTCS KpaliHe HEOOXOIUMBIMH 0CO-
oenno s cuntesa JIHK [3, 9].

OcHoBHoli (hopmoit xpaHeHus: (HOTUEBOH KHUCIIO-
Tol (DPK) BHYTpH KIETKH SIBSJISETCS MOJHUIITYTaMU-
nupoBanHasi TI'®OK, obpazyromasics uz TI'OI mpu
y4acTuu (ponumoauriayraMaT CUHTa3bl. MIMeHHO mo-
nuritytaMuaupoBanHas TT'OK sBnsercd nCTOUHUKOM
00pa30BaHUsl AKTHBHBIX BHYTPHUKJIETOUHBIX (QOpM
@®K. CormacHo rumote3e «MeTHJI(OIATHOW JOBYII-
ki» (IyHKT A Ha puc 3), B pe3yibraTe HapyLICHHUS
(YHKIMOHUPOBAHUS METHOHUH CHHTETa3bl 00pas3yeT-
cst n30pITouHOE KonmuuecTBO S-metun I OK. B cBszu
¢ TeM, 4To S5-MeTunTI'@K moxxeT mpoHuKaTh uyepes
KJIETOYHYIO MeMOpaHy, BO3HHUKAET MOTEpsl KIETKOH
stoit popmbr OK (myHkT b Ha puc 3) 1 Takum obpazom
npekparniaercs oopazoBanue TI' @I, ee monurimyramu-
HUPOBAaHHOM (OPMBI M Pa3BUBACTCS BHYTPHUKIECTOY-
Helit nepunut meradonutoB OK. CornacHo rumorese
«(hopmaTHOro royoaa», HeAOCTATOYHOE 0Opa3OBaHHE
METHOHUHA NpH J[BB,, IPUBOAMT K yMEHBIIEHHIO 00-
pazoBanus QopmaTa, HEOOXOIUMOIO AN HOPMallb-
Horo merabonu3ma akTuUBHBIX (opm OK (mynkt B
Ha puc 3). B mepByro ouepenp HapyliaeTcsl CHHTE3
5-popmunTI'OK u 10-popmunTI'K. B koHEuHOM HTO-
re BO3HHUKAaeT BHYTPUKIETOUHBIH aeduuut 5,10-me-
tuneH TT' @K, urparomieil KJII0UeByI0 Pojb B CHUHTE3E
JHK (puc. 3) [9].

Buramun B, B BuIe MKB saBasieTcs HeoOXoau-
MBIM KO()EpMEHTOM METHOHHH CUHTETA3bl, U IIPH €T0
orcyTcTBUM 5-MeTUITT'®K He MoxeT mpeBpaTUThCS
B TI'OK u ee npousBojHbIe, MOIUTITYyTaMUPOBATHCS
U COXPAaHAThCA BHYTpPU KIETKHU. B pesynbrare 3TOro
BosHukaeT aedunur 5,10-metunen-TT'OK (puc 3), He-
ooxomumoirt mis cunre3a JJHK. Hemocratok cunTe-

3a MyPHHOBBIX HYKJIEOTHJIOB MOXET OBITH YACTHYHO
KOMIIEHCHPOBaH yMEHbIIIEHNEeM uX pacraja [3, 9, 17].

[TaTorenes pa3BUTHsI HEBPOJIOTHYECKUX TUCQYHK-
uuii. B cBsi3u ¢ Tem, 4TO U epUIUT BB, u OK npuso-
JST B KOHEYHOM MTOre K Pa3BUTHIO (DyHKIMOHAIBHO-
ro BHYTPUKJIETOYHOTO Ae(ULINTA KOIH3UMHBIX (HOpM
®K, BO3HMKAIOLINE MTPU 3TUX ABYX COCTOSHUSIX Mera-
N00IacCTHBIE U3MEHEHUsI B KJIETKaX SIBJISIOTCS WJCH-
Tu4YHbIMU. OnHako, Tonbko ans J[BB,, xapakTtepHa
IISITHACTAS. AEMUEIIMHU3ALUS CEpOro BELIECTBA B I0-
JOBHOM M crniiHHOM Mo3sre (CM) u nepudepuuecknx
HEpBaXx, MPUBOAANIAS K Pa3JIMYHBIM IepeOpabHbIM
QHOMAaJIMSIM M MOJOCTPOH KOMOMHHPOBAHHOM JlereHe-
pauuu CM (pyHukymnsipHbiil Muesnos) [3, 4]. Ilarorenes
3TUX U3MEHEHHMH OKOHYATEJIIbHO HE YCTaHOBIICH.
BonbmMHCTBO UCCIIEN0BATENEH CBA3BIBAIOT UX C HAPY-
LIEHUEM MPEBPALIEHUS B MUTOXOHAPUSIX METUIIMAJIO-
Hui-KoA (MMKoA) B cyknunmi-KoA npu yuactun
MMKoA-myTa3bl, KOGEepMEHTOM KOTOPOH SIBISETCS
AKB (puc 2). MM-KoA sBisieTcss KOHEYHBIM MeETa-
0ONMHUTOM IpH pacnaje XUPHBIX KUCIOT C HEUSTHBIM
quciaoM yriepoaneix aromos. [Ipu (BB, MM-KoA
HaKaljauBaeTcsd B M30BITOYHOM KOJMYECTBE B KJIET-
Kax (SBJIsIETCS TOKCHMYHBIM) M BKJIIOYAETCS B CHHTE3
JKUPHBIX KHCIOT (KOTOpPBHIE CTAHOBSITCS aHOMAJIbHBI-
MHu). MuenuH 00OJIOYKM HEPBHBIX KJIETOK SIBISETCS
CTPYKTYpPHBIM 3JIEMEHTOM, KOTOPBIH COCTOMT Ha 7a
W3 JUNUAOB (BO BCEX OCTaJbHBIX CTPYKTYPHBIX dJie-
MEHTaXxX KJIETOK OpraHu3Ma J0Js JIMMKUI0B MEHbIIE), U
MOSTOMY HapyIlIeHHE METa0ONHM3Ma JKUPHBIX KHCIOT
B MEpBYIO Oouepeab BO3HMKaeT B HeM [3, 9]. [dpyrum
Ba)KHBIM (PAaKTOPOM Pa3BUTHSI HEBPOJIOTUUECKOH CUM-
nroMatuku npu (BB , sBigeTCS HETOCTATOK METHO-
HUHA BCJEICTBHE HapyIICHHS (YHKIHMOHHPOBAHUS
METHUOHHH CUHTeTa3bl (puc 2) [9].

OTHOJOTHS U MAaTOTeHe3 Pa3BUTHUS IePUIUTa BU-
TamuHa B,

OTuomnaToreHeTH4ecKas kinaccuuranus aedunu-
Ta BUTaMuHa B

L. Jedunur BB” B IHUIIE: BereTapuaHiibl, Oepe-
MEHHBbIE, MAITUCHTHI C HEaIeKBATHBIM MTUTAHUM.

II. HeanexBaTHOE BeICBOOOX 1eHNE BB ,, 13 mulie-
BBIX OEJKOB: aTpO(QHUUECKUN TacTPUT, T'HIOXJIOPTH-
IOpus, JUTUTEIBHOE HCIOIb30BaHUEe OJIOKaTOPOB MPO-
TOHHOH nomnibl ¥ H,-610KaTopoB.

III. dedumur BD: HaciaencTBeHHBIH neduuuT u
aHoManuu B®, racTpakTomMus, NMEpHUIIMO3HAS aHe-
MM, XMMUYECKOE TIOBPEXKACHUE CIIM3UCTOM JKEIy KA.

IV. BHyTpukuileuHble HapyILICHUS BCACBIBAHUS
BB, HemocTaTtouHoe 00pa30BaHUE MJIM WHAKTHBALIMS
MaHKpeaTHYECKUX MPOTeas U KOHKYPEHTHOE MoTpeodie-
Hue BB, B KullleuyHUKe OAKTEPUSAMM UIIH NTAPA3UTAMHU.

V. Ilaronorusi KUIIEYHOM CTEHKU WU PELENTOPOB
K KomIiuiekcy BO-B ): yMeHbIICHHE WM OTCYTCTBUE
peuentopos K Kommekcy BO-BB ) (kumieunble ana-
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CTOMO3bI, pe3eKUMsl KULIEYHUKa, (QUCTYIbI); Aedek-
TBl PELENTOPOB K KoMmiuiekcy B®-BB, (cunapom
Uwmepcnynn — I'pecoeka, nepunut TKB I1); naromnoru-
YecKHe U3MEHEHHUsSI B CTEHKE KUIIEYHUKa (CIpy, HeJIH-
akus (HeTponuveckoe crpy), oone3ns Kpona, Tyoep-
KYJIEe3HBIH WJIEUT, TuM¢poMa C MOpPaKEHUEM CTEHKH
KUIIEYHUKA, aMHJION103, MEIUKAaMEHTO3HOE HapyIlle-
HHE BCAaChIBaHUs BB, B KHMIIEYHHUKE.

V1. Hapywmienue tpancmopra BB,, B miasme: Ha-
cnencteenusli JATKB 1I; Hapymenue oOGpa3oBaHUs
kommiekca TKII-eB,

VII. H30nupoBaHHOE HapyLIEHUE BHYTPUKIE-
TOYHOrO MeTaboNu3Ma BUTaMUHa B,,: BpOXKIeHHBIE
nedeKTsl PepMEHTHBIX CHCTEM M MPHOOpPETEHHbIE Ha-
pyLIEHUS .

Henocrarounoe nocryrmiienue BB, ¢ nuien ss-
JeTcs PeaKON MPUYMHOMN pa3BUTHS KIMHUYECKH 3Ha-
uumoro JIBB,, (y 2 % mOKHUIbIX NaMEHTOB Pa3BUTBIX
crpanax) [15]. deduuur Kb (AKB) npu Hapymenun
JUETHl pa3BUBaeTCsl OOBIUHO Y BereTapuaHleB, KOTO-
pBI€ TIOJIHOCTBIO N30€raloT ynoTpeOIeHus! TPOIyKTOB
KUBOTHOTO TPOUCXOXKACHUS (Aayke SIUI ¥ TBOPOr'a)
[10,17]. HeBeretapuaHIipl B pa3BUBAIOIUXCS CTpaHax,
NOTpeOAIONINE TPOAYKTHI )KUBOTHOT'O ITPOHCXOXK/Ie-
HUSI HE PEryJISIPHO U B HEAOCTATOYHOM KOJIMUYECTBE
M3-3a IOPOTOBHU3HBI, TAK)K€, OTHOCATCA K TpYIIE pH-
cka passutus (BB, [10]. BeiCOKHii pUCK BOSHUKHOBE-
nus J[BB, ) Habnromaercs y OEpEMEHHBIX U KOPMSALIMX
IPYAbIO JKEHIIMH, MAallMeHTOB C ayTOMMMYHHBIMU
pacctpoiictBamu, nun ¢ BUY-undexuneii [17]. 8B,
4acTO BBIABIAETCA y MallMEHTOB IMCHXUATPHUUECKHUX
CTaIlMOHAPOB (MMALMEHTHI C aHOPEKCUEH, CTPOTHE Bere-
TapHaHIlbl) U MOKUJIBIX MALUEHTOB, JIUTENBHO Ipe-
OBIBAIOIINX B 3aKPBITHIX yupexkaeHusx [15].

HeanexBaTHoe BhICBOOOXKAEHME BB, m3 nmime-
BbIX O€nKOB. B pa3BUTHIX cTpaHax M YKpauHe NpH-
unHOM JIBB,, uaie sBIseTCS HApYUIEHHUE €rO BCAChI-
BaHMS, @ HE HEJJOCTATOUYHOE €Tr0 COJepXKaHUE B MHUIIE.
YcraHoBNIEHO, 4TO HapyuleHue BcacbiBanust Kb sBns-
eTCst IpUYNHOM pa3BuTHs aeduuuta y 87 % MOKHUIBIX
ManueHToB, npuyeM y 53 — 60 % BcnencTBue «CHH-
JIpoMa MaibabCOpOIUU MUINEBOro KobatamuHa» [15,
17]. Otot cunapom, onucanHeiii Kapmenem B 1995
rofly, XapaKTepPHU3yeTCsl HECIIOCOOHOCTHIO OpraHu3Ma
ocBoOokaare Kb U3 muimu npu HOpManbHOM BCachl-
BaHMH HE CBsI3aHHOTO (KpucTaminueckoro) Kb.

Cunapom manpadbcopbuuu numeBoro Kb xapak-
TepusyeTcst 0ojiee MSITKOW KIWHUYECKOW KapTHHOM,
OJTHAKO BCTPEYAIOTCS M CIy4au C CEPbE3HOH KiaccH-
YECKOW KapTHUHOM, B TOM YHCJIE TOJUHEHpONaTHEH,
CIYTaHHOCTBIO CO3HAHUA, CIa00yMHEM, MOIOCTPBIM
JIET€HEPATUBHBIM CKJIEPO30M, aHEMHEW W TMaHIMUTO-
nenreld. YacTHUHBIN XapakTep ManbaOCOpOLUUU MpH
9TOM CHHIPOME NPUBOAUT K Oojiee MEAJICHHO MPO-
rpeccupytomemy ucromienuto Kb, yem npu momnoi

MajbabcopOuunu, oOyCIOBIEHHOW OTCyTcTBUEM B®
[15]. DTOT cMHIIPOM OOYCIIOBIICH TIPEK]IE BCETO aTpo-
(UYecKUM TacTpUTOM, KOTOpPBIH HabmtomaeTcst Oojee
yem y 40% nun ctapme 80 net. Atpodust xenynaka,
COINPOBOXKIAETCS axJIOPrUApUeH, Mpu KOTOPOH 3Ha-
YUTEIBHO CHUYKAETCS IPOTEOIUTHYECKAs aKTUBHOCTh
TENCHHA M HAapyIIAeTCs BHICBOOOKAEHNE BB, n3 mnu-
meBbIx OenkoB. K Hapymenuto BcacbiBanus BB, y no-
YKUJIBIX JIFOJIEH MOKET MPUBOIUTH XPOHUYECKOE HOCH-
TenbCTBO H. pylori v MOBBINICHHBIN OaKTepUATBHBIN
poct B kumeuHuke. Unpunuposanue H. pylori BbIsB-
asercs y 56 % GonpHbIX ¢ JIBB,,. ¥V 40% 5THX nanu-
enToB J[BB,, Kymupyercs aHTHOaKTepHalbHOM Tepa-
nuei, YCTaHOBJICHO, YTO JIeYUeHUe HHPUIUPOBaHUS H.
pylori B Tedenue 1 roga NpuBOJUT K 3HAUUTEIBHOMY
pocTy cpenHel konuenTpauuu BB, (0T 146 MKMOJIB/1I
10 271 MKMONB/JT) U CHIDKEHUIO CpeHel KOHIEHTpa-
nuu obmiero romorcrenna (I'L]) (ot 41 MKMOIB/T 10
13 mxmonb/n) [17]. JnuTenpHBIA NpUEM aHTAIMIOB
(H,-610kaT0pOB, MHIMOMTOPOB MPOTOHHOM IIOMIIBI),
0COOEHHO Yy TNAallMEeHTOB C CHHAPOMOM 3OJUIMHTEpa
— DnnucoHa u ynorpebiaeHue Ouryanunos (Metop-
MUH) IPUBOAAT K passutuio BB, y 20 % nanuenTos.
K passutuio /[BB,, MOXET NIpUBOANTE XPOHUYECKHUM
AJIKOTOJIM3M, COMPOBOXK IAIOIIMHICS aTPOPUIECKUM ra-
CTPUTOM U axjopruzpuei [15].

Hdeduuur BHyTpeHHero pakropa.

Hacnencteennsiii nedunut u anomannun BO xa-
pakTepusyeTca AePULIHUTOM OTCYTCTBHEM CEKPELUHU
B® knerkamu xenynka. B TeueHue nepBeix 6 mecs-
LIEB ’KU3HHU y JIeTel NOKa3aTeNIu KPOBU HOPMAaJIbHBI 32
cuyeT BB,,, mocTynuBmero or marepu. 3aboneBanue
OOBIYHO TPOSIBIISIETCS B BO3pacTe OT 6 MecsueB 10 5
JIeT C MOTEPH Beca, MOSBJICHUS BOCKOBOM OJIeIHOCTH,
4acTO ¢ UKTEPUUYHOCTBIO CKJIEP M KOXH, TeMOpparu-
YECKUX MPOSABJIEHUN HAa KOXKE M CIU3UCTHIX, YaCThIX
peuuauBupyomux uHpexuui. [losBrusercs xapak-
TepHas i J[BB,, HeBponoruyeckas CMMITOMATHKA.
WHorna pe3ko CHMXKAIOTCS CIMHAJbHBIE PedIeKchl,
BIJIOTH A0 arakcuu. [Ipu oOcnemoBaHWM BBISBISET-
cst kapTuHa MA, ypoBeHb ceiBopoTounoro Kb (CKbB)
pe3ko cHMKeH, OTCyTCTBYIOT aHTHTeNa (AT) k ITKX n
B®. Ynorpebnenue xenynounoro coka min BO Hop-
Manu3yeT BcacbiBanue [3, 4, 22, 23]. Onucansl ciy-
vyau J[BB,, mpu koTopbix conepikanue BO HOpMasbHO,
HO CTPYKTYypa €ro HapyIleHa, 4YTO MPUBOAUT K yXY/-
mweHuro BeackiBanud BB . B penkux cioyuasx (y 1 %
MAMEeHTOB) NPUYNHOHN 3a00JIeBaHUsI SIBISIOTCS pE3EK-
LUl KeIyKa UM PEeKOHCTPYKTUBHBIE ONepanuu Ha
xenynake. /IBB,, B oTuX ciyyasx pa3sBUBaeTCs BCIE-
CTBUE yTpaThl 3HauuTenpHOro konumuectBa [IKXK u
3HAUUTEIBHOTO CHUIKCHUS WMJIM TOJHOW moTepeit 00-
pazoBanus BO [15].

[epuunmnosnas anemus (ITA) (bone3np Annucona
— bupmepa) sBusiercs Hambosnee 4acToil MPUYUHON
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JBB12 u BeigBnsieTcs B cpenHeM y 33% maiueHTOB
[15, 22]. Amemus passuBaeTcs Beienctsue BB,
0OYCIIOBJICHHOTO HEIOCTaTOYHBIM 00pa3oBaHUEM U
cekpeuneii BO Ha ¢one arpoduueckoro ractpura
Thna A, KOTOpBIM XapakTepusyeTcss paspylLIeHHEM
CIIM3UCTON 00O0JIOYKHM JHA M TeJa JKeIyaKa ¢ moTepen
[TKK, xotopsie o6bruno BhipadateiBatoT HCl u BO
[19]. Panee cumranach, uro [IA ocobeHHO pacrpo-
CTpaHEeHa CpeAy JHI CKaHJAMHABCKOI'O, aHTJIMICKOTO
WM UPIAHJICKOTO MPOUCXOXKJIEHUS, U TOpas3io pexe
BCTpPEYAETCsl y JIMI[ KaBKa3CKOr0, UTAJIBSIHCKOIO WU
rpeueckoro npoucxoxaeHus [19]. Tem He menee, B no-
cienHee BpeMs Oone3Hb Oblla 3aperucTpupoBaHa y
YEPHOKOXKUX U JaTuHoamepukanies [19, 22] u yacto
BbIsiBIIsIeTcd y nmauueHToB B CIIA, Typruu, Uranun
u jaxe fAnonuu. [IpyurHa HEOJHOPOJHOIO pacIpeie-
nenus [IA Mexay pa3NIUUHBIMU 3THUYECKUMH TPYII-
MaMH{ TIOKa HE U3BECTHA, HO, BEPOSATHO, 3aKJII0UAeTCs
B pa3nuyHOM TeHeTuuyeckoM Qone. Exeromno ITA
Bo3HUKaeT y 25 nun Ha 100 000 Hacenenus crapiie
40 net [10]. HemaBHO mpoBeIeHHbBIC UCCIEAOBAHUS 110~
kazanu, 4to y 1,9 % nui crapue 60 et umeercs He
nuarHoctupoBannas [TA [19]. meroTcst cooOmeHus
o Oonee yactom pazButuu [1A y xenumuH crapure 60
JeT: pacnpocTpaHeHHOCTh IIA cpenu >KeHIIMH co-
crasiuset 2,7%, a cpeau Myx4uH — 1,4%. OnHako mno
OPYTHM HCCIENOBaHUSAM 3TO Mpeobiiaanne He ObLIo
BBIsIBJICHO [31].

Cpennuii Bozpact O6onbHbIX [IA B MOMEHT nua-
THOCTUKH OOJBHBIX KoyeOsercss oT 59 mo 62 ner.
Opnako ycraHoBlieHO [19], 4To cpeau MAaIUEHTOB C
BB, , okono 50% cocTaBisArOT IHIa Moaoke 60 JeT,
npuueM 4% OonbHBIX — Monoxe 30 net, a 10 % — nuna
B Bo3pacte oT 30 1o 40 neT. DTH AaHHBIE OCHapUBa-
10T o01ee moHsATHe, 4To [TA SBISETCS SKCKIIO3UBHO
OO0JIE3HBIO MOXUIIBIX JIIOACH W MPEANoyiararoT, 4YTo B
KIMHU4ecKol npaktuke ITA MoxeT pa3BuBaTbcs My
OoJiee MOJIOJIBIX MAITUeHTOB [19].

[TA cuuTaercs ayTOMMMYHHBIM 3a00JCBaHHEM
n3-3a yactoro npucytcrsus ayTroAT mporus BO u
ITKOK. ITA siBrsieTcst 3aKIIOUYUTENBHBIM 3TAlOM XPO-
HUYECKOr0 aTpo(puyeckoro ayTOMMMYHHOTO racTpH-
Ta, KoTopblil npuBoauT K norepe [IKXK. Kak npasuio,
OT Hayajla Pa3BHTHsI XPOHHUYECKOrO aTpO(UUECKOro
ractputa Tuna A no nosasiuenus I1A npoxogut ot 20
1o 30 net [19, 22]. B chIBOpOTKE KPOBU U JKEITYyA0U-
HOM coke nosiBistoTes ayToAT k ITKIK u mpoaykram
ux cexkpeuuu, B yactHoctd Kk BO. B nocnennee Bpems
nokazaHo, uto ayToAT mporus IIKXK, pacnosnator
pacnonoxeHHyto Ha ux nosepxHoctu H/K'-AT®daszy.
B Toxe BpeMs moka He 0Ka3aHO, YTO BBISBIISIEMBIE B
kposu AT mpotuB H/K"-AT®a3s! sIBISAIOTCS NATOTEH-
HBIMHU B €CTECTBEHHBIX YCJIOBHUAX, TaK KaK JKEJIyJ04-
Hble H'/K'-AT®a3bl He NOCTYMHBI JUIsl [UPKYIHPY-
oux AT. AyTOMMYHHBIN TacTpUT XapakTepU3yeTcs

TaK)X€ YTpaToi M 3MMOT€HHBIX KJIETOK >KEIyJKa, BbI-
pabaThIBaIOLINX METCHH, HO UX yTparta sIBISETCS BTO-
puuHOi o otHoteHuto k norepe [KXK [22].

Manbabcopbuus BB, y Oombnbix IIA cBa3ana
C JIByMsl MeXaHM3MaMH HapyleHHUEM BCAChIBaHUS,
onocpenoBaHHoro B®: nepselil CBA3aH C YHUYTOXKE-
HHUEeM U okoHuaTenbHOH yTpartoil I[IKXK, uto mpuso-
JUT K CHUYKEHUIO U MPEeKpalieHnIo BeIpadboTku B, a
BTOpOW MexaHH3M OOYCJIOBJIEH OJOKMPOBAaHUEM ay-
ToAT BBI2-cBa3piBatomiero yuyactka BO unm Bcero
kommiexca B@-sB , [22].

AyTOMMMYHHBI TeHe3 3a00lieBaHUS MOATBEPHK-
JaeTcs M HaluyueM HHQUIBTpalud MOHOHYKJeap-
HBIMH KJIETKaMH (TUMQOIUTaAMH U TJ1a3MaTHYECKIMHU
KJIETKaMH1) CITM3UCTON OOOJIOUKH JKEeNly/IKa ¢ MoTepei
MapueTalbHbIX M 3UMOICHHBIX KJIETOK, BOCCTaHOB-
JICHUEM KOJMYecTBa ATHUX KJETOK IIOCJIE JICYEHUS
KOPTHUKOCTEPOUJIAMH UM HMMYHOJENPECCAaHTAMU,
CEeMEMHOI NpeapacroNoKEHHOCTBI0 U accoluanuei
C ayTOMMMYHHBIMHU 3a00seBanusMu [9, 22]: ¢ XpoHH-
YEeCKUM ayTOMMMYHHBIM THUPEOUAUTOM (THPEOUIH-
ToM XamumoTo), TUPQPY3HBIM TOKCHYECKHM 3000M
(6onesnbio I'peiica) (3 — 41%), MHCYTUH-3aBUCUMBIM
caxapHbiM auabderom (3 — 4%), 6oe3Hb0 A ITUCOHA,
MEePBUYHON HEIOCTATOYHOCTHIO SAMYHMKOB, MEPBUY-
HBIM THIIONApaTUPE030M, BUTHIHTO (2 — 8%), MHacTe-
Huer, cunapomom JlambGepT-UTOHA, rumorammario-
OyJIMHEMHEH B3POCIBIX U 2y TOUMMYHHBIM ITOJIUIH/IO0-
KPUHHBIM CUHIpOMOM Tuna II.

OKCIIepUMEHTAJIbHbIE U KIMHUYECKHE JaHHbIE
yOenuTenbHO CBUACTENBCTBYIOT 00 ywactum H.
pylori B matoreHe3e XpOHHYECKOTO aTpOPHUUECKOTro
ractputa Tuna A u IIA. OgHako, B HacTosIIee Bpe-
Ms JI0 CHX HOp 00CY»XAaeTcsi BOMPOC O BO3MOKHOCTH
BKJIt0o4eHHUs [TA B 4nCIO 1OATOCPOUYHBIX MOCTIEICTBUN
ractputa, o0ycnosiennoro H. pylori. B kauectBe oc-
HOBHOTO MEXaHM3Ma MHIYKIMU ayTOMMMYHHBIX 3a-
OoneBaHui xenmynka, oOycinoBiaeHHbIX H. Pylor (tu-
M0Te3a «MOJIEKYJISIPHOM MUMUKPHUM») CYUTAETCS, YTO
nHpunupoBanue H. pylori MoxeTr urpath BakKHYIO
pOJIb B pa3BUTHM ayTOMMMYHHBIX MPOIIECCOB y I'eHe-
TUYECKHU IPeapacloyiokeHHbIX naruenTos ¢ [TA. Ilpu
JUIMTETIBHOM CYIIECTBOBaHMM HHGUIUpOBaHUS H.
Pylori akmuenwiii 6ocnanumenvHulii npoyecc 3ameHsi-
emcs aymoumMMmyHHbIM, ONOCPEOO8aAHHbIM aYTOPEaK-
TuBHBIMU CD4+ T-kleTKaMu B CIU3UCTOU JKETyHIKa,
koTopeie pacno3HaroT H-+/K+-AT®da3pl, kak aHTH-
reasl H. pylori. B KOHEUHOM HTOTE Pa3BHBAIOIIUIACS
ayTOMMMYHHBIH [TpoLiecc MPUBOANUT K HEOOPATUMOMY
pa3pylIEHUIO CIU3UCTOMN KenyaKa. [l marueHTosB ¢
ITA u nannuuem AT x B® xapakTepHO MOBBIIIEHNE
cootHomenust Tx/Tc. OrcyrerBue H. pylori y wacmu
nayuenmos c I14 ckopee BCero 03Hadaert, 4To AJIs yKe
pa3BUBIIErocs ayTOMMMYHHOI'O IIpolecca Hajaudue
BO30yIUTENS yKe SIBIsieTcs HeoOs3aTenbHbIM [16, 19].
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YCTaHOBIIEHO, YTO 32 MHOTO JIET O BO3HUKHOBEHUS
[TA pa3BuBaeTcs axJIOPTUIAPHS U aTPOPHsI CTUIUCTOH
XKenyaKa, cBsi3aHHble ¢ H. pylori, CONPOBOXIAIONIH-
ecst dKIA. Kpome toro neduunrt xenesza (Fe) moxer
MPUCYTCTBOBATh oJJHOBpeMeHHo ¢ [1A [16, 19].

XuMudeckoe MoBpekAeHUE CITU3UCTON THA U Tea
xenynka. K passutuio J[BB,, MokeT npusecTu Xumu-
YecKoe MOBPEXKAEHNE CIM3UCTOM JKemyJKa cO 3HauM-
TEJTBHBIM TMOBPEXKACHUEM CIIM3UCTON B 001aCTH AHA U
TeJa JKeJlyaKa U, Kak CIeCTBUE, HapyIIeHUEeM BbIpa-
6otku BO [9].

BuyTpukuimeyHnble HapylieHHUsI BCacbIBaHHWS
BuTamuHa B ,

HenoctarouHoCTh mNaHKpeaTHYECKUX IIPOTEas.
[Ipumepno y 30% nanueHTOB C BBIPaKCHHOW BHEIII-
HECEKPETOPHOM HEJOCTATOYHOCTBIO IOIKEIyIOYHON
JKeJle3bl HapyllaeTcsl paclleruieHne B 12-mepcTHoi
KuIIKe Komriekca R-6enok-BB,,. Benencrsue sroro
HE MPOMCXOMUT CBsi3biBaHusl BB , u B u Hapymaercs
BCacChIBaHUWE BB , B KUIIEYHUKE TIOCPEICTBOM pELEN-
topa CUBAM [9, 17].

Nuaktusanus MaHKPEATHUUYECKUX poTeas.
[Tankpearnueckne npoTeasbl MOT'YT HHAKTHBUPO-
BaThCs BCIIEACTBHE JKEIYJOYHON THIIEPCEKPELNH, Ha-
OmroaeMol pHu cuHApoMe 30JuHTepa — DIJIHCOHA:
COUYETaHUU THUIIEPIapaTHPe03a, MHOKECTBEHHBIX 3B
B JKeJyaKe U 12-nepcTHOM KHIIKe, aIeHOM OCTPOBKOB
MoJKeNyI04uHOM skene3pl. Kpome Toro, ormeuaemoe
IpH 3TOM 3a00JE€BaHUU MPONOJKUTEIBHOE CHHKE-
Hue pH KumeyHoro cogepkKMMoro IpuBOAUT K Hapy-
IIEHUIO CBsA3bIBaHUA Komiuiekca BD-8B,, ¢ CUBAM
peLenTopoM, U ONOCPEAOBAHHBIM ITHM BCAChIBaHU-
em BB, (ontumansnas pH storo mpouecca 5,4) [9].
JnutenbHOE HCHONB30BAHME AHTAIMTOB (MHTHOU-
TopoB H,-penentopoB ¥ MpOTOHHOW MOMIIBI) MOMKET
OBITH €lI€e OHOM MPUYMHOMN pa3BuTHs BB, , mpu 5TOM
3aboneBannu. KiimHn4eckast KapTHHA XapaKTepHU3yeT-
cst OOJISIMM C JIOKaJIM3alKued B MOJIOKeUHOU 001acTn
U COIPOBOXKIACTCS U3KOTOM, TOLIHOTOW, PBOTOH U
nuapeeil. OmnpenensieTcs pe3Ko MOBBIIMIEHHAs CeKpe-
LMl XKEYZ0UHOT0 COKa M BHICOKOE COZIEpKaHNe B HEM
HCI. O0b14HO coueTaeTcsi C 3BEHHBIMH MOPaKeHHSI-
MH KeJTyaKa uiau 12-nepcTHON KUIIKHU, CKIOHHBIMU K
KpOBOTEUEHUsIM [2, 9].

Konkypentnoe morpebienue BB, B KuIie4Huk/
OTHOCHUTENBHO CTEPUIIBHOE COCTOSIHUE B TOHKOM KH-
LIEYHHUKE TOAAEP)KMBAETCS COUYETAHHEM MeXaHH4e-
CKUX (HOpMasbHAas MEPUCTAIBTHKA) U XUMUYECKHX
(HCI)) dakropos. Ux HapyuieHue mnpeppacroiaraet
K KOJOHHM3alUM KHIIeYHUKa OakTepusiMu, MHoOrue
U3 KOTOPBIX MOTPeOAOT BB ,, BhICBOOOXNaEMbIH B
KHILIEYHHKe 0T R-Oenka, U HE MO3BOJSIOT €My CBS-
3pBaThca ¢ BO, Takum obpazom mpusoas K JIBB,,.
Kpome Toro, MHOTHE M3 3TUX OaKTEepHil MPOAYLHUPY-

10T ananoru Kb, konkypupyromue ¢ BB ,, n umerommue

aHTUKoOanaMuHOBEIM 3¢ ¢exT. Henocrarounocts
BB, pasBuBaromasics 1no 5Toi MpUYMHE, MOXKET OBbITH
ycTpaHeHa kpaTkoBpeMeHHbIM (7 — 10 gHeil) mpuemom
AHTHUOMOTUKOB. B HEKOTOPBIX CHUTYa[UsX 9TO NATOJIO-
TUYECKOEe COCTOSIHHUE yCTpaHsieTcs MocJe MPOBEACHU S
PEKOHCTPYKTHUBHBIX ONEPaTUBHBIX BMELIATENbCTB.
W30bITOuHBI OakTepuaIbHBIA POCT B KHILICYHHUKE,
CBSI3aHHBIN C aTpoduel KenyaKa U THIOXJIOPrUAPH-
eil, Tak)Ke MOXeT ObITh KYNHMpOBaH MOCIE MpueMa
aHTHOMOTHUKOB [9].

KonkypeHnTtHbiii pacxon BB,, HabmonaeTcs nHorna
MIPU MHBAa3UU MHUPOKUM JeHTenoM (Diphyllobothrium
latum). 3apakeHWe 4YenoBeKa IUPHIIOO0TPHO30M
MPOUCXOANUT MPH YNOTPEOJCHUH B MUILY WHBa3HPO-
BaHHOU PBHIOBI B BUAE «CTPOraHHUHBD», 00)KapeHHON Ha
KOCTpe, ciabo COJIEHOH, a TaKKe CHIPOI ¥ MaJio COJIEH-
Hol uKpbI [4]. [nduino0oTprossl pacnpocTpaHeHbl B
YMEpEHHBIX U cyOapKTH4YecKuXx mupoTax. s cBoei
KWU3HH LIUPOKUH JIEHTEI] HYKJaeTCsl B 3HAUUTEIbHOM
xonudectse BB, ,. [lns Toro, uTo6sl paspunacek B JIA
Tpedyercs 4 — 5 et npeObIBaHMsI IUPOKOTO JCHTEHa
B KHIlIeuHUKe [4, 9].

IIaTosiorusi KMIIEYHONM CTEHKH U PeleNTOPOB K
Kommiekcy BO-B ,

YMeHBbIIIEeHHE UIH OTCYTCTBUE PELIETITOPOB K KOM-
IJIEKCY B(D—BBW JluctanbHbIE OTAEHBI MOJB3A0IIHON
KHUILKK UMEIOT HAHOOJBIIYIO MIOTHOCTH PELENTOPOB
CUBAM. OtcyTtctBue Toabko 30 — 60 cM TepMHUHAIb-
HOTO OT/ieJ1a MOAB3/IOIIHON KMILIKH BCIEICTBUE PE3eK-
LW, KAIICYHBIX aHACTOMO30B HJIM HalIU4usl (QUCTYI
MPUBOAUT K 3HAYUMOMY YMEHBIICHUIO KOJIMYECTBa
CUBAM peuentopos u passututo JIg B, [9].

Hedextrr penienirtopoB CUBAM wnu mocrperern-
TopHble nedexTsl. Cunnpom Mmepcnyna-I'pecoeka/
['pynna oTHOCUTENBHO pEelKUX HACJIEACTBEHHBIX ay-
TOCOMHO-PELECUBHBIX 3a00JIeBaHUM, MPUBOASILUX K
CEJIEKTUBHOMY HApYIICHUIO BCachiBaHus BB, y ne-
TeH, CONMPOBOXAAEMBIX HEOOJBIION, MEPCUCTHPYIO-
el ¥ HeceJIeKTHUBHOM MPOTEHHYpUeH, 00beInHeHa B
cunapoM Mmepcnynn — I'pecbexa. Xapakrepusyercs
HapylLIeHUEM pOCTa U Pa3BUTHUS, CKJIIOHHOCTBIO K MH-
(eKIMOHHBIM 3a00JIEBAaHUSIM W HEBPOJIOTHYECKUMHU
HapyleHUsIMU. Msirkas npoteuHypus (0e3 mpusHa-
KOB 3a00JIeBaHUs MMOYEK) MPUCYTCTBYET Y OOJIBIINH-
cTBa mManueHToB. TecThl mornoumenus BB, mokasbl-
BAaIOT HHU3KOE IOIVIOIIEHHE BUTaMUHA, HE yCTpaHse-
MO€ Tociie BBeJeHHUs 3k30reHHoro B®. Cummnromsl
nosiBiIsAt0TCA B Bo3pacte 2 — 10 jnet. DTOT cuHApOM
ObL1 BriepBbie onucan B @unistaanu U Hopeeruu, rae
[0Ka3aTeb PacinpoCTPaHEHHOCTH COCTABIISIET OKOJIO
1:200000 nacenenus. [Ipuuunoil 3TOrO SABISACTCS NE-
¢ext penentopa x kommiekcy B®-BB,,, Haxonsie-
MyCsl Ha IOBEPXHOCTH PHTEPOLUTOB. B OOonbIIMHCTBE
clly4yaeB, MOJIEKYJSIPHOM OCHOBOW H30MpaTenbHON
MajababCcopOLUU U MPOTEUHYPUH SIBISETCS MYTaLUS
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B OZHOM U3 JBYX reHoB, cubilin (CUBN) Ha xpomo-
come 10 u amnionless (4HM) Ha xpomocome 14. Ob6a
Oenka SIBISIIOTCSI KOMIIOHEHTaMH KHMIIEYHOTO pelen-
topa CUBAM 3HTEpOLNUTOB U TOYEYHBIX KaHAJBIIEB.
Bonerot getu oboero mona. B xamHMUeCKOl KapTHHE
XapaKTEepHBIMH KaynoOaMu SBISIIOTCS oOmias cra-
00CTb, OTCYTCTBHE alMeTHTa, PBOTA, OTCTABAHHE B
paszButuu. Ilpn 0OBEKTHBHOM 0OOCIEOBAaHUU BBISB-
JASITCS CyXOCTh M IIENTYLICHUE KOXKH, aTpo(huUecKuit
IJIOCCUT. XapaKTepHbl YacThle THEBMOHMM C JIECKBA-
Maluel SnuTennst OpOHXOB U aibBeol. Juarnoctuka
OCHOBaHa Ha HanuM4Yuu MA, IpOTEUHYpPHUH, YCTONUH-
BOH K Tepanuu BB ,, HOpManbHOM WM CyOHOpMAaIlb-
HOW KeJIyZ0YHOM CEeKpelnH, HOPMaIbHOM COAEpIKa-
HUHU B xKenynodHoM coke BD, orcyrersum AT k TTKIOK
1 B®, napyuienuemM KuIIeYHOro BcachkiBaHus BB , 6e3
HapyIIeHHUs BCachbIBaHUS APYTUX BEIIECTB U B 0OJb-
LIIMHCTBE ciay4aeB npotennypuei (90% manueHTos).
[IpoTenpypusi 00ycioBieHa OTCYTCTBHEM BBIIICYKa-
3aHHBIX PELENTOPOB B MOYEYHBIX KaHaIblax [4, 9].
[TaTonornyeckue U3MEHEHHUs B CTEHKE KHUILIEYHU-
ka. K Hapymienuro BcacbiBanus BB, mpuBoasT 3a00se-
BAaHMS KUIIEYHUKA, CONPOBOXKIAIOLIUECS CUHIPOMOM
MajgbabcopOuuu: crpy W Henuakud. Tpomudeckoe
Cpy SBJISETCS DHIACMHUYECKUM 3a00JC€BaHHMEM He-
M3BECTHOM 3THOJIOTUH, XapaKTEpHU3YyIOMIMMCS T€He-
panM30BaHHBIM, HECTEHU(PHUUECKUM HapyLICHHEM
TOHKOKHIIIEYHOT'O BCAChIBAaHUS JKHUPOB, YIJIEBOJOB,
anp0yMHHA, Kalblus, OIaTOB U B MO3AHUX CTAAMUIX
— BB,,. KninHn4ecku XapakTepusyeTcs HaTM4MeM Tie-
pemesxaroneiicss MM MOCTOSHHOM nHapei, B3ayTHeM
1 0OJISIMHU B JKUBOTE, aHOPEKCHEH, pBOTOI M BBICOKOM
auxopaakoil. CTys KUAKUN WIH T0TyoPOPMIICHHBIH,
4acTO COJAEPKUT CIIU3b U KpoBb. IlepBoHauanbHO pas-
BUBAaeTCs KIIMHWYecKas kapTuHa nepunuta K, a npu
JUTUTENIBHOM CYILIECTBOBAHMM CTEATOPEN B KIMHHUYE-
CKOM KapTHHE MOTYT NOSBUTLCs cuMnTomel J[BB , [9].
Henuakust (HETPONHMYECKOE CIpY) SIBISETCS Ha-
CJICICTBEHHBIM 3a00JI€BAHHEM C HEM3BECTHBIM THUIIOM
HacjeqoBaHMsS. XapaKTEPHBIM JUArHOCTUYECKUM
MPU3HAKOM CHHApPOMa SIBIAETCS HENEPEHOCHMMOCTh
MPOAYKTOB, COACPKAIIMX OEJIOK KIJICHKOBUHBI IIIlIe-
HULBI, pXH, sSuMeHs. KiaumHuyeckne mposBIEHUS:
JOMHUHHUPYET CHHAPOM HapyIIEHHOTO BCAChIBaHUS,
KOTOpBIM MpOsBIsSIETCA AWapeei, creaTopeei, more-
pelt macchl Tena. XapakTepHa BbIpakKeHHas pasjpa-
KUTENBHOCTh. MOryT HabII0NaThCS OTEKH, TIIOCCHUT,
Xeino3, nepudepuueckas HelponaTus, aHEeMHYECKHUE
cumnToMbl. KOCTHBIN Bo3pacT oTCTaeT OT MAaCIOPTHO-
ro. XapakTepHON T'HCTOJIOTMYECKON HAXOAKON IIPU UC-
CJIEZIOBAaHUM CIM3UCTON MOJAB3/OIIHON KHIIKH SBIIS-
eTCs YIUJIOIIEHHE SIUTEINS ¢ OTCYTCTBUEM BOPCHHOK
u yrayonenuem kpunt. Kpos: MA, neiiko-, Tpom0o-
LUTONEHMS, MAKPOLIUTO3 U TUIEPXPOMHUS SPUTPOLIH-

TOB. XapakTepHO yacToe coueTanue ¢ aepunurom OK
(ADK) u Fe [9].

K pasputuro Hapymenus BcacbiBanus BB ,, o0y-
CJIOBJICHHOTO HapyIlIEHHEM HOPMAJIBHOM apXHTEKTY-
PBI CIM3UCTOHN KMIIEYHUKA, KPOME CIPY U LIETHAKUHH,
oTtHocATcs: Oone3Hb Kpona, TyOepKkynes3HbIH WIIEHuT,
HEXO/DKKUHCKas TuM(oMa ¥ aMHIIon 103 [9)].

JlekapcTBEHHO-00yCIOBIEHHbIE HapymeHus. H -
AQHTArOHMUCTHI, HO HE UHTUOUTOPHI TPOTOHHOMN ITOMITHI,
uHrubupytor cexpeunto BD. [Ipu npnurensHom npu-
eMe MHTHOMTOPOB MPOTOHHOW MOMIIBI TAKXKE MOXKET
pasBuBaeTcs JIBB,, BenencTeue TUMOXJIOPrUIPHH.
buryanuger (B T.4. MeTOpMHUH) IPUBOAAT K CHHXKe-
Huro cexkperuu B® u HCI [IKXK. Onu, takxe, uHTH-
OupyroT TpaHcdIHTepounTapHbiil TpancnopT Kby 7%.
K napymieHno TpaHCIMUTEIHATBHOTO TPAHCIOPTa B
KHUIIEYHUKE MOXKET MPUBOJUTH MPHUEM XOJECTHPAMHU-
Ha, KOJIXUI[MHA ¥ HeoMUIIKHa [9].

Hapyuienne Tpancnopra sutamuaa B , B niiazme

Hacnencteennsiit nepunut TKB I (ATK I). K Ha-
pYILIEHUIO TpaHCIHTeporuTapHoro TpaHcmnopra Kb
npusoaut JTKB(II). Cesizano 3TO ¢ HapylIeHHEM
Tpancnopra BB , u3 sHreponura B Kposb [9]. Onucano
Oonee 30 cemelt ¢ 3TOl peakod (HOpMOI MAaTONOTHH.
Hacnenyercs mo ayTOCOMHO-pELIECCUBHOMY THUIY U
xapaktepusyetrcsi otcytcrBueM TKBII, ocnoBHOro
TpaHcnopTHoro Genka BB, B Bo3pacTe HeckombKux
Hezenb pa3BuBaeTcds MA M, HE 4acTo, HEBPOJOrHye-
ckas cumnromaruka. Conepxanue BO B xxenygounom
Coke HOpMajbHO. BeacwiBanue BB, y GonbmmHcTBa
OOJNBHBIX HECKOJBKO CHUYKEHO, Y HEKOTOPBIX — HOp-
MaibHO. YpoBenb CKB HOopmaineH (uto oOycioBieHo
KB, ceszannueiM ¢ TKB(I) u TKB(IIl), HO ypoBeHb
XTKDB yacTo pe3Ko CHUYKEH WJIM HE OIpEeIsieTCs.
Haonronaercs tsokensiii JIKb B tTkansax (Kb, cBsazan-
Huii ¢ TKB(I) sBnseTcs MeTabOIM4YeCKy UHEPTHBIM).
Benencreue JITKB(II) Hapymaercs Takxke BcacbhiBa-
nue BB, B xumeunuke. J[narnoctka saboneBanus
OCHOBaHa Ha HAJWYUU PE3KOr0 CHIKEHUS WIJIH OT-
cyrctBus TKB(I) B ceiBopoTtke (XTKDB). Anturena
k peuentopy TKII Takke MOryT mpuMBOAHTH K €ro
(YHKIMOHANBHOW WHAKTUBALMHU, HAPYLICHUIO MOTJIO-
IIeHUs BB, ) TKaHAMY ¥ pa3BUTHIO BHY TPUKJIETOYHOTO
J(BB,,, K pa3sBUTHIO KOTOPOrO MOKET MPUBOIUTHL HE
TOJIBKO OTCYTCTBUE U CHUKEHHE COAEPKAHUS B KPOBU
TKB(I1), HO 1 cuHTE3 ero aHOMaJIBHEIX opM [4, 9, 23].

W3onupoBaHHOE HapylleHHE BHYTPUKJIETOYHOTO
meTabonu3Ma BuTamuHa B,,. Hamnune MA ¢ Hop-
MaJibHBIM ypoBHeM cbiBopoTouHOro Kb 1 XTKbB, @K,
noBbILIeHHeM ypoBHs obmero 'L n/unm merunma-
noHoBOM kucinoTel (MMK) mo3BossieT 3amono3puTh
HaJU4YMe BPOXKICHHOIO AedeKTa BHYTPHKICTOUHOTO
metabonuzma Kb. HacnenctBennsle neexTsl BHY-
TpukjieTouHoro metabonuszma Kb sBnstorcs retepo-
TEHHOM TPyNIoN BPOXKJICHHBIX 3a00eBaHUM, 0003HA-
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yaembix Kak myTtaruu: cblA, cblB, cblC, cblD, cblE,
cblF, cblG, cblH. MyTtanuu cblA, cblB, cblH npuo-
JAT K HapyIIeHUIo BHyTpUkieTouHoro cunre3a AKb.
B xnnHHMueckol kapTHHE Yy MJIAJICHIIEB JOMUHUPYET
alua03 ¥ KeToalua03, aCCOLMUPOBAHHBIN C IeTapru-
ell, HapylLIeHUEM pa3BUTHS, PBOTOH, JerujpaTaluen,
pEeCcnupaToOpHBIM AMCTPEC-CUHIAPOMOM, TeraToMera-
el u KoMoi. BenencrBue 3TMX MyTauMil NOBBIIIA-
etcst ypoBenb MMK, keToHemus1, KeToHypHs 0e3 Me-
rano01acTHBIX U3MEHeHHH. Tak, Kak MHOTHE U3 9TUX
ne(eKTOB SBISIOTCS HE MOTHBIMU, TPUMEHEHHUE BBICO-
KHX 7103 BB, MOXKET CMATYHTH KIMHUYECKUE MTPOSIBIIE-
Hust 3tux aedektos [9, 23]. Myrtauuu cblE, cblG npu-
BOJAT K HapyHICHUIO (YHKIIMOHUPOBAHUSI METHOHHH
cunTeTasbl. [Ipu Hanwuuu myrtanuii cblC, cblD, cblF
HapyIlleHHs HapymaeTcs QyHKIHs 000X BHY TPHKJIE-
TOYHBIX (pepmMeHTOB. [Ipn TUX MyTalUsIX pa3BUBAIOT-
Csl BBIPAKEHHBIE HEPBHO-NICUXMUYECKHE HapyILIEHUS:
CHIDKEHHOE YMCTBEHHOE pa3BHTHE, MUKpoLedaus,
ncuxo3, aenupuil. Ilpu 3TuX MyTanusx pa3BUBaOTCsA
Merano0iacTHbIe U3MEHEHHUs B KJIeTKax. XOTs 00bIY-
HO 3TH 3a00JIeBaHMs BBISBIISIOTCS y MJIaJICHLIEB, BO3-
MOXXHa MX JHMAarHOCTHKa W y AeTed Oojee cTapiiero
Bo3pacta [9, 23].

[IpuoOpeTeHHble HapyIICHUS BHYTPUKIETOUHOTO
meTabonusMa BB, 4alie Bcero BO3HMKAIOT TP B/IbIXa-
Huu 3akucy asora (N,0), KoTopas IPUBOIUT K HHAKTH-
BAllMK BHY TPUKJIETOUHBIX KOOH3UMOB BB, ,, BCencTsue
okucnenusi Kb (I) ¢ oopazosanuem Kb(III). Takum 06-
pa3oM pa3BuBaeTcs (GyHKIMOHAIBHBINH BHY TPHKIIETOY-
upiii JIBB .. Briepsrie passutie MA ObLIO OMHMCaHO Yy
OONIBHBIX CTONOHAKOM, KOTOPhIM HazHadanu N,O mis
CHSTHS CYIOPOKHOTO CHHApoMa. MeranoOnacTHas
anemus, cBsazanHas ¢ N,O, MOKET pasBUTBLCSA, TAKKE,
MIpU NMPOBEACHUH JUIUTEIBHBIX U HEOJHOKPATHBIX OIle-
paumii (qaiie Ha OTKpbITOM cepaue). [Ipu onHokpaTHOM
BO3JICHCTBUH MErajio01acTHble U3MEHEHHSI BOSHUKAIOT
OOBIYHO B IpezAenax 24 4acoB U JUISTCS MEHee HeJeH.
HeBponoruueckasi cikMOTOMAaTHKa BO3HUKAET OOBIYHO
MIPU XPOHUUYECKOM UHTEPMUTTHPYIOIIEM BO3AECHCTBUH.
OnHako y ManueHToB ¢ HeMarHocTupoBanueiM JIBB
npu Bo3ecTBEU N,O BO3MOYKHO MOSIBJIEHUE HEBPOJIO-
THYECKON CUMIITOMATHKH B OoJiee paHHKE CpoKH. M3-3a
HeOoNbIIOro cpoka passutus MA npu Basixanun N,O
yale ONUChIBaeTcs, Kak octpas MA. OTOT cuHApOM
XapakTepuzyercsi OBICTPBIM Pa3BUTHEM TPOMOOIHMTO-
MEHUU W/MITU JICWKOTIEHUH C HeOOJIBIIMMHU U3MEHEHUSI-
Mmu ypoBHst Hb. KocTHBII MO3I mepekitouaeTcs: Ha Me-
ranobnacTudeckoe KpoBeTBopeHue yepes 12 — 24 vaca,
a TUIepcerMeHTHPOBAHHBIE HEUTPOQHIIBI OSBIISIIOTCS
uepes 5 queil. Mapkepamu passutus JIB , nipu Bibixa-
Huu N, O SBJISIOTCS NOBBILIEHHE YPOBHS 00IIEr0 roMo-
LUCTENHA U, B MEHBIIIEH CTETIEHH, OBBIIIEHNE YPOBHS
MMK (N,O uHrubupyer METHOHMH CUHTETa3y Oosee
cyuiecTBeHHO, ueM MM-KoAM). DddekT BozaeicTBus

N,O ucuesaet yepe3s HeckoNbKo aHel. [Ipn HazHayeHnu
®Ku B, npoucxonut Gonee ObICTPOE BOCCTAHOBIEHUE
HOPMAaJIBHOTO KpOBETBOpeHHUs [9].

Kiannnyeckas kapTuHa

Hauaio BIZ—I[A nocrene”HHoe. Yacto 3a MenuIuH-
CKOM TOMOIIBI0 OOJbHBIE O0pamarTcs CIyCTs He-
CKOJIBKO MECAIIEB ¢ MOMEHTa MOSBJIEHMSI HadaJbHBIX
CHMITTOMOB 3a00neBanust. OObIYHO CTENEeHb aHEMHUH HE
COOTBETCTBYET TSAXKECTH CUMIITOMOB. [1A yacTo moxer
HaOMI0AAThCA Y TALIUEHTOB, C Y’KE TUarHOCTUPOBAHHbI-
MU ayTOMMMYHHBIMH 3a0oneBanusamu [3, 19].

B knununueckoit kaprune B JIA nOMUHUDYIOT
AHEMHUYECKHUI, HEBPOJOTUYECKUN U JUCTIETICUYECKUI
CHUHAPOMBL. BbIpa)keHHOCTh KJIMHMYECKMX CHMIITO-
MOB MOXET BapbUpOBaTh B LIMPOKHUX Mpefesax: oT
MOJTHOTO MX OTCYTCTBHSI (MIPOSIBIISIETCS TOJIBKO MOBBI-
menreM MCV w/wim runepcerMeHTalueil HeruTpo-
($uUII0B) 10 UX KpaiiHel CTeNeHW BBIPAKEHHOCTHU (Ts-
KeJasi aHeMHUsI C HaJIMYMeM HecTaOMIIbHOW CTEHOKap-
JUH THOO TSKENIBIX HEBPOJIOTHYECKUX MPOSBICHHUM C
MICUX030M W/UnH mierneit). [Ipu MeasieHHOM pa3BUTHH
AHEMHUU CEpAECYHO-IErOYHbIE CUMIITOMBI HE TOSBIIA-
I0TCSL 10 TeX Top, Noka ypoBeHb Hb He cHusuTcs 0o-
Jiee, YeM Ha MOJIOBUHY OT HOPMBI. TOJIBKO IIPU CHUXKeE-
Huu ypoBHs Hb Hiske 50 /1 mosBAsAIOTCS KIMHUYECKH
3HAYHMMBIC Kajao0sbI [9].

[Ipu ocMmoTpe KOKHBIE MOKPOBBI YAaCTO JIMMOH-
HO-KEJNTOr0 LBETa, 4TO OOYyCIOBJIEHO KOMOWHAIU-
el onenHoctu (y 96 %) m ukrepuyHoctu (y 56 %).
MoskeT HabronaThes nuddy3Has UId OrpaHHYCHHAS
TUINEPIUTMEHTALN KOXKH, BCIEICTBUE MOBBIILIEHHOTO
HAaKOIIJICHWs MEJaHMHA, Mcye3aromas Ha (oHe 3ame-
CTUTENbHON Tepanuu. HaOmromaeTcs MKTEPUYHOCTD
ckuep. [lpumepro y 30 % OONBHBIX OTMEYAIOTCS OT-
€KM Ha HWKHUX KOHEYHOCTSX (MPEMMYILECTBEHHO Ha
CTOMAx), y MOJOBUHBI U3 HUX OTEKM HCYE3al0T MpHU
KoMIieHcanuu anemuu [1, 3].

BbIpaskeHHOCTh KIMHUYECKHMX CHUMIITOMOB IIpU
J[BB,, 3aBUCUT HE TOJBKO OT TSAKECTH AHEMHH, HO W
OT CTEMEHU ajanTaluyd OpraHu3Ma K THIIOKCHYECKO-
MY COCTOSTHUIO (TIOKUJIBbIE JIFOAM U MY>KUYUHBI aAaITH-
pytorcest xyxe) [3]. [mnokcust npuBOOUT K Pa3BUTHIO
pPa3INYHBIX CEpPIEYHO-COCYIUCTBIX PAacCTPOMCTB, Ma-
TOT€HE3 KOTOPBIX CBSI3aH C Pa3BUBAIOIIMMCS Kapauo-
pEHAJIBHBIM CUHJpOM. TKaHeBasi THIIOKCHSI U TIOBBILIIE-
HHUE YPOBHS OKHCH a30Ta MPUBOASAT K NepUPEePHUECKOI
Ba30JMJIaTAllUN U CHWKEHHI0 AJl M Kak CIIeACTBHE K
MOBBIIIEHUIO AKTUBHOCTH CHMIIATOAPEHAIIOBOM CH-
cTeMbl. B pesynbrare 3TOro CHUXkKaeTcs peHabHbIN
KPOBOTOK M KiyOoukoBast ¢unbrpauus. [lpu pnu-
TEJIbHOM TEUEHUH aHEMUU 3TO NPUBOJUT K AKTHBa-
UM PEHHUH-aHTHOTEH3MH-aJbJA0CTEPOHOBON CHCTE-
MBI, 3aJIepKKE KUAKOCTH B OPTaHU3ME, MOBBIIIEHUIO
oobeMa nupKynupytomei miaasmsl (OLIT), passutuio
TUNEePTPO(HUU JIEBOrO KeTyIouKa W 3aCTOHHOH cep-
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neynod wepocrarounoctu. Jlna B JIA xapakrtepHa
TeHJeHIUs K runoTonuu. [Ipu nepkyccuu ormeuaeTcs
pacimpenye rpaHull cepia. AyCKyJIbTaTUBHO ONpee-
JeTCs MPUTITYIIEHUE MEePBOr0 TOHA, CUCTOIMYECKUI
(anemuueckuit) mym Ha Bepxyuke cepaua (y 80 %) u
JICTOYHOH apTepuu (MIpU TAKEION aHEMHUU U Y MOXKHU-
JBIX TAIMEHTOB MOKET BBICIYIIMBATHCS HAJA BCEMU
AyCKYJIBTAaTUBHBIMU TOYKaMU). B CBsI3u cO CHUKEHUEM
OHKOTHYECKOT0 AaBjieHHS KpoBH U moBbiienust OLI1
MIPH TSDKEJIOW aHEMUH Y YaCTU MAIlUEHTOB € 3aCTOMHON
CH pa3BuBaroTcs THAPOTOPAKC U IEPpUPEPUUESCKUE OT-
exu [3]. BeaenctBue 3actoitHort CH m/mmm remoinnsa
SPUTPOUIHBIX TPEIUICCTBEHHUKOB Y YaCTU MAlMEH-
TOB OTMEUaeTCs HeOOIbIast renaToMeraius [9].

CUMTOMBI TIOpPAXKEHUSI HEPBHOM CHUCTEMBI OTMeE-
4aroTcs y OOJIBIIMHCTBA MAIMEHTOB, OHAKO, BBIpa-
JKEHHBIC HEBPOJOTUYECKUE HAPYILUEHUSI OTMEUAIOTCS
mutib y 18 — 30 % GonbHBIX ¢ MA. MHorna onu mno-
SIBIIIOTCS PAHbILE U MACKUPYIOT CUMIITOMBI aHEMHUH.
HeBponoruueckue CUMITOMBI MOT'YT MOSIBISITHCA U B
OTCYTCTBHHM aHEMHH, TAKkKe, MOTYT OBITh IEPBHIMU
U 3a4aCTyl0 €IMHCTBEHHBIMU TposBiaeHusMu JIBB, .
BripaxkeHHOCTH HEBPOIOTUYECKUX MPOSIBICHUN 4aCTO
00paTHO KOPPEIUPYET C THKECTHIO TeMaTOIOTHYSCKUX
HapyleHui. HeBponornueckuii ciHapom 00ycCIIOBIICH
MOpaKCHHEeM OeJIOr0 BelIecTBa 3aJIHUX U OOKOBBIX,
pexe, nepeqHux ctoiaboB CM (momoctpast KOMOMHU-
poBaHHasi JereHepaius, (QYHUKYISIPHBIA MUENI03) H
nepeOpaabHBIMUA HAPYIICHUSIMU, HHOT/IA JICTCHEPAIIH-
ell nepudepuueckux HepBoB. BHauane mopakaroTcs
3aJIHUE CTOJIOBI B ICHHOM M BEPXHETPYTHOM OTIEIaX
CM, a 3aTem nopakeHUE PacIpOCTPAHSICTCS Ha OOKO-
BbIC U MPU JAAJIEKO 3aIICAIIEM TOPAKEHUH — HA TIEPe-
Hue ctooel CM [1, 19]. [lopakenue nepudepruueckon
HEPBHOU chcTeMbl NIpH JIB , KJIMHUYECKH TIPOSBIISIET-
Csl MapacTe3UsIMU U HAPYILIEHUEM 4yBCTBUTEIBHOCTH
C MOCTOSIHHBIMU JISTKUMU OOJIEBBIMU OIYIICHUSIMU:
MOIIMIBIBAHUEM WM TOKAJBIBAHUEM B KOHYHMKAX
MaJIbLIEB, OUIYIICHUEM XOJIOA, YYBCTBOM «IIOJ3aHbBS
MYpalleKk» U OHEMEHUEM B HUKHUX KOHEUHOCTSX (Y
12 % nmanuentos ¢ MA) [3].

B 3agHux cronbax mpoxomsT BOCXOSIIHME ITyTH
lonns u Bypnaxa, KoTopble HECYT UyBCTBUTEIBHOCTh
T PEepeHITPOBAHHOTO TUIIA: YYBCTBO JABJICHHUS, BH-
Opalluu, TMOJIOKEHUS, OIICHKH Beca, TUCKPUMUHAIIUU
JIBYX OMHOBPEMEHHBIX pa3Ipa)kKUTeNel, 4aCTUYHO TaK-
TUJIBHYIO YyBCTBUTEIBHOCTD. [Ipu mopaskeHuu 3aIHUX
cronboB BenencTue BB, HapymaeTcs onpeneneHue
MOJIO’KEHUSI KOHEYHOCTH B ITPOCTPAHCTBE, UYBCTBO BU-
Opaluu, 4yBCTBO JIaBJICHUS, y3HABAHKE MTPSIMETOB Ha
Oy TIb, Y3HABAHUE HAIMMCAHHBIX HA KOXKE U 1 OyKB,
BO3MOKHOCTH pa3inyaTh JBa pa3ApaKuTeis, OMHOBpE-
MEHHO HaHOcUMble Ha KoKy, C HapyIIeHHeM MOJIHO-
LIEHHOT'O OIIYIIEHUS TABJICHUS U OMIOPHI CTOII HA 3EMITIO
MOSIBIISTFOTCS KaJIOObI HA UYBCTBO «BATHBIX HOTY, OIILY-

LIEHUE TOr0, YTO OHMU XOAAT «I10 IecKy». Benencrsue
yTpaThl TyOOKOM 4yBCTBUTEIBHOCTH BO3HHKAET CEH-
cuTuBHas atakcus (mpoba Pebepra), koTopas ycuinBa-
€TCsl IPU CHATUH KOHTpOJIst 3penust. Jlnst JIBB , xapak-
TEPHO CUMMETPHYHOE HapyIlIeHHE YyBCTBUTEIBHOCTH.
Tak kak mopa)keHHUe 3aJHUX CTOJOOB HAUYMHAETCSI OT
nepudepun kK nentpy CM BHauane mopaxkaeTcs MyTb
Tomust (ot HYXKHUX KOHeuHOcTel 10 Tho), a 3aTem myTh
Bypnaxa (¢ Th6 u Bbime). C 5TUM cBsi3aH TOT (hakT,
uto npu J[BB,, HapyleHUs OTMEYAKOTCsA, KaK IpaBH-
JI0, B HWKHUX KOHEUHOCTSIX, M JIUILb [P YCYT'YOJICHUN
JIBB,, HEBpoIOrHYeCKas CAMITOMATUKA Pa3BUBAETCS B
BEPXHUX KOHEUHOCTAX [5].

B 00KoBBIX cTONOAX MPOXOAST B BOCXOMSILEM Ha-
MpaBJIEHUN CHUHO-TAJAMUYECKUN TPaAKT, CIHUHO-IIE-
pebpanbhbie myTH Dexcura u ['oBepca. ciuHO-peTH-
KYJISIpHBIH, CIMHO-TEKTAJIbHBINM, CIUHO-OJIUBAPHBIN 1
CIHMHO-BeCTUOYIsIpHBIA TyTH. [Ipn mopaxkenuun cnu-
HO-TaJJAMHUYECKOI0 Iy TH HapylaeTcs OoyeBas U TeM-
neparypHasi 4yBCTBUTEIBHOCTh 110 MPOBOJHUKOBOMY
Tuny. COuHO-TaJJAMUYECKUH TPAKT MMEET aHaTOMO-
TomorpaguuecKkyro 0coOEHHOCTh CBOETO X0Ha, KOTO-
pasi 3aKJII04aeTCs B TOM, YTO BOJIOKHA, HAUMHAIOLTUECS
B HIDKHHX oTnenax CM, To ecTh siBIsitouinecs: Oomnee
JUTMHHBIMH, pacnoiioxensl o nepudepun CM (naib-
e OT IIEHTPa — 3KCLEHTPHUYHO), a BOJIOKHA, KOTOpBIE
HAauYMHAIOTCS OT BEPXHUX CErMEHTOB, PACIIOJIOKEHBI
MenuajabHO (3akOH AyaspbOaxa — @mnaray). IloaTomy
MOSIBJIEHUE PACCTPONCTB yKa3aHHBIX BUAOB UyBCTBH-
TEJIBHOCTH BHAaYasle BO3HUKAIOT B CTOMAX, a 3aTEM pac-
MIPOCTPAHSIIOTCS CHU3Y BBEPX, UTO CBUJETEIBCTBYET O
NPEUMYILECTBEHHO J3KCTPAMENYJUISPHOM IpOLECCce
npu JIBB,, [5]. Ilocpenctsom crmHOLEpeOpanbHbIX
TpakToB Pnekcura u ['oBepca MpoBOAATCS MPONpPH-
OLIETITUBHBIE UMITYJIbChI, KOTOPBIE YYaCTBYIOT B OCY-
LIECTBJICHUH NMPOU3BOJIBHBIX ABMKeHUN. [lopaxeHnue
9TUX myTeu mpu JIBB, mpuBOAMT K paccTpoucTBy
CTaTUKM U KOOpAWHALMU ABMKEHUH. [Ipn ux moBpex-
JCHUU MOXKET BO3HUKATh M HauboJee JIUTEIBHO CO-
XpaHsThCS HapyllIEHHE OLIEHKH Beca [5].

BenenctBue mopakeHus: CIIMHO-PETHKYJISPHOTO,
CIIMHO-TEKTAJIBHOTO, CIIMHO-OJIMBAPHOTO W  CIIMHO-
BeCTUOYJIAPHOro TpakToB npu J[BB,, MOryr BO3HH-
KaTh CHUMIITOMBI 3KCTpanMpaMUIHOM HEZOCTaTOYHO-
cti. Onucanbl OpakeHHusI pyOpO-CIMHAIBHOTO MyTH
MoHakoBa M JaTepajbHOIO0 KOPTHUKOCHMHAJIBHOTO
nyTei (OOKOBBIE CTOJIOBI) U BOCXOMSIIIIUX ITyTEH, MPo-
XOISIIKX B nepennHux crondax CM. PazsuBaroTcs mu-
paMUAHbIE HAPYLIEHUS a B TSDKEIBIX CIy4asiX MOXKET
pa3BUTHCS LEHTpaIbHbIN napanuy. [Ipu 3ToM Bo3HMKa-
€T HapylLIeHHEe TPOU3BOJIBHBIX JIBUKEHUH MBIIIII, CHU-
YKEHHE CHUJIbI B MBIIILAX PA3JIMYHON BBIPAXKEHHOCTH OT
JIETKOT0 Tapes3a J0 IJIETHH, MBIIIEYHbIN THIIEPTOHYC,
runeppedaekcusi CyXOXKWJIBHBIX M TMEPUOCTAIBHBIX
pediekcoB, MOSBICHUEM MAaTOJIOTHYECKUX pPe(IICKCOB
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1 cunkunesui [S]. [lpu J[BB,, nerenepanus orMevaet-
Csl TAK)KE B JIOP3aJIbHBIX U BHY TPUOPIOIIHBIX FAHTIIUSAX,
cruteteHusx Melicaepa u AyepoOaxa [9].

LepeOpanbubie mposeiaenus mnpu BB, Bapbu-
PYIOTCS OT MSTKOTO CHM)KEHHUS MaMSATH A0 BbIpa)keH-
HOTO TICHX03a («MerajiodiacTudeckoe CraboyMue»).
WHorna pazBuBaeTcst aTOHUS MOYEBOT'0 My3bIpsi, U3Bpa-
LIeHHe BKyca M 3amaxa, peTpoOyinbOapHble HEBPHUTHI.
Onrtuueckas Heiiponarus npu J[BB,, Xapakrepusyercs
yXyIIIEHUEM 3peHusl, aTpoueil 3pUTeNLHOrO HepBa,
o(ranbMoIUIErnei, HEHTPOLEKAIbHBIMA CKOTOMAaMHU.
[Ipu TsDKEnOM neduunTe MOTYT HAOMIOAATHCS CIIYXO-
BbI€ M 3pUTEJbHbIE TAJUTIOIMHALINN, PA3BUBAETCS Ma-
HUAKaJIbHO-JIETIPECCUBHBIN CUHAPOM, TAPaHOMIHBIN U
mu3odpennueckuii craryc. Onucan cunapom Jleiine, B
KJIIMHUYECKOM KapTHHE KOTOPOro MpeodiagaeT HeBPO-
JIOTMYECKHUE U TICUXUYECKHE paccTpoicTBa [22].

s ITA xapakTepeHn cunapom Memnepa— Xanrepa:
BTOPUYHBIH ITIOCCUT, TPU KOTOPOM MOBEPXHOCTB A3bIKA
rnankas, onectsimas («JIaKHPOBAHHBIM»S3BIK) C aTpo-
¢ueii cocoukoB. Hepenko HaOmromaroTcst HeOONbINUE
My3BIPbKH MJIM 9PO3UM Ha OOKOBBIX MOBEPXHOCTSX
WJIM KOHYMKE 53bIKa. XapaKTepeH JEUKOKepaTo3 A3bIKa
U CIIU3UCTOH 000704KH Ty0. M3MEHEHHs CO CTOPOHEI
CJIU3UCTOMN S3bIKA MOTYT MOSABIATHCA U B OTCYTCTBUU
AHEMMUH, YTO CBHJICTEIILCTBYET 00 000CTpeHIH 3a00I1e-
BaHUS y JICYUBIIUXCS OONBHBIX. [ TOCCHT MOXKeT mpu-
BOJUTHh K HEBO3MOXXHOCTH HOCHTH 3YOHBIE MPOTE3bI,
MEPEHOCUTH TOPAYNE HAMUTKH WM MPSHYIO MUILY W3-
3a YyBCTBA JKKEHUS U ake nucdaruu. THTEHCHBHOCTD
rJ0ccuTa 0OBIYHO yOBIBACT MOCIIE Havyalsla Tepanuu, HO
YYBCTBO JKKEHHS SI3bIKa BO300HOBIISIETCS uepe3 pas-
JIMYHBIE TPOMEKYTKH BpeMenH [1, 2, 9].

Xots ocHoBHOM npuunHOi [1A siBnsieTcst XxpoHHYe-
CKUI aTpo(UUecKUil racTPUT CUMITOMBI MOPAKCHUS
xenmynouHo-kumeqnoro Tpakra (JKKT) peaxo sBustor-
Csl BEAYLIMMHU B KJIMHHYECKOW KapTHHE 3a00JeBaHMUSL.
[IprumHa Kaxxymierocs napajgokca 3akjar04aeTcs B TOM,
YTO JKEJTYI0YHO-KHUIIEYHbIE CUMIITOMBI Yallle CBSI3aHbI
C HAJIMYMEM TOBBIIIIEHHON KMCIOTHOCTH. TeM He MeHee,
TUIOAIUAHOCTH MOKET IPUBOJUTH K 3aMEIJIEHHIO OIO-
POYKHEHHUsI JKellylKa W TOSABIEHHUIO JIUCIENCHYECKUX
CHMIITOMOB, TaKHMX, KaK JAUCKOM(OPT B 3MUTaCTpalib-
HOHM 001aCTH, B3AYTHE KUBOTA U TSIKECTh B AIIUTACTPH
nocye mpuema nutin. Jlumb 3% 6onpHbIX ¢ [TA BHava-
Jie TIONaJJal0T Ha KOHCYJIBTAlMIO K TaCTPOIHTEPOIJIOTY.
Bo Bpemst nuarnoctuku [1A, nucnencudeckue CMUMITO-
MBI UMEIOTCSI JTUIIb Y 28 — 52% nareHToB.

Merano61acTo3 SNUTENUATBHBIX KJIETOK TOHKOTO
KUIIEYHUKA U TUIOXJOPTUJpHUS MOTYT NPUBECTH K
nuapee 1 ManbadcopOuuu. BcenenctBue Manbabcopo-
uuu kobanamuna (Kb) JIBB,, moxeT emme Gonblue ycy-
ryOUTBCS, YTO MPUBOAUT K 3aMKHYTOMY TOPOYHOMY
kpyry. MHOrna y naniieHToB MOXKeT BOSHUKHYTh BbIpa-
JKCHHBIH 3a1op, CBA3aHHBIN ¢ HapylIeHUEM (QYHKIIHH

XKKT BcrnenctBue cnennuyeckoro mopakeHusi HepB-
HBIX ciijieTeHnit MeiicHepa u AyaspoOaxa. [losiBineHue
Ooneit B sxuBoTe mpu JIBB, MoxkeT ObITH CBA3aHO €
pasBuTHeM TabeTHdeckoro kpusa. [Ipu 3ToM ocnox-
HEHUH, BO3HUKAIOLIEM BCIEACTBHE JIEMUEINHU3ALNN
AKCOHOB CIMHOTAJIAMMYECKOTO0 TPaKTa, OTMEYaeTCs
TOIIHOTA U PBOTA, PUTHIHOCTH MBIIIL KHUBOTA, IPH
OTCYTCTBHMHM JUApPEH, JIEHKOIUTO3a U JTuxopaaku. [Ipu
JB,, B OTCYTCTBHH ey J0YHO-KMIIEYHBIX 3a00/1€Ba-
HUI CHI)KEHHE Beca KakK MPaBUIO HE3HAYUTEIBHO [9].

Y 20 % OonbHBIX OoTMedaeTcs cyOdeOpuiabHas
TeMmIepaTypa Tela NP OTCYTCTBUH MH(PEKITHOHHBIX
O4yaroB, HcYe3arollas IMOcCie aJeKBaTHOM 3aMecTH-
TeNnbHOU Tepanuu [1].

JIB,, MOXeET NpMBECTH K HAapYIMICHHIO (yHKIHO-
HUPOBAHMS TOJOBBIX JKEJI€3 M Pa3BUTHIO CTEPUIIBLHO-
cru. Ilpu JIB , oTMe4aeTcst CHUKEHUE HMMYHUTETA U
CKJIOHHOCTb K Pa3BUTHIO OaKTepHaIbHBIX HHPEKIHUH,
B T.4. TyOepkyesa [9].

Kumeunas meramnasusi ssiusercss GpakTopom pu-
CKa pa3BUTHA aJCHOKapLUHUHOMBIL. AXJOPTHApPUS U
MOBBIILICHHBI OaKTepHalbHBIH POCT MOTYT, TaKKe,
cnocoOCTBOBaTh 00pa30BaHUI0 KAaHUIEPOTEHHBIX HU-
Tpo3aMUHOB. llomynAnMOHHBIE HCCIEIOBAHUS BbI-
SIBUJIW TIOBBILIIGHHBIN PUCK paka (B 3 pa3a) U KapLHHO-
WIHBIX OnyXoJel xkenyaka (B 13 pa3) y 6onbubix [1A.
Pa3BuTne KapUMHOMAHBIX ONyXOJEH XKelyaka, BEpo-
SITHEE BCEro, CBSA3aHO C HAJIWYMEM TUIepracTpHHe-
MHH. PacnipocTpaHEHHOCTh paka *Kelyaka y HalueH-
ToB ¢ IIA cocTaBaser ot 1 10 3 % . IIpu pake xenynka
ITA BrisiBRsieTcst y 2 % maiueHToB [9].

CyOxnmnuyeckuii nepuuut BuTamMuna B,

[locne BBeneHUs B KIMHUYECKYIO NMPAKTUKY Te-
CTOB, XapaKTEpH3yIOIMX MeTabonusm BB ,, B 3apy-
0eKHOH TUTEepaType MOSBUIICS HOBBIM TEPMUH — «CyO-
KJIMHKHYeCKUi nepuuut Butamuna B » [17]. B oty
IpYIIy BKJIOYAIOT MAIllMEHTOB C HAJIWYUEM SIBHBIX
MeTaboNIMYeCKuX NpusHakos J[BB,, npu orcyTcTBUM
MA u HEBpPOJIOTMYECKHX CUMIOTOMOB. B Hacrosiuee
BpeMsl JMAarHOCTHYECKHE M JIeYeOHbIE MOAXOAbl K
9TOH I'pyIe NallieHTOB OJJHO3HAYHO HE O PEJEIICHBI.
B Toxe BpeMms 3Ta maToJOrus BCTPEYAETCs] HAMHOTO
Jare, YeM KIMHUYeCKU 3HadnMblid JIBB ,. Hecmotpst
Ha OTCYTCTBHE KJIMHHUYECKUX CHUMIITOMOB y HallMeH-
TOB 3TOH TPYIIIEI MOTYT OBITH BBISIBIICHBI HEOOJBILINE
HEBPOJIOTMYECKHE OTKJIOHEHUS IIPU MPOBEIEHUN TOH-
KHX 9JIEKTPO(U3HOIOrHUECKUX TECTOB. B 0TACTBHBIX
ciydasix 3a00JeBaHMsI MOXKET CO BpEMEHEM MEpenTH
B KJIMHWYECKH 3Ha4uMbli J[BB ,. CpaBHEHUE KIIMHH-
YECKH BBIPAKEHHOTO U CyOKInHu4eckoro/lBB , mpen-
craByieHo B Tabm. 2 [12, 20].

HN3meHeHus B nepudepruyecKo KPOBH IPH je-
¢uuuTe BUTAMUHA B12

XapakTepHbIMU Mpu3Hakamu Hanuuus J[BB, , sB-
JSIOTCS: MaKpOLUTO3, THIIEPCErMEHTalUsl HeUTpodu-
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JIOB, JIEWKO- U TPOMOOLIUTONEHUS, JIEUKO-3pUTpOOIIa-
cTuueckue u3mMeHenus 3, 4, 9]. Makpouuros xapakre-
pHU3yeTCsl HAJTMYHEM B KPOBH SPUTPOLUTOB, OOIBIINX
4YeM B HOpMe pa3mMepoB. MakpoLuTO3 MOKHO BBISIBUTh
aHaJIM3 Ma3KOB KPOBH H/WJIHM OLEHKE CPEIHEro Kop-
mycKyJsipHoro odobema sputpouutoB (MC-V > 100
MkM?). MccnenoBanue Ma3KoB KPOBH sIBJISiETCSl Oosiee
YyBCTBUTEIBHBIM METOZIOM, 4eM omnpezneneHue MCV,
TaK, KaKk MOCICAHHWHA MpeAcTaBlseT coOoil cpermHee
KPHUBOM pacrpeneieHus U HEYyBCTBUTENEH K IpH-
CYTCTBHUIO HeOoubIIOro urcia Makporuutos [11]. Tlpu
WCIOJB30BAaHUN T'eMaTOJIOIMYECKHX aHaln3aTopoB
MaKpOIUTO3 BBIABISETCS B cpeaHeM y 3% mroned B
nonyisauuu [28], npudeM y 55 — 60% mauueHTos ¢ no-
BbIIeHHBIM MCV nmpuunHOM MakpoLHTO3a HE SABIS-
ercs JIBB,, (0CHOBHBIE IPUYHMHBI Pa3BUTUS MAKPOIIHU-
TO3a MpeAcTaBieHsl B Taou. 3 [9, 11, 13].

PaHHMM mNpU3HAKOM HANW4YUs MeErao0JacTHO-
ro KpoBeTBOpeHus npu J[BB,, sABIsS€TCA MaKpOUUTO3
B COYETaHMM C AHM3OLUTO30M M MOHKHUIOIUTO30M
pas3IMYHON cTerneHu BbipakeHHocTu. st JIBB , xa-

pPaKkTEepHO MOSBJICHUE B KPOBU OOJIBIIOTO KOJIMYECTBA
MaKpOOBAJIOIHUTOB (OOJIBIIMX 3PUTPOLMTOB OBAJILHOM
¢dopmbl). Beneacterue HapylieHUsT HOPMaJIbHOTO KPO-
BETBOPEHHUS NPU TsHKENIOM J[BB , 5pUTPOLUTEI MOTYT
coJiepXaTh pPAa3UYHbIE [aTOJOTHYECKHE BKIIOYE-
Hust: Tenbia XKommu (ocratku JIHK), konbina Kebora
(ocTaTKM HEreMOrIoOMHOBOTO XKeJe3a). PazBuTtue sKc-
TpaMenyJIpHOro reMonodsa npu BB, mpusoaut k
MOSIBIICHUIO JPUTPOOIACTUUECKOW KapTHHBI KPOBH,
XapaKTepu3yIolleiics MOsBIEHUEM B KPOBH HE3PEIBbIX
KJIETOK 3pUTPOHIHOTO psifa (HOpMOOIACTOB), HAJIUYH-
€M B KPOBU «KAaIUIEBUJHBIX)» SPUTPOLHUTOB (JaKpHO-
uutoB). Benencteue Hed(h(HEKTUBHOTO 3pUTPONOI3A,
COINPOBOXKJAIOIIErocs BHYTPUKOCTHOMO3IOBBIM Té-
MOJIM30M, B KPOBH, KaK MpaBHJIO, CHI)KaeTcsl abco-
JIFOTHOE KOJIMYECTBO PETUKYJOUHUTOB U YMEHBIIIAeTCA
MPOJOIKUTENBHOCTD )KU3HU 3puTpouuToB [9, 11, 13].

l'unepcermenTanusi HEUTPODUIIOB SIBIsSIETCS Xa-
PaKTEpHOU U paHHEN reMaTOJIOrMYEeCKON MaTOJIOTHen
npu MA, xopenupyrouel ¢ MakpoOBaJOLHUTO30M.
OObIYHO B HOpME HEUTPOPHUIIBI UMEIOT OT 3- A0 5-TH

Tabnuuya 2

KnuHuyecku BblpaXeHHbIN N cyoknuHuyeckun BapmanTbl 1B, [12]

KnuHuyecku BbipaxkeHHbIn 8B, ,

Cy6knuHuyeckun BB,

MpWCyTCTBYIOT, HO:

- He y BCeX NaunMeHTOB nMeeTCHd pa3BepHyTad

OTCyTCTBYIOT, HO:
- Y HEKOTOPbIX NALUEHTOB MOTYT NMPUCYTCTBO-

KnuHuyeckune KIMHUYecKas KapTuUHa (aHeMUS 1 HEBPOSOru- | BaTb 3MeKTPOU3NONornyeckme HeBposoru-
CUMMTOMbI yeckme CUMNTOMbI); yeckme N3MeHeHus.

- nposiBneHus 3abonesBaHns MoryT OblTb MAr-

KUMWN.

Hwusknin y 97% naumeHToB (< 200 Hr/m; < 148 OObIYHO HU3KUIA, HO MOXET ObITb NMOrPaAHNYHbLIM
YpoBeHb nvons/n); (250-350 Hr/n; 185-258 nmonb/n).
kobanamuHa M YacTo oYeHb HU3kui (< 100 Hr/n; < 74

nMonb/m).

MmetoTtca y 99% naumeHToB. OpawvH TecT oTknoHseTcsa ot Hopmbl (MMK 0,3—

YacTo BblpaxeHHble (MMK >1,0 mkmons/n; 'L | 0,8 mkmonb/n; 'L 15—-25 mkmonb/n).
MeTaGonuueckue P ( L u )
OTKNOHEHMS > 50 mkmonb/n). HekoTopble meTabonuyeckne TecTbl MOryT

Bce TecTbl 0ObIYHO OTKITOHEHbI OT HOPMbI
(MMK'y 98% n I'cl y 96% nauuneHTOB).

ObITb HOpManbHbIMWU.

MpuynHbl geduuuTa
P ey BcacbiBaHusa ceBoboaHoro Kb;

Kak npaBuno, Bceraa onpeaenstoTcs:
- 6bonee 4yem B 90 % cny4vaeB — HapyLUueHne

- MHOr4a AneTn4yeckme HegoCTaTKu.

He onpegenstoTcs, HO :

- HapyweHue BcacbiBaHusa Kb, cBa3aHHoro ¢
nuwen B 30 — 40 % cny4yaes;

- HOTAa AneTUYecKne HegocTaTku.

Mporpeccupytowee :

TeueHue nporpeccupyer.

- ncnoaBsosib pasBnBaeTCA B TeHeHUe HeCKOJb- | - Y HEKOTOPbIX NauneHToB CUMNTOMbI MO-
KUX neT, HO C NnoABlieHneM CMMNToMOB 6ypHo

O6bI4HO NporpeccupyeT MeAneHHo (roabl):

ryt otcytcTBoBath > 10 net ¢ MOMeHTa
BbISIBNEHNA MeTabonnyecknx OTKNo-HEeHUN;
- NpY HapyLleHnn BcackiBaHus cBob6oaHOro
KB nporpeccupoBaHue MOXeT ObiTb Oonee
ObICTPLIM.

BaHue.

[unarHocTuka n

[NokasaHo nonHoe anarHoctuyeckoe obeneno- | AnarHoctuyeckoe obcrnenoBaHue nokasaHo.

NeveHne obasatensHo. [lo3bl M NyTV BBEAE-
HUA BB,,3aBUCAT OT NPUYMHBI (MPY HapyLeHnn

NeyeHune HeobxoaMMO.
[osa BB,, MoXeT 3aBUCETb OT MPUYUNHLI pa3Bu-

nevenne BcacbiBaHua ceoboaHoro Kb nokasaHa Tepa- | tua [BB,, (MHoraa Heo6XxoAMMbl BbICOKME [03bl
Mn1a BbICOKMMM l03amu BB,, napeHTepansbHo BB,, BHyTpb).
UIN BHYTPb).
HewnsBecTHa (Oaxe y NoXunbiX NauneHTOoB, BoisBnsaetcay 10 — 20 % noxunbix Nogen, ¢
PacnpocTpaHeHHOCTb | ymeloLLmx caMblil BLICOKMIA PUCK). MEHbLLEN YacTOTOM - U B APYrMX BO3PacCTHbIX

rpynnax.
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JI0JIed; Y 3I0pPOBOTO 4YEJIOBEKAa B KPOBU MOXKET LUP-
KyaupoBath 10 2 % runepcerMeHTHUpPOBaHHBIX HeM-
TpodunoB (umeromux Oojiee 5-TH SIEPHBIX JOJEH).
VY GonpHBIX MA KOIMYECTBO 3THUX KIJETOK IPEBbI-
maetr 5%. ['mnepcerMeHTUpOBaHHBIE HEHUTPOQPUIIBI
BhIABIAIOTCA y 98% mauunentos ¢ [[BB,,. Coueranue
TUIEPCErMEHTAallnd HEUTPO(UIOB C MaKpOOBaJOH-
TO30M SIBJISICTCSI 4yBCTBUTEIBHBIM (96 — 98%) TecTom
auarnoctuku J[BB,, UyBCTBUTEIBHOCTH 3TOTO TECTa
CHIDKaeTcs 10 95% y nui, 310ynoTpeOnsiomux an-
koroneMm. Kpome rumepcerMeHTanuu HEHTpOoQuIoB
npu TspkesoM J[BB,, wacto pasBuBaeTcs JieiKorie-
HUS Pa3IUYHON CTENEHU BhIpakeHHOCTH [3, 4, 9, 13].
XapaKkTepHBIM U 4aCThIM MposiBiicHueM J[BB , sBiser-
csl TPOMOOLIUTONIEHUS], CTEIICHb BBIPAKEHHOCTH KOTO-
poii MOXKeT OBITh PAa3IMYHOM OT JIETKOH 10 TSKEJION ¢
reMOpparu4ecKuMHU MpOsIBICHUAMH.

KoctHomo3srosoe kposerBopenue mpu J[BB,, xa-
pakTepusyeTcs cneuupuIecKuMU U3MEHEHUSIMHU, CyM-
MapHO XapakTepH3yeMbIMH KaK MeraaodiacTHOe Kpo-
BeTBOpeHHe. MeranoOnacThele usmenenus npu (BB,
o0ycnoBiensl HapyeHnuem cuHTe3a JJHK, B MeHbmeit
crenend PHK u cunresa 6enkos. Meranobaactel — na-
TOJIOTHYECKH WM3MEHEHHBIE KJIETKH, UMEIOIIME CIel-
npuyeckre MOpQONOrHUecKre HU3MEHEHHUs, XapakTe-
pU3YIOIIUECS HATUUUEM 5IEPHO-IIUTOIIa3MaTHYECKOM
JUCCOMalny (aCHHXPOHUH): HE3PENIOCTBIO sapa C
MEJKOCETYaThIM XPOMAaTUHOM (HapylIEeHHEe CHHTe-
3a JIHK) 1 oTHOCHTENBHOH 3pENOCThbI0 IHUTOIIA3MBI,
yBEJIUYEHHEM DPa3MEpOB KIETOK (HapylIeHHE CHHTe-
3a PHK u Genkos). BenenctBue Hapymienust cunTesa
JHK wmeranobnacTHbele KIETKH COACPKAT YBEIHYEH-
Heiid Habop JAHK (auniounHblf, TeTpariongHbIN),
4acTO C OCTAHOBKOHM KJIETOYHOrO IUKJA B S-daze [9)].
Merano6nactubie nsmenenus npu JIB, ) mpoucxoast B
KOCTHOMO3TOBBIX KJETKaX, JMUTENHaIbHBIX KJIEeTKaX
cnuzuctont KKT (cnu3uctoit poTorioTku, si3bIka, TOH-
KOI0 KHMIIEYHHUKA), IEHKH MaTKH, BJarajiuiia, Moue-
TOYHHUKOB. OHAKO, BRIPAKEHHBIE MErajo0IacTHbIE U3-
MEHEHUS 0OTMEUAI0TCA, KaK MPaBuio, B kiaeTkax KM [9].

[Tpu uccnenoBannn KM oOHapy KMBalOT TPEXJIu-
HEHHYIO THNEPIIA3uI0 (3PUTPOUAHOTO, MHEIOHIHO-
ro U MErakapuoLMTAapHOIO POCTKOB). XapaKTepHOU
0COOEHHOCTBIO SIBISICTCS SPUTPOUIHAS TUIIEPIIIA3Us
W Hajau4upe OOJIBLIIOTO KOJMYECTBA METrajio0iacToB.
Crenenb remorioornnuzannu kinetok KM pasznuyna: y
HEKOTOPBIX OOJIBHBIX MPAKTUYECKH OTCYTCTBYIOT OK-
cuunbHble HOPMBI METan00JacTOB, H MOITOMY IPU
npocMoTpe Maska KM co3naercss BHeuyaT/IEeHUE «CH-
Hero KM». OputponHas runeprniasus NpUBOAMUT K
CHIDKEHHIO KOod(pHUIMeHTa «JIelKo/Aputpo» ¢ 3:1 1o
1:1. IIpospurpobaactel mpu (BB , cTpanaroT MeHbLIE,
4yeM OoJiee 3peible PUTPOHUIHBIC KIETKH, IS HUX
XapakTEepHO JHUIIb YBEIMYEHHE pa3zMmepa (mpomera-
nobnacTel). MeranoOnacTHble M3MEHEHMS, Kak Ipa-

BHWJIO, 3aTParuBalOT MPOMEXKYTOUHBIE U OPTOXPOM-
HBIC CTaJUU Pa3BUTHS 3pUTPOOIAcTOB. B pesymnbrare
3TUX m3MeHeHui okoso 80 — 90% meranoOIacTHBIX
SPUTPOUIHBIX KJIeTOK THOHYT B KM 1 mornomarores
KOCTHOMO3TOBBIMU MaKpo(aramu, 4To U COCTABISCT
CYIIHOCTh HE3(P(PEKTUBHOTO IPUTPOIIOI3A U BHYTPH-
KOCTHOMO3T0oBOro remonin3a [3, 4, 9, 13].

Jleiikormoa3 mpu  JIBB, Takxke HapymiaeTcs.
OOBIYHO a0COJIFOTHOE KOJIMUECTBO MUCIIOMIHBIX KJIe-
TOK YBEJIUYCHO U OHH HMCIOT METaJIO0IaCTHBIE YePTHI:
YBEIUYCHHBIC B pa3Mepax KIJIETKH MMEIOT IMOJIHCEer-
MEHTHUPOBAHHBIE sJipa. XapaKTEPHOH 0COOCHHOCTBIO
SIBIIIETCS] MOSIBICHUE TUTAHTCKUX METaMUEJIOLUTOB.
Merano01acTHbIC U3BMEHEHUS B MUCIIOUTHBIX KJIETKAaX
XapaKTEepU3YyIOTCS MOABJICHUEM SAep MNPUUYIIUBOU
(hOpMBI, B KJIETKaX TMOSBISIOTCS HEOOJBIIUE BaKyO-
nu. Jlaneko 3amieniivie MeraioOlacTHble U3MEHEHUS
KOCTHOMO3T'OBOI'O KPOBETBOPEHUS XapaKTEPU3YIOTCS
CHIKEHUEM KOJMYECTBA MUETOUIHBIX KIETOK [3, 4,
9]. KonnuecTBO MerakapuouuTOB OOBIYHO HOpMajb-
HO, HO TIPU TSDKEJIOH aHEeMHUU HAOIIOAAaeTCs YMEHb-
LICHUE KOJUYECTBA METaKapHOLUTOB, B sIpax KOTO-
PBIX OTMEYAKTCS MErao0IacTOUHbIC H3MCHEHUSL.
XapakTepHO MOSBICHUE IMICEBAOTUIMEPIIONTHOCTH
siiep MerakapuonutoB. OTMmedaeTcss OCBOOOKICHUE
00JIBIIKUX ()PArMEHTOB IIUTOIJIA3Mbl METaKapUOLIUTOB
C TMOCJIEIYIOUIUM TOSBJICHUEM B KPOBU THTAHTCKUX
TpOMOOIIUTOB. DTU M3MEHEHUS MPUBOAST K pa3iind-
HBIM HapylIeHUsM (YHKIIHOHAJIBHBIX CBOMCTB TPOM-
oouwuToB [3,4,9].

Jo mpoBeaeHHS CTEPAHJIBbHON MYHKIIMU MPOTHU-
BOIOKa3aHo BBeneHue BB, n Hasnauenne ®K (maxe
OJlHa MHbEKUMA BB , NpMBOAUT K MOJIHOH TpaHchop-
Mallid MErajio0JacTHOTO THUIIA APUTPOIIOI3a HA HOP-
MoOnacTU4eckuil B TeueHue 12 — 48 4acoB; OATOMY
uccienopanue mynkrara KM nocne BBenenus BB, Oy-
JIeT MaonH(popMaTuBHbBIM) |3, 4].
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OPUTHANDBbHI OOCHIAXEHHA

Muponenxo I'.A.

AV «Incmumym 2emamonoeii ma
mpancyszionozii HAMH Ykpainuy,
m.Kuis

ACOLIATUBHUN 3B’A30K
EPUTPOLUUTAPHOIO AHTUIEHY CY
CUCTEMU PE3YC 3 AYTOIMYHHOIO

FrEMONITU4HOIO AHEMIEIO

Knrouogi cnosa: cucmema Pesyc, an-
mueen C", aBMOIMYHHA 2eMONIMUYHA
amemisi, penomun, PusUK 3ax60pio-
BAHHSL.

Pesrome. Onucyemocs anmueen CYcucmemu Pesyc, 11020 po3nosciodcenHs
ma ceponoeiuni ocobaugocmi excnpecii ceped npeocmasHuxie Llenmpanvro-
Vrpainceroi eenoeeoepaghiunoi 30nu, a  maxodc y X60pux Ha aymoiMYHHY
eemonimuuny anemiio (AIIA). Ilposedeno cmamucmuyuny oyiHKy acoyitiosa-

Hocmi ekazanoeo anmueeny 3 AIIA sk 8ipocioHo20 mapkepy pusuxy 0ano2o

3AX60PIOBAHHAL.

BCTYN

Ictopis BigkpuTTs aHTuUreHiB cuctemu Rhesus
Oepe movarok 3 1940 p., konu Jlanamreitnep i Binep
IMyHI3yBajl KPOJMKIB i TBIHEWCKUX CBUHEH €PUTPO-
LUTAaMU MaKaKd pe3yc i OTpUMalid aHTHTiNa, KOTpi
arTIOTUHYBaIH NPUOIHU3HO 85 % epUTPOLUTIB TeCTO-
BaHMX JIOjIeH. BimoBiiHa aHTUTreHHA JACTepMiHAHTA
Oyna Ha3BaHa UUMHU gochigaukamu Rh-daxtopom [1].
Pokom panime JleBin u CTeTcOoH onmucanu aloaHTH-
TiIa 3 MOAIOHOK crienudivHICTIO, BUIJICH] 13 CHUPO-
BaTKM KpOBi *kiHKHM micis abopty [2]. Lli pesynsratu
BUSBUJIM POJIb CHCTEMH pE3yC B MATOr€HE3l reMo-
JITHYHOI XBOPOOM HOBOHAPOIKEHHUX 1 TSIKKHUX KJIi-
HIYHMX YCKJIaJHEHb Ipu remMorpancgysisx. Bigomo,
mo anoaHTuTina, Bigkputi Jleinum u CreTcoHOM
(aaTH-D anTHTING), OynHM HampaBieHi MPOTH CaMOTO
BaYKJIMBOT'O aHTUTeHY cucTeMbl Rhesus — D-aHTureny.
HemonudikoBani nosnauennss Rh*™ abo rh-, mo Buko-
PHCTOBYIOTHCS B IIMPOKIH JIIKApCHKil MPaKTUL, BiAO-
OpakaloTh caMe IPUCYTHICTh YH BiJICYyTHICTh aHTHUTe-
Hy D Ha epuTpouuTax.

3rogom, micas BiAKpUTTS D-aHTUTeHY, Oynu
OIMCaHl HaWOUIBII Ba)XJIMBI JOJATKOBlI aHTUIE€HU
cucremu Rhesus — C, ¢, E, e i BinnmoBigHi iM aHTH-
Tija, a Takoxk cinabki Gopmu D-antureny. Kminiuna
3HAYUMICTh cucTeMu Rhesus BH3HAYa€THCS BUCOKOIO
IMYHOTEHHOI aKTHBHICTIO JIeSIKMX i aHTHICHIB, Ha-
BITh B 1y’K€ MaJIUX KiJIbKOCTSIX, 110 MOXKE IPU3BOAUTH
JI0 TEMOJIITUYHUX YCKJIaIHEHb MPH MPOBEICHHI reMO-
KOMITOHEHTHOI Teparnii abo Iij 4ac BariTHOCTI.

Ha Tenepimniii wac inentudikoBano Oinpie 50
Rh-anturenis, iX KiAbKICTh IMOCTIHHO 3MIHIOETHLCS,
OCKUJIbKM O10XIMIYHI 1 T€HETHYH] TOCIIIKEHHS BHO-
CSTh CBOI yTOUHEHHS. BibIIiCTh aHTUTEHIB CUCTEMU
Rhesus mpencraBnsioTh HayKOBUH iHTEpeC, TOHI SK
JUIsl IPAKTUYHOI MEOULUHHU BaKJIWBI 5 aHTUTEHIB,
KOTpi € cunbHUMH iMyHoreHamu: D, C, E, ¢, e. Came
BIMOBIAHI 1M aHTUTINA TPU3BOIATH JI0 KIIHIYHHUX
npo0Oem, nos’s3aHuX 3 Rhesus-cucremMoro, Ok HixK
y 99 % Bumnaskis [3].

Komrureke anTtureHiB Rhesus mae BupimanabHe
3HAYeHHS I CTaOUIBHOCTI CTPYKTYpH MeMOpaHu
eputpountis. Tak, Rh_ eputpounTn, B sKMX HEMae
pe3yc-0inKiB (XapakTepHO Il CTOMATOIUTIB 1 cde-
POLIMTIB), MiAIATAIOTH TEMOJI3Y 1, AK HACIIIOK, MPO-
BOKYIOTb PO3BMTOK reMoniTuuHoi anemii. Ha Rh -
KJIITHHAX BiACYTHI LW-anturenu, FyS5-aHTUTEH CHC-
temu Duffy, i y HUX ocnmabiieHa eKcipeciss aHTHTeHiB
S, s i U. Rh 611x# € TocepeTHIKOM KJTFOYOBHUX B3a€EMO-
Iili 3 OCHOBHUMH €JIEMEHTaMH IIUTOCKEIETY 3aBIAKU
01Ky 4,2 1 aukipuHy. OcTaHHI TOCITIKEHHS B 00J1ac-
Ti (DyHKIIOHAIBHOTO 1 CTPYKTYpPHOTO MOJEIIOBaHHS
MOKa3yI0Th, O EPUTPOIUTAPHI aHTHTeHH Rh-rpynun
€ YJICHAMHU JIPEBHBOTO CiMEHCTBa OINIKIB, IO OEPYyTh
y4acTh Y TPAHCIIOPTi amiaky [4].

VcraHoBiaeHo, 110 aHTureHu Rhesus cucre-
MH KOHTPOJIOIOTHCS JBOMa BHCOKOTOMOJIOTIYHUMU
ctpykrypaumu reramu RHD i RHCE, mo micTsaTb-
cs B yokyci RH mixk 1p34.3 Ta 1p36.1 Ha KOpOTKOMY
rredi xpomocomu 1 [5]. RH-m0Kyc pe3yc-mo3uTuBHUX
oci6 mictuth nBa pisHux reHa — RHD u RHCE, y pe-
3yc-HeratuBHUX ocid rer RHD BiacyTHiii Ha TBOX TO-
MOJIOTIYHHX XPOMOCOMaX.

3HauyHUH TTOTTIMOP(}i3M aHTHTEHIB EPUTPOIIUTAPHOT
cuctemMu Pesyc € pe3yipraToM MyTalliid BiIIOBITHOTO
reHeTHYHOro JIoKycy (B Mexkax reHiB RHD i RHCE).
Anturen C%, Bigkputuii Kammenmepom, Pelicom i
[leitkocom y 1946 p. [6], € MyTOBaHUM BapiaHTOM aHTH-
reny C. B ek3oni cDNA BifgOyBaeThcs 3aMiHa aJieHiHY
B 122-iif mo3u1ii Ha TyaHiH, M0 COPUYUHSE aMiHOKHC-
JIOTHY 3aMiHy B 41-i#f mo3umii (TTIoTaMiHy Ha apriHiH)
B TIEPIIii TIETITi eKCTPaIETIOJIIPHOTO TojTinenTuay Rh
[4]. Aaturen CV Ma€ CTPYKTYpHI BiIMIHHOCTI Bij aH-
tureny C, 1 B TOU jK€ Yac BOHH HE € aJIeIISIMU, X04 1 Ma-
I0Th TIEBHY T€HETHYHY 3UETUIEHICTh. 3T1IHO HOMEHKJIa-
typu ISBT (Blood group terminology 2004: from the
International Society of Blood Transfusion committee
on terminology for red cell surface antigens) anturen
C¥ (rth*") no3unaueHwuii sk RHS.

IcHye KisTbKa TIOTE3 1010 TTOXOYKEHH I MaJTOBUB-
yeHoro C¥ aHTHTEHY. SIKIIO TPUITYCTUTH, 10 AHTHTEH
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C¥ € ceponoriunuM npoaykrom anensi C/c rena RHCE,
TO B TAKOMY BUIIQJKY CPUTPOLHUTH reTepo3urot CV/c
He noBuHHI Mictutu aHTuren C. [Ipore CY+ (mo3m-
THUBHI) €pUTPOLUTH YaCTO HECYTh Ha COOI OIHOYACHO
antured C i, HEpPiJIKO, aHTUTEH ¢ [S], TOOTO HE JBa, a
TPH aHTUTEHH, 10 HE € TUTIOBUM JJIsI 3BUYAHOT'O PO3-
noxiny anturexiB B penorumni Rh-Hr.

[Ipu mpoBenenHi HamMu (HEHOTUITYBaHHS 3pa3KiB
EPUTPOLUTIB 3J0POBUX OCI0O KOHTPOJIBHOI I'pynu Ta
XBOpPHX Ha aBTOIMYHHY T€MOJITHUHY aHEMilO0 BCTa-
HOBJIEHO, 1110 Ol/IbIIE MOJOBUHM 0cCi0, HOcIiB C¥ Malin
Tpu auturenu: CcC"v.

Inma rimoTesa, 1o Bci renn RH, mo konyoTh aH-
turen C¥, IPOAYKYIOTh ogHOYacHO i anturen C, He
nigTBepaunacs GakTHUHUMHU pe3yibTaTaMu CepoJio-
TIYHUX JTOCIIJKEHb, KOTPI CBITYaTh PO TE, IO ICHY-
I0Th aliell, SIKi MPOAYKYIOTh OJJHOYACHO aHTUTeHn CV
ic, ane He C [S]. AaTuren C¥ 4acTKOBO JIOMIHY€ HaJ|
¢, @y MPOCTil 031 caM 3HAXOAMTHCS i YACTKOBHM
nominyBaHHsM C [7].

B pamkax cuctemn Pesyc uwactota antureny C¥
BiTHOCHO HHU3bKa: CEpeJl EBPOIICOI/IiB BOHA CTAHOBHUTH
1-7 %, nemo BuIa cepen HaceneHHst CKaHIMHABIT (J1a-
TUIIIB, QiHIB Ta caamiB) — Bix 7 10 9% [8]. AnTHreH
C¥ Mae BUpa)KeHI aHTUTEHHI BIACTHBOCTI 1 BUKJIMKA€E
yTBOpeHHS aHTH-CY aHTHTLN y 0ci0, IO HE MAaroTh
LBOTO aHTUTEHY y CBOEMY (PEHOTHII, Y TOMY YHCIi H
y oci6 13 CC denorunoM. 3a CBOIMH IMyHOT€HHUMU
BJIacTUBOCTSIMH anTureH CV 3aiiMae OiHy 13 MPOBIAHUX
MO3UIIH cepen MiHOPHUX TpaHc(y3iiHO HeOe3MmeuHnX
anTHureHiB. Tak, 4acToTa BUSBICHHS aHTH-C" aHTUTLI
cepen ceHenOLTiZ0BaHuX 0¢i0 ckiagae Big 1 1o 2% [9].
Sx mpaBuno, antu-CY aHTHUTiIA MalOTh TeMOoTpaHcdy-
3iliHEe MOXO/KEHHsI, aje MOXKYTh OyTH HAcJiJKOM He-
CyMicHOI 3a aHTureHoM C BaritHocTi. Crij 3a3Ha4yu-
TH, 0 aHTureH CV Hije y IpUPOJIi HE 3yCTPIUaEThCs,
OKpIM SIK Ha €pUTPOLMTAX JIIOAUHU, TOMY iMYHI3allis
HeaJIOTeHHUM IIJISTXOM BHKIIIOYA€ThCs [S].

[Tpu AIT'A BigOyBaeTbcsi MONIKJIOHATBHA aKTHBA-
uist B-niMonuTiB i3 HACTYMTHOIO MPOAYKIII€I0 aHTUTLT
SIK TIPOTH €PUTPOLMTAPHUX AHTHIEHIB MEBHHUX CHC-
TEM, TaK i MPOTH TaK 3BAaHUX «yHIBEPCAIBHHUX», TOOTO
CHIJTBHUX JUJIS BCIX JTHOJICH, HE3aJICKHO BiJl (DEHOTHITY.
3MiHa aHTUTEHHOI CTPYKTYPH KJIITHHHOI MeMOpaHH
CPUTPOLUTIB 1 BUBUIBHEHHS! MPUXOBAHUX aHTHICH-
HUX EMITOMIB, SIK HACIiJOK BIUIMBY OaKTepiallbHUX
TOKCHHIB, BipyCiB, JIiKapChKHX 3aC00iB, sI/IiB TOIIIO, Ta-
KOXK MOYE MPU3BOJUTH A0 (POPMYBAHHS aBTOAHTHUTLNI
i cipuunHITH po3BUTOK AIT'A. AyToiMyHHI aHTHEpH-
TPOLIMTAPHI aHTHUTINA (HEMOBHI TEIIOBI arIFOTUHIHU,
[0 3yCTPIYAIOThCS B TEPEBaXKHIHM OLIBIIOCTI BUMAJ-
KiB) 3a3BHYail HapaBIleH] MPOTHU TIIKOMPOTEiHY, KO-
TPHl IPUCYTHIN MPaKTUYHO Yy BCiX 0OCi0, HE3aJIeKHO
BiJ PE3yC-HANEKHOCTI (BUHATKOM € (hpenorun Rh_ ).
3asnavenuii riuikonporein (th , Rh-total) € wactunoro

BEJIMKOr0 MEMOPaHHOT'O KOMILIEKCY aHTHUIEHIB CHC-
Temu Resus, sskuil HeOOXiJHUI sl TPaBUIIBHOI Mpe-
3eHTalll HOoro CKiIagoBUX. Takl aHTUTIIA HA3UBAIOTh
antu-Rh29 (antu-Rh B 1inomy), 60 BoHH B3aemomi-
I0Th 31 BCiMa 3pa3KkaMiu THUIIOBAHOI MaHEeNl epUTPOLH-
TiB. [HOAI 3ycTpiualoThCsl BU3HAUYEHO pearylodi aHTH-
Tina: antu-e, antu-C, antu-/, antu-P [10].

BruB aHTHreHiB B MeKaxX CHCTEMH pe3yc Ha
CXWJIBHICTh JO TIEBHUX 3aXBOPIOBaHb BHMBYEHO JIO-
CHTb MaJIO B MOPiBHIHHI 3 aHTUTeHamMu cuctemu ABO.
Yacrime 3a Bce AOCTIIKEHHS CTOCYIOTHCS aHTHICHY
Rh (D), piako — MiHOPHUX aHTUIEHIB cucTeMH Resus.
Janux npo BuB4YeHHS aHTHreny CV B aclieKkTi Horo aco-
miamii 3 reMaToNOriYHUMH 3aXBOPIOBAaHHIMH, 30KpeMa,
3 AIT'A, B ocTymHiil niTepaTypi MU HE 3ycTpidaiu.

META POBOTH

BuBunTH 9acToTy 3yCTpiuaeMoCTi €pUTpPOIHUTAP-
HOTO pe3yc-anTureny C"y xBopux Ha HaOyTy AI'A B
TOPIBHSIHHI 3 MOMYISAIHHAM KOHTPOJIEM IS OLIHKA
#oro acorioBanocTi 3 AITA.

MATEPIAJIU TA METOAWU OOCNIAXEHHA

O6crexeno 19xBopux HaHaOyTy AITA. [nionarny-
Hi popmu ckiananu 13 BUNaAKiB; CAMIITOMATHYHI, K
reMOJIITHYHHI KOMIIOHEHT OCHOBHOT'O 3aXBOPIOBAHHSI,
crioctepiraiu y 6 ocio, (pOHOBUMH 3aXBOPIOBAHHIMHU
st sikux Oynn: MJIC (pedpakrepHa anemis), Hecre-
nuGIUHAN BUPA3KOBHH KOIIIT, Tenatut C, ayTOIMyHHIA
rernaTuT, CUCTeMHUM yepBoHUW BoBYak, B-XJIJI, ma-
KpornoOyniHemist Banpaencrpema.

Kontponsry rpyny (n=245) cTaHOBUIN TPaKTHY-
HO 37I0POBi 0COOH JOHOPO3JIaTHOIO BiKY (JaHi JT0CIi-
JDKEHBb Y MEKax BHKOHAHHS MiXraiay3eBol mporpamu
«3mopoB’s Halliiy). AHTUTeH CV BUSBIISLIM MIKPOMETO-
IoM y reieBomy Tecti Ha ID-kaprtkax ¢ipmu DiaMed
(IIBeiimapis), KOTpi MICTSATh aHTHTiNIA, OTPUMaHi i3
CHPOBATKH JIIOINHU.

HemoBHi TemnioBi ayTOiMyHHI aHTHTiNIa 10 €pH-
TPOLUTIB Y XBOPHX BH3HAYAIIN B MPSIMOMY Ta HeETpsi-
MoMy Tectax KymbOca na ID-kaprkax LISS/Coombs
(IgG+C3d), mo MICTIATh KpOJSYy aHTUTIIOOYITIHOBY
CUPOBAaTKy Ta MOHOKJOHaJNbHI aHTH-C3d aHTHTI-
na. JInsg BU3HAYCHHS XOJIOAOBMX AHTHTLI BHKOPHC-
toByBanmu ID-kaptku «NaCl, enzyme test and cold
agglutininsy. Crenu@iuHicTh aHTHUTII BHU3HAYAIU
3a JIONIOMOTM THIIOBaHOI maHeni epurpouutiB ID—
DiaPanel cells 1-11 (DiaMed, lIBetinapis).

Jlnst  cTaTUCTUYHOI OOpOOKH OTpUMaHUX Ja-
HUX OyJI0 BUKOPUCTAHO PO3PAXYHKU 32 KPHUTEPIEM
Iipcona ¥, 3 ypaxyBaHHsM nonpasku Merca Ha 6e3-
nepepBHicTh Bapiailii [11], 3a HacTynHO0O (GopMyII0K0:

N(la -d| - |b+c| — N/2)?
* @+b)@+c)(b+d) (c+d)

ne a—xBopi Ha AIT'A 3 HOociem anTureny C¥,
b — 3moposi HoOciT anTHTERY C,
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¢ — xBopi Ha AIT'A, 1110 He HECyTh BKa3aHOTO aHTUTEHY,
d — 310poBi, 1o He HecyTh aHTUTeHY CV.
JloCTOBIpHICTB CIOCTEPEKYBaHOI acouialii BU3Ha-
YaJy 3a TAaOMHLSIMH ¥* 3 ypaXyBaHHSIM OTHOTO CTyIIe-
Hs1 CBOOOIH.
BigHOCHUIT pU3MK PO3BUTKY 3aXBOPIOBAHHS BH-
3Havaiu 3a kputepieM R (Metox Woolf) [12]:

L =1)
ne f — ¢pakuisg HOCIiB aHTUIeHY CEpel NAli€HTIB,
f, — bpakuis HOCIiB aHTUI'€HY B KOHTPOJIbHIN IPYIIi.

PE3YIIbTATU TA IX OBrOBOPEHHHA

Cepen obcTeskeHnx 19 XBopuX i3 HiarHo30M Ha0yTa
AIT'A y 18 BUSBIIEHO aHTHEPUTPOLUTAPHI aHTHUTLIA. 3
HUX y 15 B mpsmiit Ta Hempsamiit mpobax Kymbca Bu-
SIBJICHO HETOBHI TEIJIOBI arfIIOTHHIHH, ¥ JBOX XBOPHUX
— XOJIONIOBI arfIIOTHHIHY, B OMTHOMY BHIIAIKy — KOMOiHa-
ITisI TETUTOBUX Ta XOJIOIOBUX aHTUTLIL. Y OHOTO XBOPO-
T'0 aHTHEPHUTPOITUTAPHI AHTUTIJIA HE BUSBIICHO.

Buxoasun 3 oTpUMaHHX JaHUX BCTAHOBJICHO, IO
aatured C¥ TOCTOBIPHO HacTilIe 3ycTpiduaBcs B GheHO-
tam xBopux (9 3 19), Hix B KOHTpONBHIN rpymi (17 3
245), mo BiamosigHO ckiano 47,4 1 6,97 %. Kpurepiit
IlipcoHa >3 ypaxXyBaHHSM MONpaBKH MeTca ckiaB
28,07, cTaTUCTUYHA 3HAYUMICTH PI3HHUII MiXK 9aCTOTOIO
HOCIIB aHTUTCHY B TPYIIi MAII€HTIB Ta B TPy 340PO-
BHUX 0ci0 € moctoBipHOIO (p<0,001), M0 MATBEPAUIO
acormifoBanicTs anTureHy CV 3 AIT'A (Tabmums 1).

Kpurepiit BIZTHOCHOTO pH3HUKY PO3BHUTKY 3aXBO-
proBauHs (R), Bu3Hauenuit 3a merogom Woolf, ckiaB
12,07. OCKIbKHA BeJMYHMHA OOYMCIICHOI'0 IOKa3HUKA
CTAHOBUTH OinpIe 2, pu3uk po3BUTKY AIT'A y HOCIiB
antureny CY B TIOpiBHSHHI 3 iHIWBiZaMH, 0 HE He-
CYTb JaHOTO AaHTUTEHY, € 3HAYUMHM.

Bceranosnennss Rh-penornmny XBopux Ta TMOMIYK
antureny CV B JaHOMY CEpOJIOTIYHOMY OCIIIKCHHI
ITOKa3aB, 10 BKa3aHWH aHTUTCH y O1TBITOCTI BUTIAIKIB
OyB MpUCYTHIN ogHOYacHO 3 aHTUTeHOM C. Y 4UBepTi
XBOPHX BKa3aHWW aHTUTEH OyB B acoIliamii TiJBKHU 3
AQHTUTEHOM C, NMPUYOMY TUIBKH Y PE3yC-HeraTHBHHX
XBOpHX, BiAmoBimHO (opmytoun denotun CYcdee,
KUY OYB BIACYTHIN B KOHTPOJBHIN rpymi. Y 2/3 XBo-
pux (GEHOTHUIT MICTHB OJHOYACHO TPU aHTHTCHH, Bij-
moBiHO hopmytoun komOiHariro CCVe. B rpymi moHo-
piB, TO3UTHBHUX 3a C¥-anTUTEeHOM, 64,7 % 0Ci0 Man
tdhenotun CC¥¢, 29,4 % — perorun CC¥ 1a 5,9 % — C¥ec.
[Ipu oOcTekeHHI MAIIEATIB 13 TEMOJITUYHUMH aHEMIi-
SIMH 1HIIIOTO TEHE3y YacTOTa 3yCTPIIaEMOCTI aHTUTCHY
CY CTAaTUCTUYHO HE BIAPI3HSIACS BiJ MOMYJIAIIHHOI.

Hasommmo npukiman AIT'A B acomiarii 3 anTureHoM C.

[TamienTka JI., 19 pokis. JliarHo3: nHadyta AIl'A,
imionatugyHa popma. XBopoba Mae XpOHIUHUH Tepe-
0ir (xBopie 3 10 poKiB), TEMOTITHYHI KPHU3H CIIOCTEPI-
raroTecs 2-3 pasu Ha pik. [IpsMa Ta Hempsma mpodu

Kymb6ca pi3ko mo3uTuBHi (++++) sk B iepioa pemicii,
TaK 1 MiJ 9ac TeMOJITHYHOI Kpu3u. HemoBHi TemnioBi
AHTUEPUTPOLIMTAPHI aHTHUTINIA odicTenudidHi: peak-
1isl TO3UTHBHA 31 BCiMa 3pa3kaMK THUIIOBAHOI MaHei
eputpouuTiB. KpoB xBopoi BigHocutbes 1o A(ID) rpy-
1, pe3yc-HeraTUBHOTO THUITY, (EHOTHUII EPUTPOLIUTIB
3a cucteMoro pesyc CVedee.

BUCHOBKU

Briepmre B Ykpaini BHU3HA4Y€HO YacTOTYy aHTHTE-
Hy C% (6,94 %) cepen mpencraBHHKIB LleHTpampHO-
YKpaiHCbKOi TeHO-TeorpadigHoi 30HH.

VY xBopux Ha AII'A mOoCTOBipHO ITiJABHUINCHA dYac-
ToTa aHTUTreHy C¥, mo poOUTh WOTO BipOT1AHUM Map-
KEepOM PH3UKY JaHOTO 3aXBOPIOBAHHS.

BcTanoBIIeHO cepoITOTidHI 0COOIMBOCTI eKcIpecii
CV: 'y 2/3 XBOpHX Ta NMPEACTaBHUKIB KOHTPOIBHOI TPy-
v, TO3UTHBHUX 3a C¥, Rh-dheHoTHIT MicTHB 0HOYAC-
HO TPW aHTWUTEHH, BIATIOBITHO (QopMyroun KoMOiHa-
uiro CCVc, a'y 1/3 nocmimxenux ocid anturen CV ekc-
MIPECYETHCS OMHOYACHO JuIIe 3 ¢ a00 C aHTUTEHOM.

OCKiTBKM KOMIUIEKC aHTUTEHIB Resus mae BH-
pilmanpHe 3HAUEHHS IS CTaOIIBHOCTI CTPYKTYpH
MeMOpaH! €pUTPOLNTIB, MOXKHA MPUIYCTUTH: HasB-
HicTh aHTUreny CV y deHOTHII iHaMBi1a 0COOTUBUM
YUHOM 3MIHIOE CTaH KJIITHHHOI MeMOpaHH, o0 MOXKe
CIPUSTH 3pUBY IMYHOJIOTIYHOT TOJIEPAHTHOCTI 1 CMO-
HYKaTH JI0 CHHTE3y aBTOAHTHTIJ, He BUKJIFOUAIOUH Jii
IHIIUX TTATOTCeHETHIHUX (PaKTOPIB.
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ACCOLIMATUBHASA CBSAI3b
3PUTPOLIUTAPHOIO AHTUTEHA CW
CUCTEMbI PE3YC C AYTOMMMYHHOM
FrEMOJIUTUYMECKOU AHEMWUEW

Muponenxo I'.A.

Pesztome. Onucvieaemcsa anmueen C cucmemol Pesyc,
e20 pacnpocmpanenue U ceponocutecKue 0coOeHHOCmuU
aKcnpeccuu cpedu npedcmasumeneti Llenmpanvro-Yxpa-
UHCKOU 2eHo2eozpapuyeckoll 30Hbl, a makice y OONbHbIX
aAymouMMYHHOU 2emonumuyeckou auemuel. IIposedena
CMAamucmuyeckas OYeHKa accoyuupo8anHoCmu yKa3anoeo
anmueena ¢ AUT'A kax eeposimHo20 mapkepa pucka OaHHO-
20 3a001€6aHUSL.

Knrwuegwie cnosa: cucmema Pesyc, anmucen Cv, aymo-
UMMYHHASL 2eMONUMUYECKAdsi aHeMusl, (PeHOMUn, puck
3ab0nesanusl.

ASSOCIATIVE CONNECTION OF

THE ERYTHROCYTE ANTIGEN C%¥ OF

THE RHESUS SYSTEM WITH

THE AUTOIMMUNE HAEMOLYTIC ANAEMIA

Mpyronenko G.A.

Summary. The antigen C" of the Rhesus system is de-
scribed, its distribution and serological features of expres-
sion among the Central Ukrainian genogeographical zone
and also in patients with autoimmune haemolytic anaemia
are described. The statistical evaluation association of the
specified antigen with AIHA as a likely marker of risk of this
disease is given.

Key words: the Rhesus system, antigen C*, autoimmune
haemolytic anaemia, phenotype, risk of disease.
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LHumbantok-Borowun LII. >3,

Uleporcasna yemanosa «Incmumym
namonocii Kpoei ma mpancpysiinoi
meouyunu AMH Yxpainuy, m. JIvgie

23axionoykpaincekutl cneyianizosanuil
oumsyuti meOuuHull yenmp, M. JIbgie

3JIb6i6coKUTl HAYIOHANBHUL MEOUUHUL
yuigepcumem im. [anuna I'anuyvkozco

Knrouoei cnosa: ioionamuuna
mpomoboyumoneHiuna nypnypa,
oimu, emionozis, namozexes, dia-
2HOCUKA, NIKYBAHHSL.

[nionarnuna TpomOouuToneniyna mypmypa (ITII)
HAJICKUTH 10 TOrO THUILYy TPOMOOLMTOIEHIi, U SKO-
My BIZICyTHi €TiOJIOTi4HI YMHHHUKH i1 BUHMKHEHHS Ta
BHKJIFOUCHI BCl MATOJIOTIYHI CTaHHU, acOI[iHOBaHI 3 BU-
HUKHEHHSIM BTOPUHHOI TPOMOOLUTOIICHIi. PO3pi3HSAIOTH
roctpy Ta xpoHiuny ¢opmu ITII. Bonun npuHnmmoso
BiJIPI3HAIOTHCS YACTOTOO, IPOrHO30M XBOPOOU Ta Mij-
xofmamu 10 JikyBaHH# [1]. JloHenaBHa BBaXKaioch, 10
npu roctpiit popmi ITII KiAbKiCT TPOMOOIMTIB y Tie-
pudepuuHiii KpoBi HOPMaNI3y€eThCA MPOTIATroM 6 Mics-
miB. OnHak, OUIBIIICTE AUTSYUX IEMAaToJIO0riB 3axX1aHOL
€Bporu Ta [liBHIYHOI AMEPUKH HE TOTOIKYIOTHCS 3
UM BH3HAUCHHSIM, OCKIJIBKH Y 3HAYHOI KiJTBKOCTI JiTeH
3 ITII BigHOBIICHHSI TPOMOOIMTIB BiJOYBAETHCS Y MPO-
MDXKKY Big 6 10 12 micsiiB. Came ToMy, 32 peKOMEH/1a-
uiero International Childhood ITP Study Grup nns Bu-
3HayeHHs xpoHiuHoi dopmu ITII npuitmaerses i1 Tpu-
BaJTiCTh MOoHA 12 Mmicsis [4, 7.

Haituacrime roctpa ITII Tpamnserscs y amiteit
BikoM Big 2 m0 6 pokiB (ta0m. 1).
XJIOMYUKYU Ta JiBUATKAa XBOPIIOTH

IAIONATUYHA TPOMBOLUUTONEHIYHA
NMYPMYPA Y QITEA: OIATHOCTUKA |
NIKYBAHHA HA CYHACHOMY ETANI

Pe3tome. [Ipeocmasneno ocHOBHI acnekmu emiono2ii ma namo-
@izionoeii idionamuuroi mpomoboyumonenioi nypnypu (ITI1) y 0i-
metl, a MaKox;C NPUHYUNU KIAIHIYHOI ma 1abopamopHoi diacHoc-
MUKU I CYUACHO20 NIKYBAHHS Y020 3AXE80PIOGANHSL.

NMATO®I310NO0rIA IQIONATUYHOI
TPOMBOLUMTONEHIT

Harrington et al. (1957) ymepie 3ayBaskwia, 110 iH-
(y3sis mmasmu Bix xBoporo 3 ITII ingykye Tpombonm-
TOTIeHit0 y 31opoBux peunrieHTiB. [li3Hime Shulman
et. al MpoIEMOHCTPYBaM, 110 OCHOBHHM (HaKTOPOM
TaKOTO MaTOJIOTIIHOTO Tporiecy O0yB crienudiaamii IgG,
SAKUN 3B’I3yBaBCA 3 HOPMAJIbHUMH TPOMOOIIUTaMHU.
Leeuwen (1982) ynepiie inenTudikyBaB Ha MeMOpaHi
tpomboruTiB riikonporein [1b/I1la (CD41) sk nominy-
[0YMi aHTHreH. 3rigHo 3 Horo nanumu antutina (AT),
BUJIIEHI 3 TpoMOouTiB XxBopuX Ha [TTI, 3B’13yt0ThCs
3 HOPMAJIBHUMHU TPOMOOIIMUTaMHU 4epe3 TPoMOoIuTap-
Hui rmikonpoteiHoBuit komruieke [1b/I11a (CD41), ane
el (peHoMEeH He BIATBOPIOETHCS 3 TPOMOOLUTAMHU Y
XBOpUX Ha TpoMOacTeHito Glanzmann [2, §].

[ligBuieHa KiapKicTh crerudiuyHoro IgG Ha mo-
BEepXHI MeMOpaHH TPOMOOIMTIB MPOMOpIiHA CTyTIe-

Tabnuys 1

Oco6nuBOCTi rocTpoi Ta XPOHIYHOI igionaTu4HoOI
TpoMbGouUTONEeHIYHOI nypnypu y giten

3 OJJHAKOBOIO yacToToro. [lik po3-

BHTKY XBODOGW TpHIANAE HA 3Wi- OsHaku foctpa ITMN XpowniyHa ITT
MOBO-BECHSHMIl Tepiof, SKOMY Bik Hitn 2 - 6 pokis MigniTkn 14 - 17 pokis
b
nepenye piCT SaXBOpIOBaHOCTi Ha 3anexHicTb Big cTaTi Hemae LisuaTtka/xnonymkn 3:1
BipycHi indekuii. V 20% Bumaxis MonepepHin iHdekuinHnn 3asBuyan 1-3 TVXHI He xapakTepHo
.. .. aHamHe3 [0 noyaTky XxBopobu
roctpoi ITII y niteit po3BUBa€THCS , . )
XPOHiuHa (OPMa, KA TPAIAETHCS Ce30HHicTb BecHaHuin nepiof Hemae
HEpeBa)KHO ;)ﬂiB,an HiI)):[J'IiTKOBOFO MoyaTok BUHUKHEHHS XBOpOo6K | PanToBuii MocTtynosui
Biky (xiBuaTKa/xiomunkn 2 — 3:1) Kinekicte TpombouunTis MeHwe 20 I'/n 30-80T1/n
BinbI HiX y TPETHHH JiTeii 3 Xpo- EosnHoginis i nimgountos YacTto Pigko
HigHoto ITIT MoXyTh BUHHKAaTH | |96AHAHHA 3 @BTOIMYHHUMU | Yacro
. - o 3aXBOPIOBAHHSAMM
CIIOHTaHHI pemicii, a y 5% 3 HuX 2 -6 TuxHiB, piAKo
— peLII/I,Z[I/IBI/I XBOpO6I/I 3 iHTepMiTy_ TpVIBaJ'IICTb I'IepeGIFy XBOpO6|/| GinbL Tpl/lBéﬂO MlCﬂLl.l, POKHK
IOYUMU  EMi30[aMH TPOMOOIUTO- c . - XPOHIYHUI
- Mporkoa I'IOI(-)|TaHHI pewmicii pewLnauBYoYNil
y 80% Bunagkis nepe6ir
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HIO AecTpykiii TpomOorutiB nipu ITII. AyToanTuTina
(ayToAT) yacTo BU3HAYAIOTHCS y TJIa3Mi KpOBI UM BU-
JUISIOTHCS 13 TPOMOOLUTIB Y XBOPHUX Ha aKTHUBHY (op-
my ITII i pigko — y mepioa pemicii. 3HIKEHHS TUTPY
ayToAT Kopemtoe 3i 3pOCTaHHsM KiJIbKOCT1 TpOMOOLIU-
TiB y mepudepuuHiii kpoBi. TpombOouunT-acouifioBani
ayToAT Bu3HauaroThest y 75% nitel, xBopux Ha [TII.
CupoarkoBuii anTuTpoMOounTapHuii IgG BUSBIAIOTH
y 50 — 85% mamieniTs, a [gA — y moioBuHu XBopux. Y
HE3HAYHOI KiJIbKOCTI XBOPHX BU3HA4YaeThCs IgM, oqHak
y NO€IHAH] 3 THITUMH iIMYHOTJIOOYJIiHAMH.

AnturpombouuTapti ayToAT 3B’s3yloThcs 3 0Oa-
rarbMa BEIMKHMMU MEMOpPaHHUMH TIIKONPOTETHOBUMHU
KOMIUIeKcaMu d4epe3 Fab monekynsaphi cyOoauHui,
a came: gpllb/Illa i Ib/IX, gplV i la/lla. CupoBarkosi
ayToAT no TpombGouutapuoro gpllb/Illa xommuekcy
3 OHAKOBOIO YacTOTOIO HAsBHI SIK MpHW Troctpiii (68%
BUINAJKIB), TaK 1 IpH XpoHiuHii (62% sunankis) ITIL
TpomOonurapHi MeMOpaHHI TJHIKONPOTEIHH MaroTh
Pi3HI aHTHI'CHHI €MiTONH, IKi po3Mi3HaloThC ayTOAT.
Hanpuknazn, ayToAT MoXyTh pearyBaT 3 TJIIKOIPO-
tefaoM IIb um Illa i OyTH iIHTAKTHUMH A0 TIIKOMPOTE-
fnoBoro xomruiekcy IIb/Illa; TpomOonurapani ayToAT
MOXYTb 3B’sI3yBaTHCs 3 IIikonporeinom Ib um 1ba, on-
Hak y OiNBIIOCTI BUMIAKIB — 3 TIIIKOMPOTETHOBUM KOMII-
aexcoMm Ib/IX. CupoBarkosi ayToAT i ayToAT, Buaineni
3 TPOMOOLMTIB, HE3HAUYHO PI3HATHCS CBOEIO AHTHUTCH-
HOIO crienu(igHICTI0O MEMOPaHHOTO TIiKOIPOTETHOBOTO
KoMIutekcy. JlaHi mono BmMBY crenudiuHUX aHTH-
reHHux emironiB Ha mepeOir ITII y mireit € HeomHO3-
nayauMu. CupoatkoBi ayToAT mpu ITII 3B’13y10ThCS
3 niikociHromimgamMu i KapmiomimiHoM. Bimomo, 1o
anTudocdoniniam, ifeHTH(IKOBaHI BOBYAKOBOIO KOAry-
JSIIAHOK aKTUBHICTIO YW aHTHKAPAIONIIMIHOBOIO CIie-
uUQIvHICTIO, HA Yac BcTaHoBNeHHS fiarHo3y ITII Buss-
ast0Thes y 38% BUMANKIB, OMHAK IXHS POJIb Y PO3BUTKY
Ta 3aBEpIICHHI XBOpoOU € HeBu3HaueHow. Lli ayToAT
3B’I3YIOTHCS 3 TPOMOOIMTAMH 1 COPUYMHSIOTH PO3BHU-
TOK TPOMOOIIMTONEHIT 32 paXyHOK CKOPOYEHHsI TpHBa-
JOCTI KUTTSA KPOB’THUX IUIacTHHOK. OKpemi mkepena
CBiT4aTh, 10 ayTOAT MOXKYTB 3B’13yBaTHCS 3 TIIIKOIIPO-
TeTHaMH 1 aKTUBYBaTH TpoMOOLUTH [3].

Ponpb xaitunHOrO imynitety npu ITII 3anumaers-
Csl HEBU3HAUCHOIO, X0ua JIesKi BYEH1 OMHUCYIOTh (heHO-
TUNOBI Ta (YHKLIOHANBHI MOPYIIEHHS, IO YacTille
CIIOCTEPIraroThesl MpU XpoHiuHiN i1 gopmi. ¥V Takux
XBOPHUX CIIOCTEPIraeThes MiABUILEHHS KinbkocTi CD8'-
aimMpounTiB Ta 3HWKEHHS BMicTy CD4"-K1iTHH y iepu-
(epuuHill KPoBi, @ TAKOXK MOPYILEHHS BIacHOI JiMdo-
LUTapHOI cynpecopHoi pyHKLii [7, 9].

TpusamicTs xutTs TpomObouuTis npu ITII € ckopo-
YEHOIO 1 KOJMBAETLCA BiJ 2 — 3 IHIB 10 KIJIBKOX XBH-
JuH. Y JiTeH 13 JIerKuM i CepeiHiM CTyIeHeM TpoMOo-
LUTOMEHIi TPUBATICTD KUTTS TPOMOOLHUTIB € OLIBIION0
MOPIBHSIHO 3 THMH, B SKHX CIOCTEpIra€Thcs TAKKa il

¢opma. Cene3iHKOBa CEKBECTpALlisl MTOSCHIOE CKOPOUEH-
HS TPUBAJIOCTI KUTTS TPOMOOLIUTIB Y O1BIIOCTI XBOPHUX
niteit. OJHaK MeviHKa 1 HaBiTh PETUKYJIO-CH IO TETiaTbHI
KITHHE KicTKoBOro Mo3ky (KM) MoxyTh BinirpaBaTu
BEJIMKY POJb y cekBecTpauii HaBaHTaxkeHUX AT Tpom-
OoLuTIB, OCOOIMBO y XBOPHX 3 y’KE HU3bKUM PiBHEM
TPOMOOIIUTIB YU 3 TPHUBAJIOIO TPOMOOIUTOIEHIEO TTICIIsI
CILICHEKTOMII. Y AiTeH 3 TSHKKOK TPOMOOIMTOIEHIE
npu ITII crocTepiraeTbest 3pocTaHHs piBHA Makpoda-
raJbHOTO KOJIOHIECTUMYITIOIUOTO (PaKkTopa i 3HMKEHUH
piBeHb MOHOLMTapHO-TPOMOOLUTAPHOI (opMmarii, 1o
BIUTMBA€ HA CIIBBIIHOIICHHS KUIBKICTh TPOMOOIIUTIB/
TPUBATICTh KUTTSA TPOMOOLMTIB, a TaKOX Ha MOpY-
HIeHHs QyHKIIi CHCTeMH MOHOHYKJICApHHUX (DaronuTiB.
Cenesinka € Takox micteMm ytBopeHHs AT. V giteit 3
ITII, pe3aucTeHTHUX 0 TOPMOHOTEpAIii, CIOCTePIracTh-
sl 3MEHILECHHSI MacH CeJIe3iHKH, BTOPHHHE 301TbIICHHS
KimpkocTi niMdoigaux (omikymiB, MiHUCTHX Makpoda-
riB Ta EKCTPaMeIyJISIPHOTO MErakapioluTapHOro TeMo-
noe3y. [{i maTonoriuHi 3MiHU BiJOOpakaroTh ABi IaTOTe-
HETUYHI (QYHKII] CeNe3iHKU: MPONYKIiI0 aHTUTPOMOO-
mutapHux ayToAT 1 MakpodaranbHy AECTPYKLIIO TPOM-
OouuTiB. IluTaHHS uYM MerakapiouuMTomoe3 3a TaKUX
YMOB € DPEIyKOBaHUM, 3aJHLIAETHCS cripHUM. OmHaK
BiZloMO, 1m0 aHTUTpoMOouuTapHi ayToAT MOXyTh Ta-
KOX 3B’SI3yBaTUCh 13 MONEPEAHUKAMH METaKapioLHUTiB
y KM i Takum ynHOM OOMEXYBaTH MerakapiolHuTONo-
€3 1 BTOPUHHO BIUIMBATH Ha MPOAYKIIIO TPOMOOIHMTIB.
VY xBopux 3 HasBHICTIO ayTOAT 10 raiKompoTeiHOBOTO
komruiekey Ib/IX po3mip MerakapioluTiB € 3SMEHILIEHHM.
301bIIeHHS IXHBOTO PO3MIpPY 32 PaXyHOK IIHUTOILIA3MH
CcrocTepiraeThes pu HasgsBHOCTI ayToAT o riikonpore-
fHoBoro komriekcy 1Ib/Illa, o, oyeBuHO, BILITUBAE HA
MOPYIICHHS MPOAYKIIii TPOMOOIUTIB. 301IBIICHHS KiJlb-
KOCTI KOJIOHIEyTBOPIOIOUUX OJIMHUIP MEraKapiolUTIB
crioctepiraeTbest npu roctpidt 1T, 3MeHIIeHHsT — mpu
xponiuHi# [7, 11].

ono renotuny xBoporo 3 ITII, Touactime Tpa-
mIstoThes JtelikounTapui anturenn HLA B28, HLA
B12. JliTn 3 TaKUM T€HOTHIIOM MAIOThH ITiABHIIECHUN
pusuk po3sutky ITII [6, 9].

Takum unHOM, nnepekonnusuM € te, mo ITII cripu-
YUHEHA MOSBOIO CeHU(pIYHUX aHTUTPOMOOLUTAPHUX
ayTOoAT, sKi 3B’SI3yIOThCSI i3 BIACHUMH TPOMOOLIMTA-
MU, LIO Mi3HilIEe BUBOAATHCS 3 LUPKYISITOPHOTO pycC-
Jla MOHOHYKJIEAPHO-MOHOIMTAPHOIO CHCTEMOIO 4epe3
Makpodaransauii Fc peuentop. AytoAT npu ITII in
vitro He QIKCYIOTh KOMIUIEMEHT, OJHAK BOHU aKTHBY-
I0Th KOMIIOHEHTH KOMIUJIEMEHTY Ha MOBEPXHi TpoMOo-
uuta. IMyHHI KOMIJIEKCH BU3HAYAIOTHCS y JiTel, XBO-
pux Ha xpoHiuny [ TIIL, mpote ixHs ponb B iIMyHHIii Je-
CTPYKIii TPOMOOILUTIB 3aJUIIAEThCS CHipHOK. Poib
ayToAT, 1mo 3B’SI3yI0ThCs 3 MOAIOHUMHU aHTUTCHAMHU
Ha MerakapionuTax, y mopyumeHHi IpoayKuii Tpom0o-
LUTIB 3aJIMIIA€THCS HEB1JOMOIO.
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OPUTHANDBbHI OOCHIAXEHHA

Kuainiuna xapaktepuctuka ITII y aireii.

Tocmpa ITIT

V xBopux Ha roctpy ITII nouaTok 3aXBOpIOBaHHS €
panrroBuM. [Tpubnusnao y 84% Bunaakis 3a 3 THKHI 10
MOYaTKy XBOPOOM criocTepirainuch iH(eKuiliHi CTaHu.
Hai0inpin momupeHuMu cepesl HUX € Kip, KpacHyxa,
BITpsIHA BICMa, KAIUTIOK, CIMiJIEMIYHUI MapOTHUT, pec-
mipaToOpHi BipyCHI 3aXBOPIOBAaHHS, TepreTHYHa 1H(EK-
uist (herpes zoster), Epschtein-Bar-BipycHa iHdeKIis.
Toctpa ITII Takox MOXke PO3BUBATHUCS ITICIIsI TPOBEICH-
HsI BaKI[MHAIIIT (HAPUKJIa, BBEACHHS KUBOI BAKIIMHU
MPOTH HATYypalibHOI BicH 4u Kopy). HeoOxinHo 3a3Ha-
YUTH, 10 MaHidecTalis kpoBored npu roctpiit ITI y
JITEW 3a3BUYall € HE3HAYHOI, a KPOBOBMJIUBU Y T'OJIO-
BHUIT MO30K CIIOCTEpIraloThCcs MeHIle, Hixk y 1% XBo-
pux. Pigko Tparsietsest roctpa ITIT y miteid mipsmiTKo-
BOTO BIKY, IPOTE Y HUX MOXYTh CIIOCTEpIraThcsi Kpo-
BOTeYi, a mepebir XxBopoOdu Habupae QylbMiHAHTHUHA
xapakrep. ['octpa [TII y niteii 3a3Buuaii He € 3arpo3JIn-
BOO Juist kUTTs. CIIOHTAaHHI peMicii CroCTepiraloThes
y 90% xBopux. TpuBaicTh XBOPOOU KOJTHBAETHCS BiJl
KIJIBKOX JHIB JI0 KUJIBKOX MICSIIIB, Y CEpEIHbOMY 4 — 6
TkHIB. CrpusitiuBuil nporuo3 rocrpoi ITII y mireit
BiJjoOpaskae rmepesary roctpoi GopMu XBOpOOH y IIii
BiKOBil rpymi. ¥ miteit, xBopux Ha roctpy ITII, moxe
OyTH He3HauHUl cyOheOpuITiTeT, He3HAUYHE 301JIbIICH-
HsI ceJIe3iHKH criocTepiraeTbes y 10% XBopux.

Xponiuna ITIT

[Mouatox xponiunoi ITII mocrynoBwmii. Xapakrep-
HUH TPUBAJINK aHAMHE3 reMOparidYHuX MPOSBIB JIETKO-
0 i cepeqHbOro CTyNeHs TsuKKocTi. [lornepenHiit iHdek-
UiHHWA aHaMHe3, HasBHICTh TapsiukKd Yd 301IbIICHHS
cene3iHkM BiacyTHi. [liTn, XBopi Ha XpoHIUHY (hopmy
ITII, 3a3Buvaii MarOTh HECTIHKUH XapakTep mepediry
3axBOproBaHHs. Emizomm KpoBOTEY MOXKYTh TPUBATH
BiJl KUJIBKOX JHIB JI0 KUJIbKOX THKHIB. CIIOHTaHHI pe-
MICIT € PIJIKICHUM SIBUIIEM, a SIKIIO 1 €, TO HEMOBHI. Y
JESKUX BUIAJIKAX PELUIMBH XBOPOOH aCOIFOIOTHCS 3
MpoBeJeHHsIM BakuHarii. /lysxe pifko nepedir XBopo-
01 MOKe OyTH HEOUYIKyBaHO CHPUSTIUBUM. B okpemux
Bunajakax xponiuna [TI1 Moske acoriroBaTucs 3 ACAKU-
MU ayTOIMYHHUMH 3aXBOpPIOBaHHSIMH a00 (hOHOBUMH
CTaHaMH, K1 TPU3BOASTH JI0 PO3BUTKY aBTOIMYHHHX
poznafis (Tabdi. 2).

T'emopaciuni nposeu ITIT

I'emopariuni manigecranii [TI1 y niteit maroTs myp-
nypHui xapaktep. Koiu croctepiraroThest JHIIe eKXi-
MO3HI Ta MeTexialbHi BHCHIIAHHS, TaKy MypIypy Ha-
3UBAIOTh «CyXOIO». «Bonorow» myprypa BBa)kKaeThCs
TOJIi, KOJIM HASIBHI KPOBOTEY1 Y MOETHAHHI 31 ITKIPHUMHU
reMoparivHumMHu nposiBamu. [Ipu «Bomnoriidy» ¢opmi ITTI
3a3BUYail KUIBKICTh TPOMOOIUTIB € 3HUKEHOIO, CIIOCTe-
PIraeThesl BUCOKA YacTOTA YCKIIaHEHb XBOpoOu. Y 82%
XBOPHX MEPEBAKAIOTh LIKIPHI MPOSIBU T'eMOPariaHoOro
cuHApomy, y 43% JiBUaTOK IMiJUTITKOBOTO BiKY — MEHO-

Tabnuys 2
CTaHum, AKi YacTo noB’sizaHi 3 xpoHiuHoto ITMN y giten

ImyHopediumnT:
e 2inocamaenobyniHemisi;
e 3azarnbHul eapiabenbHuUl iMyHodegiyum.

NimdonponicdepaTMBHi 3axBOpIOBaHHSA:
e asmoimyHHul nimghonposnighepamugHuli CUHOPOM;
o niimgpoma [0OXKiHa;
e Hez200XKiHCbKa rnimgboma;
e 2ocmpa nimgbobriacmHa netkemisi

CucTteMHi BacKkyniTu:

e cucmeMHuUl Yep8oHUU 808YaK.
IHbekuii:

e gipyc imyHoleghiyumy rroduHU.

MmeTpoparii. KpoBoTeya micist TpaBMHU 3a BiJCyTHOCTI
CIIOHTaHHHUX KPOBOTEY OyBa€ y JiTeH, sIKi MalOTh Kilb-
kicth TpomOouuTiB moHax 50 [/n. TpomOouuToneHis
3 KUIBKICTIO KPOB’HUX IUIACTUHOK Yy Tepr(epHuHii
kpoBi 10 — 50 I/n, cnpuunHSiE CIOHTaHHI KPOBOTEHi
pi3HOroO crymens Tshkkocti. [lamienTu, siki MaloTh Kijb-
kicth TpoMOonuTiB MeHmre 10 [/, 3a3Buyaii Hanexarb
JI0 TPYIH BHCOKOTO PH3MKY LIONO TSKKOTO repeOiry i
JIETANBHOrO 3aBeplIeHHA XBOpoOH. CIOHTaHHI IIKipHi
remopariuni Bucunianus npu [TII nposBisitoTsCs y BU-
[JIs1/11 APIOHOTOYKOBUX METEX1H Pi3HUX PO3MIpIB Bif yep-
BOHOTO JIO ITyPIIYPHOT'O KOJIBOPY, SIKi IPH HATHCKaHHI HE
3HUKaIOTh. [lepenyciM nerexianbHi BUCHIIAHHS CIOCTE-
piraroTbcst Ha MepeaHild MOBEPXHI HHXKHIX KiHIIBOK Ta
HaJl KICTKOBUMH BHCTyIaMmMH (peOpa, JOMaTKu, Iuiedi,
TOMIJIKH, JUISHKA JIOHA), MICISX CTHUCKAHHS OMISTOM.
['emopariuni BUCHIIAHHS HA TOJOBI Ta IUUI criocTepira-
I0ThCsl pifme. Benauki myprnypHi MOBEpXHEBI eKXiMO3H
MOXYTb OyTH y IinsHLi cTeroH i cniuau. ExximMosu mo-
KYTbh TaKOX BUHHUKATH MICJIsl BEHEMYHKIII1, OHAK Kpo-
BOTEUi 3 UX MiCIb HE € XapaKTepHUMHU. ExXiMo3u mpH
ITII MoxyTh 3’sIBISATHCS HA OyAb-AKil AUISHII MIKIpH.
BoHu pigKo MoeAHYIOTHCS 3 MAMKIPHUMH KPOBOBUIIU-
BaMH Ta HE MOIIUPIOIOTHCS Y CYCiHI aHATOMIUHI CTPYK-
TypH, siKi Jiexkath rauome. Ciin BiazHaunTH, wo mpu [TIT
y IiTell 4acTo CIOCTEePIraroThCsl MPOSIBA TeMOPariaHoro
CHHAPOMY Ha CIM30BUX, OCOOIMBO POTOBOI Ta HOCOBOI
NOPOKHMH. IXHS HAsABHICTH 3a3BMYail CBiIUUTHL TIPO
TSDKKY TOCTPY TPOMOOLUTOMNEHit0. Y 0araThbox BHUIAI-
Kax Miclle KpOBOTEUi MOKE He BU3HaUaTHcA. [emaTypist
CBIJUUTH IIPO KPOBOTEUY 31 CEYOBUALIBHOI CUCTEMH, a
came: HUPOK, CEY0BOro Mixypa, yperpu. KpoBoTeui 3 ma-
PEHXIMH HUPKH TPAIUISIOTHCS pinko. MeHoparis Moxe
Oytu equaum cumnromoMm nipu I TIT 1 Boepue nposiis-
TUCh y ITyOepTaTHOMY Bili. ['acTpoiHTeCTHHANIBHI KPO-
BOTEYl 3a3BMYail MaHi(eCTYIOTh MEJICHOI alo pijie
OroBaHHSIM KpOB'10. JIOCHTB pigKo OyBalOTh KPOBOTEU1
y KOHIOHKTHBY 1 CITKIiBKY OKa.

KpoBoBuiuBHM y roioBHHUN MO30K (3a3BHYail cy0Oa-
paxHOiganbHi) € HAWOUIBII CEPHO3HUM YCKIIaJHEHHSIM
npu [TI1 y niteii pizHoro Biky. Bonu Tpamistorscs pia-
Ko, puOm3HO Big 0,5 10 1% BUNaaKiB TAXKKOI TPOMOO-
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uuToneHii. HalOinpmmii pu3uK BUHUKHEHHS IHTpaKpa-
HianpHUX KpoBoBUIMBIB y aiTeld 3 ITII cocrepiraeTses
IpH KiJIbKoCTi TpoMOonuTiB MeHIue 20 /1y noennanui
3 TAaKUMH JOJATKOBUMHU (PaKTOPaMHU PH3HKY, SIK TpaB-
Ma TOJIOBH, B)KMBaHHS JIe3arperaHTiB, apTepiOBEHO3HI
Manbdopmarii. OTxe, cama KiJbKiCTh TPOMOOIHTIB Yy
nepudepuyHiil KpoBi HE MOXKE BUCTYIATH MPEAUKTO-
POM PO3BUTKY CUMIITOMIB TS’KKOi KPOBOTEYi.

Enizoau remopariunoro cunapomy mpu ITII mo-
XKYTh BUHUKATU TicCIs TPaBMaTHYHHUX YLIKOIKEHb,
eKCTpaKIlii 3y0a, ToH3uIeKTOMIT 1 T.11. OnrcaHi BUNIa -
KM CIIOHTaHHOT'O TeMapTpo3y, SIKWH BUHUK YHACIiIOK
KoaryJonaTtii y moelHaHHi 3 TPOMOOIIUTOIICHIEIO.

JlaGopartopni o3naxku ITII y gireii.

Xapaxkmepucmuxa nepugpepuunoi Kpoei

[pu ouinni Maska nepudepruyHoi KpoBi HaiiuacTi-
LII€ CTIOCTEPIraeThCs aHI30LUTO3 TPOMOOIHTIB. MOXKYTh
BUSIBJISITHCH SIK MTATOJIOTTYHO BENIUKi, 3 —4 pm B Jgiame-
Tpi, TaK 1 MaTOJOTIYHO MaJli OPMH KPOB’THUX TJIACTHU-
HOK Ta IXHi ()parMeHTH, 110 EKBIBAJICHTHO MiKpOC(epo-
LUTO3Y 1 H30IMTO3Y. 3a3HAYNMO, 110 y Ma3Ky nepudge-
pUYHOI KpOBi B MOOAMHOKHUX BUMAIKaxX Ta y AyXe He-
3HAYHIH KiTBKOCTI MOXKYTh TparisiTUCS hparMeHTH Me-
rakapiouuTis. CepenHiii 06’eM TPOMOOLHTIB i cepenHiit
iX po3Mip 3a JaHUMH aBTOMAaTHYHOTO reMoaHasizaTopa
MOXYTb OyTH noMiYHUMU J1st BeTanoBieHust [TIT y ni-
Teil. HasiBHICTD BENHMKOI KIIBKOCTI MEraTpOMOOLUTIB y
KpOBi MPHU3BOAUTDH A0 301NIBILIEHHSI CEPEAHBOI0 00’eEMY
TpoMOoMTiB. [lOKa3HUK MIMPUHM PO3MOAITY TpPOM-
OOIMTIB TO 00’€MYy TaKOX € BHCOKHM, IO CBIJIYUTH
PO aHI30LMTO3 KPOBSIHUX IUIACTHMHOK. BBaxkaeTbcs,
IO MPHUCYTHICTH ()parMeHTiB METaKapioUUTIB y Mepu-
(epuuHiii KpoBi 3yMOBJICHA HaIMIpHOIO MPOAYKILEIO
TPOMOOIMTIB y BiANOBIIb Ha iXHIO JECTPYKLiIO MPH
ITIL. Cepenniit 06’em Tpom6Oormti npu 1TII Heminil-
HO Ta 1HBEPCIHHO KOPEIIOE 3 KIIBKICTIO TPOMOOLUTIB,
OMHAK HOro MOKa3HWUKU 3aJHMIIAI0THCS HOPMalbHUMHU
HaBiTh NPU BaxKiil TpomOonuromneHii. [lokasHuk ce-
pPEeIHBOrO 00°eMy TPOMOOIIUTIB € 3HAYHO HUKUUM IPH
TPOMOOIIUTOIIEHIT, acoIiioBaHii 31 CUHIPOMOM 30111b-
LIeHOT CeNe3iHKHU, ASSIKUMH MienonposidepaTHBHUMH
3aXBOPIOBAaHHSAMH, MPUHOMOM IMUTOCTATUYHUX CEepell-
HUKIB, CENTHYHUMH cTaHamu. JlaGopaTopHi NposBH
aHeMii, AKa 3a3BHYail Ma€ HOPMOLUTAPHUH HOPMOXPOM-
HUI XapakTep, BiAIOBIJAI0Th CTYIEHIO BUPaKEHOCTI re-
MOPAariyHOro CHHAPOMY. SIKIII0 KpOBOTEUi € MACHBHUMHU
1 TPUBAJIMMHU, TO BHACJIIJOK BTPATH 3aJ1i3a aHEMisl MaTu-
Me MiKpOLUTapHUH rinoxpoMuuii xapaxtep. [licis xpo-
BOTEYi MOKE CIIOCTEPIraTHCs PETHUKYIOLUTO3. 3arajibHa
KUTBKICTB JISHKOLIUTIB 1 JefKouTapHa (hopMyia 3a3Bu-
Yaii € HopMaJbHUMHU. Lli TOKa3HUKH MOXKYTh 3MIHIOBA-
TUCh BHACHIJOK TOCTPOI KPOBOTEYI, IO MPOSBISETHCS
MOMIpHUM HEHTPO(DiNb030M i3 HE3HAYHUM OMOJIOKEH-
HsM HelTpodinbHOTO psiny. Onucani BUNaIKd €03UHO-
¢inii mpu ITIL JlimbouuTos 1 HAsIBHICTH IHIIMX KIIITHH

TiM(0iTHO-MOHOIMTAPHOTO MOXOIKEHHSI CBiAYaTh PO
BipyCHY NPUYMHY BUHHUKHEHHS TPOMOOLIMTONEHI], Yac-
TO CHOpUYMHEHY BipycoM Epschtein-Bar (iHpeKuiiHUHI
MOHOHYKJ1€03) [10].

Xapaxmepucmuka zemocmasy

[pu owiHLi cCUCTEMU 3CiIaHHS KPOBi BUSIBISIOTHCS
MOPYIIEHHS TPOMOOLMTAPHOI JIAHKH: 3I0BKEHUH Yac
KpoBOTeYi, ciabKa 4M BiACYTHS PETPAKIisi KPOB'SITHOTO
srycTka. [lokasHUKM KOarymsuiiHOrO reMocTasy,
BKJIIOYAIOUH TPOTPOMOIHOBUH Yac, mapLiaIbHUI TPOM-
OomacTHHOBHH Yac i GpiOpUHOTEH, € B MeXaxX HOPMHU Y
nitelt 3 HeyckmnagueHoro ¢opmoto ITIL YV mia3mi xBo-
pHUX MOe OyTH HE3HAUHE 3pOCTaHHs IPOLYKTiB Ierpa-
nauii (iOpuHOreHy, miIBUILIEHUN PiBEHb OKPEMHUX CY-
OOIMHUIb TPOMOOLUTAPHOTO MEMOPAHHOTO TIIKOIPO-
teiny Ib [7], HopMmanbHU a00 HE3HAYHO ITiIBUIIICHUN
piBeHb TpoMbonoeTuny [10].

Xapaxmepucmuka KicmKo6o2o MO3Ky

3minn y KM mpu ITII y nmireit 3a3Buvaii € MiHi-
MaJbHUMH W OOMEXYIOThCS MerakapiolMTapHUM Ia-
poctkoMm. KinbkicTh MerakapionuTiB Moxe OyTH MO-
MipHO 30inbIeHo0. [Topsi 13 BETUKUME TParIsiOTHCS
Mool popMH MerakapiolHTiB 3 OAHIEI0 HYKJIEOJOIO,
MaJIOI0 LUTOIUIA3MOIO 1 HE3HAYHOIO KUIBKICTIO TPaHyIl.
ImoBipHO, Taki MOp(OJIOrivuHI 3MiHU XapaKTEePU3YIOTh
HaJMIpHY MPONYKLII0 TPOMOOLHMTIB Yy BIANOBIAL Ha
iXHIO MiIBHUINEHY AeCTPyKIit0. BHacmigok kpoBoTedi
MOke OyTH HOpMOOJacTHa TimepIiiasisi epuTporoesy.
['panynonuTapHuii MapocToK iHTaKTHUH. B okpemux
BUIAJKAX CIIOCTEPIra€ThCs CO3UMHOMLIIS, TIMPOLIUTO3.
Mopdoonoriuni 3Minn KM mpu roctpiif 1 XpoHIYHIH
ITII € inenTHuHMMH. 3a pe3yabTaTaMu  JIOCIIKSHHS
KM HeMOXJIUBO CIPOrHO3yBaTH Mepedir XBopoou.

HeoOxinHO Bif3HAYWTH, MO 3aJTHIIAETHCS AHUCKY-
CIMHMM MHUTaHHS IIOA0 JOLIJIBHOCTI BHKOHAHS [ia-
raoctrynol myHkuii KM y niteit 3 migo3poro Ha ITII
y IiTel mepe] MoYaTKOM TIIIOKOKOPTEKOiHOI Tepartii.
Xoua paiarHo3 JselikeMii € ManoWMOBIpHUM Y BUIAl-
Ky, KOJH aHaMHe3 XBOpoOH, (i3uKaibHe 00CTEKEHHS
1 TaHi OLIHKK Ma3Ka nepuepuvHoi KpoBi XapaKTepHi
st [T, mepeBakHa OUIBIIICTD KIIHILMKUCTIB PyTHHHO
BUKOHYIOTH acmipauito KM nepen iHiLiaabHOIO TOpMO-
HOoTepamieto. YnCIeHHI PeTPOCTIEKTUBHI JOCIi KEHHS
HABOJISITh HA JAYMKY, III0 TaKa MAHIIYJISIIS HE € He0O-
xignoto. Jlocmimxenns KM BumpaBaaHe y TOMy BH-
MajiKy, KO y JAiTel 3HM)KEHA KUJIBKICTh TPOMOOIMTIB
MOETHYETHCS 3 aTUIMOBUMH J1a0OPAaTOPHUMH O3HAKaAMHU
1 KOJIM iHIIlialibHA Teparlis He Ja€ 0a)KaHOTO TepareB-
TH4HOTO eexty. OuiHkKa MieJopaMu € OLTBLI MOMIY-
HOIO JIJIsl BCTAaHOBJICHHA 1HIIUX (OPM TPOMOOLMTOIIE-
Hil, K1 He MOxkHa Kiacudikysatu B ITII [2, 5, 6, 11].

Oyinka anmumpomoouyumapuux aemoaHmumin
npu ITIT

3 pOKy B piK BIOCKOHAJIOIOTHCS METOIU BH3HA-
YeHHs pi3HuX THMiB aHTHTpoMOounTapaux AT. OqHak
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OITIBIIICTB 13 IMX METOIB € TPOMI3AKIMHU 1 Y PyTHHHIN
MPaKTHLI He 3aCTOCOBYIOThCS. [lepeBakHO BU3HAYAIOTh
pi3Hi THNHX Ig, BKIIIOYAIOYN CHPOBATKOBI aHTUTPOMOO-
uurtapHi AT, moBepxHEBUH TPOMOOIUT-ACOIIHOBaHUN
Ig, 3aranpamii TpoMOounTapHUii Ig. Busnauenns antu-
TpombounTapaux AT MOBUHHO 3A1MCHIOBATUCE Y 1a00-
paropisix, B SIKMX BUKOPHCTOBYIOTbCS BHCOKOYYTIUBI
iMyHouoriyni metonu [4, 8, 9, 12].

HeoOxigHO Bi3HAYUTH, 10 HASIBHUM MO3UTHBHUN
pesynbrar anTuTpoMOonutapHux AT He € crmenudiu-
HUM A1 TpombouunTonenii npu ITIL, Tomy 110 minBuU-
LIeHa KOHLEHTpalis Ig y cupoBaTi KpoBi cnocTepira-
€THCSl Y XBOPUX 3 HEIMYHHOIO TPOMOOLIUTOIICHIETO 1 Ha-
BITh y JEAKHX 3710poBHUX 0ci0. HopmanbHi TpoMOOLIUTH
MICTATB y cBOIX a-rpanynax Ig. Voro kimbkicTs mpsamo
MpornopiiifHa 10 Ig, TKui MiCTUTBCS y CHPOBATLi KPOBI.
[Ipu axTuBauii TpoMOOIKTa 3 HOTO O-TpaHyJl BUBLIb-
HSETBCS TPOMOOIMTApHUH Ig, a TakoXK 1HILI TPOTETHU:
Tpombouupanuii gakrop 4, TpombornoOymin. Jeski 3
LUX MPOTETHIB MOXKYTH 3B’I3yBaTHCS Ha TPOMOOLIUTAP-
Hill TOBEPXHi, IO YTPYIHIOE IPABUJIbHY OLIIHKY HasiB-
HOCTI sIK TpoMOonuT-acolifioBanoro IgG, Tak i 3aranb-
HOro TpoMOonuTapHoro Ig, siki MaloTh JiarHOCTHYHE
3nauenHs npu ITII y aiteit.

BusiBnenust antutrpomborurapaux AT cydacHUMH
7a00paTOPHUMH METOAAMH (BHKOPUCTaHHS MOHOKJIO-
HanbHUX AT 10 cnerupiyHUX TPOMOOIUTPAHUX MeMO-
paHHMX TIKOMPOTEIHIB) HE Ja€ MOKIMBOCTI MiATBEPIH-
T [TIL. Li Tectu € ny>xe cnenupiqHUMH A5l BU3HAUYCHHS
MeMOpaH-acoriiiopanux AT, 38’13aHuX 31 cieluiYHIMA
TPOMOOLUTApHUMH Tiikonporeinamu. [Ipote BoHH Bce
i€ HE € JAOCTATHbO YYTIMBUMH, I[0O BHU3HAYUTH IXHIO
npUcyTHICTh y Oinbm Hik 85% xBopux. OTxe, 1i Tec-
TH 1I€ JOBrO HE OyIyTh BUKOPHCTOBYBATHCH Y PyTHHHIN
imyHonoriunii xiarnoctuui [TITy mitei [5, 12].

JAudepenniiina xiarnoctuxa ITII y gireii.

[epmum xpoxom y BusiBiensi ITII y miteit € no-
CIi/pKeHHsT epru(epruyHoi KpOBi 3 MiATBEPAKEHHSIM
3HUKEHOTO piBHS TpoMOonuTiB. CIliJl BpaxoByBaTH, 1110
TPOMOOLIUTONEHIsI MOYKe Oy TH HECIIPaBKHBOIO 32 paxy-
HOK CKYITYEHHS TPOMOOLMTIB IIpu 3a00pi nepudepuy-
HOI KPOBI, CHPHYMHEHUM HASBHICTIO TPOMOOLIUTAPHUX
arTIOTUHIHIB, a00 TPOMOOIIMTH MOXYTh 3B’SI3yBaTHUCh
i3 JIeIKMMH CYOCTaHIISIMM Ha TIOBEPXHI JICUKOIMTIB
nipu 3abopi kposi 3 Benu. ITII y mireit 3a3Buyaii Bcra-
HOBIIIOETKCSI HA MIJICTaBl TPOMOOIMTOINEHIT y nepude-
pHUUHil KpOBi, aHAMHE3Y, (i3UKaJIbHUX JTaHHUX, & TAKOK
PO3LIMPEHOTO TOCHIIKEHHS KPOBI, SIKE 3arepedye 1HIIi
NPUYMHA BUHUKHEHHS TpomOouuToneHnii. ¥ 10% ni-
teit 3 ITII Mmoxe criocTepiraTick He3HAYHE 301TBLICHHS
cene3inkd. OHAaK BUpa)KeHa CIUICHOMETajlisi HABOAUTH
Ha JIyMKY IIPO TPOMOOIMTONEHII0, CIPUYUHEHY Tinep-
CIUICHI3MOM, a TaKOX HAsIBHICTh 1HIIMX XBOPOO, acoIIi-
HoBaHUX 3i 30UIBIICHHSIM cene3iHku. [louyaTkoBi mpo-
SIBU TOCTPOI JIeHKeMii, Mi€OANCTIIACTUYHOIO CHHIIPO-

My, Mi€JIO(QTH3, allJIacTUYHA aHEMis MOXKYTh IMITyBaTH
ITIL ITpu TakuX 3aXBOPIOBAHHSIX CIIOCTEPIra€THCS HOP-
MOXPOMHA aHeMisl 1 3MiHH y JeHKOUUTapHii Gopmyi,
10 HE BiJIOBIAAIOTH Hi KPOBOBTPATI, Hi 1H(EKLIIHHIM
yeknannenusaM. s ITII ne xapakrepni 3mian y KM.
OnHak HMOro JOCHIJKEHHS HEOOXIJHO 3A1MCHIOBATH
JUTSL TIPOBEZICHHS AM(EPEHIIIHOTO MONTYKY MPHYUHH
BUHUKHEHHs TpoMOonuTorneHii. HasBHICTH MIM30IUTIB
P IOCTiIPKEHH1 Ma3Ka neprdepryHoi KpoBi HABOJUTD
Ha JYMKY, IO TPOMOOLUTOIEHIS MOXKE acOLiIOBaTHUCh
i3 Mikpoanrionatieto. [Ipu TpomOoTHUHIN TpomOOLH-
toneniyHii mypnypi (TTII) um remomituko-ypemiu-
Homy cunapomi (I'VC) tpomOounToneHis nos’sizana i3
1a00paTOPHOIO MaHi(ecTallie€l0 reMolizy, BKIIUatoun
MiABUILEHUH piBeHb JakTaraeriaporeHasu (JIAI), ne-
npsMoro OinipyOiHy, peTukynounTtosy. JiTH, XBopi Ha
TTII, MOXYyTb MaTu TPaAH3UTOPHI MYJIBTU(POKATIBHI
HeBpoJIoriuHi cumnromu, a npu I'YC — Hedponariro.
HasBuicTe MikpochepoUuTiB Ta KOAryJIsIIHHAX PO3-
JazliB MOJKE TaKOX OyTH pe3yIbTaTOM AUCEMiHOBAHOTO
BHYTPIIIHBOCYJUHHOTO 3CiIaHHS KPOBI.

Hactynuum kpokoMm € nudepeHuiliHa aiarHOCTH-
ka Mix ITII Ta BropuHHHMHU (opMaMH ayTOIMYHHUX
TPOMOOLIMTONCHIH, HAalPUKIAA, Bipyc iMyHoaedinu-
Ty moaunan, renatut C, indekuis Helicobacter pylori,
CHCTeMHI BacKyqiTH, jdiMdorpomipepaTuBHi 3aXBo-
PIOBaHHS, OTPYEHHS MEJUKAMEHTO3HUMH YU 1HIIUMHU
TOKCHYHUMH CepeqHUKaMH. BakIMBOIO € perenbHa
ineHTu(iKaIliss TOKCHYHOTO areHTa, HOoro J103a Ta eKc-
no3uilist. HeoOXiqHO mam’sataTy, o TpOMOOIUTOIIEH 0
MOKe 1HAYKYBaTH NpuiioM renapuny. Onucani BUnai-
KH, KOJIM TPOMOOLIUTOIICHIsI BUHUKaJIa BHACIIZOK TPH-
BaJIOr0 yTPUMAaHHS BEHO3HOTO KaTeTepa 3 MPOMHBaH-
HsM Horo remapuHOM. [3051b0BaHi TPOMOOIMTONEHIT
BUHHUKAIOTh NpH cuHApoMi aHTH(ochomimianux AT,
SIKU MOXKE acOILiIOBATUCh i3 MPOSIBaMU TPOoMOOeMOo-
Jii, HasBHICTIO aHTUKapaioniniHoBux AT, iHribiTopamu
3CiZJaHHs KPOBi (BOBUAKOBUH aHTHKOATYJISHT).

JlikyBanns roctpoi ITII y gireii.

ITIIy nireii 3a3Buvail Ma€ CIpUSATIMBAN TPOTHO3 1y
YacTHHI BUMAJKIB HE TTIOTpeOye MEIMKAaMEHTO3HOI Tepa-
mii. JIikyBaHHS TPOBOAUTLCS TiJIBKH Y BUMAJKY TSKKOL
tpomOonuToneHii (mente 20 [7/1) 3 mposiBaMu KpoBoTEH.
Haii6inpn HeOe3neuHuMH € IHTpaKpaHialbHi KPOBOBHU-
JIMBH, SIKi criocTepirarTbes npubnuzno y 0,5 — 1 % xBo-
puX i3 piBHEM TpoMOoIHTiB MeH1re 20 [V

Koptukocrepoinu (KC) (opanbHuii mpeaHizoioH
YU BHYTPIIIHBOBEHHUH METHJINPEIHI30JI0H) € Ipe-
napatamMu BUOOpY 11 iHimianbsHoro mikyBaHHs ITII.
JlixyBanuss KC moxe 3minroBatu mopomorito KM,
TOMY Horo 3a0ip MOBWHEH 3iMCHIOBATHCS MEPEA rop-
MOHOTepamieo. BHYTpiIHBOBEHHHUH 1IMYHOTTIOOYIiH
ta anti-D BryTpimHboBeHHHH Rho (D) imyHorno0y-
JiH (3acTOCOBY€eThCs Juile y Rh-mo3uTnBHIX XBOpHUX)
3a3BUYail € mpenaparamu apyroi jinii micus KC.
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Ha choromHimmHiii AeHb TUCKYTYETbCS HHUTAHHS,
SIKUH 13 3a3HAYCHUX MEANKAMEHTO3HHX CEPEIHHKIB MO-
BUHEH 3aCTOCOBYBATHCS JUISl 1HIIaJBHOTO JIiKyBaHHS
ITIT y mireit. PanmomizoBani 0araTorieHTPOBI JOCII-
JOKEHHS CBIJTYaTh, IO Y JITEH 3 TSKKOH TPOMOOITUTO-
TMIeHI€I0 a00 3arpo3010 iHTpaKpaHiaTIbHOIO KPOBOBHIIU-
By HalKpaluii TepaneBTHYHUH eeKT Mae KOMOiHOBa-
He sikyBaHHs KC Ta iMyHOrnoOyaiHaMu 17151 BHY Tpil-
HboBeHHOTO BBenieHHs (II'BB) [4, 7, 9, 13].

AnTi-D BHyTpimiHbOBeHHUH Rho (D) iMmyHOrn00Y-
JiH € anpTepHaTUBOI0 HopMansHOroll' BB Ta 3actocoBy-
€Tbes y aiTelt i3 roctporo ¢popmoro ITIL Bin € edextus-
HuM y Rh (+) miteii 31 30epekeHOI0 GyHKLIEIO CeNe31HKH
Ta 3aCTOCOBYETHCS y 11031 50 MKI/KT OfMH pa3 Ha 00y
(six1mo remorno0in noxaa 80 /7, 103y MOXKHA 301TBIITH-
1 10 75 Mkr/kr). [am #oro 3actocoByoTh y 11031 20
— 40 MKr/Kr. iTH MOJIOAIIOrO BiKy Kpallle pearytoTh Ha
nikysanHsi Rho (D) imyHornoOyniHom. Heo0OxinHo 3a-
3HaYMTH, WO NpH 3actocyBaHHi Rho (D) imyHornoOy-
JiHY piBEHb TPOMOOLHTIB 3pOCTa€ HE TaK MIBUAKO (Ue-
pe3 48 — 72 roj), TOMy IpU KpOBOTEYAX, 3arPO3JINBUX
JUISL JKUTTs, NEepeBary HajarTb HopMmasibHOMY II'BB.
Mexanizm il antu-D BHyTpimHbOBeHHOrO Rho (D)
iMmyHornoOymniny He BuBueHuil [15]. IloxmibHO nO HOP-
MaJbHUX IMyHOrNoOy/iHiB, edekT Big Rh (D) imyHo-
700y IiHY € TPAaH3UTOPHHUM 1 TPUBAE JEKiNbKa THKHIB.

3azBuuaii KC nmpusHauaroTh i3 po3paxyHKy 2 mr/
Kr/neHb (MakcuManbHo 60 — 80 Mr) ynpoaosx 7 AHIB 3
MOCTYMOBOKO BiIMIHOO 710 21-r0 JHs niKyBaHHs. Takui
PEeKUM € HalO1IbII e(heKTUBHUM, a HebaxkaHHi eheKTH
rOpMOHOTepamii € MiHIMaJbHUMH. [HIIMK pexuMm -
kyBaHHs1 KC, — nmepopanbHe BBeCHHS IPEAHI30JI0HY Yy
11031 4 MI/KT/IICHb YIIPOAOBXK 4 JHIB 13 Pi3KOK0 BiAMIHOIO
— € TaKOXK e(peKTUBHIM. AJBTEPHATUBOIO J0 IIUX PEXKH-
MiB € MeTra/1030Ba MyJIbC-Teparis (METHIITPEAHI30JI0H Y
1031 30 MI/KT/neHb BHY TPILIHBOBEHHO a00 epopaIbHO
YIPOAOBXK 3 THIB).

VY TSKKMX BUNAAKaX J03Y CTEPOiAiB MOXKHA 301J1b-
WIATH 710 8 MI/KI/100y 3a MpeaHi3oioHoM. [HKomu npu
HeeekTUBHOCTI onHoro Buay KC #oro 3amiHIOIOTH

Tabnuus 3
PekomeHpauii Wwoao nikyBaHHsA rocTpoi doopmu
ITMN y piten 3 piBHem TpoMbouumTiB MeHwe 20 I'/n

KniHivHi nposiBu ITT1 TakTunka nikyBaHHSA
y AiTen ITMy piten

AcumnTtomHuni nepebir | CnoctepexeHHA1

IFBB (1r/kr 1 AeHb)
opanbHi KC (npegHisonoH
1-2 mr/kr/go0y)

MiHimanbHi nposBu
nypnypu

IFBB (1r/kr 1 geHb)
KpoBoTeui 3i crnim3osux, | opanbHi KC (npeaHi3onoH
sKi NoTpebyoTb 1-2 mr/kr/noby) abo
HerarHoi Jonomoru IFBB (2 r/kr 3a 2-5 gHiB)
Bucoki o3u opanbHux KC

IFBB (1r/kr 1 geHb)
Bucoki oo3un napeHtepanbHmux KC
a6o IFBB (2 r/kr 3a 2-5 gHiB)

TSKKi KpOBOTEM,
3arpo3nuBi NS XntTa

Bucoki o3un opanbHux KC

1HIIMM, KM BHPaxXOBYETHCS y 7031, €KBiBaJeHTHIN
MPEAHI30JIONY (HApUKIIA, MPEIHI30I0H 3aMiHIOIOThH
Ha JeKCaMETa30H Y MEeTWUJINpeAHi3oioH). Komu Big-
MOBil Ha JIKYBaHHS HEMa€e a00 KiNbKiCTh TPOMOOLHU-
TiB CIIOYATKy 3pocina, a micis Biaminu KC 3Hu3mnacs,
HEOoOX1IHO MOBTOPUTH KYpC TOPMOHOTEpAIii uepe3 Mi-
csiub. Kombinanis KC ta II'BB nmigHimMae piBeHb Tpom-
OOLIMTIB IIBHAIIE 1 1O OLJIBII BACOKUX ITOKA3HUKIB, HI?K
KOKEH cepeHUK oKpeMo. Taka Tepartist € 3py4HOIO IPH
noTpedi MIBUIKO 301TBIINTH KiJTBKICTH TPOMOOITUTIB, a
TAKOXK IPH IiITOTOBIII IO OTEpallii.

PexomeHn arii 1m1o10 TepaneBTUYHOI TAKTHKHU MIPU
roctpiit ITIl y aireit npeacrasieni y Tabnumi 3.

[o6iuna nis KC monsrae y po3BUTKY KYIIMHTO-
iIHOTO CHHApPOMY, 30UIBIICHHS Bard Tija, 3aTPUMKH
pianHu, rinepriikeMii, TinepTensii, eMoiiHoi 1a0ib-
HOCTI, aKHe, lepeOpalibHIX MICEBAOMY XJINH, KATApaKTH,
aBaCKYJISIPHUX HEKPO3iB, 0CTEONOPO3Y.

VY 15 — 75% nireit 3 [TI] BUHUKAIOTh YCKJIaTHECHHS,
noB’s3aHi i3 3actocyBanHsM [['BB. Haityactime criocre-
PIraeThCst TPUITONIONIOHMI CTaH, SIKUH CYTTPOBOIIKYETHCS
TOJIOBHUM 00JIEM, HYZOTOI0, MAPEHHSIM, FapsuKolo. Jleski
13 I[MX CUMIOTOMIB MOXKHA OCJIA0MTH MPUHOMOM aHaJIb-
FeTUKIB YM aHTHUTICTAMIHHUX cepenHuKiB. [IpubnusHo y
10% niteit, siki nikyroThes [I'BB, BunukatoTh MaHidec-
Talii aceNTUYHOTO MEHIHTITY 3 PO3BHTKOM 3aTSHKHOTO
royioBHOro 6ot i porodooii. L{i cumnToMu BUKITHKA-
I0Th CepiHO3HE 3aHETIOKOEHHS Y AUTHHU, OaThKiB, JIiKapiB
1 CIOHYKAaIOTh JI0 JOAATKOBOTO TIarHOCTHYHOTO MOIIYKY
(BMKOHAHHS KOMITt0TepHOI ToMorpadii, MarHiTHO-pe30-
HAHCHOTO JIOCTiPKEHHST) Ta 3yMOBIIIOIOTH TPUBAITY TOCIIi-
Taizaiito. PikicHO0, IpoTe cepiio3HOI0 MOOIYHO Ti€0
II'BB, € anadinakTiuHa peakiis, siIka MEpPeBaKHO BHU-
HUKAa€ y JiTeid 3 ToTanbHuM aedinutoM IgA. BimbmricTs
npenapariB II'BB micTsiTh He3HaYHY KiJbKIiCTH IgA Ta
IgE, omHak mpu iX BBEAEHHI Yy IMTHHU PO3BHUBAETHCS
anepriuHa peakilis HeraitHoi il y BUIJIs1 aHadinakcii.

Hecnpustiusi peakuii y BUTTISAI TOJIOBHOTO OO0,
HYJIOTH, 3araJibHOI CJIA00CTI Ta TAPSIYKU 3 OCTY/IOM CIIO-
crepiratotbes y 3% niTel, sKi JKyIThCA aHTH-D imy-
HOTIOOYNiHOM. Pi3HOTO CTymeHsl TeMofi3 SIK OCHOBHA
noGiuHa 11ist aHTH-D iMyHOTI00YI1iHY, € HEBIABOPOTHUM,
TOMY IO BiIOyBa€eThcs 3B’SI3yBaHHS aHTU-D aHTHTIN 3
Rh, (D)-nosutuenumu epurpountamu. ¥ 0,1-1,5% ni-
teir 3 ITII, sikum 3acTocyBanack aHTH-D Tepamis, Bu-
HUKA€ BHYTPIIIHbOCYJHHHUI T'eMOJTi3, TATOr€He3 SIKOTO
3aIMIIAECTHCSA HEBIIOMUM. BBaXkaeThCs, 110 TSKKI reMo-
JMITHYHI peakuii BUHUKAIOTh PiAlIe MpU IMiAMKIPHOMY
BBEJICHHI aHTH-D iMyHOrIOOY iHY, HIX TPH BHYTpIll-
HBOBEHHOMY HOT'0 3aCTOCYBaHHI.

Hamodgizionoeiuna dis kopmuxocmepoidis. IIpose-
JIeHO 0ararto JIOCIi)KeHb CTOCOBHO BIUTHBY CTEPOITHUX
TOPMOHIB Ha 3pocTaHHs yucia TpomobounTiB mpu [TIL.
BuBueHo nekinbka matogizionoriyHuX MeXaHi3MiB Jiii
KC mpu ITII, a came: 3HWXKEHHS 3y)XKHUBaHHS TPOMOO-
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uuTiB cenesinkoro un KC; smenmenHst nponykuii AT
cenesinkoro 1 KC; migBuIneHHsT TpoayKIii TpOMOOIIH-
TiB y KC; migBHUIIEHHS IMiTBHOCTI CYIWHHOI CTiHKH.
OmnwcaHo onocepeIKoBaHH BIUTMB CTEPOiHOI Tepartii
Ha MiJBUIIEHHS KiIBKOCTI KPOB’STHUX IUIACTHHOK NPH
ITII, ToOTO 3a paxyHOK 3MEHILIEHHS Aii aHTHTPOMOO-
uuTapHoro Ig Ha Tpombomnoes, peayKuii iHTpaMenysip-
HOI JecTpyKUii TpOMOOLUTIB mepen iX MOTparuIsTHHIM
y LUPKYJIATOpPHE pyciao abo 3HWkeHHs cuHTedy AT
nimpouutamu KM [13, 14].

Hamodgizionoeiuna dist 6HymMpPiWHbOBEHHO20 IMYHO-
enobyniny. Mexanizm nii II'BB 1o kiHns He 3’sicoBaHO.
Jlesiki mocimiipKeHHsI BKa3ykTh Ha Te, 110 BiH 010Kye Fc
peLenTopy Ha PETUKYIOCHAOTETiaIbHIX KIIITHHAX, 10
3abe3neuye NUPKyIoBaHHA TpoMOouuTiB i3 AT, a Ta-
KO mpurHiuye mponykuito AT 1 3B’3ye ix. OcTaHHe
MOKE BiI0yBaTUCh 32 paxXyHOK aHTuigionaTuuHux AT,
SKi 3B’13yI0Th aHTuTpomOonutapHi AT i Takum 4w-
HOM MOJIEIOIOTh IMyHHY BiIINOBiAb. AKTHBHO BHBYa-
erbesi MoxkimBicTh [I'BB MozmentoBaTn mpoTtuzanainb-
Hy aKkTUBHiCTh uepe3 iHribitopuuii Fc-RII penentop.
Heo0xinHo 3a3naunt, mo tepamnis [I'BB 3anumaerscs
Ha ChOTOJHIIIHIN JeHb BUCOKOBapTicHOW. IlIBMaKui
JiKyBalbHUH epeKT poOUTh HOro izeanbHUM 3ac000M
JUTSL JIKBIAIT 3arpO3JIMBHUX JUJIsL )KUTTS KPOBOTEY, a
TaKOX MPHU ONEPaTUBHUX BTPYyUaHHAX [6].

JlikyBanns xponiunoi ITII y girteii.

TepaneBrnuna TakThKa npu xpoHiunii [TI1 y giteit
MOJISITAE B TOMY, 100 3a00IrTH KPOBOTEYi, a HE JIIKY-
BaTH XBOPOOyY, TOOTO 0a3yeThesl Ha i1 KIIIHIYHUX MPOs-
Bax, a HE Ha KIJILKOCTI TPOMOOIUTIB. OTKE, «30JIOTHM»
npaBuiIoM JiKyBaHHs XpoHiuHoI [TII y niteli €: 36epe-
JKCHHSI KUJTBKOCTI TPOMOOIIUTIB; BiJIMOBA BiJI HAMaraH-
HsI HOpMaJli3yBaTH 1X piBEHb; TO3HILIIsI CIIOCTEPEIKEHHS,
0COOJINBO CTOCOBHO THX JiTeH, y sikux cummromu [TIT
€ MiHIMaJIbHUMH.

OCKiNTbKY cene3iHKa € IepBUHHUM MicLieM IPOAYK-
uii AT ta emimiHalii TPOMOOLHUTIB 13 UPKYIATOPHO-
ro pyciia, TO JOTIYHOK € HeOOXiTHICTh 1i BUIAJICHHS.
CruteHeKTOMisl BUKOHYETBCS BITHOCHO PiJIKO, OCKIIBbKH
LIMPOKO BUKOPUCTOBYIOTH CTEpOiaHi cepenuuku, [I'BB
ta anti-D iMmyHornoOynin. HeoOXimHICTh y CIICHEK-
toMii (CE) MO’ke BUHMKHYTH y HEpILi JBa POKH MiCIs
BCTaHOBJICHHSI J1arHO3Y, OCKIJIBbKH Y LI TIepiof TPOM-
OouuTONEHIs1 3a3BUYail JIETKO KOHTPOMIOEThes. Yepes
4 — 5 pokiB XBOPOOM MOXKIIMBE CaMOCTIHHE Ofy)KaH-
Hs1, Tomy CE mpu ITII y niTeli moBUHHA PO3IIISIIATHCE
SK ocTaHHs JiHig Tepanii. 3aranom CE BHKOHYIOTH y
TOMY BHIIAQJIKY, KOJIM CIIOCTEPIra€ThCsl MEPCUCTYBAaHHS
ITII mwonatiMenme 12 MicAriB, HassBHICTH CHMIITOMIB
KpoBOTeui Ta KiJIbKocTi TpomOoruuTie meHme 10 [/x
npu Hee(eKTUBHOCTI KOHCEPBATUBHUX METOJIB JIKY-
BaHHs1. [Ipu TpaBMax mMoxe OyTu npoenena panus CE.
VY nireit i3 xponiunoto ITII BunaneHHs cene3iHKU BU-
KOHYIOTh TPaJAWLIHHUM JanapoCKONIYHUM METOIOM.

Horo mepeparoro € MeHmmil micasonepamiiinuii 6inb,
LIBUJKE BiJTHOBJICHHS TaCTPOIHTECTHHAIBHOI (QYyHKIII,
3MEHLIEHHsI KIJIBKOCTI JHIB MepeOyBaHHs y cTalioHapi,
LIBUJILE BiJHOBJIECHHS aKTUBHOCTI JAWTHHM, HE3HAUYHA
iBa3UMBHICTh BTpy4aHHs. s 3a0e3meueHHs ajekBart-
HOTO TeMOCTa3y KilbKiCTh TPOMOOLMTIB 0 omeparii
nigaimMatroTs KC, II'BB a6o anti-D imyHornoGyninamu.
3a3Hauumo, 1o npodinakTuuHi TpaHcysii TpomOo-
LUUTIB He BUMpaBaaHi. HatomicTe iXHE 3acTOCYBaHHS
BUIIPABIAHO MiJ Yac BUHUKHEHHS iHTpaomepaliiiHux
KpoBoTedu. bakaHo BHIANATH CENE3iHKY MpH Kib-
kocti TpomOonutiB 50 — 100 /. [HOmi 3AiCHIOETBCS
BIZIKpUTA JIalapoToMist 3 OOOB’I3KOBOIO PEBI3i€l0 Ue-
PEBHOI MOPOXXHMHU Ha TPeaMeT JO0JaTKOBUX JIONBbOK
CeJIe31HKH, SIKI MiJJIATat0Th 000B’I3KOBOMY BHIAJICHHIO.
[lepionepatrBHa CMEpPTHICTH CTaHOBUTH MeHIe 1%.
TpuBana pemicisi micis CIJIEHEKTOMIT COCTEpIiraeThes
y 70 — 80% xBopux. Ilicns onepauiiHOTO JIiKyBaHHS
KUTBKICTh TPOMOOLUTIB y HepuepuyHii KpoBi Moke
3pocTaTH LMIBUAKO, 3a3BUUail yrponosxk 24 — 48 roaus,
rineprpomOoruTo3 Moxe csratu 1 T/n 1 yrpumyBatuch
10 10 nuiB. HeoOxigHo mam’dTaTH, IO CeJIe31HKa € II0-
TY>KHUM 1IMYHOKOMIIETEHTHUM OpPraHoM 1 1o ii Buza-
JICHHSI MOXK€ CIIPUYMHUTH PO3BUTOK TSKKHX MOCTCILIE-
HEKTOMIYHUX 1HPEKUIHHUX ycKinaaHeHb. Came ToMy 3a
2 twkHi 10 mwianoBoi CE ciij mpoBecTH BaKIMHAIIIIO
KOH IOrOBaHOK BakinHOw Haemophilus influenza muny
B, nonieanenmmnoro nneemMoKoKo6o0 6aKYUHOI0 ma 4o-
MUPUBANEHMHOI  MEHIH2OKOKOBOIO  NOJicaxapuoHoio
BAKYUHOIO, 4 MAKOJIC 8aKyuHayilo npomu 2enamumy B
Y NonepeoHbo HeGaKYUHOBanux Oimeti. Y mMicnsonepa-
LiHOMY Tepiofi 3aCTOCOBYIOTH JOBFOTPHUBATY aHTHU-
OiotukonpodinakTuky (mepopajbHUi MeHinuIiH ado
napeHTepanbHui  P-naktaMHui meHinwiH Ttany G
MPOJIOHTOBAHOI il — peTaprieH) YIpoaoBK 3 —5 pOKiB.
He6axxano nposonutu CE y niteii 1o 5 pokiB y 3B’13Ky
3 PO3BUTKOM TSKKMX T1MOIMyHHUX CTaHiB. CMEPTHICTb
TiCTIsl ONEePaTUBHOTO BHJAJICHHS CENC31HKH CTaHOBUTD
Mmen1e 1%, nepionepaTHBHI KPOBOTEU1 CIIOCTEPIraloTh-
csl piaKo. SIKIIO BUAANCHHS CeNIe3IHKU HE Jalio CyTTeE-
BOro e(eKTy, a00 BUHHK PELMIUB XBOPOOHU Micis mep-
BUHHOI BinoBiai Ha CE, MokHa 3ami103pUTH HasIBHICTh
JONIATKOBOI JIOJIKU CEJIE31HKH, SIKA CHOCTEPIraeThes y
15 — 20% xBopux mireii.

[cHy1OTH 1 1HIII anbTepHATHBHI METOIHU JIiKYyBaH-
Hs xpoHiunoi popmu ITI1 y niteit (Tabdm. 4).

Henaraubna ITII

V BaritHux xkiHok 3 ITII € Benuka (50%) imMoBip-
HICTh HapOMKEHHS JUTHHU 3 TpoMOouuToneHiero. Lle
BiZ0yBa€ThCs BHACIIAOK TPAHCILIALEHTAPHOTO TIEPEX0-
ny IgG marepi y KpOBOTIK ILIOAY Ta ASCTPYKIII TPOM-
OouuTiB. 3a TaKUX YMOB Y HOBOHAPOIKEHOI TUTHHU
BUHUKAE HEOHAMANbHA AYMOIMYHHA Mpomboyumone-
niss (HAIT). He3Baxaroun Ha Te, mo HAIT cxunbna
10 CaMOBMJIIKYBaHHS, BOHa MOXKE TPHBATH ACKiJIbKa
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Tabnuusi 4
AnbTepHaTUBHI MeToAM NiKyBaHHA XPOHi4HOI ITM y AiTen

IMyHOCynpecuBHi meTabonitu:

— asamionpuH y fo3i 50-200 mr/m?/goby nepoparnbHO Y/ BHYTPILLHEOBEHHO YNpodoBX 4 - 6 MicsUiB;

— yuknocropuH A 'y gosi 5 mr/kr/gofy nepopanbHo, y pasi BigCyTHOCTI BignoBidi Ha fikyBaHHSA Yepes3 4 TUXHI
BiAMIHSIETBLCS;

— makpornimyc i3 pospaxyHky 0,15-0,3 mr/kr/goby nepopanbsHo.

MpupoaHi Ta CUHTETUYHI NPOTUNYXNUHHI NpenapaTu:

— yuknogocmamio y nosi 2 mr/kr/noby nepopanbHo abo 1-1,5 r/mM? BHyTPILUHBOBEHHO 2-4 pa3u Ha MicsiLp;

— 8iHKpucmuH y 0o3i 1,5 Mr/m? (Makcumym 2 Mr) BHYTPILLHBOBEHHO OAMH pa3 Ha TUXAEHb YyNpodoBxX 1 Micaus;
— 8iH6rnacmuH y 0o3i 6 mr/m? (Mmakcumym 10 Mr) BHYTPILLHBOBEHHO OAMH pa3 Ha TMXKAEHb YNpoaoBX 1 micaus.

IMyHOMoOaynaTopum:

[OBidi Ha AeHb 3a TPU TUXKHI.

— iHmepghepoH a'y nosi 3 MinbioHn Oa/M? NiALWKIPHO TPWYI HA TXKAEHb YNPOAOBXK 4 TUXKHIB;
— MikogheHonamy moghemursn 'y [o3si 250 Mr nepoparnbHO ABiYi HAa AeHb 3 MOCTYMNOBMM 3pPOCTaHHAM Jo3n o 1 r

CrarteBi cTepoigu:

— 0OaHaszon y posi 300-400 mr/m?/poby nepoparnbHO YNpoaoBX 2 MicsLIB.

MoHoKnoHanbHi aHTUTINA:

— pimykcivMab 'y po3si 375 Mr/M2/TuKaeHb BHYTPILLHBOBEHHO 4 pasw.

CtumynaTopu Tpombonoesy:

1-3 Ur/Kr oguH pa3s Ha TWXKAEHb;

— AMG 531 (pekomBiHaHTHUI NPOTEIH) NPU3HaYaETbCA MiALKIPHO 3 PO3PaXyHKY

— enbmpombornaz paetbcsa y 0o3si 50-75 Mr nepopanbHO 0guH pa3 Ha gooy.

THO)KHIB MiCNsl HapomkeHHs. [Ipu Tspkkiit TpomOouu-
toneHii (Menme 50 [/m) B 1% BHUMaAKiB BUHHKAIOTH
IHTpaKpaHiajibHi KpoBOBHIMBH. OIHAK HEOOX1AHO PO3-
pisasita ictuany [TII y Matepi Ta « TpOMOOIIMTONEHITO
BaritHocTi». [lpu Takili marosorii TPOMOOIMTOICHIS
3a3BHYail HE € TSHKKOIO (KUIBKICTh KPOB’SSHUX TiJICIb
cranoBuTh > 100 /), a TakoXk BiACYTHSI HMOBIPHICTH
BusiBnieHHi [TII y BaritHuX € BU3HAUCHHS JKIHOK 3 BHU-
COKHM PU3MKOM HApOIKEHHS AUTHUHU 3 BaXKKOIO TPOM-
Oouuromneniero. OcoOIMBOI yBaru nNoTpedyoTs 0codu,
SIK1 BIJIMOBIAAIOTh TAKMM KPUTEPisIM: B aHAMHE31 Hapo-
JDKEHHsI TUTUHH, sika Oyna xBoporo HAIT; B anamHesi
y MaTepi cruteHekToMis 3 npuBony 1TI; akTuBHMIA 1e-
peOir ITII mix wac BariTHOCTI (KiBbKICTh TPOMOOIUTIB
menme 100 [/n). Haitamxunii piBeHb TPOMOOLUTIB Y
HoBoHapokeHux 3 HAIT vacto crioctepiraerbest ye-
pe3 AeKiIbKa JHIB Ticiis Hapo/pkeHHs. OTxe, HeoOXiI-
HO PEryJIIpHO 3/IHCHIOBATH MOHITOPHUHT TIOKA3HHKIB
reMorpamMy IMpOTATOM YChOTO MEpiogy HanHOiIbIIOro
PHU3MKY BUHUKHEHHSI TPOMOOLIMTOIIEHI, a came, y nep-
WA THXKACHD KUTTS. I BUKIIOUEHHS 1HTpaKpaHi-
AJIBHOTO KPOBOBUJIMBY MTPOBOISATH HEHpOCOHOTpadidHe
JociKeHHs [3, 9].

Ilpenamansue nikyeannsa HAIT: nin yac Barit-
HOCTI Matepi npu3HauaroTh Bucoki no3u II'BB (1r/
KI/JIGHb) IIOJNEHHO (OaHi CMOCOBHO epeKxmueHoCmi
Kopekyii mpomboyumoneHii y nioda eucoKkumu 0o-
samu II'BB cynepeunugi). 1o MOMEHTY TIOJIOTIB CJIiJ
BU3HAYUTH BMICT TPOMOOIMTIB y Tuiony. s uporo
OTPUMYIOTH KPOB i3 CYAMH MYNOBHHH a00 HIKipU ro-

JIOBU TUIOAY. 38 OCHOBY O€pyTh KiIbKICTh KPOB’STHUX
IacTUHOK y twiony 50 [V/n. ko ixHild BMICT BH-
siBisieThesl MeHImuM S50 [/, HeraiiHO 3aCTOCOBYIOTH
nicapcbkuii po3tuH [3] .

Hlocmnamanwne nixkyeanns HAIT: meTonoMm BU-
00py y JIIKyBaHHI HOBOHAPO)KSHUX JIITCH 3 ay TOIMYH-
Hoto TpoMOonuToneHiero € II'BB i3 po3paxyHky 1 r/kr/
JICHb MPOTATOM JIBOX JHIB MPH KIJIBKOCTI TPOMOOIIH-
TiB y nepudepuuniii kposi meHme 50 [/1. Kputepiem
MO3UTHUBHOI BIAMOBIAI HAa TEPaIlilo € 3pOCTaHHS Kijlb-
KOCT1 TPOMOOLUTIB Y IEpUPEPHUUHIi KPOBI TPOTITOM
48 roauH micis JBOJCHHOTO KypCy JiKyBaHHS MOHAN
50 I'/n, abo 301AbIIEHHS IXHBOT KITBKOCTI IIIOHANMEH-
1I€ y/IBivi y MOPiBHSIHHI 3 TOYAaTKOBUM piBHEM. MoOXHa
3aCTOCOBYBATH IPEIHI30JI0OH a00 METHUIIPEIHI30JI0H
y no3i 1 — 3 mr/kr/nens. OgHaK TOPMOHOTEpAITis T0-
Ka3aHa y BUMaJKy HeedekTuBHOCTI JikyBaHHs [['BB.
SIKI0 Y HOBOHAPOJKEHOI JTUTHUHH CHOCTEPIraloThCs
BUpaKeH1 TeMopariyHi yckJIaaHEHHs, TOPMOHOTepa-
nito koMOiHyr0Th 13 II'BB. Cnix HaromocuTH, mo 3a-
MiHHI IepeTUBaHHs KpOBi Ta TpaHcdy3ii TPOMOOKOH-
LEHTpaTy BiJ PI3HUX JOHOPIB HE AalOTh Oa)KaHoTro
pesyabTaty [9] .

HeBigksiagna nomomMora npu rocTpux KpoBoTe-
yax, cnpuuuHenux ITII y girteii.

IaTpakpanianbHi KpoBoBMIMBH a0o0 iHII Gopmu
KpOBOTEHY, 3arpO3JIMBI ISl )KUTTS, MOTPEOYIOThH MPO-
BEJICHHSI HETaHUX TEepPaneBTUYHUX 3aX0/iB, BKIIIOUYa-
toun II'BB (1r/kr), anti-D (50 — 75 pr/kr), BUCOKi 1031
KC (MeTunnpennizonon 30 MI/Kr BHYTPiITHLOBEHHO),
TpaHCchy3ii TPoMOOIUTIB a00 KOMOIHAIIKD CEepEeIHH-
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OPUTHANDBbHI OOCHIAXEHHA

kiB. Ockineku 1 [I'BB, i anti-D npurniuyrots daromu-
TO3 X04a i Pi3HUMH, IPOTE MOTEHUIHHO CHUHEPriYHHU-
MU MEXaHi3MaMH, TO BOHH MOXYTb 3aCTOCOBYBaTHCh
MO€EIHAHO Y pa3i BUHUKHEHHS TSAKKOTO reMOpariaHo-
T'0 CHHIPOMY.

AxTuBOBaHUN pekoMmOiHaHTHHE QakTop VII
(rFVIla) (HoBo-CeBeH) TakoXk 3aCTOCOBYETHCS MTPH 3a-
IPO3TUBUX AJIS )KUTTS KPOBOTEUaX y AiTEeH, 0COOIUBO
MPH IHTpaKpaHiaJIbHUX KPOBOBHIMBAX Ha (YOHI TPOM-
OonuToneHii, peppakTepHoi A0 CEPEAHHKIB MEPILOi
Ta apyroi jgiHii Tepanii. I[Ipu TpombGonuTonenii BHa-
CIIIJIOK 3acTocyBaHHs cynpadizionoriunux go3 rEVIla
Ha TPOMOOLMTAX MiABHIIYETHCS TPOMOIHOYTBOpPEH-
Hsl, & TAKOX BiJIOYBA€ThCS IIBUJKA iXHS aKTHBAIisl.
Bigknaganus TpomM0Oiny 1 piOpuHOTEHY Ha TPOMOOIH-
Ti GiNBLI MOMITHE Yy XBOPHX, SIKI OTPUMYIOTH BHCOKI
nosu tFVIla. TlotyxHe Binknaganus GiOpuHOreHy Ha
TPOMOOITUTI TPU3BOAUTH JIO CHIJIBHOI B3a€EMOJIT MiXk
tpombonutamu. Cymnpadizionoriyni goszu rFVIla rta-
KOXX CIIPUSIIOTH NpsMii aktuBauii ¢akropa X Ha mo-
BEpXHI TPOMOOIHTIB 3 BUOYXOMOAIOHUM yTBOPEHHSIM
TpoMOiHy. 3a3BHuail y KpUTUYHIN cuTyauii Horo mpu-
3HA4aloTh 3 po3paxyHKy Bix 30 1o 90 MKr/KT KOXxHi 1,5
— 2 T0J 10 3yIMHKH KPOBOTEUi, MOXKJINBE TOE€THAHHS
i3 TpoMOOKOHIIeHTpaToM [1, 2, 7, 9, 11, 15].
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MWOUONMATUYECKAA
TPOMBOLMTOMNEHUYECKAA NMYPMYPA

Y OETEN: QUATHOCTUKA U NEYEHUE HA
COBPEMEHHOM 3TATE

Mybein JI.A., Lyimoanok-Bonowwvin U.IL.,
/yben H.B.

Pestome. TlpeacraBiaeHbl OCHOBHBIE ACMEKThI ITHOJO-
UM U 0aTGU3MOIOrMH UHOMATHYECKOU TPOMOOIUTOIE-
HUYECKOW MypIHypHl Y JETel, a TaK)Ke MPUHIIUITBI KITHHU-
4YeCKOW M J1abopaToOpHOil JUATHOCTHKH M COBPEMEHHOTO
JIEUEHHSI DTOI O0JIC3HU.

Knrouegwle cnoea: uouonamuueckast mp0M6014um0neHu—
ueckas nypnypa, ()emu, amuoJjiocus, nanoceHes, ouazHoc-
muka, jiedeHue.

IDIOPATHIC THROMBOCYTOPENIC PURPURA
IN CHILDREN: CURRENT DIAGNOSTIC AND
TREATMENT

Dubey L.Ya. , Tsymbaluk-Voloshyn I.P., Dubey N.V.

Summary. The main aspects of aethiology and patho-
genesis of idiopathic thrombocytopenic purpura in children
as well as principles of clinical and laboratory diagnostic
and current treatment of its has been presented.

Key words: idiopathic thrombocytopenic purpura,
aethiology, pathogenesis, diagnostic, treatment.
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OPIrAHU3ATOPbI KOH®PEPEHLUUU

MuHUCTEPCTBO 3PaBOOXPAHEHU U COLIMATIbHOr0 pa3Butus Poccuiickoit deaepanuu.
denepanbHOE MeIMKO-OMoOI0Ornyeckoe areHTcTBo Poccnn

Cesepo-3anagHoe otaencaue PAMH

DI'Y «Poccuiickuit HUU rematonorun u tpancdysuonorun» ®PMBA Poccun

Ipoepamma xonghepenyuu gxmouaem 6 cebs nexyuu u 0OKIAObl eOVUUX POCCULICKUX CREeYUATUCIIO8, U
yemuvie 00KIAObl Y4ACMHUKOS, NOCGAUEHHbIE 6ONPOCAM AAOOPAMOPHOU OUASHOCIUKU.

TEMATUKA KOH®EPEHLIUMN:

1. Tpebosanus k npoedeHUI0 UMMYHOLEMAMONIOSULECKUX UCCIe008AHUL OOHOPOB U PEYUNUEHNOE.
2. Bonpocwvl KOHMpOs Kauecmea UMMYHO2EMAMON02UYECKUX UCCTe008AHUL.

3. Obecneueniue UMMYHONOSUYECKOU U UHDEKYUOHHOU De30NACHOCMU 2eMOMPAHCPY3ULl.

4. [Tuacnocmuxa nocmmpanc@y3uoHHbIX 0CIONHCHEHUT

5. Knunuueckoe 3nauenue anmumen K (pOPMEHHbIM INeMEeHMam Kposu . Memoobl UX GbLAGIEHUS.
6. I1o060op KpoBu OOHOPOE CeHCUDUNUZUPOBAHHBIM PEYUNUESHIMAM.

7. Monexynapno eenemuueckue memoobl MUNUPOBAHUs AHMUEHO8 MPOMOOYUNOE.

8. Quaenocmuxa eemod1acmo308, anemuii U 0enpeccuii 2eMono33d

9. umozcenemuyeckue u MONEKYIAPHO-OUONIO2UYECKUE MEMOObL UCCTIEO08AHUS 8 2EMAMOTIOUU.
10. JQuaznocmuka ociodcHenuil, B03HUKAIOWUX 8 npoyecce JedeHus 3a001e6aHuti CUCeMbl KPOBU.

OPIrKOMUTET KOH®EPEHLIUN:

Ilpeoceoamens opexomumema: ui.-xopp. PAMH, o.m.1., npogheccop E.A. Cenusanos

3amecmumenu npeocedoamensn OpZKOMUmema:
n.M.H., ipodeccop C.C. beccmenbiieB
1.0..H., npodeccop H.B.Muneesa
JI.M.H., ipodeccop YeboTkeBUY
Ynenwvl opzkomumema:

I'aBposckas C. B.

CricoeBa E. A.

boxposa H.H.

Kanitanmxan E.1.

I'mazanosa T.B.

bypsuies B.B.

HNBanosa M.IL

Coxkomnosa [O.B.

Lp16axosa H.1O.

CemenoBa H.IO.

Konosanosa A.U.

I'puropssn MLIII.

Tenedon/pakc Opzkomumema:

Ten. (812) 717 44 66 unm (812) 7172958, dakc. (812) 717-25-15

Mecmo npogsedenus — axtoBblii 3a;1. Poc. HUUI'T (C-116, yn.2-1 CoBerckas, a.16. Metpo «llnomanp
Boccranusy). Peructpanust yaactHUKoB ¢ 9 0 17 yac 16 Hos0pst u ¢ 9 o 13 vac 17 HOsOps1, Haua0 KoHDepeH-
uuu B 10 yac. 16 HostOps u 17 HostOpst 2011.

>4 191024, Cankt-IletepOypr, 2-s1 CoBerckas yiu., 1.16. Poccuiickuit HUU rematonoruu u TpaHcy3HoI0rum.

@& Tenedons! miist cipaBok: (812) 717 44 66; (812) 7172958

daxc (812)717-25-50;

e-mail: RNIIHT@ mail. ru
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VKPATHCBKHU JKYPHAJI TEMATOJIOTI] TA TPAHC®Y3IOJIOIT — Ne 2 (11) — 2011

MATEPUWAIJIbl KOH®EPEHUUUN BYAYT ONYBJIIMKOBAHbDI B XKXYPHAIJIE
«BECTHUK TEMATOJOI U ».

Tezucol opopmnsiromes 6 peoakmope Word noboii eéepcuu Microsoft Office 6 popmame doc. Jlucm gopmama A4,
wpugpm Times New Roman, 12 pt. Mexccmpounviti unmepean 1,5, nons — 2,5 cm co eécex cmopon. MaxcumanvbHoiil
06vem me3ucog - 2 cmpanuysl. B nepeoii cmpoxe ykaswvleaomes uHUyUALbLl U amuiuy asmopos, yepes 1,5 unmep-
sana ITPOITUCHBIMU BYKBAMHU — nazeanue pabomei, uepes 1,5 unmepsania ouyuaibHoe HA36aHue yupeircoeHus,
20p0o0 (Mmouxa nociie HanuCanus YKA3aHHulX CMpoK He CIMAsUmcsy), yepes 08a 0OUHAPHBIX UHMEPBANd Om npedbioyuell
cmpoku — mexcm. Abbpesuamypa pacuupogvieaemcs npu nepeom ynomunanuy. bubauozpaguueckuil cnucox He npu-
sooumcsi. Konuuecmeo mamepuanos om 00nozo yuacmuuxa He ocpanudeno. Ilyonuxayus decniamuas. Mamepuanvl
0151 nyonuKayuu Hanpasisiomecs 8 opekomumem koHgpepenyuu ne noszonee 10 okmsbps 2011 2. no snekmpoHHOMY
aopecy rnitht@mail.ru. Ilocie nonyuenus me3ucos, opekomMumemom 6yoem GulCIaHO NOOMBEPAHCOCHUE UX NOLYUEHUSL.

OBPA3EL O®OPMJIEHNA TE3NUCOB:
Heanoe A.A.
AKTVYAJIBHBIE BOITPOCEHI .......

Meouyunckas akademus nocieduniomnozo oopaszosanus, Cankm-Ilemepoype

Jlanmee momKeH clienoBaTh Mpooes B 00beMe OTHON CTPOKH, 3aTEM TEKCT.
HA3BAHUE YUPEXJIEHU A JOJDKHO OBA3ATEJIBHO COOTBETCTBOBATH OOUIMAJIBHOMY
U IPUBOJIUTHCS BE3 COKPAILIEHUI.

ITo Bompocam (opMUPOBaHUS TPOrPaMMbl KOH(GEPEHIIMH, YUaCTHUs B BUJE JIOKIa0B (B Cliyyae HEOOXOIH-
MOCTH) oOpaImaThes K 3aM. peacenarens oprkomutera Hatanse Buransesae Muneesoii mo Ten. (812) 717 44 66
nnu Butanuto Hukomaesuay UeboTkeBua (812) 7172958.

ABTOpHI paboT, 0TOOpPAHHBIX OPTAHU3AMMMOHHBIM KOMHTETOM JIJISI YCTHOTO JIOKJIaza, OyAyT MOTIOJHUTEIBHO
HH(OOPMHUPOBAHBI U TIOJTYYaT MPUTIIAIIICHHE.

OprrKoMHUTET OCTABJISAET 3a COOOH MPaBoO HE MyOJIMKOBATH MaTepralibl, 0(hOpMIICHHBIC O6€3 yueTa peKoMeHIa-
LAH, TIPUCIAHHBIC C OMO3/JAHUEM, & TAK)KE HE OTBCYAOIINE TEMAaTUKE KOHPEPEHIINH.

OpPrkoMHUTET MPOCHUT JIEKTOPOB U JOKJIATYHUKOB MMOJTOTOBUTH MaTEPHAIIbI JIJIs COIPOBOKICHHUS BBICTYILIC-
HUM B opmare ppt mpe3eHTallMi U MPEACTAaBUTh MX JUIsS IEMOHCTpaluu Ha aucke uiu flash-cart 1o Hagana
3aceqaHusl.

BbICTABKA

B nepuon npoBenenus HayqyHOH KOHQEepeHIH OyIeT OpraHiM30BaHa BEICTaBKa COBPEMEHHBIX 00pa3loB Me-
JUIUHCKOTO 000PYAOBaHUS, IUArHOCTHYECKUX MeTonoB. [1o BompocaM y4acTus B BBICTaBKE MPEACTABUTEISIM
KoMIaHu# oOpainathkes K 3aM. nipeacenarens oprkomurera C.C. becemenbiiey o Ten. +7 (812) 717 67 80 win
M00. +7 911 2281801.

ITo Bompocam npuema 1 MOPSIKY OIyOJIMKOBaHUS MaTepHaJIOB, HHBIM BONPOCaM 00palaThCcs K 3aM. Mpej-
cenarens oprkomuteta Hatanse ButanseBne MuneeBoii o tei. (812) 717 44 66 wnu Butanuto Hukonaesuuy
YeboTkeBuu (812) 7172958 (c 10.00 mo 16.00).

Ilo Bompocam pa3MerieHrsl B TOCTHHHULIE MOKHO Bocmoib3oBaThes: Ciry:k0a oponupoBanusa «OTEJIN
CEBEPO-3AIMAIA» Aapec: 190005, Cankt-IlerepOypr, 13-as Kpacnoapmeiickas ynuua, 1. 22 mom. 1H

Ten.(812)575 39 67; (812)575 39 37; Ten./®akc: (812)575 39 67; (812)575 39 37

E-mail: res@nwhotel.ru; Web: www.nwhotel.ru; www.hotel-ru.com

[porpamma koHpepeniuu Oyaet onyonrukoBana Ha Web — caiite: www.bloodscience.ru mocine 20 oktsi0ps 2011 1.

O6pa3en 3asiBKH Ha yyacTHe B KOH(epeHIMH (OTIPABUTH 10 ANIEKTPOHHOM NoUTe 1o ajxpecy rniiht@mail.ru):

®UO nomHOCTHIO

Mecto paboThI M 3aHUMaeMast JJOJKHOCTD, aJpec 1 HAMMEHOBaHHE OPraHu3aluu.

VYueHas cTeneHb

KonrakTtublil TenedoHn (c komoM ropona), pakc, dMEeKTPOHHBIN agpec

Hyxnaerecs mu B roctunuue. JJjisi GpOHUPOBAHUSI TOCTHHHYHOIO pa3MellleHUs HHOTOPOAHUM y4acT-
HHKaM peKOMeH/1yeTcsl 3apaHee NPHCJIATh 3asiBKY € YKa3aHHeM JaThl 3ae3/1a 1 0Tbe3/1a.

®dopMa ydacTus:

- JIOKJIaJ ¥ TyOIUKanus Te3UCOB

- JIOKJIa 1

- MyOJIMKaIUs TE3UCOB

- Ipyrasd (yka3arb)
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