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Tapokcusmanvras nounas eemoenoburypus (ITHT) sensemcest pedkum npuobpementsim KAOHANbHbIM 3a001e6aAHUCM KPOBU, DA3BUBAROULUM -
¢ 8 pesynvmame COMamu4eckoi Mymayuu 2ena gocpamudurunozumon eauxana kaacca A (PIG-A) 6 cmeonosbix KpoeemeopHvix Kaemrax.
ITHT xapaxmepu3zyemcst XpOHUMECKUM GHYMPUCOCYOUCMbIM 2EMOAUZOM, KOCIHOMO320801 HeOOCMAMOYHOCMbIO, MPOMO03AMU, HAPYUICHU -
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Paroxysmal nocturnal hemoglobinuria (PNH) is a rare acquired clonal blood disorder caused by somatic mutation of the phosphatidylinosi-
tol glycan complementation group A gene (PIG-A) in a hematopoietic stem cell. PNH is characterized by chronic intravascular hemolysis,
bone marrow failure, thrombosis, renal dysfunction and other severe clinical syndromes. These clinical guidelines include definition, classi-
fication, methods and diagnostic criteria of PNH, indications for screening, optimal treatment including targeted therapy with eculizumab,
bone marrow transplantation and symptomatic therapy.
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[MapokcusmanbHast HouHast remormoonHypus (ITHT) —
3TO pelKoe MPUOOpPEeTeHHOEe KJIOHAJbHOE 3a0o0JieBaHUE
KPOBH, XapaKTePpU3YIOIIeecs XPOHUIECKIM BHYTPHUCOCY-
IUCTBIM TE€MOJHU30M, KOCTHOMO3TOBOM HEIOCTaTOYHO-
CTBIO, TTIOBBIIIEHHBIM PHCKOM Pa3BUTHUS TPOMOOTUICCKIUX
OCJIOXKHEHUH, TOYEYHOM HEAOCTATOYHOCTU U JIETOYHOU
runepreH3un. B ocHoBe atuosoruun ITHI nexut comatu-
yeckas MyTanus B X-CIeIIEeHHOM reHe pocdaTuaniim-
HO3UTOJI InKaHa kjacca A (PIG-A), mpuBoasiias K ne-
GuuTy Ko3nIhochaTUAVIIMHO3ZUTOIOBON «STKOPHOM»
CTPYKTYpPBI, KOTOPAsi OCYIIECTBISIET (PUKCAIIUIO HIUPO-
KOTO cITleKTpa 0eJIKOB Ha MeMOpaHaxX KJIeToK KpoBH. OT-
CYTCTBME 3TUX CBSI3aHHBIX C MeMOpaHoIi OEJIKOB, B UacT-
Hoct CD55 u CD59, HapyliaeT peryisiiui CUCTEMBbI
KOMIIJIEMEHTa W IIPUBOIUT K BBIPAXKCHHOMY XpPOHMYE-

CKOMY BHYTPUCOCYIUCTOMY KOMIUIEMEHT-OIIOCPEIOBaH -
HOMY TeMOJIA3Y.

Pannsist nuardHoctuka ITHI urpaer BaxkHeiiiyto posb
B CBOEBpEMEHHOM Ha3HaYeHUU 3(PHEKTUBHOTO JIeUYSHUSI.
OmHaKO reTeporeHHOCTh KIIMHUIECKIX CUMITTOMOB 1 Peli-
KOCTb JTaHHOTO 3a00JIeBaHMSI, KaK IPaBUJIO, IMPUBOIST
K VIUTMHEHHUIO CPOKOB TUATHOCTUKH, TSLKEIOM MHBATUIN-
3alMM TALIMEHTOB U ITOBBIIICHUIO PUCKA YIPOKAIOIINX
>KM3HU OCJIOXKHEHU U CMEPTHOCTH.

JlanHble pekoMeHaauuu chopmyanpoBaHbl Poccuii-
CKMM 3KCIIepTHBIM coBeToM. MH(bopMalms rmpeaHa3Ha-
YeHa JUIS IIMPOKOTo KpyTa CIEIMaIMCTOB, BKIIIOYas re-
MaToJIOTOB, TePaIleBTOB, HE(POJIOTOB, CIICIINATMCTOB I10
IHAJIN3Y, TACTPOIHTEPOJIOTOB, KapAUOJOTOB Y XUPYPIOB.
ITo mepe HakoOIUIEHUMS OTTbITa AMArHOCTUKY U JiedyeHust [THT

* Hacmosujue KauHueckue pekomernoayuu 0viau npedcmagaetsl u 0000persl Ha 3acedanuu HayuonansHoeo eemamonoeuyeckoeo obujecmea 14 gespans 2014 2.
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colepXaHue JaHHBIX PeKOMEHIAIN OyaeT YTOUHSTHCS
U JOTIOJIHSITBCS.

1. Onpenenenue, Knaccuthurayus

U quarHocmuyeckue Kpumepuu

1.1. Onpeoeaenue

ITHI" — sT0 penkoe, mpruoOpeTeHHOE, XKU3HEYTPOKato-
1Iee, IPOrpeccrUpylolnee CUCTeMHOE 3a00IeBaHNe, XapaK-
TepU3YIOIIeecss XPOHMIECKIM BHYTPUCOCYIMCTHIM T€MOJT-
3oMm. [THI accounupyercst co 3HaUUTEIbHBIM TTOBbILLIEHUEM
pUCKa CMEpPTH, Pa3BUTUEM apTepPUAIbHBIX U BEHO3HBIX
TPOMOO30B, TOpaKEHNEM BHYTPEHHUX OPTaHOB U PEe3KUM
CHIDKEHHMEM KauecTBa XXU3HM IMaleHToB. KpymHeiiuie
SIUACMUOJOTUUCCKIE MCCIeI0BAHUS CBUACTEIbCTBYIOT
0 TOM, YTO HECMOTPsI Ha TIPOBEJCHUE COBPEMEHHON CO-
IIPOBOIUTEIbHOMI Tepanuu 35 % MalueHTOB ¢ KJIacChue-
ckoii popmoii ITHI moru6aior B TedyeHUE MEPBHIX 5 JET
IocJie YCTAaHOBJICHUS OuUarHo3a, a yepe3 10 yer jeTanb-
Hoctb gocturaer 50 % [1, 2]. Or 40 go 67 % neTanbHbIX
ucxonoB 1npu [THI" oGyciioBiaeHbl TPOMOOTUUECKUMU OC-
JIO)XHEeHUsIMU [2—6]. K mpyrum TspKeabIM OCTIOKHEHUSIM
JTAHHOTO 3a00JIeBaHUSI OTHOCSTCS IIOYETHAsT HEIOCTaTOY -
HOCTb, JIerOYHasi TUIEPTeH3UsI, 00U B IPYAHON KIIETKE
1 XXUBOTE, BEIpasKeHHas1 00111as1 CJIA00CTh, Tcharusi, 3peK-
TriIbHas guchyHKUus [6, 7].

[l1aBHBIM TTATOreHETUIECKUM MEXaHM3MOM Pa3BUTHS
ITHI, oOycnaBiuBamILIMM OpraHHbIE MOPaXXeHUs U Jie-
TaJbHOCTD, SBJISETCS HApYIICHWE PETYJISILUUA CHUCTEMBI
komrieMeHTa. CrcTeMa KOMILIEMEHTa — YacTh BPOXKIEH-
HOTrO UMMYHUTETa, OHa NOJPa3eisieTCsl Ha 2 KJII0YEBbIX
9Tana aKTUBALMU: TIPOKCUMAJIBHBIN U JUCTATBHBIN (Tep-
MUHaJIbHBIN) [8]. [IpoKcuManbHbBIN 3Tan BKIIOYaeT 3 oc-
HOBHBIX ITyTH aKTUBAIIMA KOMIUIEMEHTA: KIIAaCCUYECKUIA,
aJBTepHATUBHBIIN 1 JICKTUHOBBIN. Bee Iyt akTmBarmm Be-
IIyT K BakKHeHeMy atamny — (hopmupoBanuto C3-KoHBepTa-
3b1, 0es1Ka, pacuieruistioniero C3 Ha C3a n C3b. KommnoHeHT
C3b npuHuMaeT yyactre B odopazoBann CS5-KOHBepTa3hl,
KOTOpasi, B CBOIO ouepe/ib, paciieruiger C5-KOMIOHEHT
koMmrIieMeHTa Ha C5a u C5b. benok C5a siBnsieTcst mpoBo-
CHaJIUTENIbHBIM M TIpoTpoMboTndeckumM, a C5b croco6-
cTBYeT (POPMHUPOBAHUIO MEMOPAHOATAKYIOILIETO KOMITJIEKCA
(MAK). Umerno MAK o0yciaBiayBaeT TeMOJIN3 3pUTPO-
LIUTOB, 00OPAa30BAHUE MPOKOATYISIHTHBIX MEMOPaHHbBIX MUK~
POYACTHUI] ¥ aKTUBALIMIO TPOMOOIIUTOB [9—11].

B nopme aktuBaumsi C5-KoHBepTas3bl OJIOKMPYETCS
rko3uidocharummummHo3uton (GPI)-cBa3aHHBIM WH-
ruburopom CD55. Ha mem6pane kierok nipu [THI' CD55
ITOJTHOCTBIO OTCYTCTBYET, INOO MMEET MECTO €T0 Ie(hUIIHT,
YTO MPUBOIUT K MOBBIIIEHHOMY paciierienuio C5. 13-
ObITOYHOE 0oOpa3oBaHue CS5a BuI3bIBAET aKTUBALIUIO JIeii-
KOITUTOB M TPOMOOIIMTOB, CTUMYJIMPYET BOCTIIAJICHUE U Pa3-
BuUTHE TpoM0030B. PopmupoBanne MAK Ha rmoBepxHOCTH
KJIETOK B HOpMe OsokupyeT apyroii GPI-cBsizanHbIi nH-
ruburtop komruieMeHnta — CD3S9 [8, 12]. I1pu oTcyTcTBUM
CD59 MAK BBI3BIBaCT JIM3UC IPUTPOIIUTOB. TpomMOOITH-
ThI, JuieHHbIe CD55 u CDS59, mogBeprarmTcss KOMILIE-
MEHT3aBHMCUMOI arperaliii v akTuBauuu [12, 13].

Merto IMpOTOYHOI IIUTOMETPUHU ITO3BOJISIET BHISIBUTD
kinetku ¢ gepruntom GPI-cBsa3annbix 6enkoB (GPI-AP)
U SBJISIETCS «30JIOTBIM CTaHAApTOM» auarHoctuku ITHIT
[14—18]. Paznmuualor 3 TuIa 3pUTPOLIUTOB. 3PUTPOLIUTHI
I Tuna ¢ HopmanbHoI skcnpeccueit GPI-AP Ha moBepx-
HOCTH KJIeTOK, aputpounTsl 11 Tnma ¢ vactuanoit GPI-AP
skcnpeccueii u 111 Tuna ¢ moaxabiM otcyreTBueM GPI-AP.
Haunbonee naudopmatusHo onpenenenne aepummra GPI-
AP Ha neiikonuTax, 0COOEHHO Ha I'paHyJIOLIMTAaX, YTO M03-
BOJISIET TOCTaBUTH TOUHBIN auarHo3 [15]. Kpome Toro,
y TIaleHToB ¢ HeOombioil monynsauneit GPI-AP nedu-
LIMTHBIX KJICTOK JaHHOE MCCIICIOBAHNE NMEET CMBIC ITPO-
BOAUTH U HA MOHOLIUTAX [15].

1.2. Kaaccupurauus

Paznmuuator 3 ocHoBHBIX hopmbl ITHI [12, 19].

1. Knaccuueckas ¢opma xapakTtepusyeTcsl KIMHUKO-
J1abOpaTOPHBIMU ITPU3HAKAMH BHYTPUCOCYIUCTOIO TEMO-
Jn3a 0e3 MPU3HAKOB NPYrux 3a00JI€EBAHUM, CBI3aHHBIX
C HEIOCTAaTOYHOCTBIO KOCTHOTO MO3Ta (aruracTudeckast
a"emus (AA), muenogucimactTuaeckuii cuaapom (MIC),
UIAOMATUIECKUI MIeI0(pruOpo3).

2. ITHI, muarHoctupyemas y rareHToB ¢ AA (AA/ITHT),
MJIC (MAC/ITHTI) 1 kpaiite penko ¢ Muesiohruopo3oM (Aamo-
naTiwaecknii muestoguopos / ITHT), korma rpu srx 3a0011e-
BaHMSIX UMEIOTCS KIIMHIYECKYE /YN JJA0OPATOPHBIE TIPH-
3HAKM BHYTPHUCOCYIMCTOIO TeMOJIN3a, a B IepudepuIecKoit
KpOBHU olpeessieTcs KiIoH KiieTok ¢ [THI-denorumnom.

3. Cyokmmuamyeckas ¢opma 3a6oneBanust (AA/cITHT,
MIAC/cIIHI, nononaruyeckuii mueaoguopo3 / cITHI),
IMATHOCTHpYeMasl y MallieHTOB 0e3 KIMHUIECKUX U Jia-
0OpaTOPHBIX MPU3HAKOB IeMOJIN3a, HO TIPY HATUIUU MU~
HopHoro kjioHa Kjetok ¢ [THI-dpenotunom (kak nmpaBu-
110, < 1 %). Cnemyer OTMETUTD, YTO CYOKITMHUYECKOE TeUEHUE
ITHI moxxeT oTMeuaThCs U Ipy OOJIbILIEM pa3Mepe KJIOHA.

Breigenenne cyoknuanueckoii popmbl ITHI He nmeet
CaMOCTOSITEIbHOTO KIIMHUYECKOT0 3HAYCHMUSI, HO HE00X0-
MO JUIST 00ecTieYeHNSI MOHMTOPWHTA TaKUX TTAIIMEHTOB
B CBSI3U C BEPOSITHOCTBHIO HapacTaHMWSI pa3Mepa KIOHa
U TIPOTPECCUY TEMOJIN3a, KOTOPBIN MOXKET TOMUHUPOBAThH
cpeny KIMHUYECKUX MPOSIBICHUI 1 TPpeOOBAaTh COOTBET-
CTBYIOLLIEY TE€pAIIMU.

C yuetoMm TOro, uro cyoknmHudeckas opma ITHT
mpu AA u/umm MJIC He UMeeT cCaMOCTOSITeIbHOTO KITH-
HUYECKOT0 3HAUeHUsI, DKCIICPTHBIN COBET B IIpOIIecce 00-
CYXIIEHMSI IPOEKTa PEKOMEHIALIMI He TIPUIIIE]T K eITHOMY
MHEHHIO O IIeJIeCO00Pa3HOCTH UCIIOIB30BaHUS TEPMUHA
«CyOKJIMHMYECKas ITapoKCU3MallbHasl HOUHasi TeMOII001-
Hypusi» IpU HOPMYJIMPOBKE AMAarHO3a 1, COOTBETCTBEHHO,
kputepus 0,01 % neiikouuros ¢ aeduuutom GPI-cBsa3aH-
HbIX OelKOB /sl moarBepxkaeHust nuarHosza ITHIL Tem
He MeHee BCe aBTOPhI KOHCEHCYca IMPUIIUIA K eIUHOI pe-
KOMEHIAIIMK O HEOOXOIMMOCT MOHUTOPUPOBAHMS pa3-
mepa kjioHa [THI, knnHuyeckux u 1ab0paTOPHBIX MPU-
3HAKOB BHYTPUCOCYIMCTOIO T€MOJIN3a Y BCEX OOJBHBIX
¢ HammuueM > 0,01 % naeiikouuToB ¢ aepunurom GPI-
CBSI3aHHBIX OEJIKOB.
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Knaccuueckas gpopma napokcuzmanvHoii

HOYHOIL 2eM02N00UHYPUU

VY nanuenToB ¢ knaccuueckoil ITHI, kak mpaBuio,
HaOJII01aeTCs BBIPAXKEHHBIM BHYTPUCOCYIMCTBIN reMOoJIn3
C TOBBHIIICHUEM YPOBHA JakrataerumporeHassl (JII)
B CBIBOPOTKE KPOBH, PETUKYJIOIUTO30M M CHIKCHHEM
ypoBH# ranTorioouHa [12]. I1pu nanaoM BapuanTe [THI
OTCYTCTBYIOT Ie(DUHUTUBHBIC MOP(hOIOTMIeCKIe TIPU3HA-
KU APYTOI ITaToJI0TUM KOCTHOTO Mo3ra (AA, MJIC, mue-
J10pnOpo3) 1 He XapaKTepHBI aHOMAaJIUM KaproTumna [12].

ITlapokcusmanvras HOUHAS 2eM02N00UHYPUSL HA (POHE
CUHOPOMOB KOCIMHOMO32080i HeQOCMAMOYHOCMU
(anaacmuueckas anemus: / NAPOKCU3MANbHASL HOYHAS
2eM02100UHYPUSL, MUCA0OUCNAACMUYECK ULl CUHOPOM /
NApoOKCUBMANbHASL HOYHASL 2eMO02N00UHYPUSL)

V¥ naumenTtoB ¢ AA/ITHI u MAC/ITHI nmarHocTH-
PYIOTCS KIIMHUKO-JIA00PaTOPHBIEC IPU3HAKKM BHYTPHUCOCY-
nucToro remosin3a. Ha pa3Hbix atamnax pa3BuTust 3aboJie-
BaHUS MOT'YT ITPEBAIMPOBATh CUMIITOMBI HEIOCTATOUHOCTH
KOCTHOT'O MO3Ta WJIM BHYTPUCOCYIMCTOTO TeMOJIN3a, a B psi-
e ciaydaeB nmMmeercs ux couyetanue [12, 19]. Hecmotps
Ha TO, YTO Yy MallMeHTOB ¢ MaJibiM pa3MmepoM ITHI -ki1oHa
3a00JIeBaHKE OOBIYHO ITPOTEKAET C MUHUMATIbHBIMU CUMII-
TOMaMH ¥ OTMEUAIOTCS TOJIBKO JTab0paTOpHBIC MPU3HAKHI
BHYTPHUCOCYIMCTOTO TeMOJI3a, HeOOXOIUMO ITPOBEICHIE
MOHUTOpPHHTA (2 pa3a B rom). DTO CBSI3aHO C TeM, YTO
CO BpeMEHEM BO3MOXHA DKCIAHCHUS KJIOHA C pa3BUTHEM
TSDKEJIOTO TeMOJIM3a M BRICOKMM PHUCKOM TPOMOOTHUECKIX
ocioxHeHwuit [20, 21].

CybKkaunu1eckas oopma napoxKcu3mManbHoll HOYHOU
2emo2n00unypuu (anisacmu4eckas aHemus /
CYOKAUHUYeCKas NAPOKCUZMANbHASL HOYHAS
2eM02N00UHYPUSL, MUEA0OUCNAACMUYECKULI CUHOPOM /
CYOKAUHUYeCKas NAPOKCUZMANbHASL HOYHAS
2eM02100UHYpUsL)
¥V nauuenros ¢ cyoxiimHuueckoit ITHI oTcyrcTByIoT
Kakue-1100 KJIMHUYeCKre UK JJabopaTOpHble MPU3HAKU
reMonu3a. Majble monyasiunm KieTok ¢ gecduunrom GPI-
AP M0XHO 00HApYKUTbh TOJIbKO IPU UCII0JIb30BAHUN M€ -
TOHa BBICOKOUYBCTBUTEIBbHON IMPOTOYHON ITUTOMETPHUU.
Cyoxkmmanyeckas ¢opma [THI MmozkeT quarHocTupoBaTh-
cs1 Ha (poHe 3a00JIeBaHUIA, XapaKTePU3YIOIINXCS HapyIIle-
HUeM (PYHKIIMKI KOCTHOTO MO3ra, B ocHoBHOM AA 1 MJIC.
O4eHb BaXKHO ITPOBOIUTD TIIATEIBHBIIT MOHUTOPUHT 3TUX
MMAIlMeHTOB C 1IeJIbI0 BBISIBIICHUS IPU3HAKOB TeMOJIM3a
M BKCIAHCUU KJIOHA, TTOCKOJIBKY Y 15—17 % mauueHToB
¢ AA / cyoxnmuaungeckoii I[THI co BpemeHeM pa3BuBaeTcst
remoymTudeckas (opma AA/ITHI [21, 22].

1.3. OcHoeHble duaznocmuyeckue Kpumepuu

MeToa MpOTOYHOI ITUTOMETPUU TTO3BOJISIET BHISIBUTH
MaleHTOB, UMEIOIIUX B iepudepruiecKoil KPOBU KJIETKU
¢ necdbuurom GPI-AP, uTo aABISETCSA INIAaBHBIM OTJIMYM-
teabHbIM nipu3HakoM ITHI (em. pasd. 4 «Huaenocmuka
NapoKCcuU3ManbHOl HOYHOLL eemoenodbunypuu»). J1st 6onee

TOYHOI TUATHOCTUKH MCCIICIOBAHIE TOJIKHO TIPOBOINUTHCS
KaK Ha 3pUTPOINTAX, TaK 1 Ha JEHKOLMTaX (TPaHyIOLMUTHI
u MoHoLUThI). Onpenenenue Konmuectsa GPI-HeratnBHbBIX
SPUTPOIIUTOB MOXKET OBITh 3aTPYIHEHO ITPEIIIECTBYIOIIN -
MM TpaHCHY3USIMU SPUTPOLIMTAPHON MACCHI WJIM BCIIEI-
CTBUE MAaCCUBHOTO T'eMOJIN3A.

WccnenoBaHue JIEMKOLIUTOB, 0COOEHHO T'PaHYJIOLIU-
TOB I MOHOITUTOB, TIO3BOJISIET C HAMOOJIbIIIE TOYHOCTBIO
onpenenutsb pasmep [THI-xmona [12]. 115 onipeaeneHus
knuHndeckoir (popmul ITHIT y KoHKpeTHOTO mamueHTa
Heo0X0AMMO MPOBOAUTH KJIIMHUKO-JIA00PATOPHYIO OLIEH-
Ky ITapaMeTpOB IeMOJIM3a 1 BHIITOJHUTH TMCTOJIOTHYEC-
CKMIi, IMTOJIOTMYECKMI U IIUTONeHETUYECKUI aHaIu3
KOoCcTHOTO M0o3ra. OCHOBHBIC JUATHOCTUYECKHME KPUTE-
pum, HeOOXOMUMBbIE TSI BepU(UKALIMU THMarHo3a, Ipu-
BeJleHbI B Ta0I. 1.

g acpdexTuBHOrO JTeveHus mayeHTos ¢ [THI Baxk-
HYIO pOJIb UTpaAeT paHHSIS M TOYHAs AMarHocTuka [5, 12].
Pa3Hoo0pa3ue KIMHUYEeCKUX MPOSIBJICHUI, a TaKXKe pe/l-
KOCTb JAHHOTO 3a00JIeBaHUS 3aTPYIHSIOT TUATHOCTUKY
ITHI. B pesyabraTe nuarHo3 MOXeET ObITb YCTAHOBJIEH
TOJIBKO Yepe3 HECKOJIBKO JIET MocJe ae0loTa 3a001eBaHus,
a B OTHCJIBHBIX CIIyJasiX 3aIepKKa MOXKET COCTaBIATh 10 10
u 6onee et [1, 12].

2. [lononHumenbHbie MeMopbl AUArHOCMUKU

AnAa onmuMu3sayuu nevyexus

Jlnst BeIOOpa onTumaibHOTro Metoaa JiedeHust [THI
HEOOXOAMMO OIIEHUTH IEIBIN psI (DaKTOPOB, BIUSIONIINX
Ha TMPOTHO3 1 KJIMHUYECKHE MPOsIBIEHUsI 3a00JeBaHus.
PexomeHnayeMmblii mepeuyeHb UCCIeIOBaHUIA IJIST TTallMeH -
toB ¢ [THI mpencraBieH B Tadm. 2.

3. Moka3aHua ANA CKPUHUHIa HAa NAPOKCU3MalbHYI0

HOYHYI0 reMorno6unypuo

ITHI siBasieTcst penkum 3a00J1eBaHUEM, YaCTO COMPO-
BOX/JIAIOIIMMCSl TAKMUMU CHUMIITOMaMM, KaK TpOMOO3bl,
aHemusi u Apyrue uutorneHun. OMHaKo MPOBOIUTH CKPH-
HuHr Ha [THI BceM nmanyeHTaM ¢ TpOMOOTUYECKUMU OC-
JIOXXHEHUSIMUA, aHEMMEW WM LIUTOIIeHUEe Heleaecoo0-
pa3Ho, MOCKOJIbKY 3TH MPOSIBICHUS] YACTO BCTPEUAOTCS
U TIpU Apyrux 3adojeBaHusiX. TeM He MeHee BCeM Maliu-
€HTaM C TpoM0O3aMM B COYETAHUU C LUATONEHUSIMU
WJIM BHYTPUCOCYAMCTBIM T€EMOJU30M, HESICHBIMM LIUTOIIE-
HUSIMU, T€MOJIMTUYECKOM aHEeMMEN C OTpULATEIbHOM
npoboii Kymbca HeoOXOAMMO IPOBOAUTH CKPUHUHT
Ha [THT [15, 21]. Hanmuue npyrux KIMHUYECKUX CUMII-
TOMOB (Ta01. 3), KaK MOMYepKUBaeTCsS B PEKOMEHIAIIMSIX
MexnyHapoJHOTo 00l111eCTBa KIMHUYECKOU LIUTOMETPUN
(ICCS) [15], 3HaUUTEIBPHO YBETMINBACT BEPOSITHOCTD BhI-
saiaeHus1 [THI-xnona. IlauueHTamM, MMEIOLIMM JIOObIe
U3 9TUX MPOSIBJIEHUH, MOKA3aHO MPOBENCHUE CKPUHUHTA
Ha [THI [12, 20, 21].

ITemornoounypust ormedaercs y 25—27 % nalueHToB
¢ ITHT B ne6Grote 3aboyieBaHMsI, BCE MALIMEHThI C JAHHBIM
CUMIITOMOM HOJIKHBI ObITh 00cenoBanbl Ha [THI. B Te-
YEeHUE XKM3HU FeMOIJIOOMHYpUSI TOI WM MHOM CTEeIeHU
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Ta6muna 1. OcrosHble Memooduku u yumomempuueckue Kpumepuu, Heooxooumvie 013 duaenocmuiu u kaaccuguxayuu [THI [12, 15]

Knaccnueckas
TTHT

TTHT Ha doHe 3a06oaeBaHMIt C KOCTHO-
MO3TOBOI HEJOCTATOYHOCTBIO
AA/ITHI, MAC/ITHT,
uaronaTudeckuit Muenochuopos / ITHT

Cyoxknunanueckast [THT
AA/cyokmunndeckast [THI, MJIC /
cyoxknuaudeckas [THT,
UaMonaTuYecKuit Mueaohuopos /
cyoxkmuaudeckas [THT

Taomuua 2. JonoanumenvHole aHaiusbl, He0OX00UMble 045 ONMUMUZAUUU

neuerus nayuenmos [12]

* MenMUMHCKUI aHaMHe3 C aKLIEHTOM Ha CUMIITOMAax

* [IpoTouHast IUTOMETPHUS JUIsl BBISIBJICHHUSI KJIeTOK KpoBu ¢ nedunurom GPI-AP npu nomoru
CKpUHMHTOBOM MaHem ¢ Mapkepamu CDS5 u CD59 (petukynormtsr 1 sputpouutsl), CD24/FLAER
(rpanynouutsl), CD14/FLAER (MOHOLIMTEI): MepBUYHAsI TMAaTHOCTUKA U MOCIEAYIOIINI MOHUTO-
PUHT

*» OtcyrcTBHE 1e(MHUTUBHBIX TIPU3HAKOB CUHAPOMOB KOCTHOMO3TOBOI HEOCTATOYHOCTH HA MOMEHT
JIMAarHOCTUKY WV B aHAMHE3e

» KimHuko-1abopatopHble MPU3HAKY TEMOJN3a, TAKUE KaK PETUKYJIOLIUTO3, MOBBILICHUE YPOBHSI
JIAT, 6GunupyouHa (MpsiMOro 1 HEMpsIMOTO) U CHUKEHUE TaNTorI00MHa

* [IpoTouHast HUTOMETPUS [UIsI BBISIBJICHHUSI KJIeTOK KpoBu ¢ nedunurom GPI-AP npu nomoiu
CKpUHMHTOBOM MaHemm ¢ Mapkepamu CDS55 u CD59 (petukynoumtsl 1 3putpountsl), CD24/FLAER
(rpanynountsl), CD14/FLAER (MOHOLMTHI): TIEpBUYHAS IMAaTHOCTUKA U TTOCIEIYIOLINIT MOHUTO-
PUHT

» Hannunie necdMHUTUBHBIX TPU3HAKOB CUHIPOMOB KOCTHOMO3TOBOI HEOCTATOYHOCTH HA MOMEHT
JMAarHOCTUKY MJIU B aHAMHE3e

» KnuHuko-1aboparopHble MPU3HAKY TEMOJN3a, TAKUE KaK PETUKYJIOLUTO3, MOBBILICHUE YPOBHS
JIAT, 6GunupyouHa (MpsiMOro ¥ HEMpsIMOTO) M CHUKEHME TanTorI00MHa

» KonnuectBo kinetok ¢ nedurnurom GPI kinHnueckn He3HAYNMMO U MOXKET OBITh OTIPE/IEIEHO TOIBKO
TTPY IOMOIIY BEICOKOYYBCTBUTEIBHOM IUTOMETPUH (0OBIMHO MeHee 1 %)

» Hannurie neMHUTUBHBIX TIPU3HAKOB CUHIPOMOB KOCTHOMO3TOBOI HEOCTATOYHOCTH HA MOMEHT
JIMAaTHOCTUKW WJIA B aHaMHe3e

» OTCyTCTBHE KITMHUKO-T1a00PaTOPHBIX MPU3HAKOB TeMOJTH3a

Ta6mma 3. Kaunuueckue nposenenus, mpebyrowue npogedenus CKpuHuHea
na I[THT [15]

Kiuanyeckune nokasanus

TeMOTJIOOMHYPUH, TPOMO0IMOOINH, Irchariul, omuHobaruu, 60X

B XKMBOTE U HAPYIIEHUU IPEKLIMU

* [IporouHasi LUTOMETPUSI:

npoueHT [THT sputporturos I, I1 u I11 Tunos

* OmnpeneneHne CKOpOCTH KITyOOUKOBOU (DMIIBTpaIiim

* YpoBeHb KpeaTHHUHA 1 MOYEBUHBI B CHIBOPOTKE KPOBU
* OyHKIIMOHATBLHBIE TIEYEHOYHbIE TTPOOBI

» O6MeH xeJse3a (YypOBeHb CHIBOPOTOYHOTO XKeJje3a, 001ast
KeJIe30CBSI3bIBAIOIAsT CTOCOOHOCTD CBIBOPOTKHU, YPOBEHD (heppUTHHA)

* Konuenrpauus ¢ponueBoit KUCIOThI, BUTaMuHa B,

* YpoBeHb reMOCHUIEPMHA B MOYE

* HLA-tunuposanue

BBIPAXKEHHOCTU OTMEYAeTCsl, KaK IMPaBUJIO, Y BCEX Malll-
eHTOB ¢ Kiaccuueckoit ¢popmoit I[THI, Ho mpu AA/ITHT
wit MAC/ITHI npu3Haku reMOrIOOMHYPHUU MOTYT OT-
CYTCTBOBaTh M3-3a OTHOCHUTEJIFHO HEOOJIBIIIOTO pa3Mepa
ITHI-xnona. B cBsa3u ¢ tem, uto mias [THIT xapakrepeH

* BHyTpHCOCYIUCTBII FeMOJIK3 [0 JaHHBIM FeMOTJIOOMHYPUU
VJT TIOBBIIIIEHUIO YPOBHSI TEMOTJIOOMHA B TUIa3Me

* HeoObsicHUMBII1 reMOJIU3 B KOMOMHALIMK C OMHUM U3 CJACIYIOLINX
TPU3HAKOB:

— neduuur xenesa

— 00JIM B KUBOTE

— TpoM003

— TPaHYJIOLMUTOIIEHUS U /UTH TPOMOOIIMTOTIEHUSI

* Ipyrast npuoGpereHHasi KymOc-HeraTuBHasi, reMOJUTUYECKast
aHeMus (0e3 MM30IIMTOB B aHAJIM3€e KPOBU, HE CBsI3aHHAst C MH(eK-
LMSIMU)

* TpomM003 ¢ HEOOBIYHBIMU MPOSIBICHUSIMU:
— HeOOBIYHAsI JTOKATU3AIMs: IeYeHOUHbIe BeHbI (cuHapoM bagma—
Kuapmu), npyrue BHyTpUOpPIOIIHbIE BEHBI (ITOpTaJIbHAS, CEJIE3€HOU-
Hasl, YpeBHast), LIepeOpaIbHbIe CUHYChI, KOXHbIE BEHBI
— MPU3HAKK COMYTCTBYIOIIEH TeMOJIUTUYECKON aHEMUU (CM.
BBILIIE)
— HEOOBbsSICHUMAs LIUTOTIEHUS

* [Ipr3HaKK HEMOCTATOUHOCTU KOCTHOTO MO3Ta:
— MpearnoJiaraeMast Win JokazaHHast AA
— MJIC: pedpakrepHas uroneHus ¢ 1-, 2- Ui 3-TuHeinHo
JMCILIa3Ueid, runoruiacTuyeckuii Bapuant MIC
— IpyTUe TUTOMIEHUU HEeSICHON STUOJIOTHH TTOCTIe TIOAPOOHOTO
obcenoBaHusl

BHYTPUCOCYIMCTBIN TeMOJIN3, B aHAIN3aX KPOBU IMPAKTH-
YeCcKM BCerja OTMe4yaeTcsl MOBbIIeHHbI ypoBeHb JIJIT.

Takum obpazom, obcinenoBanne Ha [THI momkHO OBITH
WHUIIMMPOBAHO Y KaXKIIOTO MALIEHTA, MIMEIOIIETO IMPU3HAKI
BHYTPUCOCYIMCTOIO TeMOJIN3a C TTOBBIIIIEHHBIM YPOBHEM
JIAT. OmHako HEOOXOAMMO MMETh B BUIY, UTO Y HEKOTO-
pbIX 00J1bHBIX ypoBeHb JI[II" MOKeT ObITh HE3HAYUTEIHBHO
MTOBBIIICH WIN JaXKe HAXOMUThCS B TIpeIesiax HOpMaTUB-
HBIX 3HAYEHU I, HeCMOTPsI Ha OoJibiioit pasmep [THI -ki1o-
Ha, 9TO YacTO HaOJII0HaeTCs IIPU ITPEBAIMPOBAHUH KJIICTOK

1I Tuma.

Jaxe rmpy OTCYTCTBUM TIPU3HAKOB TeMOJIM3a BCEM ITa-
LMeHTaM ¢ AA peKOMEHAyeTCs IIPOBOAUTh CKPUHUHT Ha
ITHT [12]. Bce mamuenTtsl ¢ AA 1 M C Hu3KOro pucka
JIOJDKHBI ObITh 00caenoBaHbl Ha [THI mpu momoiuu Bei-
COKOYYBCTBUTEJILHOI MPOTOYHOI LIUTOMETpUH [15].

OmHUM M3 CaMBIX PAaCIIPOCTPAHEHHBIX OCIOXHEHMI
ITHT asnsiorcst TpoM0O03bI [1, 2], XOTS B 3aBUCUMOCTHU
ot ¢opmbl [THI 3aboneBaHue TMarHOCTUPYETCS B CBSI3U
C TeM WIM WHBIM TPOMOOTUYECKUM COOBITHEM TOJIBKO
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y 7 % nauuenTos [19]. [ToaToMy He peKOMEH/IYeTCsI IIPOBO-
JIATh PYTUHHBIN CKPMHWHT BCEM TTAIIMEHTaM C TPOMOO3aMH,
3a UCKJII0UEeHMEM ClIydyaeB ¢ HEOOBIYHOM JIoKaIn3aluein
TpoMbo3a (cuHapom bagnma—Kwuapu, riepedpanbHbIi TpOM-
003, TPOMOO3BI BEH KOXM), a TAaKXKe IIPU €T0 COYCTaHUH
C BHYTPUCOCYIUCTHIM T€MOJIM30M, COIYTCTBYIOIICH 111~
TOIIEHMEH WX IBYMST STUMU IIPU3HAKAMU OTHOBPEMEHHO
[12, 15]. TTanmeHTHI ¢ TpOMOO3aMU APYTUX JTOKATU3ALINIA,
KOTOpbIE HEBO3MOXXHO OOBSICHUTH OOBIYHBIMU 1 HauboJiee
YaCTHIMU IIPUINHAMU, TAKKE JOJIKHBI IIPOXOAUTH CKPH-
HuHr Ha [THI.

Ot 10 go 20 % nauuentoB ¢ [THI Ha MoMeHT nua-
THOCTUKHU 3a00JieBaHUS MPEABSIBISIIOT Xajl00bl Ha 00U
B XXMBOTE U APYTYIO CUMIITOMATUKY CO CTOPOHBI KEIyI09-
Ho-kuteyHoro tpakTa (2KKT) (mucdarvs). Dt CUMITTOMBI
0COOEHHO PacIPOCTPAHEHBI Y MALIMEHTOB € KJIACCUYECKOMI
dopwmoii ITHI, ipu koTopoit nx yacrora gocruraer 33 %
[19]. B ckpuHMHTE BCeX MALIMEHTOB C TTOJTOOHBIMU XKaJl0-
06aMM HEOOXOAMMOCTH HET, OJHAKO TECTUPOBAHUE TOJKHO
00513aTeIPHO IIPOBOIUTHCS TTPY HAJTMINU a0TOMUHATEHBIX
OoJieit, mucarn B COYTAHUHN C KIIMHUKO-T1a00paTOPHBI-
MM IIPU3HAKAMHU BHYTPUCOCYIUCTOTO FeMOJIN3A.

JlaHHbIE TIO TIPOBEIEHUIO CKPUHMHIA B Pa3IMYHbIX
IpyIIIax MMalMeHTOB CYMMUPOBAHEHI B Ta0I. 4.

Taomua 4. Yacmoma nposederusi CKPUHUH208bIX MEPORPUSIUIL

CocrosiHue /CHMIITOMBI TecTHpoBaHHE 1 MOHUTOPHHT

; Bo BpeMst AMarHOCTUKM U 2 pa3a B o
npu BeisiBneHun [THT-kimoHa
" Bo BpeMst tnarHocTuKM 1 2 pasa B Io,
Tunornactuueckuii M1C P s P A
nipu BeisiineHuu [THI-knona
PedpakTepHast LIMTONEHMS
¢ 1-, 2- i 3-TMHEeHOM
JMCIIIa3uei

Bo BpeMst TMarHOCTUKM 1 2 pa3a B TOJL
npu BeisiBiieHuu [THI-knoHa

TTpy HEOOBIYHOI JTOKATU3ALIUN
/WA HATWIUK WIKA YXYIIIEHUA
BHYTPUCOCYAMCTOTO reMOJIN3a
WJIA COMYTCTBYIOLIEH LIUTONEHUN

Tpom603

Bonu B skuBoTe WM
KaJio00bl CO CTOPOHBI

[pu HaTMYWY WU YCUJIEHUW KIIMHUKO-
J1a00PaTOPHBIX MPU3HAKOB BHYTPUCOCY-

KKT JIUCTOTO FeMOJIN3a

BHyTpucocyaucTblii Ecnu npu o6¢nenoBaHny He yaanoch
TeMOJIM3 U MOBBILIEHUE  BBISIBUTb NPUUYMHY JaHHBIX U3MEHEHU I
ypoBHs JIAT WJIW TP YXYALUEHUY JAHHBIX MPOSIBJICHU

Ba pasa B roi Wi HE3aMETUTEIbHO ITPH

Pasmep [MHI-kioHa > 1 %
YXYIIIEHUN KJIMHUIECKOTO COCTOSHUS

4. [luarHocmuKa naporcu3ManbHoil HoYHoli

remorno6uxypuu

4.1. Ilpomounas yumomempus

I1pu nogo3penun Ha ITHI' meton nmpoTouyHO LUTO-
METPHUH ITO3BOJIIET YCTAHOBUTH TOYHBIN nrarHos [15, 16].
IIpoTouHas uMTOMETPUS SIBJISIETCS HAMbOJIee YyBCTBU -
TeJIBHBIM 1 THMOPMATUBHBIM MEeTOIOM. JIJIsT TMarHOCTUKY
u moHutopuHra [THI cienyer ucrnosb3oBaTh peKOMeHIa~

iy ICCS 2010 . MeTonuyecKkne acTeKThl TMarHOCTUKHU
MU3JI0KEHBI B CIIELIMAJIM3MPOBAHHON uTeparype [15].

[pu BrIsiBAeHMU KiioHa > 0,01 % 1eiiKOLIMTOB C IO~
HBIM WX 9aCTUYHBIM necuimtoM GPI-cBsi3aHHBIX 0€/1KOB,
T. €. KoauuecTBo KJieTok ¢ ITHT -peHoTHIIOM Mu pa3zmep
IMTHTI -xnoHa cocraBisier > 0,01 %, nauuMeHThl MOAIeXKAaT
MOCIeAYIONIEMY HAOIIONCHNI0O 1 MOHUTOPUHTY pa3Mepa
KJIoHa [15]. MoHuUTOpHpOBaHME pa3Mepa KJIOHaA IPU UC-
XonHoM 3HayeHuU < 1 % HoCcTaTOYHO IIPOBOAMTD C YACTO-
Toii 1 pa3 B roj, IIpy HAJIMYKUK KJIoHa > 1 % nanbHeiime
KOHTPOJIbHBIC U3MEPEHUSI CICAYeT IIPOBOIUTD C YACTOTOM
2 pa3a B TO[I.

[Ipu mepBUYHOI MMATHOCTUKE U JUIS MCKITIOUCHMS
BpPOXIEHHOTO U30IMPOBaHHOTO AeduimTa oqHoro nu3 GPI-
CBSI3aHHBIX OEJTKOB HEOOXOMMMO IIPOBECTU MCCICIOBAHNIE 2
nm 6onee GPI-cBsg3annbIx 6enkoB [12]. [TatmeHTam co cra-
OMJIBHBIM TeUeHNEM 3a00J1eBaHs M pa3MepoM KitoHa < 1 %
HcclIeaoBaHue nepudepruIecKoil KpOBU Ha 3KCIIPECCHIO
GPI-AP nocrarouno nmposoauth 1 pa3 B roa. OmHako,
ITOCKOJIbKY pa3Mep KJIOHA MOXET YBEIMIMBAThCS CO Bpe-
MEHEM, ITAaLUEeHTaM C KJIOHOM > 1 % MOHUTOPUHT CJIeAyeT
mpoBoAuThL He pexe 1 pasa B 6 Mmec [21]. Bonee Toro,
MPU KIMHAYECKOM YXYIIIEHUN, Pa3BUTUNA TPOMOOIMOO-
JINYECKMX OCJIOKHEHUM MM YCUJICHUY TeMOJIN3a UCCIe-
JIOBaHUE HEOOXOAMMO MOBTOPUThL HEMeUIeHHO. [TpruHumast
BO BHUMaHME TO 0OCTOSITEIBCTBO, YTO KJIOH CO BpeMEHEM
MOXET YMEHbBILATbCS WU 1aXKe MCUYe3aTh, aHAJIU3 CJIETyET
MMPOBOAUTH U TIPU KIMHUYECKOM yinyuleHun [ 14]. JJanHas
peKoMeHaalLs 0a3upyeTcst Ha TOM, UTO TPOMOOTHUYECKast
aKTUBHOCTH 3aBUCUT OT pa3mepa [THI-kinoHa, mosatomy
YMEHBIIICHUE KOJIMYeCTBA TPaHYJIOIUTOB C Ie(UIIATOM
GPI-cBs3aHHBIX O€JIKOB MOXET ITOTPEOOBATh U3MEHEHUIA
B MpOoUIAKTUYECKON aHTUKOATYISIIMOHHON Tepanuu
(em. pazo. 5 «Jlewenue napokcuzmanbHoil HOYHOU 2emMo2n00U-
Hypuu») [23-25].

HuarHoctuky ITHI" MoryT 3aTpynHsTh NpeailiecTBy-
oIIIMe TPaHCHY3UU SPUTPOLIUTAPHOM MACCHI, IIOCKOIBKY
IIpY TPpaHCGHY3USIX YBEIMUUBACTCS KOJTMYECTBO IPUTPOLIH-
TOB ¢ HOpMaJIbHOI 3Kcnpeccreit CD55 u CDA59, uro, B cBoIO
odepenb, OTpakaeTcsl Ha pe3yabraTax IIPOTOYHOM IIMTO-
MeTpuH. B cBSA3M ¢ 3TUM IS oTpenesieHrs TOUHOTO KO-
ymyectBa 3puTpouuToB ¢ aedunurom GPI-AP mporou-
HYIO IIUTOMETPUIO PEKOMEHIYETCS IIPOBOANTD B CBOOOTHBII
OT TpaHchy3uii TIepro IMbo yepe3 2 Hel Mocie TpaHC-
¢y3um, 1M60 HemoCpeACTBEHHO Tiepen Hell [12]. AHanu3
nedunmta 6en1koB GPI-AP pekoMeHmyeTcs MpOBOINTH KaK
Ha 9pUTPOLIMTAX, TaK U Ha JieiKouuTax, mockobky ITHI -
SPUTPOLIUTHI JIU3UPYIOTCH MO AEHCTBUEM KOMILIEMEHTA,
M3MEHSIS 001IMiA pa3Mep KJIoHa. B oTinuue oT 3puTpoLMTOB
NpoaoJLKUTeIbHOCTD XK13HU [THI -1eiikounuToB He OT/In-
YaeTcs OT IMPOAOJIKUTEILHOCTH XKU3HU JICHKOILIUTOB 3110~
poBbIX smroneii [26]. TTostomy TouHblii pasmep kitoda [THIT
OIPEeACIISIIOT IO 3HAYCHUIO TECTUPOBAHMSI TPAHYJIOLIUTOB
I MOHOIIATOB.

[IporouHast TUTOMETPHSI TTO3BOJISIET HE TOJIBKO MICH-
TU(PUIIPOBATH TTOMYISIINIO KJIeTOK ¢ nedpunuroMm GPI-
CBSI3aHHBIX O€JIKOB, HO TaKxKe CII0COOHA OIPeAeInUThb IPO-
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LICHT MMaTOJOTUYECKMX KJICTOK M OTIEIbHBIC TTOITYJISIIINI
¢ pa3nuuHoli creneHblo Aeduiura GPI-cBsg3aHHbBIX Oe-
KOB, 0OCOOEHHO Ha 3pPUTPOLIUTAX.

MeToa BICOKOYYBCTBUTEILHOM MMPOTOYHOMN LIUTOMET-
pUM MO3BOJISIET BBIABUTH KJIIOHBI pasmepom 0,01 % [15].
Bcem maumenTam ¢ AA mim pedpakTepHOI LIUTOIIEHUEH
¢ 1-, 2- wim 3-TUHEHON IUCIUIa3ueil peKOMeHIYeTCs
MIPOBOIUTH BBICOKOUYBCTBUTEJBbHYIO IIPOTOYHYIO IIMTO-
METPUIO IPU INATrHOCTUKE 3a00ieBaHus 1 3aTeM 1—2 pa-
3a B IO, Jaxe IPU OTCYTCTBUU SIBHBIX KJIMHUKO-J1abopa-
TOPHBIX MPU3HAKOB remMosim3a [12]. Dta peKoMeHIanus
00YyCIIOBJICHA TeM, YTO pa3Mep KJIOHA CO BpEMEHEM MEHSI-
€TCsl, ¥ HaJTMILe JaKe HeOOJTBIIION ITOITYJISIITAY KJIIETOK C Jie-
¢uunToM GPI-AP y aTHX manmeHTOB MMeEeT IMPOTrHOCTH -
YyecKoe 3HaYeHMe 1 BIUsIeT Ha BBIOOp Tepanuu [12, 27, 28].
Tak, Hanmmune [THI-xknetoxk mpu AA unu MJIC 6e3 mno-
BBIIICHUS YMCIa OJIACTHBIX KJIETOK, KaK OBLIO TTOKa3aHO
B psiie MCCJICMOBAHUIA, SIBJIIETCS OJIATONPUSITHBIM TIPO-
THOCTUYECKUM IMPU3HAKOM IIPY IIPOBEACHUN NUMMYHOCYTI-
peccuBHOI Tepanuu [28—30].

ODHUM U3 JYYIIUX PEaKTUBOB JUISI ONpeAceHUS
ITHI -x1ona cpenu netikonnToB siBisieTcst FLAER (diyo-
PECIIEHTHO MEUYEHHBII a3pOJIN31H), CBSI3BIBAIOIINICS He-
nocpencrBeHHo ¢ GPI-akopewm [12, 15, 18, 31, 32]. 1o
CpaBHEHUIO ¢ aHTUTeNaMu K 1pyruM GPI-cBg3aHHBIM aH-
TUreHam, oopazoBanue cBsa3u Mexxny FLAER 1 GPI-sxopem
MEHbIIIE 3aBUCUT OT CTaAuM co3peBaHUsl KiieTku [15]. Kpo-
me Toro, mist BeisiieHus: [IHI-knonoB FLAER moxxHO
HCIIOJIH30BaTh B MHOTOIIBETHBIX KOMOMHAIIMSIX ¢ MOHO-
KJIoHaIbHBIMU aHTUTenaMu K GPI-cBs3annbiM 1 He-GPI-

cBs13aHHBIM aHTUTreHaM [33]. OmHaKo JaHHBII METO He-
JIb3S TIPUMEHSTD ISl aHAJIN3a 3PUTPOLIMTOB, ITOCKOJIBKY
B YCJIOBUSIX, TPEOYEMBIX JUTSI IPOBEAEHMS METOIA, PEareHT
IUIOXO CBSI3BIBAETCSI C SPUTPOLIMTAMHU UYeI0BEKa I10 elle
HEIOCTATOYHO M3yYEHHOM ITPUUYMHE.

4.2. J/lpyeue memoost ouazHocmuxu

Takue MeToabl, KaK caXxapO3HbIiA TECT U TeCT XeMma
(JIM3UC 3PUTPOIUTOB IIpU CHIDKeHUU pH ChIBOpOTKM),
HMMEIOT JIMIITb UICTOPUYECKUI MHTePEC U B HACTOSIIIIEE Bpe-
M a1 nuarHoctuku [THI He ncnonab3ytoTcs, TOCKOJIbKY
OHHU HETOCTATOYHO YYBCTBUTEIBHBI 10 CPABHEHMIO C TIPO-
TOYHOIT tuTOMeTpueii [12].

5. JleyeHue napoKcu3ManbHoii HOYHOIl remornobuHypuu

O6mwmii anroputm JedeHus 6oabHbIX [THI B 3aBucu-
MOCTH OT (pOPMBI 3a00JI€BaAHMSI U CTETIEHN BHIPAXKEHHOCTH
reMoJin3a MNpeAcTaBieH Ha PUCYHKE.

5.1. Dxyauzymaod

[ManmeHTaM ¢ KOMIUIEMEHT-0IIOCPEIOBAaHHBIM FeMO-
JIM30M MOXET ObIThb MOKa3aHa Tepamnus 3KyJIu3ymMadoM
(Conupuc®, Alexion Pharmaceuticals, Cheshire, CT). Dky-
JM3ymMad — TyMaHU3UPOBaHHOE MOHOKJIOHAJIBHOE aHTH -
TeJo, cBsi3bIBaroIeecs ¢ C5-KOMIIOHEHTOM KOMIUIEMEHTA.
3Jto npensarcTByeT paciueruienuto C5 va C5a n C5b, 3a
CYET Yero YyTHeTaeTcsl 00pa3oBaHME IIPOBOCHATUTEIBHBIX
ToKMHOB (uepe3 C5a) u MAK (uepe3 C5b) [34]. B k-
HUYECKUX UCCIeIOBAHUAX U TIPU TTOCIECAYIOIIEM UCTIONb-
30BaHMU TIperapara OBLIO IMOKa3aHO, YTO IPUMEHEHUE
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aKyau3ymaba y nauueHToB ¢ [THI npuBoauT K 3Hauu-
TEJIbHOMY YMEHBIIICHHUIO TeMOJIN3a, YaCTOTHI TPOMOO30B,
TpaHCHY3MOHHOM 3aBUCUMOCTH 1 BBIPAKEHHOCTU TaKUX
CUMITOMOB, KaK OJIbIIIKa, CIA00CTb W JIETOYHas TUMep-
TeH3us1. Kpome Toro, aKyjin3ymad criocoOCTBYeT yIyydllie-
HUIO QYHKIIMY TTOYEeK U TOBBIIIEHUIO KadyecTBa KU3HU
MMAIIMEHTOB, a IIPU TOJITOCPOTHOM IMPUMEHEHUH YBEINUN-
BAeT MPOAOJLKUTEIbHOCTD XKM3HU O CPABHUMOM T10 BO3-
pacTy B obmieit momyssiimu [35—39]. XoTst ucnosib3oBaHue
MIAHHOTO TIperapata He MPUBOMUT K M3JICYCHUIO OT 3a-
0OoJieBaHMs, 3KY/IM3yMal 00JiajaeT OUeHb XOPOLIUM IIPO-
dunem 6e301acHOCTH MPY JUIUTEILHOM IMPUMEHEHUM U MO~
3BOJISIET 3HAYMTEJIbHO CHM3UTH YaCTOTY OCJIOXKHEHUI
U CMEePTHOCTh naueHToB ¢ [THI.

I1pu onpeneneHuy MokazaHU K HA3HAYEHUIO IKYJIH -
3yma0a He0OXOIMMO YUUThIBATh KIIMHUYECKUE 1 Jabopa-
TOPHBIC TTPU3HAKK. DKYIN3yMad MOXET OBITh PEKOMEH-
JTOBaH JIJIsT BKJIIOUCHMUSI B ITPOTPaMMYy JICUCHHMSI CIICTYIOIIIX
Karteropuii mauueHToB ¢ [THI:

— HaJIM4Me TPOMOOTHYECKUX OCTOXKHEHUI;

— XPOHUYECKUI T€MOJIM3, COIIPOBOXAAIOIIMNIACS HaA-
pylIeHrneM (PYHKIIMA OPTaHOB M CUCTEM;

— TpaHC(hy3MOHHAsI 3aBUCUMOCTD BCICACTBUE XPOHU -
YECKOTO TeMOJIn3a;

— OepeMmeHHOCTb y nanueHToK ¢ ITHT.

I1pu HaMMUUKM TPOMOOTUYECKOTO OCIOXKHEHMSI B aHAM-
He3e dKyIrM3yMa0 IMoKa3aH ISl IPeaoTBPAIeHUST pa3BU-
TUS OCJEAYIOLIMX TPOMOO30B.

Puck ocnoxuxenuii I[THI, B Tom yncie yrpoxaroimnx
JKM3HM, 3HAYNUTEJIEHO BO3pACcTaeT IIPU ITOBLIIIEHUN YPOBHS
JIAT > 1,5 BepxHeii rpaHULIBI HOpMBIL. [ToaTOMY B citydyae
COUueTaHMsI XpOHMYECKOro reMosinsa ¢ ypopHem JIIII > 1,5
BepXHEU T'paHUIIBI HOPMBI U TaKUX IIPOSIBICHMI, KakK
TPOMOOTHUYECKIE OCIIOKHEHUSI, aHEMUUECKUI CUHIPOM,
oCTpasi WM XpOHMYECcKasl IoYeuyHass HeIOCTaTOYHOCTD,
JICTOYHAsI TUNEPTEH3Us, MPU3HAKNA TUCTOHUU TJIaTKOMN
MYCKYJIaTypbl (Haripumep, abaoMuHaabHbIe 001U, Aucda-
TUSI, 3PEKTUIbHAS TUCHYHKIIMS U T. 1. ), CIeAYeT PeKOMEH-
JIOBaTh IPUMEHEHNE IKYyIn3yMaoa.

DKyn3ymMa0 TakKe IToKa3aH MNPy HATMIUKY TpaHCPy3u-
OHHOI 3aBUCHMOCTH BCJICIICTBHE XPOHMYECKOTO TeMOJIN3A.
IIpumeHeHue 3Kynu3ymada 0JIOKUpPYeT TeMOJIA3 1 CITOCO0-
CTBYET 3HAYUTEJILHOMY CHIDKEHHUIO YKMCIIa TeMOTPaHC(Y3HUId.

B cinyyae 6epemenHoctu y nmauueHTtku ¢ [THI puck
OCJIOXKHEHUI, B 0COOEHHOCTU TPOMOOTUYECKUX, YCUIU-
BaeTcsl MHOToKpatHo. [To3ToMy B maHHOM clly4yae, Jaxe
eciu 10 OepeMEHHOCTU 3KYyIu3yMad He ObLI MoKasaH,
HY>XHO HavaTh JICYCHME MperapaToM M MPOIOJIKATh €To
KaK MUHUMYM J0 3 Mec MocJie poaopa3pelicHus. 3aTeM
COCTOSIHUE MALMEHTKU Y PUCK OCJIOXKHEHUM CJIeyeT oLe-
HUTb MOBTOPHO JIJI51 PEILIeHKsI BOITPOCa O BO3MOXKHOM I1pe-
KpaIlleHU! JJeUeHUs IKyIu3ymMadom. Cu. makace paso. «be-
PeMEeHHOCMb NPU NAPOKCUBMANbHOU HOYHOU 2eMO2A0OUHYPUL .

I1pu pelieHuu Borpoca 0 Ha3HAYEHUU IKYJIU3yMada
PEKOMEHIYETCS TIPOBEACHNE BpaueOHOTO KOHCHIIMYMA.

J1030BbIi pexkUM MIPUMEHEHUSI SKYIu3yMada noapoo-
HO OIMMCaH B MHCTPYKILIMH 10 MEIUIIMHCKOMY IIPUMEHE-

HU1. PekoMeH10BaHHbII pexXuM JiedeHUsT ObLT 0f00peH
K IPUMEHEHMIO HA OCHOBAaHUHU PE3YJBTATOB JOJrOCPOY-
HOM McceaoBaTe/IbCKOM MporpaMmel Ipernapara. B uc-
cJIenoBaHMSIX ObLIa JO0Ka3aHa BaXKHOCTb COOJIIOICHUS pe-
KOMEHIyeMO¥i 103bl U UHTEPBAJIOB BBEIEHUS IKYIM3ymada
NPy JUIMTEJIBLHOMN Tepanuu, TakK KaK JJIUTEbHOE JIeUeHUE
JIaeT HAWJTy4lre pe3y/IbTaThl 3a CYET ITOCTOSIHHOTO TO/IaB-
JIEHUSI HEKOHTPOJIMPYEMOI aKTUBHOCTUA TEPMUHAJIBHOTO
MyTH KoMIuiemeHTa [39].

«IIpopwienoil» eemonus

CraHgapTHas cxeMa Tepaluy dKyIn3yMaOoM J0cTa-
TOYHA U1 TOJTHOW 1 CTaOMJIbHOM 0J1I0Kaabl KOMIUIEMEHT-
OIOCPEIOBAHHOIO TEMOJN3a. Y HEKOTOPBIX MTAITUCHTOB M3-3a
0CcOOeHHOCTe MeTaboIM3Ma Tipenapara uin mpu nHgpek-
LISIX MOXKET pa3BUTHCS «IIPOPLIBHOM» Tremonu3. B aToit
CUTyalluM MPU3HAKWA TeMOJM3a BO3HUKAIOT 3a 2—3 IHSI
nepej ouepeaHbIM BBeIeHUEM dKYIn3yMada. Y 00JIbHbIX
MOTYT pa3BUBAThLCS TeMOTIO0MHYPHSI, BO3BPAIIaThCS UC-
XOJTHBIC CUMIITOMBI (OBIIIKA, CIA00CTh, CITa3M IJIaIKOM
MYCKYJIaTyphl U JIP. ), IOTPEOHOCTD B TPAHCDY3USIX, TIOBBI-
matbest ypoBeHb JIIT, peTuKy101uMTOB U CHUXATHCST YPO-
BEHb ranTorjioouHa.

JleyeHne «IIpOpPHIBHOTO» T€MOJIM3a TPEAroaraeT co-
KpaleHus MHTepBajia MeXX1y BBEICHUSIMU 9Ky IM3ymada 10
12 nHeit wm yBemdeHus 10361 10 1200Mr Ha 1—2 BBeieHMSL.

Habarwodenue 3a nayuenmamu,

NOAYMAIOWUMU IKYAUZYMAO

Bo BpeMst teyeHus1 3KyJIn3ymMaboM HEeOOX0AMMO KOH-
TPOJIMPOBATh TOSBICHUE CUMITOMOB MH(MEKIIUUA U TIPU
OakTepHaIbHBIX MH(EKIINSIX CBOCBPEMEHHO Ha3HAayaTh
aHTUOMOTUKU. [1pn TMarHOCTUPOBAHMU MEHMHTOKOKKO-
BOI1 MH(MEKIINK OUYepeTHOE BBEICHNE MperapaTa OTMEHSI -
ercs. MexaHu3M JeiCcTBUS TIpenapaTa 9Kyau3ymao rnpe-
ToJaraeT MOBBIIICHNE PYUCKa Pa3BUTUS MEHIHTOKOKKOBOI
uHpekuu (Neisseria meningitidis) Ha (poHe ero mpuMeHe-
Husi. Bcem 00JIbHBIM HEOOXOAMMO ITPOBOJUTH BaKLIMHA-
1110 IPOTUB MEHMHTOKOKKA 3a 2 He/I 10 Havyaja IpuMe-
HEHMS TIperapara, a Takke PEeBaKIIMHAIIAIO COTJIACHO
cymiectBytomuM B P crangapram. Hanbonee npeamou-
TUTEJbHAa KOHBIOTHPOBAaHHASI TeTpaBaJICHTHAsI BaKIIMHA
npotuB cepoturioB A, C, Y u W135. B ciryuae Heobxomu-
MOCTH CPOYHOTO JICUCHUS DKYJIN3yMaOOM HeBaKIIMHUPO-
BaHHOTO TAIIMEHTa BO3MOXHO HAYajIo Tepanuu Ha (poHe
COOTBETCTBYIOIIICH aHTHUOMOTUKOIIPO(DIIAKTUKH,, KOTOpast
TIOJDKHA TIPOIOJDKATHCS B TEUCHUE 2 HeJl MOCIIe IIPOBee-
HUS BaKLIMHALIMY IIPOTUB MEHMHTOKOKKOBOM MH(MEKIINN.

B npouecce Tepanuu 3Kynn3ymadomM peKoOMeHIYyeTCsI
TIPOBOAUTH CIICMYIOIIHE TA00PAaTOPHBIC aHATN3bI: KIIMHU-
YECKUI aHaI13 KPOBH C ONPEASTICHUEM PETUKYJIOLIUTOB,
JIAT, KpeaTUHUH KPOBU, MO3TrOBOI HATPUYpEeTUUECKUI
nentun B (Ipr BO3MOXHOCTHU BBIIOHEHUS ), D-numep,
CBIBOPOTOYHOE 3KeJIe30, (heppUTHH, IPSIMOI aHTUTIO0Y-
JHOBBIN TecT. KoHTpoab BennunHbl [THI -kj10HA 11poBo-
IUATCS Ha OCHOBAaHUM PE3YJIBTaTOB BHICOKOUYBCTBUTEIb-
HOI IPOTOYHOM IMTOMETPUU.
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Cumnmomamuueckas mepanus npu Ae4eHuu IKyausy-
Mabom BKITIOYaeT HazHaYeHME (DOJTMEBOI KUCIIOTHI (5 MI/CyT),
BUTaMKHa B, (npu neduimre), npemnaparos xenesa (mpu
nedumTe), aHTUKOATyISHTOB (BapdaprH, HU3KOMOJIE-
KyasapHei renapud (HMID)) mpu TpoMOGOTHYECKUX OC-
JIOXKHEHUSIX, TpaHChy3uii IIpernapaToB KPOBU B 3aBUCH-
MOCTU OT KJIMHMYECKUX CHMITOMOB, TMApATaldU MPU
pa3BUTUU TeMOJIMTHYECKOro Kpu3a. [Ipemapatsl xee3a
JIOJKHBI HA3HAYATBCSI C OCTOPOKHOCTBIO B CBSI3U C BO3-
MOXHOCTbBIO YCUJIEHHUsI FeMOJIN3a.

Bepemennocmo npu napokcuzmanbHoi

HOYHOIL 2eM02N00UHYPUU

bepemennocts npu ITHI xapakTepusyercs: BBICOKOI
YaCTOTOM OCJIOXKHEHUI, MATEPUHCKOM U NETCKOU CMEepPT-
HocTblo. [TokazaHo coBMeCTHOE BeJeHue 0epeMEHHOCTU
aKyIepaMi-THHEKOJIOTaMH 1 TeMaTOJIOTaMHU, TIOBHIIIICHE
no3bl npenapata B 111 TpuMecTpe 6epeMeHHOCTU U MpU
«IIPOPBIBHOM» reMosm3e (10 900 Mr B Hefeo), IpodrIak-
THYecKast aHTuKoarystHTHas Tepanust (HMI), HasHaueHue
¢onmeBoil KHMCIIOTHI, MpermapaToB Keje3a, TpaHc)y3uu
SPUTPOLIMTOB ¥ TPOMOOLIUTOB IPU HEOOXOAMMOCTH.

DKynu3ymab He 0OHapyKMBAETCSI B TPYAHOM MOJIOKE
W IIYHOBUHHOI KPOBHU.

5.2. Tpancnaanmauyus KocmmHoz2o mosea

B T0 BpeMs1 Kak 3Kynu3ymMad mo3BoJisieT KOHTPOJIUPO-
BaTh BHYTPUCOCYIOWCTHIN T€MOJIN3 U CBSI3aHHBIC C HUM
ocnoxHeHus [THI, ajoreHHast TpaHciaHTalMsl KOCT-
Horo mo3ra (TKM) ocraercs eTMHCTBEHHBIM paIuKATbHBIM
METOIOM, TO3BOJISTIONINM JOOUTHCS M3JICYCHUS TIPU JaH-
HoM 3ab6oseBanun. OgHako TKM comnpsbkeHa ¢ BBICOKOI
JIETAJTbHOCTHIO. TakK, B peTPOCIIEKTUBHOM MCCIICIOBAHNN
Ha 26 mauuenTax ¢ [THT u3 Mramuu, moayuusmmx TKM,
10-;1eTHsIS BRDKMBaeMoCTh coctaBuna 42 %, a BeposiT-
HOCTb 2-JIeTHE# BBKMBAEMOCTH y 48 MallieHTOB, TTOJTyY1B-
mwux TKM ot HLA-uaeHTUYHOro cCuOaMHIa, o JaHHbIM
MexxayHapogHOTO perucTpa TpaHCIUIAHTALIMK KOCTHOTO
Mo3ra, coctaBuia 56 % [40, 41]. BHe 3aBUCMMOCTH OT I10-
KazaHuii, 1o kotopbiM IpoBoautcss TKM, yacrora oc-
JIOXXHEHUI ocTaeTcsl oueHb BhICOKOU. YacToTa peakuuu
«TpaHCIUIaHTAT MPOTUB XO3siMHA» y TMauueHToB ¢ [THI
cocrapisieT 42—54 % [40, 42], y MOJOBUHBI MALIMEHTOB
pa3BUBaeTCS BEHOOKKJIIO3MOHHAs 00JIe3Hb nedeHu [43],
U, KpOMeE TOTro, coxpaHsieTcst puck akcnancuu [THI-xio-
Ha [44]. TKM u cBs13aHHBIE C Hell OCTIOXKHEHMS HETATUBHO
BJIMSIIOT Ha KAYECTBO KM3HU MALMEeHTOB [45, 46].

B cBsa3u ¢ atum knaccuueckas ¢opma ITHI, B Tom
YUCJIe ¢ TPOMOOTHUYECKUMU OCJIOXKHEHUSIMH, B HACTOSI -
11ee BpeMsl 00Jiblie He siBJisieTcs mokazaHueM ajist TKM.
HenaBHo ObUIM ONyOJIMKOBaHbI pe3yJbTaThl PETPOCIIEK-
TUBHOTO MHOTOIIeHTpoBoro aHamm3a TKM y 211 manm-
€HTOB, IIpoBeJcHHOro EBpomeiickoii rpyrrmoil TpaHc-
IUIAaHTALIMA KOCTHOTO Mo3ra 1 MpaHIy3cKuM 00IIeCTBOM
rematosnoroB [47]. OO6mas 5-71eTHSS BBIKMBAEMOCTb
TpaHCIUIaHTUPOBaHHBIX nauueHToB ¢ ITHI cocraBuna
68 £3 % (54 = 7 % B rpymiie GOJbHBIX C KJIACCUYECKOM
ITHI, TpaHCcnIaHTUPOBAHHBIX B CBSI3U C TPOMOOTHYE-
CKUMU OCJIOKHEeHUsIMU;, 69 £ 5 % y maumentoB ¢ AA/ITHT
0e3 aHaMHe3a TPOMOOTUYECKMX cOObITUI U 86 + 6 %
B rpyIie nanueHToB ¢ Kinaccuuyeckoil [THI, y koTopbix
nokazanveMm mist TKM Obl1 peluIuBUPYIOLIUIA reMO-
mm3). Kpome Toro, ObLT IpOBeIeH CpaBHUTEIbHBIN aHa-
M3 o0uieil BbDKMBaemMocTu 24 map OonbHbIX TTHT
¢ TpoM003aMU B aHaMHe3€, MOJIYUMBIINX 1 HE TTOTYIMB-
mux TKM. BerkuBaemMocTh 00bHBIX B rpymme TKM
OBIJ1a JOCTOBEPHO HUXKE. DTU TaHHbIe YOSTUTEIHLHO T10-
Ka3bIBaIOT, YTO TPOMOOTHUYECKHE OCIOXHEHHUSI TaKXKe
He MOTyT ObITh TToKa3zaHueM misi TKM. B cBsi3u ¢ atum
TKM npoBoguTcsi B pamMKax CTaHAAPTHBIX MOKa3aHUM
mpu aria3un kpoerBopeHus (AA/ITHI u AA/cyoknu-
Huueckas ITHI), peaknx ciydasx KJIoHaJbHOM TpaHC-
dopmaruu [THI B MJIC / ocTpsiit 1eiiKO3 WU IIPU Ha-
JIMYNY OJHOSTIIIeBOrO Om3Hena [3].

5.3. Aumuroazyranmunasn mepanus

ITocne TpoMOOTHMYECKOIO COOBITUSI MOXKET OBITh pe-
KOMEHIOBaHa [UTUTeIbHAs (TTOXKU3HEHHAST) TepaIrus aHTH-
KoaryJIstHTaMu (IIPOM3BOIHBIC KyMapUHA WY TeIIapHHBI).
Tepanus cunapoMa banna—Kuapu Tpedyet HaxoXaAeHUs
MMaIMeHTa B CIIeIMaTM3UPOBAHHOM XUPYPTUIECKOM OTIe-
JICHUU JIJIST TIPOBEICHMST JIOKAJIBHOTO I CUCTEMHOTO TPOM-
Oonm3nca. AHTUKOATYISTHTHAS Tepamusl ISl TIepBUYHOMN
npodUIaKTUKU TPOMOO30B MOXKET ObITh MOKa3aHa B OT-
NEeAbHBIX caydasx npu BeisiieHun [THI -kaona B > 50 %
IPaHYJIOIMTOB U IPY HAIMIUU TOITOTHUTEIbHBIX PUCKOB
TPOMOOTUYECKUX OCIO0XHEHUN, 32 UCKIIFOUYEHUEM 00JIb-
HBIX C arjia3ueit KocTHOro moara [23].
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