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ITocobue mnpenHazHayeHO MJi CTYACHTOB 4-6 KypCOB U TIOCBSIIEHO BOIpOCam
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Pa3HBIX CTaausAX, TPHUBEIACHBI CBEICHUS O (U3UKAIBHBIX JJaHHBIX, aJITOPUTME
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IFEMOJIUTUYECKUE AHEMHH

I'emonutuyeckne anemun (I'A) — Oospmias rpynmna 3a00J€BaHUNA, HMEIONTUX
o0IIyr0 O0COOCHHOCTh TAaTOreHE3a: YMCHBIICHHWE KOJUYECTBA DJPUTPOIMTOB H
KOHIICHTPAIIUU TeMOTIIOONHA B KPOBH BCJICACTBUE YKOPOUCHUS KU3HHU DPUTPOITUTOB.
[Tpu 3TOM CIIOCOOHOCTH KOCTHOTO MO3Ta PearnpoBaTh Ha aHEMHYECKUE CTHMYJIbI HE
W3MCHEHA.

Knaccuduxkanus reMoJIuTHYECKNUX AHEMUIA:

[. Bpoxnenneie remonutnueckue aHemMuu (70% oOT BceX TIeMOJIUTHYECKHX
aHEMHIA).

Cpenu HaclieICTBEHHBIX AHEMUI BBIJIETISIOT:

1.T’'A, cBsi3aHHbBIE C T€HETHUYECKH JI€TEPMUHUPOBAHHBIM Je(HEKTOM MEMOpaHbI
pUTPOLUTA (MUKPOC(HEPOLUTO3, SITUITOLMTO3, AKAHTOLIUTO3, CTOMATOLIMTO3).

2.TA, cBsa3aHHbIE ¢ AePEKTOM (PEPMEHTOB IPUTPOLMTOB (AEPHUIUT IIIFOKO30-6-
(docdaraeruapore-Hasbl, 1ePUIUT NEPYBATKUHA3HI U JIp.).

3.T'A, cBsa3aHHble C JIeeKTOM CHUHTe3a TJIoOMHa (TajsacceMusi, CEpIIOBUJIHO-
KJICTOYHAsI aHEMUS U JIp.).

4.T'A, cBsa3anHbIe ¢ Je()EeKTOM CUHTE3a NOpUpPHUHA.

I1. [TpuoGpetenusie ['A pa3aenstoT Ha UMMYHHBIC 1 HEUMMYHHBIE.

['emonn3 mpu pas3nnuHbIX BapuaHTax ['’A mpoTekaer mo BHYTPUKIETOYHOMY
(BHECOCYIMCTOMY) MJIM BHYTPUCOCYAUCTOMY THILY.

KnuHruyeckre MNpU3HAKKM BHYTPUKIETOYHOTO TE€MOJIM3a: aHEMUs, JKelTyXa,
CIUICHOMETaJIHsl.

KimHnyeckne MNpU3HAKKM BHYTPHUCOCYAMCTOIO TEMOJIM3A: aHEeMUs, JKeJITyXa,
TeMHasl Moya.

JlaGopatopHble TpuU3HAKU OOIME JUisi OOOMX THUIIOB TeMOJIU3a: aHeMus,
PETUKYJIOLIUTO3, YBENWYEHUE (pakiuu HE3peabIX PETUKYJIOUUTOB C HUBKOM
(dbyopecieHIueH.

JlabopaTopHble MpU3HAKKA BHYTPHUKJIETOYHOTO T€MOJIN3a: THIEpOUTUpyOnHEMUs
3a CUeT HeNpsIMOTO OMIMpyOrHa, ypoOUJIUH B MOYE.

JlaGopaTtopHble  NPU3HAKKM  BHYTPUCOCYIMCTOTO  TE€MOJIM3a:  CBOOOJIHBIM
reMOTJIOOMH B CBIBOPOTKE KPOBHU, CHUIKEHHUE TaIlTOINIOOMHA B KPOBH, CBOOOIHBIM

reMOrJIOOMH B MoO4Ye, MPOJYKTHI pacmaga CBOOOJHOrO TIeMOIJioOMHa B MoOue,



TUNEpOUTUPYOMHEMHUST 32 CYET HEMpsSIMOTO OWMupyOWMHA MpU BHYTPUCOCYAUCTOM
reMOJIN3€ MEHEE BhIPAXKEHA.

Huxe OynyT paccMOTpeHBI OCHOBHBIE T€MOJUTHYECKHME aHeMUU. BpoxaeHHbIe
— D58.0 HacneactBennsiii mukpocdeporutos3 (6o1e3ap Munkosckoro-Iloddapa);
D55.0 HacnenctBennas I'A, oOycnoBneHHas nepuiuroM (epmeHTa TIIFOK030-6-
docharnerunporenassl (I'-6-OJII") (Evans R.S., 1949).

[Ipuo6perennsie — D59.0 AyroummyHHass reMojuTuyeckas aHemwus; D59.5

[TapokcusmainbHas HouHas reMornoOunypus (Mapkuadassi-Mukenn).

HACJIEJCTBEHHBIA MUKPOC®EPOIIUTO3

HacnencrBennniii  mukpocgepounto3 (HMC, Oonesub MuUHKOBCKOTO-
[Moddapa) — 3aboseBaHue, CBSI3aHHOE C TEHETHMYECKU JETEPMUHHUPOBAHHBIM
nedekToM OenkoB MeMOpaHbl DJPUTPOILMTOB, BCIEACTBUE YEro HApYIIAECTCS
MPOHUIIAEMOCTh MEMOpaHbl M BHYTPb JPUTPOLUTA TIOCTYMAET H30OBITOYHOE
KOJIMYECTBO HATpHUS. OTO MPUBOJUT K HAKOIUIEHHIO B SPUTPOLIMTAX BOJBI, UX
HaOyxaHuto, W3MEHEHHI0 (OpMBI (C JBOSKOBOTHYTOM Ha C(HEpUUECKYy0) |
HapYyILIEHUIO CIOCOOHOCTH H3MEHATHh (OpMY MpPU MPOXOKIECHUU YEPE3 COCYIbI
MHUKPOLIMPKYJISITOPHOTO PYCila, CHUKEHUIO OCMOTHYECKONW CTOMKOCTH 3PUTPOLIUTOB.
B cocymax cene3eHKM BCIEICTBHE 3TOT0 MPOUCXOAUT OTILEIJIEHUE YacTH
MTOBEPXHOCTU DSPUTPOLUTOB, YKOPAUUBACTCA MPOJOKUTEIBHOCTh HMX XKU3HU H
YCWJIMBAETCS pa3pylieHue Makpodaramu.

dnuaemuosorusa. Yacrora BcrpedaeMoctu 3a0osieBanus coctanisieT 20 ciydyaeB
Ha | MJIH HaceneHus.

Jtuojorus. [lpuunna 3a0oneBaHUS — KOJUYECTBEHHBIE WM KadyeCTBEHHbBIC
nedexTel Oeiaka MeMOpaHbl JIpUTPOLUTAa — CHEKTpUHA. JleekT BO3HHMKAaeT B
pesynbrate mytanuii B reHax ANK1 (6onee 50% ciyqaes), SPTB, SLC4A1, EPB42,
SPTA1. bonemmuacTBO BapnantoB HMC Hacnenyercst o ayTOCOMHO-TOMUHAHTHOMY
tuny. B OonpmMHCTBE ciyyaeB y OJHOTO U3 poauTeieil OONbHOrO yaaercs

OOHapY>XUTh MPU3HAKKA MUKPOCHEPOIINTO3A.



IlaTtorenes. l3menenust B CTpykType Oelika CIEKTpUHA BEAYT K TMOBBIIICHHON
MPOHUIIAEMOCTH MEMOPaHbl 3PUTPOINTA U TACCUBHOMY IIPOHUKHOBEHUIO Yepe3 Hee
MOHOB HaTpus. M30bITOK HATpusi BHYTPU KIETKM NPUBOJUT K MOBBIIICHHOMY
HAKOIUICHHWIO B HEW BOJIbI, HAOYXaHUIO APUTPOILUTOB U HU3MEHEHHIO UX (OPMBI C
JBOSIKOBOTHYTOM Ha c(epuyeckyro, 4YTO MPHUBOJUT K MOBBIIMICHHOW CEKBECTPALMU
SPUTPOLUTOB B CEJE3CHKE U YKOPOUEHHUIO MX KU3HU (BHYTPHUKJIETOYHBIN MEXaHU3M
pa3pylIeHHs S3PUTPOLUTOB). ['eMOIN3 — M0 BHYTPUKIETOYHOMY THUITY.

Kinunuveckass kapTuHa. Y OOJIbHBIX JIETE UMEIOTCS MHOTOYUCIIEHHBIE CTUTMBbI
nucoMoOpuorenesa (OalleHHbIN Yeper, roTuueckoe HEOO, M3MEHEHUE PACTIONOKEHUS
3y00B, MUKPOO(TaTbMUS, U3MEHEHHBIC MU3UHIIBI).

IIpakTHueckn Bcera MMEETCs JKEeNTyxa, yBeIudeHa cese3eHka. [loBbliieHa
JUTOT€HHOCTB YKE€JTYM — BBICOK PUCK 00pa30BaHUs OUIMPYOMHOBBIX KAMHEM.

JuarHocruka. llepBuuHOE NpeACTaBICHUE BO3MOXKHO TOJIBKO HAa OCHOBAHMH
JETANIbHOIO aHalu3a KIMHUYECKOW KapTuHbl 3a0oneBanus. [logo3penune Ha
reMOJIMTUYECKYIO MPUPOY 3a00JIeBaHUSI BO3HUKAET MPU aHaIU3€ reMorpaMmsl. B
nepudepruyeckoil KpOBU BBISBIISICTCS yMEpPEHHAs! aHEMUS, MHOT/Ia aHEMUU MOXKET U
He ObITh. Ho coxmepxaHue peTUKYJIOIUTOB Bcerga ysenuuyeHo. [loBbimieHue
PETUKYJIOLHUTOB MPSAMO KOPPEIUPYET CO CTENEHBIO BBIPAKEHHOCTH AHEMHH.
[IBeToBO# moOKa3zaTenb OJMWM30K K €OUHHUIE. XapakTepHO yMeHblieHue MCV
(MuxpocgepounTos). pyrue nokazareiar reMorpaMMbl HE H3MEHEHBI.

[loaTBepkaA€HME AMArHO3a MPOBOJAUTCA JHOO C TMOMOIIBI0 CEKBEHHPOBAHUS
HOBOIO MOKOJEHHUs, BbIsABIstomiero myrtauuu B reHax ANKI, SPTB, SLC4Al,
EPB42, SPTAI1. IIIIP auarHocTka HE NPUMEHMMA, TAK MYTAallUH B ITUX I'€HAX HE
SBJISIFOTCS KOHCEPBATUBHBIMH.

buoricust KOCTHOrO Mo3ra NpakTUYECKH HE NPOBOAUTCS. B KOCTHOM Mo3re
OTMEYaeTCs TUIEPIUIa3usl KIETOK 3PUTPOMIHOTO  psiia  pa3HOW  CTENEHHU
BBIPXKEHHOCTH.

Huddepenumansuas nuarnoctuka. uddepennupoare HMC HeoOxoaumo B
IEPBYI0 OYEpEeAb C HMMYHHBIMM TE€MOJUTHYECKMMU aHeMusMH. B ciydae

HMMYHHOTI'O T€éMOJIM3a na6opaTopHo BBIABIAIOTCA aHTHUTCIIA.



Jleuenmne. [larueHTsI ¢ JIETKUMU M YMEPEHHBIMHU KIMHHYECKUMU TPOSBICHUSMH
noJTyyaroT npoduaakTuky QoaueBoil kuciaoroil. B cmyuyae perynspHbix Tpancysuii
HazHauyaemcs xenamopuas mepanusi no 10-30 me/ke degpepazuporca. llpyu Hanuuuu
TSDKEJIBIX TTOBTOPSIOIIMXCS AHEMHUYECKUX KpHU3ax WIIM >KeTYHOKaMEHHOUN 00Jie3HU
POBOJUTCS CIUIEHAKTOMHUA. [lociie CIIEHPKTOMUU MPAKTUYECKH Y BCEX OOJBHBIX
HOPMAJIM3YIOTCSl ~ COJIEpKAaHWE TIeMorioOMHa M caModyBcTBME. Bompoc o
HEOOXOIUMOCTH XOJISHUCTAKTOMUU PEIIAIOT HMCXOJs U3 KIMHUYECKON CHUTyaluu
(Greer J., 2013).

IIporuo3 y OonpHbix ¢ HMC OnaronpusitHeid. OTCYTCTBYIOT JIaHHBIE O
COKpAIllCHUH TMPOJOJKUTEIIBHOCTH JKM3HM Ha (OHE aJeKBAaTHOM Tepanuu u
HaOII0ACHUS.

HMpopuaakruka HMC Moxker 3akimodarbCss B MEAUKO-TEHETUYECKOM
KOHCYJIbTUPOBAHUU CEMEH C OTATOMICHHbIM aHamMHe30M. OJIHaKO, TOCKOJbKY
3a0071€BaHuE SABISAETCA JOCTATOYHO IOOPOKaYECTBEHHBIM, CEPhE3HBIX OCHOBAaHUM JJIA

OTrpaHUYCHMS POXKICHUS I€TEH HE ObIBAET.

IFEMOJIUTUYECKASA AHEMUS, OBYCJIOBJEHHASA NE®@UIIUTOM
®EPMEHTA I'/IIOKO30-6-@OCPATAETI U IPOT'EHA3BI

Hepuuut rawko30-6-pocharnerugporesazol (I'-6-OJII)) — pereccuBHO
HacyeqyeMmoe 3a00JIeBaHNe, CLEIJICHHOE ¢ MOJIOM M XapaKTepU3YIoleecss pa3BUTHEM
reMojin3a Mociie Mpuema JEKApCTB WM yNOTpeOJieHUs B MUILY KOHCKUX O0O0OB.
bosnerT B 0CHOBHOM MY»XYHUHBI.

Jdtuojorusa. Y O0oibHbIX UMeeT MecTo aAepuuut [-6-OJI" B spuTponuTax, 4ro
MIPUBOJUT K HAPYIICHUIO MPOIECCOB BOCCTAHOBIICHHS TITyTaTUOHA MPHU BO3ACHCTBUU
BEIIIECTB, OOJAJAIOMINX BBICOKOW OKHUCIMTEIBHOM CMOCOOHOCTHIO. [leduiut
aKTUBHOCTU (DEPMEHTOB BO3HUKAET B PE3yJIbTaTE HACIEJICTBEHHBIX MYTallUii B TCHE
G6PD, pacnonaratomierocss B Xq28. Onucano Oonee 190 paznuyHbpix MyTanuid B

pa3nmuuHbIX ~ 3THUYeckux  rpynnax. Camble yactele Myrauuun — AURES,

MEDITERRANEAN, A-, SIBARI, VIANGCHAN n ANANT.



[Tarorenes. edumur ['-6-OJII" HacneayeTcs Mo pErEecCCUBHOMY X-CIETUIEHHOMY
tuny. [Ipu HU3KOW aKTUBHOCTH (hepMEHTAa B SPUTPOLIUTAX HAPYIIAIOTCS MPOLIECCHI
BOCCTAaHOBJICHMsSI HUKOTHHaMujauHykieotuadochara (HAAD) u mnpespaieHus
OKHCJICHHOTO TJIFOTAaTUOHAa B BOCCTAHOBJICHHBIW. [lociennmii mpemoxpaHser
SPUTPOLUT OT AEHUCTBUS TEMOJMTHUYECKUX ar€HTOB-OKUCIHUTENEH. ['eMonu3 mpu ux
BO3JICHCTBHM Pa3BUBAETCA BHYTPHU COCYAOB IO TUITY KpHU3a.

CreneHb TSHKECTU ONpENENsieTCss aKTUBHOCThIO hepMeHTa: sierkas — 6osiee 60%,
cpeaneit Tsxectu — 10-59%, Tsxenas —menee 10%.

Kaununveckas kapruHa. [€MOJUTHYECKUMH KpU3 MOTYT MPOBOLUPOBATH
MPOTUBOMAJIIPUMHBIE MPENapaThl, Cylb(aHUIAMUIbl, aHAJBIE€THUKUA, HUTPO]YpaHBbI,
pacTuTenbHble MPOAYKTHI (000bI, cTpyukoBbie). ['eMonn3 HacTymaer uepe3 2-3 AHs
nocyie ux npuema. Y OOJIbBHOTO TMOBBIIIAETCS TEMIIEpATypa, MOSBISIOTCS pe3Kas
ciabocTh, 00K B KUBOTE, HEOJHOKpaTHas pBoTa. Hepenko pa3BuBaeTcst KoJuiarc.
Beigensercs Moya TEMHOTO WM JaXe YEpHOro I[B€Ta Kak CIEICTBHE
BHYTPHUCOCYAUCTOrO I€MOJIM3a U TOSIBICHUS B Moue remocuaepuHa. MHorma uz-3a
3aKyNOpPKH IIOYEYHBIX KAaHAJBLEB IPOAYKTaMH TIE€MOJIM3a pPa3BUBACTCA OCTpas
MoYeYHass HEIOCTAaTOYHOCTh. llosiBisieTcss Xenryxa, ONPEAeNIoTCs TIenaTo- Hu
CIUICHOMETaJIHsl.

JAmarHocTuka ocHOBaHa Ha ompeaeneHuu akTuBHOCTH ['-6-DJ[I°. Cpa3y mocne
reMOJIMTUYECKOTO KpHU3a PE3yJIbTaT MOMKET OKa3aThCsl 3aBbIIICHHBIM, TaK Kak
pa3pylialTcs B MEPBYIO OYEpenb DJPUTPOLUTHI C HAWMEHBIIUM COJEPKaHUEM
dbepmenTa.

IIpy wuccnegoBaHMM KPOBM — HOPMOXPOMHAsi BBIPQXKEHHAs aHEMMS,
PETUKYJIOLUTO3, B Ma3Ke MHOTO HOPMOITUTOB U Tejer] [ 'eliHia (IeHaTypupOoBaHHBIMN
remorjo0uH). Onpenenstorces cnenudpuyeckrue Gopmbl pa3pylIeHHBIX 3PUTPOLIUTOB —
AerMauuThl  («yKylIeHHble» KieTku). [loBelmaeTcst copepxaHue CBOOOJHOTO
OownnpyOuHa B KpoBU. OcMOTHYECKas CTOMKOCTb 3PUTPOLIMTOB B HOPME WIIU
MoBbIIIeHA. Pemarommii  METoJ [IWAarHOCTUKUM — BBISIBJICHUE CHUKEHUS B

sputpouuTtax I'-6-O/I".



JleyeHue 3akioyaeTcsi B yCTpaHEHUH (DAKTOPOB, MPOBOLMPYIOMIUX TEMOJIH3.
IIpy pa3BUTHM TE€MOJMTHUYECKUX KPU30B M PA3BUTHM TSKEIOUM aHEMHUH BO3MOXKHO
IPOBEACHUE 3aMECTUTENBHBIX FeMOTpaHcy3uil. B orpaHMueHHOM 4uClE TSKEIbIX

clly4aeB IpuxoauTcs npuderats K cruieHakromuu (Greer J., 2013).

HNPUOBPETEHHBIE TEMOJIUTUYECKHUE AHEMHUH

Bce mnpuoOpeTeHHbIE TIE€MOJUTHYECKHE AHEMHMM MOYKHO pa3leiuTh Ha JIBE
IpyNIbl: UMMYHHbIE U HEUMMYHHBIE ['A.

[TpuunHel BO3HUKHOBEHUS HEMMMYHHBIX I'A: TpoMOOTHYECKAs
TpOMOOLIMTONIEHNYECKAs MypIypa, FreMOIUTUKO-ypemudeckuid cuaapom (TTP/HUS);
AKJIAMIICHS U MpedKIaMIicus Ha poHe OepeMEHHOCTH; BACKYJIUTHI (IOJIMAPTEPUUTHI,
rpanyinemaTto3 BereHepa, ocTpblii TJIOMepylOHE(PPUT, PUKETCHO3HBbIE HH(EKIIHH);
JBC-cunapoM;  cepAeYHOCOCYIUCThIE  3a00J€BaHUS  PA3IMYHOIO  TIEHE3a;
MEIMKAMEHTO3HO-UHYIIUPOBAHHbIE  (LIMKJIOCIIOPUH, MHUTOMHIMH, TUKIONUINH,
TaKpOJIUMYC); MEXAaHUYECKHUE BO3JEHUCTBUS HA SPUTPOLUTHI IMPU TEeMOAU-AIH3E,
onepanusXx C UCHOJIb30BAaHUEM allllapaToB MCKYCCTBEHHOTO KpPOBOOOpAICHHUS,
o’korax; UH(GEKIIMOHHBIE U TTapa3uTapHbie 3a00JeBaHUs (MaJSIpUs); TUIIEPCILICHU3M;

MapoKCU3MallbHasi HOYHAasi reMorioounypus (6ose3nr Mapkuadaa-Mukemnn).

NMMYHHBIE TEMOJIUTUYECKHUE AHEMHUHN

NUI'A — 3aboneBaHus, CBSI3aHHbIE C YKOPOUYEHUEM >KH3HU DPUTPOLIUTOB
BciencTBue BozaeiicTBus AT, mpu COXpaHEHUM CIIOCOOHOCTH KOCTHOIO MO3ra
pearpoBatb Ha aHEMUYecKHe CTUMYJbl. (OCHOBHBIM CHUMIITOMOM JIaHHBIX
3a00JIeBaHUH ABIIAETCS OBICTPOE CHUYKEHUE KOJIMYECTBA SPUTPOLIUTOB U COJIEPIKAHUS
reMorJIoOMHa B KPOBH.

I'pynner UT'A:

1) annonuMMyHHbIE (MM U30MMMYHHbBIE) — AaHEMUU, CBSI3AHHBIE C BO3ACHCTBUEM
sK30reHHbIX AT K aHTUreHaM 3pUTPOLUTOB OOJIBHOTO;

2) tpancumMmyHHble — WI'A, cBs3aHHble ¢ Bo3aelcTBueM AT, MPOHHKAIOMIMX

4CpEe3 MIALUCHTY U HAIIPABJICHHBIX IIPOTHB aHTUI'CHOB 3PUTPOLMTOB pC6CHKa;



3) rerepouMmMmyHHble (ranTteHoBele) — HWI'A, pa3BuBaromMecss B pPeE3yJbTaTe
¢duKcanyy Ha MOBEPXHOCTH SPUTPOLIMTA HOBOTO HK30M€HHOTO aHTUI€HA — TalTeHa;

4) ayroummyHHble — WI'A, Bo3HuUKawmue B pe3ylbrare (OPMUPOBAHUS
MaTOJIOTMYECKOr0 KJIOHA MIa3MATUYECKHUX KIIETOK.

Yacrora Bctpeuaemoctu MI'A  cocraBisier okono 100 ciywaeB Ha 1 wmutH

HaceneHus. Hanbosnee 3HauuMoil sIBISI€TCS ayTOMMMYHHAsl TEMOJIMTUYECKAsS] aHEMMUSL.

AYTOUMMYHHAS 'EMOJIMTUYECKASI AHEMUSA

Pazpensior uanonatuyeckrue ayrouMMyHHbIe reMosutuueckue anemuu (AULA)
u Bropnunbie AUT'A.

Bropuunsie AMI'A pasBuBatorcs Ha (QoHE cCleAylOmMX 3a00JeBaHUM:
PEBMATOUIHOTO apTpura, CKJIEpOJECPMUM, CUHIPOME [lerpena,
muMpornposudepaTUBHBIX 3a001€BaHUAX, IPYTUX 3JI0KAYECTBEHHBIX 3a00JIEBaHUSX,
rpUOKOBBIX MH(EKUIMIX, TUMOMAX, S3BEHHOM Koiute, Bl2-medunutHoli anemuwu,
O0one3nn Kapacaku, mepBMYHOM OWUIMApHOM LHppo3e mnedeHu. IIpu orcyrcTBUU
OpUYMH I8 ayTOUMMYHHOM  T'E€MOJIMTUYECKOM  aHEeMHUU  BEpUPHUIUPYIOT
nauonatuyeckyro AUTA.

ANI'A BO3HUKaeT W3-3a TNEPCUCTECHIMM KJIOHA IIJIa3MaTUYECKUX KIIETOK,
BbIPa0ATHIBAIOIIMX AHTHUTENA K COOCTBEHHBIM HpuUTpolruTam. [IpemmyiiecTBeHHO
BcTpeuarotcs [gG anTurena.

Jnuaemuosorus. 3aboneBaeMOCTh cocTaBisgeTr 1-3 caydas Ha 100 000
HACEJICHUS €XKETOTHO.

Jdtuonorus. [Ipununnsl pazsutus AUT'A, kak 1 MHOTMX OPYTMX ayTOMMMYHHBIX
3a0oJieBaHuH, He sicHBL. OOCYyKIaeTcsl BO3AEMCTBIE HEKOTOPOIO TPUITEPHOTO areHTa
(BO3MOHO, BUpYyCa WM MUKPOOPIaHU3Ma), BCIEACTBUE KOTOPOTO MPOUCXOAUT CPBIB
MMMYHOJIOTHYE€CKOM TOJIEPAHTHOCTH K COOCTBEHHOMY aHTHUTEHY.

ITaTorene3. Xapaktep naTroreHeTU4ecKMXx MexaHu3smMoB npu AMI'A 3aBucut
IJIaBHBIM 00pa3om oT xapaktepa AT, BbIpaOaThIBaONIUXCS MPOTHUB COOCTBEHHBIX
HEM3MEHEHHBIX aHTUTEHOB HpuTpormToB. Knaccubukamus AT: mo mMexaHuU3My

nercTBUA (arrJlOTUHUHBI, TE€MOJMW3UHBI, TPEUUIIUTUHBI); IO TEeMIEepaTypHOMY



ONTHMYMY  aKTUBHOCTM  (TEIJIOBBIE,  XOJOJOBBIE); IO  CEPOJOTHMYECKOU
XapaKTEepUCTUKE (TIOJHbIE, HEMNOJHbIe). TemIoBble aHTUTENA KAaK MPaBUJIO
HanpasiieHbl Ha Rh aHTUreHs! wim rimkooprHbl, X01010Bble Ha | 1 | aHTUTEeHBI.

HarpyxeHHble aHTHTENaMHU (aITJIIOTUHUHAMY WA MPEUUITUTAHAMU ) SIPUTPOLIUTHI
pa3pylLIaloTCsl B CEJIE3€HKE, IEYEHU U KOCTHOM MO3re, F'€éMOJIN3 OCYIIECTBIISETCS IO
BHyTpUKIeTouHOMY Tuily. AT Kjlacca reMOJM3UHOB NMPHU (PUKCAIINK HA MOBEPXHOCTU
SPUTPOLIUTA BBI3BIBAIOT BHYTPUCOCYIAUCTBIM remonu3. IlposBinenus 3a0oseBanHus
OyAyT B MEPBYIO OUYEpeab OMPEACIATHCA MEXaHU3MOM Pa3pyIICHUsI SPUTPOIUTOB —
BHYTPUKJIETOYHBIM WJIH BHYTPUCOCYIUCTBIM.

Kinnnuyeckas kapruHa. HaumOosee yacTeiM BapuanTom siBisiercss AUIA,
OOyCJIOBJIEHHAsT  HEMOJHBIMU  TEIUIOBBIMM  armIlOTUHUHAMH  (aHeMHsI ¢
BHYTPHUKJIETOYHON THOENbI0 JPUTPOLIMTOB). XapaKTEpHbIE >KaJIOObl CBA3aHBI C
pa3BUTHEM TUIIOKCUU TKaHEH (pe3kasi c1aboCcTh, COHJIMBOCTh, OOMOPOKH, OJBIIIKA,
cepaneouenue). Yacro ormeuaercs cyodeOpunbHas uinu GpedpuibHas TeMmiieparypa
Tena. Y HEKOTOPBIX OOJIbHBIX, OCOOEHHO TIOKWJIBIX, BO3MOXKHO pa3BUTHE
aHEMHYECKOM MPEKOMBI U KOMBI. Y OOJIbHBIX C KapJUaJIbHON NaTOJIOTHH CYLIECTBYET
BEPOSITHOCTD HECTaOUIIbHOM CTEHOKapauu 15810 JIEBOXKETYI0YKOBOM
HEJOCTATOYHOCTH.

IIpu ocmotpe: pe3kass OJEAHOCTb KOXH M BUIUMBIX CIU3HCTBIX OOOJIOYEK.
O6pazoBanne wu3 Hb paspymaromuyxcs 3pUTPOIMTOB OOJBIIOIO KOJUYECTBA
HEMPSAMOTo OUIMpPyOMHA BEJAET K PAa3BUTHIO KEATYXU. Y 2/3 OOJBHBIX BBISIBISETCS
YBEJIMUYEHHUE CEJIE3EHKH U 00Jiee YeM y MOJIOBUHBI OOJIbHBIX — IEUEHHU.

IIpu AUT'A, oOycnoBieHHoit oOpazoBanueM AT Kilacca reMOJU3UHOB (aHEMUS C
BHYTPHUCOCYAUCTOW THOEIBI0 DSPUTPOIMTOB), OOJBHBIE S>KAIYIOTCI Ha OOIM B
MOSICHUYHOW 00JacTH, MOBBILIEHUE TEMIIEpaTyphbl TeNa, MOSBICHUE MOYU YEPHOIO
[[BETA, a TaKXe MPEIbSBISIIOT ’KalloObl, CBSI3aHHbIE CO CHUXKEHHEM cozepxaHus Hb
(anemuueckuit cunapom). Koka W BUIUMBIE CIU3HUCTBIE OOOJIOUKU OJIETHBIE.
VYBenuueHue cesne3eHKd BCTPEYaeTCsl HeYacTo, U pa3MepPbl €€ HEBEIUKHU.

Juardocrtuka. CoyeTaHue AHEMHYECKOTO CHHIPOMA, MKEITYIIHOCTH KOXH H

(MM) CIM3UCTBIX O0O0JIOUEK, a TaKXKe YBEJIMYCHHE CEJIE3€HKH JOJDKHO 3aCTaBUTH



Bpaua B MEpPBYIO ouepenb 3anono3putb AUI'A ¢ BHYTPUKIETOUHBIM MEXaHU3MOM
paspyuieHusl 3pUTPOIUTOB. Takoe Mpenanonokenue TpeOyeT He3aMeIIUTEIbHOTO
UCCleI0BaHus NepupepruuecKoil KpoBU ¢ 00s13aTEIbHBIM ONPEIETICHUEM KOJIMYECTBa
pPETUKYJIOUUTOB. B KpOBM OTMEYaeTcsi 3HAUYMTEIbHOE CHUKEHUE COIEPIKaHUS
sputporutoB u Hb. [[BeToBoi mokazarens 61u3ok k enunuie, CKO sputpounton
Haxonutcs B mpenenax 80-95 ¢ (mopmormTos). CopepikaHue pPETHUKYJIOIMHUTOB
3HAUUTENHHO yBeIHUeHO. OTMeUaeTcs CABUT B CTOPOHY MOJIOXKBIX PETHUKYJIOLUTOB C
HU3KOM (QuyopecueHuueil. B  TskenbIx ciydasX BO3MOXKHO T[OSIBICHHE B
nepudepruuecKoil KpOBU HOPMOOIACTOB.

KonuyecTBO JIEUKOLMTOB M TPOMOOLIMTOB HAXOAMTCS B TMPEHENIaX HOPMBIL.
JleitkorutapHas opmysia He U3MEHEHA, XOTSI MOTYT HaOI0OIaThCA U JIEHKEMOUTHBIC
peakiuu 1o HeuTpopuiasHoMy TUITy. COD 3HAUUTENIHHO YBEIUYCHA.

[Ipu uccnenoBaHUM MOYU MOKET OBITh 3a)MKCUPOBAHO TOSIBICHHE YpOOUIIMHA.
Kan y OompHbix ¢ AWNI'A ¢ BHYTPUKIETOYHBIM MEXAaHU3MOM pa3pylICHUS
SPUTPOLUTOB MPUOOpETAET OO0JIee TEMHYIO, IO CPABHEHHUIO C OOBIYHOM, OKPACKY.

Hns  Bepudukanuu guarHoza AWIA ¢ BHYTPUKIETOYHBIM MEXaHHU3MOM
pa3pylIeHUs SPUTPOLUTOB MCIIOIB3YIOT TeCT, omnpenenstomuil Hanuuue AT Ha
MOBEPXHOCTU HPUTPOIIMTOB, — TIOJIOKHUTENbHAsT mpsaMas npoda KymbOca (mpoba
KymOca: aHTUrioOyJIMHOBYIO CBHIBOPOTKY KpOJIMKA, TMOJYYEHHYIO IYTEM €ro
CeHCHOWIIM3AIM  Y-TJIOOYJIMHOM  4YeJIOBeKa, JOOABIISIIOT K MCCICAYEMbIM
sputpountaM. ChIBOPOTKA HE BBI3BIBACT AarrjOTHHAIMA HOPMAJIBHBIX OTMBITHIX
DPUTPOIUTOB, HO TIPU TPUCOCAUHEHUH AHTUTIOOY-JIMHOBOW CHIBOPOTKH K
APUTPOLUTAM, COAEpKAlIUM Ha CBOEH MNOBEPXHOCTH HenoiHble AT, OeraKoBble
MOJIEKYJIbl YKPYIHSIIOTCSI M PUTPOLUTHI arrJlOTHHUPYIOT). bosee dyBcTBUTENbHAS
nmpoba — peakiny arperaroreMarrjtOTHHAIIUN.

[Ipu mosiBieHUN y GOILHOTO MOYM YEPHOTO IBETA, 0OJIM B MOSICHUYHON 001acTh
M aHEMHYECKHUX JKaIo0 HeoOXoauMo mpeamnojoxuTs Hamuuune AWTA ¢
BHYTPUCOCYAUCTBIM BapUaHTOM pa3pyLIEHUsS 3PUTPOLIMTOB. IDTO MPEANOIOKEHUE

YCWJIMBACTC MNPU BBISBICHUM HOPMOXPOMHOM HOPMOLIMTAPHOW AHEMHUU C



YBEJIMYEHUEM KOJIMYECTBA PETUKYIONUTOB. OTMEUaeTcsi CHUKEHHE TanToryioOnHa B
KpPOBH.

[Ipu wuccnegoBaHUM MOYM BBISIBISETCS CBOOOJHBIA TIeMOTJIOOMH, a TIpU
HCCIIEIOBAHUM MOYEBOI0 OCaJKa OTMEYAaeTCs YBEJIWYEHHE KOJMYECTBA KIIETOK
AIUTEINS MOYEYHBIX KaHAJIBLEB C BKIIFOYEHUSAMU I'€-MOCHIEPHUHA.

Jns ycranoBieHus xononoBord AUWI'A mpoBoguTcs uCCIENOBaHHUE XOJOAOBBIX
arrJIfOTUHUHOB.

[laTomopdonoruss ~ KOCTHOTO  MO3ra:  THUMEpIUIa3usi  KPacHOTO  pOCTKa
KPOBETBOPEHUS PA3JTUYHON BBIPAXKEHHOCTH. [IpH TSHKENBIX TEMOJIMTHYECKUX KpH3ax
KOCTHBIM MO3T' CHOCOOEH YBEJIIMUUBATh MPOAYKIIUIO SIPUTPOIIUTOB B 6-8 pa3 (Jager U.,
2020).

JAu¢ppepenunanbuas guarHocTuka. AUI'A ¢ BHyTpHUKIETOUHBIM MEXAaHU3MOM
pa3pylieHus  3pUTPOLUTOB  HEOOXOAMMO  AUPPEpeHurupoBaTb OT  JAPYTUX
AHEMUYECKUX  COCTOSIHMM,  CONPOBOXKIAIOIIMXCA  YBEJIMYEHUEM  KOJIMYECTBA
PETUKYJIOIMTOB: TOcTremMopparuyeckoir anemuert; KJIA Ha Qone Tepanuu
npenaparamu keinesa; B12JIA na ¢one Tepanuu Butamunom B12; ®JIA Ha done
Tepanuu (oIMEeBOM KHUCIOTOW. [{ns pasrpaHudeHHs 3THX COCTOSHHUUA OOJIbIIOE
3HAYEHHE UMEET BHUMATEIbHOE W3YYEHUE AaHAMHE3a MW aHAJIN3 HMEIOIIMXCA
JOKYMEHTAJIbHBIX JTAHHBIX O T€YEHUHU 3a00JieBaHUs. BakHBIM MOACIOPHEM SIBIISETCS
nmpoda Kymbca. ANUI'A ¢ BHYTPUCO-CYIUCTBIM Ppa3pyIICHUEM DPUTPOIUTOB
HeoOxoaumo uddepenunpoats oT IIHI' (oTpuuarenvHble caxapo3Has npoba u
npoba Xema ripu AUT'A u nonoxutensasie — mpu [THI).

Jleuenne. AUT'A TpeOyer HesamemnurenbHoro jedenus. IIpemaparbl mepBoii
muaun — ['KC — npenuu3onon BHyTph B 03¢ 1-1.5 Mr/Kr maccel Tena B CyTKH.
CraproBasi 03a COXpaHsAETCA B T€UEHHE 2 HENEIb WM 10 JOCTHKEeHUs ypoBHs Hb
>120 r/n. B nanpHeiieM npeIHU30JI0H OTMEHSIETCS cTyneH4aro 1mo 20 Mr B HENETIo
710 TOCTHKEeHUS 036l B 20 MI' B CYTKH, KOTOpasi peAyLIUPYeTCs] MEJICHHO, B TEUECHUE
4-8 nepenb. [IpeaAHU30I0H MOXKET BBOJAUTHCS BHYTPUBEHHO, BHYTPUMBIIIEUHO WA
[IPUHUMATBCS MEPOPATIBHO B SKBUBAJIEHTBIX J03aX. HecMoTps Ha Hamuuue psjaa

HCCJIEIOBaHUM, CBU/JICTEIIbCTBYIOITUX 0 MIPEUMYIIIECTBE UCHOJIL30BAHUSI



putykcumaba 375 mMr/mM2 B mepBOil JMHMM Teparmuu BMECTE C NMPEIHU30JIOHOM MpU
AUNT'A ¢ TeruioBbIMU aHTHTENaMHU, TObKO Ipu AUT'A ¢ X0I0J0BBIMH aHTUTEIAMHU
win AUT'A Ha poHe xpoHHyeckoro nuM@oseiiko3a UCroiab30BaHue pUTyKcuMada B
MOHOTEpAITNU MOKET OBITh OIPABJAHO B EPBOW JTUHUU.

PedpakTepHocTh K  INIIOKOKOpPTHUKOCTEpougaM  win  peuuauBel  AVTA
HaOIIOAAIOTCA Yy MOYTH IOJOBHHBI MAlUMEHTOB. B 3TOM ciydyae HCIONB3YHOTCA
pumykcumad 375 mr/mM2 B wmecan unu 100 Mr exeHenelbHO, MukogeHorama
mogemun 500-1000 Mr nBa pasa B CyTKH, yukiocnopur A 2,5 Mr mepopaibHO JBa
pasa B CYTKH, yukxnogocgan 50-150 Mr B CyTKH NEpOpaAIbHO, azamuonpur 2-4 Mr B
CyTKH | pa3 B JIeHb B OpsiiKE yObIBaHUS YAaCTOTHl IPUMEHEHUS 3THX METO/IOB.

Cnnenskmomus B HacCTOsIIEE BPEMS NPOBOJUTCS HEYACTO, B KAYECTBE TPETHEH-
YETBEPTON JIMHUM Tepanuu. Y manueHToB crapiie 70 JIET U JeTel CIUICHIKTOMMUS
IPOBOAMUTCS KpailHE PelKO B CBSI3U C BHICOKUM PUCKOM Pa3BUTHS UMMYHOAECPUIIUTA
Y MH(EKIIMOHHBIX OCIIOKHEHHIA.

B ciayuae noBTropHbIX Kpr30B AWUI'A Ha oHE CylIEeCTBYIOIIETr0O ayTOUMMYHHOIO
win  auMdonpoardepaTuBHOr0 3a00JIeBaHHWE II0KAa3aHO IPOBEJIECHUE TEparuu
OCHOBHOTI'0 3a00JIEBAHMS U JOCTHKEHUE PEMUCCHUU 3TOTO OCHOBOHOT'O 3a00JI€BaHUs C
uuenbto npeporspamieHus peuuausos AUI'A (Go R.S., 2017).

IIporno3. Ilpum anexkBaTHOM TEpareBTUYECKOW TAKTHUKE BEICHHS IPOTHO3 Y
6onpHBIX ¢ AUT'A GnaronpusiTHbIH.

Ipopunaakruka. Ipdextunoit npodunakruku AUI'A He cymiecTByer.

HAPOKCU3MAJIBHASA HOYHASA T’EMOIJIOBUHYPUSA
IMapokcusmanbHass HouyHasi remoryuodunypusi (ITHI) (uctopuuecku Oose3Hb
Mapxkuadassi-Mukenu, kon MKB10 D59.5) — 310 npuoOpereHHOe KIOHAJIbHOE
3a00eBaHue, CBSI3aHHOE C COMATHYECKOW MYTallMel B CTBOJIOBBIX KPOBETBOPHBIX
kietkax (CKK) rena PIG-A. Kinonom ITHI' Ha3bIBaroT KJIETKHM KPOBU BCEX JIMHHMA
muddepenunpoBky, sistomuecs noromkamu CKK ¢ myranueit PIG-A, a mapkepom
KJIIOHAIBHOCTH CIIY’)KHT OTCYTCTBHE WM pe3Koe CHIbKeHue 3kcnpeccun GPI-

saxopst/ GPI-cBs3annabix OenkoBeix Modiekysd. [THIT xapaktepusyercss XpoHUYECKHM



BHYTPUCOCYJUCTBHIM T€MOJIU30M, BBIPAXKEHHON TpoMOO(UINel, MopaKeHHEM MOYEK,
JEerKMX W  acCOUMUPOBAHO €  HMMMYHOOIIOCPEAOBAHHOW  KOCTHOMO3TOBOM

HEOOCTAaTOYHOCTHBIO.

Onuaemuosorusa. [THI' otHocuTcss k opdaHHbIM 3a00J€BaHUAM, B TOM YHCIIE I10
KpUTepHUsM, MPUHATHIM B Poccun, ¢ pactipocTpaHeHHOCTRIO He Oonee 10 ciydaeB Ha
100 Thicsau Hacenenus. 3aboneBaemocth [THI coctaBnsieT okomno 1,3 cnyyas Ha 1 mutH
HaceJeHUs] B TOJl, a pacueTHas paclpOCTPAHEHHOCTh, C YYE€TOM HOBBIX CIy4acB U
BBDKHMBAEMOCTH, JocTuraetr 16 OonpHbIXx Ha | MiH Hacenenus. Yacth ciyyaeB
JUIMTENIbHO HE pacro3Haercs, U OOoJbHbIE MOTYT NOrubaTh, B YACTHOCTH, OT
TPOMOOTHYECKUX OCIIOKHEHUM, C HEYTOYHEHHBIM MEPBUYHBIM JTUarHo3oM. OHaKo ¢
Y4ETOM YIIYYIICHHUS BBIKUBAEMOCTH IMAIUEHTOB Ha (hOHE COBPEMEHHOTO JICUCHWS,

pacrnpoctpanenHocTs [THI" Gynet pactu.

[THI" MmoxeT pa3BUBaThCS B JTFOOOM BO3pAcTe, B TOM UUCIE Y JETEH U JUI MOXKUIOTO
U CTapyecKoro BO3pacTa, MEIHMaHa BO3pacTa HA MOMEHT YCTAHOBJICHUS JHAarHo3a
coctaBisier ot 30 mo 45 ner. CooTHolleHHe OOJNBHBIX MO MOy MPUONIKAETCA K

SKBUBAJICHTHOMY HMJIM UMEETCsI HeOOJIbIIIOe PEeBATMPOBAHKE KECHIIHMH (10 55-59 %).

Okono mosioBuHbl Bcex ciaydaeB [IHI' cocraBnsioT mamueHTsl ¢ aHAaMHE30M WU
HACTOSIIINM JIMArHO30M IPUOOPETEHHOM aracTuyeckoit anemuu (AA). B octanbHbIX
ciydasix umeeT Mecto kiaccuyeckas dopma I[THIT ¢ orcyrcTBHEeM neUHUTHBHBIX

MIPU3HAKOB JIPYTUX 3a00JICBaHUI KPOBH.

Jtuosorus U marorenes. Kimonsl [THI' nponcxoast u3 CTBOJNOBBIX KPOBETBOPHBIX
KJIETOK C OJHOW WM HECKOJbKUMHU NpuoOpereHHbIMU MmyTanusimMu PIG-A rena,
KOTOPBIM JIOKanu3yercs:i B X-XpomMocoMme. JlaHHBIM T'€H KOIWPYET PAaHHHE JTallbl
cuHTe3a riauko3uidocharuauanHo3uTosoBoil (GPI) sxops, KoTopslii (ukcupyer
OOJIBITIOE YUCIIO MOJIEKYJT Ha MeMOpaHaxX KJIETKaxX KpOBH, B TOM YHCII€ HHTHOUTOPHI
kommuiementa CD59 u CDS5. OtcyTcTBHE WM CHUYKEHHME SKCIPECCUU JAHHBIX
MOJIEKYJ1 Ha MeMOpaHe SPUTPOLMTOB NMPUBOAUT K HEKOHTPOJIHUPYEMOH aKTHUBAIMH
KOMIUIEMEHTA W SBIIIETCA MPUYMHOM PA3BUTHS KOMILUIEMEHT-ONOCPEIOBAHHOTO

BHyTpucocyaucroro remonusa. [locienyromue coObITHA CBA3aHbl C Pa3BUTHEM



reéMOJIMTUYECKON aHEMUH, CTENEHb KOTOPOW MOXKET CHJIBHO BapbHpOBaTh, HO B
OoJbIlIel CTETIEHH MMEET 3HAaYyeHHE BBICBOOOXKIEHHE CBOOOJHOrO reMorjioOuHa ¢
ObIcTphIM UcTOIIEHHEM okcuza azora (NO). 9To MOXKET IPUBECTH K BbIPAXKCHHBIM
CUMITOMaM JUCTOHHH TJAaJKOH MYCKYJIaTypbl, YCTaJIOCTH, PAa3BUTHIO TPOMOO30B,

He(pomaTHH U JIETOYHOW TUTIEPTCH3UU.

Opnnako Hanmuuue Tojibko MyTanuu PIG-A He siBisieTcs TOCTATOYHBIM ISl pa3BUTHSA
Oone3nu, u s skcnancuu kioHa ITHIT TpeOyroTcst AOMONMHUTENbHBIE BHEIIHUE U
BHyTpeHHHE (akTopbl. [MaBHBIM BHEMHUM (HaKTOPOM TPU3HACTCS IOTABJICHHE
HopManbHOTO  GPI(+)  MONMKIOHATBEHOTO ~ KPOBETBOPEHHS B YCIIOBHSX
MMMYHOOIIOCPEIOBAHHON HEJIOCTATOYHOCTH KPOBETBOpPEHUs, U3-11o]1 kotoporo GPI(-
) xknetku kioHa [THI™ yckonb3ator («immune escapey»), 1 GOpMHUPYETCsl KJIOHAJIbHAS
cenekiusa. ['mnmoreTnuecku 3Ta OTHOCUTENbHAS PE3UCTEHTHOCTh K HMMYHHOMY
MOBPEXKJEHUIO CBsi3aHa ¢ TJI0OaNbHBIM Jeduiurom Ha kietkax kiona [THIT GPI-
AKOpS KaK TaKOBOTO M CBS3aHHBIX MOJIEKYJ, HEOOXOAUMBIX ISl (HOPMHUPOBAHUS

IIOTCHIO M AJIBHBIX MHUILICHEHN JIIsA T-J'II/IM(i)OI_II/ITOB.

BeposiTHO, nMeeTcst BTOpoil Mexanu3M 3kcnancuu kioHa [THI', kotopslii 00ycioBiieH
MPUOOPETEHUEM JOMOJHUTENBHBIX COMATUYECKUX MYTAIlMil BHYTPH OINPEIEICHHOIO
kioHa [THT', koToperit MoxkeT ctaTh JoMUHAHTHBIM. Tak, y wactu OonpHbIX [THI ¢
anomanuein 12 xpomocomsl (12q13-15) unu 6e3 Hee onucaHa TUMEPIKCIPECCUs TeHa
HMG2A, xapakTepHas s psiga 100pOKa4eCTBEHHBIX ME3CHXUMAIbHBIX OITyXO0JIei, B
qacTHOCTH JmrnoM. [umepakcrnpeccusi reHa HMG2A BbIBBIBa€T IKCIAHCHIO

yenoedecknx U MbIMHBIX CKK in vivo u He 3aBucuT oT myTtaruii PIG-A.

[TomHO2K30MHOE CEKBEHHPOBAHHE BBIABIISET AOMOJHUTEIBHBIE MyTaIluU y OoJiee ueM
80 % OONBHBIX, B psjie Ciay4yaeB OHH (DOPMUPYIOT CYOKJIOHBI BHYTPU KJIOHA C
mytaruedn PIG-A, a B npyrux ciydasx - mpeamecTByoT ei. BakHO MOAYEepKHYTH,
YTO JIOMOJIHUTEILHBIE MYyTAIlMU 3aTparuBajii TeHBI, U3BECTHBIC CBOCH POJIBIO TIPH
muenonaubix omyxonsax (TET2, SUZ12, ASXL1, JAK2, U2AF1). Oxnako 3HadeHHUE

ATUX MyTalMii ~ TpeOyeT  yTOUYHEHHS, NOCKOJIBKY ~ PHUCK  Pa3BUTHA



Muenoauciactuueckoro cunapoma (MJIC) m ocTporo MHUENOMAHOrO JEHKo3a

(OMUJI) mipu ITHI" He mpeBbimaer 5 %.

CornacHo anbTEpHATUBHOM CTOXAaCTUUECKOU THnoTe3e KioHalbHas skcnaHcus [THI
ABJISIETCSL  CJEJICTBUEM HEUTpalbHOTO Jpeiida BHyTpu HEOONBIIOrO  Iyja
nponudepupyromux CKK, obecrneunBaromux KpoBEeTBOPEHHE, a HE HAIIPABICHHOTO

otr6opa mytupoasimux CKK (Cooper J.N.,2013).

Kiannuveckas kapruHa. Kimnnueckas wManudectanus IIHIT cBsazana ¢
MPOSIBICHUSIMM M OCJIO)KHEHUSMM T'€MOJIM3d, BKJIKOYAs IOPAXKEHUE OpPraHOB M
TpOMOO3BbI, a TaKKe MOCIEACTBUSIMHA LIUTOIIEHNUHU, KOTOpast B psjae ciaydaeB AA/ITHI

nin MJIC/TTHI" moxet ObITh BbIpakeHa.

Hebror knaccuueckoit I[THIT BappupyeT oOT MJIMTETBRHOTO 3Tama yMEPEHHOTO
XPOHUYECKOTO TE€MOJIM3a C Pa3HOM CTENEHbIO BBIPAKEHHOCTH CIA0OCTH U
YTOMIISIEMOCTA JI0 SIPKHUX CHUMIITOMOB BHYTPUCOCYAMCTOTO T€MOJIM3a, HHOTrAA
BO3HMKAIOIIUX OCTPO: BBIPAKEHHAS CIa00CTh, OJIBIIIKA, BBIJCIICHUE TEMHON MOYH, B
TOM YHCJIE B YTPEHHHUE Yachl, KE€ITyXa, OOJb B JKUBOTE, CIIMHE, TPYAHOU KIETKE,
rOJIOBHBIE 0O0JIM, TUXOpajKa, Aucdarus, B OTACIbHBIX CIy4asx - pBOTa U auapes. B
psale ciy4aeB TEpPBbIMU TNPOSBICHUSAMH 3a00JIEBAHMSI CTAHOBSITCS TPOMOO3BI
Pa3IMYHON JIOKaU3alMK M 3MU30/bl OCTporo mnoBpexiacHus nouek (OIIII). B
KauyecTBE MPOBOLUPYIOLUX (PAaKTOPOB BHYTPUCOCYAUCTOTO TeMOJHM3a B Je0roTe
0OJIe3HH MOTYT BBICTYNAaTh MH(EKLUUH, TPABMbI, Olepaluu, 0EpeMEHHOCTb, MPUEM
JIeKapcTB, B TOM UHMCIIE IpenapaToB xeine3a. [Ipu ocMoTpe oTmedaercs OJeAHOCTh U

KEJITYIIHOCTD.

TpomOO03bI ABISAIOTCS BEAYIIEH MPUUUHON JIETATLHOCTU MPU €CTECTBEHHOM TCUCHHUU
[IHI'. I'maBHbIMEH oOcoOeHHOCTAMH TpomOo30B mipu IIHI' sBisiercs ux wacroTa,
MOJIOJION BO3pacT OOJBHBIX, HEOOBIYHBIC JIOKAIM3AIMU M HHU3Kash d(PPEKTUBHOCTH
TPAJAUIIMOHHON NEPBUYHOW U BTOPUYHOU MpoduuiakTuku. Kaxxnpiii TpeTuil mauueHt
pa3BUBaeT TEPBBIM TpoMOOTHYECKUW »Hmu307 B Teuenue 10 jer or pebroTa
3a00eBaHusl, U KaXIbl TPETUH pa3BUBAET BTOPOW TpoMOO3 B TeueHue | roma ot

nmepBoro TpomOo3a. VYENbHBIM BeC BEHO3HBIX W apTEepUATIbHBIX TPOMOO30B



cocraBiusier okojmo 75 % wm 25 % coorBerctBeHHO. lIpeBanupyromummu
JIOKAJIM3alUSIMA BEHO3HBIX TPOMOOTHYECKUX SMHU30J0B ABISAIOTCA riiybokue (25 %),
uHTpaadaomuHanbHbie (19 %), moBepxnoctHrie (13 %) u uepedpasibubie (5 %) BeHbI,
a takwke TOJIA (12 %). Cpemu aprepuanbHbIX TPOMOO30B JOMUHUPYIOT

unreMuaeckuid MHCYIbT (19 %) u nadapkt muokapaa (4 %).

Cornacao Pa6oueit knaccudukaruu (2005) BeAensSioT 3 KIMHUYECKHE (OPMBI
3a00JIeBaHUs, KOTOpPBIE B psiie CIy4daeB SIBISIOTCS TEKYIIUM JTAallOM pPa3BUTHS

0ose3Hn Y OIHOI'O U TOT'O JKC ITalTUCHTA.:

1. Knaccuueckas ITHI ¢ nanuuuem 601vut020 K1oHa, KITAHAYECKA U 1aOOPATOPHO
BBIPQXKEHHOTO TE€MOJIM3a W OTCYTCTBHEM JE(PUHUTUBHBIX TPU3HAKOB JPYTUX

3aboseBaHus KpoBH, a uMeHHO AA, MJIC, nepBudyHoro muenohudpo3sa.

2. 1IHT, CBA3AHHAS c opyaumu CUHOpOMAMU KOCIMHOMO032080U
neoocmamoynocmu (AA/IIHT, pexe MJC/ITHI' u xpaitHe penko MNepBUYHBIMN
muenopuopos/IIHI') ¢ HanuumeMm KIMHUYECKMX | JaOOpaTOPHBIX MPU3HAKOB
BHYTPHUCOCYAUCTOro remoiim3za u Oosbmoro kioHa ITHIT (kak nmpasuio, 6onee 10%

Cpeau JICUKOIIUTOB).

3. Cyoknunuueckas IIHIT uma ¢one Opyeux cunopomos KOCMHOMO32080U
neoocmamoynocmu (AA/cITHI', MJIC/cIIHI', nepBuunsii muenodudpos/cIIHIY) ¢
OTCYTCTBUEM KIMHMYECKHX U JIA0OPATOPHBIX MPU3HAKOB TEMOJU3a W HAIMYHUEM
MUHOpHOTO KioHa kieTok ¢ [THI-dpenotunom (kax mpaBuiio, menee 1% cpenu
nerikoruToB). CyOknunuyeckass [THI' He sBnsieTcs caMOCTOSTENBbHBIM JUArHO30M,
OJIHaKO TpeOyeT COOTBETCTBYIOIIETO KIMHUYECKOTO U Ja0OpaTOPHOTO MOHUTOPHUHTA
B CBA3M C BO3MOXHOCTBHIO KCHAHCUHU KJIOHAa W pa3BuTus BTOopoil (opmer ITHI' ¢

KIIMHUYCCKH 3HAYMMBbIM I'CMOJIN30M.

JAuarnocruka. Ilepsuunoe npeacrasinenue o [IHI' ckianpiBaeTcs npu BBISIBIECHUU
KJIMHUYECKUX (c1a00CTh, KEATYUIHOCTh, OO B CIIMHE M JKUBOTE, BBIJIEICHHE
TEeMHOM Mouu, jgucdarusi, TpomMOO3 U Jp.) U JA0OPATOPHBIX IPHU3HAKOB

BHYTPUCOCYAUCTOTI'O TI'CMOJIM3a (HOpMOXpOMHaﬂ AHCMUsA, YBCIIMYCHUC KOJIMYICCTBA



PETUKYJIOLUTOB, IIOBBIIICHWE YPOBHS JIAKTATAECTUAPOTrE€HA3bl KPOBH, CHM)KEHUE
YPOBHS rantorioOuHa, reMorIoOuHypus 151 reMOCUIEPUHYPHUS,
runepomnupyounnemusi). Ilogospenne nHa [IHIT ycunmBaercs mpu couyeTaHUH
BBIIIICTIEPEUNCIICHHBIX MPU3HAKOB C HEHUTpomeHuew u/minu TpomooruTonenuei. Ilo
Mepe pa3BUTHs OOJIE3HH aHEMHUs NPHOOPETAEeT XapaKTep TMIIOXPOMHOM BCIIEJCTBHE

3HAYUTEIIBHBIX MOTEPH KEIE3a C MOYOM.

Knaccuueckass IIHI' sBnsercs TpyaHO pacro3HaBaeMbIM pEAKUM 3a00JIEBaHUEM
kpoBu. OmuOKkuM  AuarHocTuku  (rumoguarHoctuka)  gocturaetr 80  %.
Hecnenuduueckass knuHuuyeckas MaHudecTtanus 3a00ieBaHMs, B TOM YHUCIE C
TSKEIBIX OCIIOKHEHMM, JelaeT aKTyaJbHbIM IMPOBEJCHUE CKPUHUHIA B IpPyIIax
pucka no auarnosy [IHI'. TectupoBanue Ha Hanmuuue kioHa [THIT momkHO OBITH
IIPOBEJIEHO BO BCEX CIyYasX reMoJn3a ¢ OTPULIATEIbHON MPSIMON aHTUTII00YINHOBON
po0oii, reMorIoOMHYpHUEl / TeMOCHIEpUHYpHUEN U ToueyHOU nuchyHkiuei. Bropas
rpymnna noka3aHui cBs3aHa ¢ CUHAPOMaMHU KOCTHOMO3TOBOW HEIOCTATOUHOCTH (AA,
M/JIC ¢ mnpusHakamMu Te€MOJM3a, TUINOIUIA3MEW KPOBETBOPEHUS, HEYTOUYHEHHBIE
uuroneHuu). BeisiBnenne muHopHOoro kiona IIHIT mpu uumronenusix sBisercs
CWIbHBIM  apryMEHTOM B  II0Jb3y  HMMMYHOOIIOCPEIOBAaHHOIO  CHHIPOMA
KOCTHOMO3IOBOM HEAOCTATOYHOCTH M (PAKTUYECKHM MCKIIIOYaeT mnepudepuyeckue
uuronieinn (UTII, AUI'’A u UMMyHHbIE HEHUTPONEHUU) U KOHCTUTYLIMOHAIbHBIC
cuHIpombl (aHemuto DaHKOHUW, BPOXKICHHBIM JucKepaTo3 W Ap.). Hakower,
tectupoBanue kjoHa IIHI' TpeOyroT HeoObsCHHMBIE TPOMOO3bl B COYETAHUHU C

IMPpU3HAKaMM1 I'€MOJIn3a 1 L[I/ITOHCHI/ICI\/'I, 00 B HEOOBIYHBIX JJOKAJIN3aluix.

[Ipo6a Xema u caxaposHasi po0a, BBISBIISIONINE MOBBIIICHHYIO YYBCTBUTEIHHOCTD
SPUTPOLUTOB K KOMIUIEMEHTY, HOCUT UCTOPUUECKUN XapaKTEP U HE PEKOMEHIYIOTCS
B KauecTBe crannapta auarnoctuku [THI'. CoBpemennas naboparopHasi JMarHoCTUKA
[THI" Ga3supyeTrcss Ha BBIABJICHMM TOMYJSIUNA KIETOK mepudepudeckor KpOBU C
OTCYTCTBHUEM WJIM CHIDKEeHHEM 3Kkcrpeccur GPI-skopst w/winm pa3nuuHbIX OEJIKOB,
CBS3aHHBIX ¢ MeMOpaHoii mocpenctBoM GPl-akops MeTrogoM MmpOTOYHOM

uutopiayopoMeTpuu.  TeKyluM  CTaHJApTOM  YYBCTBUTENBHOCTH  MPOTOYHOU



LHATOMETPUU ISl KIMHUYECKUX 1enel sisnsiercs: BoisiBaeHue a0 0.01 % kietok c

dbenotunom ITHI.

Huarnoctukym FLAER (fluorescently-labeled aerolysin reagent) mpencraBsier
co0olt MeueHHBIN (uryopoxpoMoM, oObrdHO Alexa 488, MHAKTUBUPOBAHHBIA TOKCUH
a’pOJM3WH, TPOoaynupyembiii Oaktepusimu Aeromonas hydrophila. B otnuume ot
MOHOKJIOHAJIbHBIX aHTHUTEJN, UCHOJIb3yeMbIX 1isi netekiuu GPI-cBs3aHHBIX O€NKOB,
FLAER HenocpenctBeHHo cBs3biBaercss ¢ GPI-axkopem Ha rpanymonurax u
MoHonuTax. OnHoBpemMeHHoe TecthupoBanue camoro GPI-skops ¢ momonisio FLAER
u  GPI-cBSI3aHHBIX MOJIEKYJI TIO3BOJIIET OYEHb HAACKHO M TOYHO BBISBIATH

IMOIIYJISIIHUH KIICTOK C UX IIe(i)I/IHI/ITOM Hn ACJ1acT JUardHo3 I[THI' IMPCIHHU3UOHHBIM.

OOmenpuHATEIM ~ sIBIIsIETCA  00s13aTenbHOE TecTupoBanue kioHa [IHIT cpean
IPaHYJIOLNUTOB, MOHOLMTOB W JSPUTPOLUTOB, a 3a HCTUHHBIA pa3Mep KIIOHA
npuHuMaercs npoueHT GPIl-gepuuuTHbIX KIETOK cpeau JIEWKOLUUTOB, OOBIYHO
FLAER-CD24- rpanynomutoB u FLAER-CD14- monorutoB. [lpu TectupoBanuu
OPUTPOLMTOB OILIEHKAa pa3Mepa KJIOHA, Kak IIPaBWIO, 3HAYUTEIBHO 3aHM)KEHA
BCIIEZICTBUE W30MPATENbHOIO TeMoJih3a JI€(PEKTHBIX HSPUTPOLUTOB U, HEPEAKO,
TpaHC(y3uid JOHOPCKUX SPUTPOLUUTOB. TeCTUpPOBAHUE SPUTPOLUTOB TMO3BOJISET
HAJSKHO WJEHTU(DUIIMPOBATh KIETKH C HOpMalibHOM »skcmpeccuerd (I Tum),
gacTuuHbIM JepurroM (II tum) m nmomusiM orcyrcrBueM (I Tum) skcnpeccuu
CD359, pazmuuarommxcsi MO CBOE UYYBCTBUTEIBHOCTH K KOMIUIEMEHTY H

JINTCIBHOCTH XU3HU.

[Ipenu3nonnblili nuarHo3 kaxaoi u3 gopm ITHI', Hapsay ¢ TecTupoBaHHEM KJIOHA
ITHI', Ga3upyeTcs Ha OILICHKE CTENEeHH LUTONEHUU U TIOJHOM HCCJIEAOBAaHUU
KOCTHOMO3TOBOTO  KpPOBETBOpEHHUsA.  LluTomormdyeckoe, THCTOJOTHYECKOE U
IIUTOTEHETUYECKOE HMCCIIEJOBAHNE KOCTHOTO MO3ra SIBJISIIOTCS OOS3aTebHBIMU TPU
muarnoctuke [IHI. ITaromopdonorusi KOCTHOrO Mo3ra BKIIOYAET THUIIEPIUIA3UIO
3PUTPOUTHOIO pPOCTKAa  KPOBETBOPEHHUS 151 YMEHBILICHUE KOJINYECTBA
IPaHyJOIUTAPHBIX  MPEAIIECTBEHHUKOB W MerakapuouutoB.  [oOanbHas

KJIETOYHOCTh KOCTHOTO MO3Ta B TpemnaHooOwomnrtare npu kinaccuyeckod [THIT moxer



OBITh BBICOKOW, HOPMAJIBbHON WJIM YMEPEHHO CHIKEHHOH. OIHOBPEMEHHO C 3THUM,
KJIETOYHOCTh KocTHOTO Mo3ra mpu AA/ITHIT moxker BapeupoBaTh OT TIIyOOKOM
aliasud 10 HOPMAJbHOM WM JaK€ IOBBILIEHHOW B CiIy4asx C IIOJIHBIM

BOCCTAHOBJICHUCM KPOBCTBOPCHHUA 3a CUCT KJIOHA ITHI".

Huddepennmansuas auarHocTuka. [Ipu BBISIBICHNN PU3HAKOB BHYTPHUCOCYANCTOTO
reMoJin3a JUarHoCTUKa HECJI0XKHA, TOCKOJIBKY KPYT 00Jie3HEH ¢ BHYTPUCOCYIUCTHIM
reMojin3oM orpaHuueH. KimoueBsiMu TectaMu Ajis pasrpanudenust [THI' u AUT'A ¢
BHYTPUCOCYAUCTBIM TI'E€MOJU30M SIBIIAIOTCA MpsiMas aHTUIVIOOYJIMHOBas mpooda

Kym0Oca u nporounasi uuroMeTpust Ha Hanuuue kioHa [THI.

[Ipy BBIABIEHUM LUTONEHUU U OTCYTCTBUHU KIMHHUKO-TAOOPATOPHBIX IPU3HAKOB
BHYTPHUCOCYAUCTOTO TE€MOJIM3a BO3HHUKAET HEOOXOAMMOCTh B AH(epeHInanbHON
IUarHOCTUKE C 3a00JIeBaHUSIMM, CONPOBOKIAIOUIMMMCS  IAaHUUTONCHUEH B
nepudepuyeckol  KpoBHM, a  HMEHHO  aIUlaCTUYECKOM  aHeMuedl  u

MuenoaucriactudeckuM cuaapomoM (Kymarun A. J1.,2014).

Jleyenmne. CyllleCTBYET JIBE€ TEPANECBTUUYECKUE OIIMHU, NOTEHIUAIBHO NU3MEHSIOIINE
€CTECTBEHHOE TeYeHUue U oTaalieHHbl nporuos IIHI: anrocennas mpancnaianmayus
kocmuozo moszea (TKM) ot HLA-coBMecTUMOro JOHOpa W TapreTHass MHTHOMUIIMS
TEPMUHAJIBHBIX  OTAllOB  aKTUBAIIMM KOMIUIEMEHTa ¢ ToMoImblo  aHTH-C5
MOHOKJIOHAJIbHBIX aHTHTEN (9Kyauzymad, pagyauzymao).

Taomuna 1. Ilpeumymecrsa u Hexocrarku ajuiorenHoii TKM um TaprerHoit
Tepanuu

Aiutorennass TKM IKyJIn3ymad
IIpenmymecTBa
N3neunBaromuii METOX Beicoko3dpexTuBHBIiA JIOJITOCPOYHBIN

KOHTPOJIb TEMOJIN3a U €Iro OCIIOKHCHUM

Koppexknus KOCTHOMO3r0BOM | BeIKMBaeMocTs, CpaBHUMas c
HEIOCTaTOYHOCTH MOIYJISIUUOHHOU

HenocTraTkn

JleTasibHOCTB, CBSI3aHHAS C IPOLEAYPOH [1oku3HEHHBIN HE N3ICUNBAIOIINN METO

OrpanudeHusi 1O Bo3pacty W Hammuuio | He BJIUSIET Ha KOCTHOMO3TOBYIO
HLA-coBmecTrMOro 1oHOpa HEIOCTATOYHOCTh




BepostaocTs xponndeckoit PTIIX EcrectBennsiit puck pazsutus MJIC/OMJI
(10 5%)

BeposTHOCTB OTTOpKEHUS BHecocyaucTbiii  remonu3  3a  cYeT
OTICOHM3ALIMU SPUTPOLUTOB (hparMeHTaMu
C3

Bropuunsle onyxonu [TpopbIBHOM TreMONIM3 U HEOOXOIUMOCTH
KOPPEKLUH J103bI

WH}eKmoHHbIe 0CI0KHEHHUS IIoBBIIEHHBI PUCK  MEHHHI'OKOKKOBOM
nHpeKmn

CrnoxHas HHPpPacTpyKTypa BbICcOKas CTOUMOCTB JIEYEHUS

KimroueBbiM  mpeummymiectsBom  aymoreHHo  TKM  saBnsietcs Koppekius
KOCTHOMO3TOBOM  HEJIOCTATOYHOCTH W dpaaukamusa kioHa [IIHI. Opnako,
HETOCPEACTBEHHBIN puck mpoueaypsl TKM u  BEpoOsSTHOCTH  OTJAJICHHBIX
OCJIO)KHEHHMI MOTYT MEpPEBEIIMBATh €€ MPEUMYIIECTBA Y OOJIbHBIX C OTUYETIMBBIM
MIPEBAIMPOBAHMEM TEMOJIM3a, KOTJIa MOXET OBITh HCIIOJb30BaHa Oe30IacHas Hu

s dexTuBHAs TapreTHas Tepamnus dKyanzymaoom (Risitano A.M.,2019).

Tepamust »Kkynmm3ymaboM pEKOMEHJIOBaHA TMPH JOKYMEHTHPOBAHHOM AaKTHBHOM
BHyTpHucocyauctom remoinuse (kinaccuueckas [IHI, AA/IIHI, MIAC/AIHI) wu
HaJU4YUM CJCAYIOUX [IOKAa3aHUW: TPOMOOTUYECKHE OCJIOKHEHUS, HapYIICHUE
¢yHKUMM  OpraHoB M  cucteM (HedponaTusi, JeroyHas  THIEPTEH3US),
TpaHCc(hy3UOHHAsI 3aBUCUMOCTD BCJIEICTBHE XPOHUYECKOTO Te€MOJIN3a, O€pEMEHHOCTb.
JlaHHBIC TIOKA3aHWUS HE OXBATHIBAIOT BCEX MAIMEHTOB TPYIIBI BBICOKOTO PHCKA, Y
KOTOPBIX CJIEAYyeT pacCMaTpUBaTh PaHHIOK Tepamuio. B dacTHOcTH, OonbHBIE 0€3
JOKYMEHTUPOBAHHBIX TPOMOO30B, TSKEJIOW OPraHHOW ITUCHYHKIMM W aHaAMHE3a
TpaHC(hy3Uid MOTYT WMETh WHTCHCHUBHBI TEMOJIM3 C BBIPAXCHHOW CIa00CTHIO,
aHeMmuel, 00JIEBBIM CHHAPOMOM, OBIIIKON, TUcharuei, S)peKTUIIbHON TUCPYHKITHEH.
HaGnrogaTenbHas TakTUKa ¥ CUMITOMATUYECKas Tepanusi B MOJOOHBIX CHUTYyaIUsIX
COTIpSDKEHA C BBICOKUM PHUCKOM JKH3HEYTPOXKAIOMUX ¥ WHBATUAN3UPYIOIINX

TpOM6OTI/I‘ICCKI/IX M OpraHHbIX OCJIOKHCHUM.

Pa3BuBaromieicst KOHIENIHEN SIBJISIETCS HA4aJI0 TEPANUU T€MOJIM3a MPU KOHCTaTalluu
BBICOKOM aKTHUBHOCTH OOJIE3HM, B KayeCTBE KPUTEPHUEB KOTOPOM MPEI0KECHBI
coueranue ypoBHs JI/II' > 1.5 HopMm ¢ ogHuM wmim Oojee MPU3HAKOM: CIa0OCTh,

reMorjaoOuHypusi, abIoMUHaIBHBIE 00, TUCITHOD, aHeMus (remornooud < 100 r/m),



HEONaronpusITHOE COCYIUCTOE COOBITHE, BKJIIOYas TpomMOO3bl, aucharus u

APEKTUIIbHAS AUCHYHKIIUS.

Y Oombubix ¢ AA/IIHI Tepamus »Kkynu3ymaboM HeE SIBISETCA albTEPHATHBOU
CTaHJIApPTHBIM METOAAM TEPANUU KOCTHOMO3IOBOM HENOCTATOYHOCTH (QJIJIOTEHHOU
TKM wnnu KOMOMHUPOBAHHOW MMMYHOCYIIPECCUBHOM TEparnuu), a JOMOJHSAET UX I10
BBIILICU3JIO)KEHHBIM TOKa3aHUSAM y TalueHToB ¢ OosbmuMm  kioHoM [IHIT u

BBIPAKEHHBIM BHYTPHUCOCYAUCTHIM T€MOJIM30M.

[TocrosiHHAs Tepamnus 3KyJIu3yMaOOM MpU CTPOTrOM COOJIOJICHUM PEKHMa BBEICHUS
npemnapara MTO3BOJISIET JIUTUTEIIBHO 151 b exTUBHO KOHTPOJINPOBATh
BHYTPHUCOCYAUCTBIN TeMOJU3 y IMOJaBIsroliero OoibmuHCTBA OonbHBIX [IHI. B
KJIFOYEBBIX MEXKIYHAPOAHBIX HCCIEAOBAHUSX IPOJIEMOHCTPUPOBAHO OBICTPOE H
h(PeKTUBHOE KYyMUPOBAHUE BHYTPUCOCYAUCTOTO T'E€MOJIM3a, MPEKpalIeHUue WU
YMEHBIICHUE 3aBUCUMOCTH OT TpaHC(y3Uil SpUTPOLMTOB, YIYUIICHHE KayecTBa
KU3HU, CHIDKEHUE PHUCKAa TPOMOOTHYECKUX OCJIOKHEHUH, YIydllleHHEe (QYyHKIUU
[IOYEK M  YMEHBLICHUE JIETOYHOM THUIEPTEH3UU. [JIaBHBIM  pe3ysbTaTOM
3(PEKTUBHOTO KOHTPOJIE BHYTPHUCOCYJIUCTOIO TE€MOJIM3a W €ro OCJIOXKHEHUM

ABJICTCA ITOBBIINICHHMEC BBIZKMMBACMOCTH ITAIIMCHTOB.

AHTUKOMIUIEMEHTapHas Tepamnus ObICTPO pa3BUBAaeTCs U B JIONOJHEHHE K
IKYAIU3YMaby W paBylIn3yMaly OXXKHUIACTCSl CIEKTP HOBBIX MOJEKYJ, Kak K
TpaauiiMoHHo mumeHu C5, tak u Kk apyrum mumeHsMm (C3, ¢akrop D u ap.),
KOTOpBIE B TOM YHCJIE MPU3BAHbI PEIIUTh MPOOIEMY NEPCUCTEHIIMH BHECOCYAUCTOIO

C3-omocpenoBaHHOTO TEMOJIN3A.

ConpoBoautenbHasi Tepanusd. Tepanusi aHTUKOATyJISHTAMH OCTa€TCsl CTaHIAAPTHBIM
komrioHeHTOM JjedeHust [IHI', ogHako mMeeT psi CyHNIECTBEHHBIX HEAOCTATKOB M
OTpAaHUYCHHMM, TaKuMX Kak HH3Kas S(PGEKTUBHOCTh B MPEAOTBPAICHUN HOBBIX
TPOMOOTHYECKUX DIU30JI0B B YCJIOBUSX HEKOHTPOJUPYEMOTO BHYTPHUCOCYAUCTOTO
reMoJin3a, PUCK KPOBOTEYCHUH W HEBO3MOXKHOCTh HCIIOJB30BaHMSI y OOJBHBIX C

ri1y00KO# TpOMOOIIMTONEHUH U Jp.



[lepBuunas npoduuakThka TPoMOO30B AHTHKOATyJsSIHTaMHU OINpaBAaHa B CIydasx
couetanust 6onpbuoro kiaona [THI™ (>50 % cpenu rpaHyI01MTOB) M TONOTHUTEIBHBIX
(bakTOpOB pUCKa, TAKUX KaK OEpPEeMEHHOCTh, OTIEPATUBHBIC BMEIIATENILCTBA, TPABMBI,
UMH(EKINH, SMHU30/bl OCTPOTO MOBPEXKICHUS MOYEK, a TAKXKE MPU HATMYUU 00JIEBOTO
cuHapoMa. B monamistomeM OOJBIIMHCTBE CIIyyaeB MEpBUYHAs NPOQHIAKTHKA
MOXeET ObITh 0e30macHO OTMEHEHa NpHU JOCTIKEHUH APPEKTUBHOTO KOHTPOJIS

remMoJin3a Ha JOHEe Tepanuu KyJIn3yMadoMm.

Paszsutne mo0oro tpomboTuueckoro smuzoaa mnpu [IHIT sBusercs yprenTHOMU
CUTyallMell W TIOKa3aHMEM K HEMEJJICHHON Tepanuu 3KyJIu3ymaOoM U IOJIHOMN
AHTUKOATYJSIIMKA HU3KOMOJIEKYJISIPHBIM TE€lapuHOM C JajJbHEHIIUM IEPEBOJOM Ha
IIPUEM MEPOpAIBHBIMU IpenaparaMd. (OTMEHa BTOPUYHOM AHTUKOATYJISIHTHOM
npo(UIAKTUKY NPU TEpANMU 3KYIU3yMaboM U3yyeHa HEAOCTATOYHO U B HACTOSIIUN

MOMCHT HC PCKOMCHAOYCTC:.

CumnroMaTthueckass Tepamusi BKIIOYaeT B ce0s TpaHchy3uu SPUTPOLIUTOB.
Ncnonp3oBanue npennunzonona win apyrux ['KC m (W) nMMYyHOZIETIPECCAHTOB HE
naet 3ddexra B CBSI3U C OTCYTCTBUEM TOYKU MPUIIOKEHUS ISl JEUCTBUSL JAHHBIX

npenaparoB (Brodsky R.A., 2009).

IIporuno3. /lo BHeApeHUs COBPEMEHHOM TAPreTHOM TEpaluu JETAIBHOCTh IIpU
kinaccuueckor IIHIT pocturana 35 % u 50 % B Teuenuwe mepBbix 5 u 10 ger,
MPEUMYIIECTBEHHO BCJEJACTBHE TPOMOO30B. B HacTOSIIMIT MOMEHT JOJITOCPOYHBIM
nporuo3 IIHI' ¢ mnpeBamupoBanuemM TreMoJd3a ONPEACTACTCS JOCTYITHOCTBEO
TAPreTHOM aHTHUKOMIUIEMEHTAPHOM Tepamnuu, a NpU MPOrPECCUH KOCTHOMO3TOBOM
HenocTtaTouHocTH wiau  Tpanchopmanmu B MJIC u OMJI — BO3MOXKHOCTHIO
npoBeneHust amoreHHot TKM. Omnwucanbl cllydau JJIMTENIBHBIX CIIOHTAHHBIX

PEMUCCHN C YMEHBIIIEHUEM pa3Mepa Ui MTOJHBIM HCcUue3HOBeHHeM KioHa [THT'.

Ipodunakruka. Dbdextunoit npodunaktuku [THI" He cymecTByeT. Y G0NBHBIX C
AA 1npu [poBENEHUHM HMMYHOCYNPECCUBHOM  Tepalmuu  PUCK  Pa3BUTHUS
remosmutuueckor ITHI™ nocturaer 15-20 % B Teuenne 10 €T, ¥ TOJBKO alloreHHAas

TKM s dexTtuBHO penoTBpaIiaeT JaHHbIN CIIEHAPHA.
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