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CBEAEHUA

Y10 Takoe reMonnTuko-ypemmyeckuim cuHgpom (Nyc)?

remonutnko-ypemmyecknin cuHapom (MY C) oTHocnTca K rpynne 3aboneBaHuii, o6bean-
HEHHbIX MO Ha3BaHMEM «TPOMOOTUYecKast MUKpoaHrnonatnas (TMA). Tpom6oTuyeckas
MVKPOAHr1MonaTns NPUBOANT K MOPaKEHNIO BHYTPEHHUX CTEHOK KPOBEHOCHbIX COCYA0B
(3HOOTENNA), UTO BbI3bIBAET (DOPMUPOBAHME CrYCTKOB KPOBU (TPOMOO3).

Knaccnuecknin (tnuynblid) MY C pa3BrBaeTCca Npu 3apaxeHur 4epes nuuly wav Boay
TOKCUYHBIMW LUTAaMMaMn BaKTepuid, Kak NpaBmio OTHOCSLLUMXCA K B1ay E.coli (wnra-Tok-

CuHbI). 210T TMN Y C n3neumm Npy NpoBeAEHUN COOTBETCTBYIOLLEN Tepanun. B HeKoTo-

pbix cnydaax ['YC npotekaeT B 60/1ee TaxXenon opme n MOXET ObiTb Bbl3BaH APYru- hr
MU (hakTopamu, BKIOYasa MHble BUAbl OaKTepuii 1 BUPYCOB, NEKapPCTBEHHYIO Tepanuio &\' 4
AV BO34ENCTBNE PAaAMaLMOHHOIO N3TyYeHN4.

Y10 Takoe aTUNUYHbIN reMoJZIMTUKO-
ypemuyeckuin cuHgpom (alyC)?

Okono 5-10% cnyyaeB ['YC BbI3BaHbl FreHETUYECKNMM MyTaUUAMKN, KOTOPbIE NPUBOAAT
K MPOLO/IKNTENBHOM HEKOHTPO/IMPYEMOM aKTUBaLMN CUCTEMBI KOMIM/IEMEHTA — YaCTW M-
MYHHOW CUCTEMbI OpraHmM3amMa. 7ot T1n 'Y C Ha3biBaeTCH KOMMIEMEHT-OMOCPEA0BAHHbLIM
atununyHeiM Y C (al'YC) n BCTpeydaeTcs Npubams3nTeibHO B 2—7 C/1y4asax Ha MUIIUOH.

ATUNUYHBI TEMONMNUTUKO-YPEMUNYECKNA CUHOPOM MNpeacTaBndeT cobol odeHb pefkoe
XPOHMUYECKOE TeHeTUYecKoe >M3Heyrpoxatollee 3aboneBaHue, nopaxalolee BHY-
TpeHHMe opraHbl. OHO MOXET pa3BUTbLCA B 1OOOM BO3pacTe 1 NPUBECTU K ONaCHbIM Mo-
CNeacTBMAM, B TOM YMCE K MOYeYHON HegoCTaTOYHOCTM M Heo6X0AMMOCTH B Nepecaake
opraHoB. 3a6oneBaHne Yalle BCTpeyaeTca y AeTeil n MONoAblX B3POC/bIX; AETU COCTaB-
nsoT 60%, B3pocnblie — 40%.

UYTto Bbi3biBaeT alYC?

ATUANYHBIA FEMONMNTUKO-YPEMUYUECKUIA CUHOPOM — 3TO FeHeTnveckoe 3abofieBaHue.
B opraHuame uenoBeka HaCUMTbIBAKOTCS AECATKWU ThiCAY FeHOB. [ eHbl cogep)kaT WH-
hopmaunio o CcTpykType 6eskoB. Kaxabln 6e/10K 3aKoAMpOoBaH W NpeaHasHayvyeH angd
BbIMO/THEHNA KOHKPETHOW (DYHKUMK B OpraHnsMe. Hanpumep, cuctemMa KomnaemeHTa
(MMMyHHas cucTema) obpa3oBaHa pasnyYHbIMU TMNamm 6eKoB, KOTOpble obecneyrBa-
0T ee HopMasibHyto padoTty. Ecnn yenoBek 3aboneBaeT, To O&/1KM MOMOratoT MMMYHHOM
CUCTEME «BK/TIOUUTBCHA» N aTakoBaTb MHOPOAHbLIX BO30OyAUTenel 3a601eBaHns.

[Mpn HOPManbHOM COCTOAHUN 300POBbA O€/1KM MOMOraloT «BbIK/IOYATE> UMMYHHbIE
KNEeTKW NS 3alnTbl 300POBbLIX KNETOK OpraHmaMa. M3-3a cneumpuruyeckorn Mytaumm re-
HOB (HapylleHne KOAMPOBaHUA) anbTEPHATMBHOMO CUrHA/IbHOrO MyTW (4acTb CUCTEMbI
KOMM/IEMEHTA) CTPYKTypa Oe/IKOB MOXET ObiTb HapylleHa uav BooOLle OTCYyTCTBOBATh,
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YTO paspyLlaeT KOHTPO/b 3a PaboTol Cc1CTeMbl. B TakoM c/lydae CUrHasbHbIA NyTh BCe
BpeMa aKTUBEH, @ CUCTEMA KOMM/IEMEHTA aTaKyeT 340POBbIe KIeTKM OpraHM3mMa, B 0CO-
6EHHOCTU KNETKM BHYTPEHHEN 060M10UKM KPOBEHOCHbIX COCY/0B.

[MoBpexaeHne KpOBEHOCHbLIX COCYA0B, BbI3BAHHOE 3TOM aTakoi, ConpoBoXaaeTcsa (hop-
MUPOBAHNEM CIrYCTKOB KPOBW (TPOMOOUMTAPHbBIX CIYCTKOB MM TPOMOOB) 1 HapyLUEeHNEM
PYHKLUMM NOYEK U OPYTUX XU3HEHHO BaXXHbIX OPraHoB, BK/IOYad rO/IOBHOW MO3T, fier-
Kre, cepaue, XXenyaok, MbILLbl 1 KOCTU.

Mo aT1oit npuunHe al'YC onucbIBalOT Kak CUCTEMHYIO (MOopaXkatoLLyo HECKO/bKO opra-
HOB U CUCTEM OpraHU3Ma), XpPOHUYEeCKYIo, UMMYHOOMNOCPeA0BaHHYIO (MIMMYHOKOHTPO-
nupyemyto) TPoM6OTUYECKYIO MUKPOaHrnonaTuio (Tpom6oo6pasoBaHMe B KPOBEHOC-
HbIX cocypaax).

Kak al'YC nopaxaeT XXU3HEHHO BaXHble opraHbi?

Mpun al'YC nopaxatlTCa pasiMyHbIe XXN3HEHHO BaXKHble OpraHbl U TKaHu. Y 63% naunex-
TOB C al YC pa3BunBaeTcyd He MeEHee OAHOrO OC/IOXHEHMS MOMUMO HapyLLeHUs QyHKLKK
noyek, BKIIoYasa NopaKeHnsa HepBHOW (TO/TOBHOM MO3T), CEPAEYHO-COCYANCTON (CepaLe)
1 NULLEBAPUTEIBHONW CUCTEM (kenyaok). Haule Bcero 3aboeBaHme nopaxaeTt nouku,
HecMoTps Ha To, YTo al'YC MOXET pacnpoCTpaHATbCA M Ha ApYyrMe opraHbl U TKaHu. [Mou-
KV OTBeYaloT 3a (PUAbTpaLMIO KPOBU, COXPaHAA HeoOXoanMble OpraHu3My 3/1eMEeHTHI
1N yOANAA HEHy>XXHble BeLlecTBa ¢ Mo4Yon. [Mpy 06pa3oBaHmm TPOMOOB B KPOBEHOCHbLIX
cocydax moyek TPOMOOUMTbI U 3PUTPOLMTLI, KOTOPbIE MO/ Obl y4acTBOBaTb B HOP-
ManbHOM LUMPKYNALUM KPOBW, CTAHOBATCA MaTepmanom Ang TpoMooo6pa3oBaHus, UTo
NPUBOAMT K PA3BUTUIO HeXenaTebHbIx cCuMnToMoB. O6pa3oBaBLUMECHA CrYCTKW pacro-
naraloTCca B KPOBEHOCHbIX COCyAax MOYeK U MPensTCTBYIOT HOPManbHOM LUMPKYNALMm
n hunbTpaumm Kposu. MpoxoxaeHne 3puTPOLMTOB MO CY>XXEHHOMY MPOCTPaHCTBY COCY-
[AOB COMPOBOXAAETCA UX NOBpexXaeHneM 1 o6pa3oBaHMeM (hparMeHTOB 3pUTPOLMTOB,
MMEHYeMbIX LUMcToumnTamu. MoBpexaeHne KNeTok KPOBW M HapylleHWe HOPMasibHOWN
huneTpaumMm 3aTpyaHAIOT paboTy noyek. [MpoaykTbl BblAeNeHUs, B YaCTHOCTU KpeaTu-
HWH, HEe YOansalTCs C MOYONM, MO3TOMY MX KOHLEHTpauMa B OpraHvM3Me BblpacTaeT Ao
onacHbIx npeaenos. C TeyeHnem BpeMeHu 3TO MPUBOAUT K MOBPEXAEHMIO U HAPYLLEHWIO
PyHKUMM NOYeK, UTO BbI3blBaeT HeoOpaTUMble MopaxeHNa opraHa.

O6 3TOM CBUAETENLCTBYIOT CHUXEHME YPOBHA TPOMOOUMTOB WM 3PUTPOLIMTOB, Hanndme
B KPOBM LUMCTOLMTOB W MOBbILLEHNE YPOBHS KpeaTMHWHA Npun NpoBeaeHun nadopatop-
HOIro MccnegoBaHNaA KPoBK Yy 60/bHbIX ¢ al'YC.

KakoBbl cumntTombl alFYC?

3abon1eBaHne MOXeT NPOSABAATLCS Pas3/IMUYHbIMU CUMMNTOMaMU. CUMATOMbI BHa4ane Cxo-
XM C CUMMATOMaMu rpunna, BKI4Yaa BANOCTb, 6/1€4HOCTb KOXHbIX MOKPOBOB M MOTEPIO
annetuTa. [pu ann3onax, CONPOBOXAAILWMXCSH yXyALEHNEM COCTOAHUA, MOIYT Pa3BUTb-
CA KNnHm4yeckmne cuMmntoMbl allYC. VX TaxkeCTb MOXET yCyrybnaTbCa MOCTENEHHO BO Bpe-
M$1 aKTMBHOIO TEYEHNS 3a001eBaH1s, NPy NpUCTynax.

JKano6bl/KnMHU4eckne NposiBeHUS:

- TOLLIHOTa W pPBOTA;

 CMYTaHHOCTb CO3HaHN4;

- OAbllKa (AMCNHO?3);

« YTOM/ISEMOCTb.

B HeKoTOpbIX Cy4Yaax cpasy pa3BMBAOTCS TSXKE/ble CUMATOMBbI, HE CBS3aHHble C MOYKa-
MW, B OPYrUX CNyYasax 3TW MPU3Haky He HabMoa4atoTCH COBCEM UK MPOABMIFIOTCA MO3XKE.
BHenoye4Hble 0CNOXHEHUS U CUMATOMbI MOTYT BK/OYaTh:

* UHCY/IbT,

+ HapyLWweHnda paboTbl NULLEBaPUTENIbHOW CUCTEMBI, BKIOYAA CUIBHYIO 60/b B XMBOTE;

« BOCManeHne ToACTON KMLWKMK;

+ MOPaXeHNA KPOBEHOCHbIX COCYAO0B;

« MHhapPKT;

+ HEBPO/IOIMYECKME HapyLLEHMS, B TOM YMCAe CYA0POrn.

Mo pesynbtaTtaM N1aGopaToOpHOro aHann3a KPoBu:

« aHeMus (HU3KUI ypOBEHb 3PUTPOLIUTOB);

« TPOMGOLMUTONEHUSA (HU3KNI YPOBEHb TPOMBOLIMTOB B KPOBW);

« CUMMNTOMbI, CBAI3aHHbIE C (hyHKLIMEN MOYeK, BKIKUYAa NMopaxeHue nodek, nodveydHyto

HEeOOCTaTOYHOCTb WK 3ab0/eBaHns NoYvek (NoOBpeXaeHUs nodek, Tpebytolime pery-
NIAPHOro AManvsa, no nokasatensm yPoBHA KpeaTUHMHA U MOUYEBMHbBI B KPOBMW).

Kak anarHoctupytot alyC?

ATUMNYHBIA TEMONNTUKO-YPEMUYECKUA CUHOPOM OYeHb pefkoe 3a00neBaHne, MHorme
BPauM HMKOrAa C HUM He CTankmanucb. Kpome TOro, Npu3Haky U KAMHM4YeCcKmne npo-
aBnenna al'YC cxoxu ¢ ApyruMmm 3a6oneBaHnamm (TpomooTnyeckas TpobountToneHmye-
ckaqa nypnypa unan TTT1, TYC, Bbi3BaHHbI E. coli, n apyrne dopmbl TMA), nostomy ero
C/IOXHO AMarHOCTMpoBaTh. [1py YCTAHOBNEHWN AMArHO3a BPayun M MeONUMHCKUA nep-
COHa/m OOMKHbl YUUTBIBATb MHOXECTBO (PakTOpPOB, BKMOYAA KIMHUYECKME CUMMNTOMbI
1N pe3ynbTaTbl 17abopaTopHbIX NCCNea0BaHNA.

JTabopaTtopHble uccnegoBaHus

MNpn Havyane 3a60n1eBaHNA UM MOBTOPHbLIX NPUCTYNax y naumeHToB ¢ al Y C yacTo pasBu-
BAlOTCS CUMMTOMBI, CBA3aHHbIE C KaKMM-TO TAXE/NbIM ABEHNEM, MPONCXOAALINM B Opra-
H13me. Bo Bpema npuctyna al'YC no pesynbrtataM 1abopaTopHbIX MCCNeaoBaHWii MOryT
HabNOAATLCS HEKOTOPbLIE ABHbIE NMPU3HAKKM 3a00/1eBaHNS:

« TPOMOOLMUTBI: CHUXEHME YPOBHSA (BO3MOXHO yMeHblUeHne ypoBHA Hxke 150 x 109/n
npu Hopme 150—400 x 109/n);

« FEMOMNOBUH: CHIKEHWE YPOBHA (BOSMOXHO yMEHbLUEHWe ypoBHA Ao 60—70 r/n npwu
HopMmanbHoM ypoBHe 120-153 r/n);

« FANTOrNO6GUH: CH/XXEHME YPOBHS,
- naktatgerngporeHasa (LDH): nOBbILEHHbIA YPOBEHD;
+ KP@ATUHWH: NOBbILLIEHHbI YPOBEHb (CBUAOETEIBCTBYET O HAPYLIEHNAX PYHKLUMM NOYEK);

- AMK (a30T MO4YEBUMHbI KPOBM): MOBbILLEHHbIA YPOBEHb (CBUAETENBCTBYET O HapyLUEHW-
AX (DYHKLMM MOYEK).



AHanus koHueHTpauun ADAMTS13

ADAMTS13 npeacrtaBnger cobon Oenok, NpUCyTCTBYIOLWMIA B 300POBOM OpraHusMe
1 OeVCTBYOWMY NpOoTMB 6€e/Ka, KOTOPbIV ydacTByeT B (hOpMUPOBaHNN TPOMOOB. beok
ADAMTS13 1 BTOpOW NapHbIi 6€10K BMECTe y4aCTBYIOT B 0OPa30BaHNM 1 pa3pyLleHnn
TPOMOOB. B HEKOTOPBIX Clly4asax TPOMObI MONE3HbI A9 OPraHn3Ma, Hanpumep nNpm nope-
3€ OHM NOMOratloT OCTaHOBUTL kKpoBoTedeHue. [pu TTI yposeHb 6enka ADAMTSI3 3Ha-
UNTENbHO CHMXEH, a B c/lydae al YC OH HaxoamTca B Npeaenax Hopmbl. Taknm o6pasom,
nccnepoBaHve ADAMTS13 nomoraeT nckmoYyntb gnarHo3 TTTT.

MleHeTUYeEcCKOe uccnegoBaHue

Mo AaHHbIM NOCNEAHNX MCCNeAOBaHWA, MPUMEPHO Y NOMOBMHBLI NaLmneHTos ¢ alyYC npu-
CyTCTBYET OonpegeneHHaa Mytauma (MyTauum) reHoB, KOTopasd KOHTPOSMPYeT cucTemy
komnnemeHTa. MiccnenosaTeny paGoTatoT Ha/ BbiABNEHWEM ApYrix Takux reHos. Onpe-
[leNleHne reHeTMYeckom MyTaummn (MyTaumnii) He Bcerga sBAaeTca HeoOXOAMMbIM YCo-
BUEM ANd avarHocTukn alYC 1 Havana nevyeHns, OgHako OHO MOXET OKa3aTb MOMOLLb
B BOMPOCax, BO3HUKAIOLIMX B X0Ae edeHns 3a6o/1eBaHnd, HanpuMep no rnosoay CooT-
BETCTBUS KPUTEPUAM ANA TPAHCI/IaHTaLmMu noYyex.

[TOMMMO reHeTM4yeckoro mnccnegoBaHng Bpa4n 1akKXe MOryT npoBeCT aHa/M3 Ha Ha-
nmMyme aytoaHTuTEN, KOTOpPbIe BO3,EI,6I7ICTByPOT Ha OeATEIbHOCTb CUCTEMblI KOMMJ/1IEMEH-
Ta TAKMM Xe 06p63OM, KakK MyTaunn. [eHeTMyeckoe nccaegoBaHme MOXeT 3aHATb A0
MecdueB.

BOMNMPOCHI
NMNALMEHTOB

Yro npousonaet nocne Toro, Kak MHe éyaet nocraBneH
anarHos alFyC? Cmory nv a1 usnevutbca?

ATUNNYHBIA FEMONMNTUKO-YPEMUYECKNIA CUHOPOM — 3TO XPOHMYECKOe Hensneymmoe 3a-
6oneeaHue. [10 HegaBHero BpeMeHn ctaHgaptHas Tepanua al YC Bknodana nogaep-
XMBatollee U cMMNToMaTtMyeckoe fedyeHune, Ho He Oblna HanpaB/eHa Ha M3nedeHune
OCHOBHOro 3aboneBaHud. B uenom nogobHble MeToabl Tepanny shpeKTUBHbI Ang 00-
NeryeHunsa CMMNTOMOB. TeM He MeHee OHM He MOTYT B 3HaYMMO CTeneHn NpeaoTBpaTnTb
pasBuTHe peunanBoB 3aboneBaHusa. Kpome Toro, MCnob30oBaHWe TakiMx METOAOB CBS-
3aHO C Pa3NYHbIMU TPYAHOCTAMM ANA NaUmMeHTa, BKIoYas YacToe NpoBeaeHme Tepanmm
N CYLLIECTBEHHOE CHIMXEHNE KauyecTBa »XMN3HW.

B TeueHmne HeCKOMbKMX N1eT B MMPE YCMEeLIHO NpUMEeHAeTCa aKyNn3yMat — sphekTMBHoe
CpeacTBo Ana nederHnd aeten n B3pocnbix ¢ al'YC. 3T10T npenapat GbICTPO CTa HOBbIM
CTaHAapTOM Tepanmn.

Mocne NOCTaHOBKM 3aK/IOYUTE/IBHOMO AMarHo3a (4acto onpeaensercs Kak oTCyTCTBue
OTBETa Ha Tepanumio NMaasmMoin) 1 OLEHKN CUMMTOMOB, HAabMOAAEMbIX Y NaLMEHTa, MOXET
ObITb pa3paboTaH KOMMIEKCHbI MaaH Tepanun, Le/bio KOTOPOI ABNAOTCS Kak KMHNYe-
CKMNe NPOosABEHNd, Tak 1 MpUUnHa 3a00/1eBaHns.

Kak gnarHos al'YC noBnusaet Ha MOIO XU3Hb?

Ecnn Bam HefaBHO AMarHOCTMpPOBaNM al'YC, T0 B 3@aBMCMMOCTM OT TXeCTn 3aboneBa-
HWF BAC MOryT rOCnUTanM3npoBaTh HA HECKO/ILKO AHEN WK Hefenb (,CLO HOpManmMsaunmn
nokasaresnen KDOBI/I). B 370T nepvof naumeHTbl 1 X cembm MOTYT ObITb ncnyraHbl 1 Ha-
XOONTbCA B 3aMellate/ibCTBe.

CumnToMbl 1 NeveHne al'YC MOryT HeraTMBHO OTPasuTbCA Ha COCTOSIHUM 3[0POBbA U
KayecTBe Xu3HW. Tepanusa OCHOBHOIO 3a60M1eBaHUs 3Ky/IM3yMaboM UMEeEeT MHOXECTBO
npevmyLLecTB.

Mue guarHoctupoBanu TTI, a 3atem al'YC.
Y meHsa o6a 3aboneBaHuna?

TTM n alYC oTHOCATCA K rpynne 3a00neBaHuii, Bbi3biBaeMbix TMA, 1 NPOABAAIOTCA CXO-
XVMU CUMNTOMaMK, O4HAKO OCHOBHbIE MPUYMHbI UX pa3BUTUSA pasandatoTcs. TTI pas-
BMBaeTCa 13-3a Agedumunta 6enka ADAMTSI3, B 70 Bpema kak alYC cBsa3aH He C 3Tol
MNPUYMHOM, @ C FeHETUYECKUMN UV NPUOBPETEHHBIMM 3a00/1€BAHNAMM CUCTEMbI KOMM/1E-
MeHTa. [1o HelaBHEro BPEMEHM CUMUTAIOCh, YTO Y NaLUMEHTa MOXeT OblTb TOIbKO OAHO 13
3TMx 3a6oneBannini — nnéo TTI, ninéo allYC. Tem He meHee 3Tn 3a60/1eBaHNA CMOCOOHbI
pa3BMBaTbCA OAHOBPEMEHHO. JTabopaTopHble NCCe40BaHNA MOMOratoT YCTaHOBUTb Ha-
nunure y naumenta al YC, TTI nnm o60omx 3a601eBaHNi.




Bpau4 kakoun cneuyuanbHOCTU 6yaeT 3aHMMAaTbCS

MOUM neyeHunem?

B 3aBMCMMOCT OT MECTOHaXOXAEHNS 1 BO3pacTa MauMeHTa, a Takxke OT cTagmun 3a6o-
neBaHns B nedyeHun nauneHTtoB ¢ al'YC yyacTByloT Hedpoior (cneumanmct no 3abosne-
BaHWAM MOYEK) U (MNK) remaTonor (Cneunannct No 3aboneBaHnamM Kposw). nda nedeHna
PaHHUX UK TSHXKENBIX KNMHUYECKMX NPOSIBAEHNIA 3a60n1eBaHns Bpayun UCNo/b3yoT Noa-
[AepxvBatoLLyto Tepanuio. Mocne anarHoctnkm al'yY C Bpay, cKopee BCero, HasHauuT Bam
neyeHve akynmsymabom.

XenatenbHo, 4Tobbl Y BaC Obl/IM NPUKPENIEHHbIE HePO/IOr U FreMaToNor, KOTopble Obl
BMeCTe peLlanv BONPOCh Ballero fe4eHrs. 9T BaxXHasa COCTaBIAOLLAA NeYeHnd — Bam
crnenyeT OTCTanBaTb NPaBo Ha Hee. [pu nopaxeHun novyek 6o/1ee akTMBHOE y4yacTne B
NeYeHNN MOXeT NPUHMMAaTL Hedposior.

Kakune Buabl nogaepXxuBarowen Tepanmm MOXHO
MCnosb3oBaTh ANA KynupoBaHus cumntomoB alyC?

MNMepenuBaHue KpoBU

MepenusBaHe KPoBW MPaKTUYEeCKn BCerga ABNSETCH NepBOR NUHMEeR cumnTomaTiye-
ckoi Tepanuu. MaunerTtos ¢ al'YC, Kak NpaBuio, rOCIUTaIM3NPYIOT C aHEMUER — COCTONA-
HVEM, A5 KOTOPOro XxapakTepeH AeduLmnT 300P0BbIX 3PUTPOLUTOB. ONs CTabunmsaumm
COCTOAHUA NaLMeHTaM BBOAAT 3PUTPOLIMTAPHYIO MaCCy, Lie/bHYIO KPOBb U (M/11) TPOMBO-
LUNTbL. DTN OENCTBUSA NOMOraloT BPEMEHHO BOCCTAHOBUTL HOPMasIbHbIEe MOKa3aTesin Kpo-
B, HO HE NleyaT caMo 3a60/1eBaHne.

MnasmoTepanua

MouTn BCce nauneHTbl ¢ TMA 6e3 okoH4YaTeNbHOro AMarHo3a NpoxoaaT nna3MoTepanmio,
0Nn4a 60NbLUMHCTBA OHA ABASETCA XU3HEHHO Heobxoanmor. OcoOeHHO BaXKHa ni1asmoTe-
panus NaumMeHTaM, KOTOpbIM BNOCAeACTBMM CTaBAT anarHo3 TTI nnn TMA, cBS3aHHbIN C
Apyrnm 3aboneBaHmemM. Y HeOO/bLLIOK YacTy NaumeHToB BbIgBASHOT 'Y C, Bbi3BaHHbIN E.
coli, unn allyYC.

MpronnsntensHo 50% naumenToB ¢ al YC n3HayanbHO OTBEYaloT Ha nasMoTepanmio.
[NnasmoTtepanusa aBnaeTcs Hanbonee TpaanuUMOHHBIM MeToaoM nedeHnsa al'yYC, ogHako
OHa He HampaB/ieHa Ha NlieyeHne OCHOBHOro 3abo/1eBaHmst, 0COOEHHO B A0NTOCPOYHONA
nepcnektnee.

Cyu.leCTBYIOT 2 TMna naasmMortepanuu:

« IHhy31a nnasmbel — 37O NepenmBaHne nnasmbl (KMAKOrO KOMMOHEHTa KPOBW) 340PO0-
BbIX JOHOPOB nauneHTam c al YC.

- MNpw nnasmadepese y naumeHTa yaansioT YacTb KPOBM C NOBPEXAEHHOW N1asMon (B
KOTOPOWN OenKku CUCTEMbl KOMMIEMEHTa OTCYTCTBYIOT MM MOBPEXAEHbI) M 3aMeLlatoT
OoHOopcKon nnasmoin. OgHa npoueaypa nnasmadepesa MOXET 3aHATb OT 140 3 4acos,
pasoBasg HY3uda nnasmbl — 0T 30 MUHYT 4O HECKO/IbKMX YaCoB.

[nasmoTepanuio NPOBOAAT KaXablil AeHb 40 CTabuAn3aLnmnm COCTOAHNSA NaLMeHTOoB, HOP-
Manusaumm yposHga tpoméoumtos u JIA.

B cBaA3M ¢ Tem 4To mnasMoTepanva noapasyMeBaeT BBeAeHVe npenapaTta denosede-
CKOI KPOBW, Y HEKOTOPbIX MaLMEHTOB MOTYT Pa3BUTLCA aniepruyeckme peakLmnm nerkon
NN TAXENON CTenenu, TpebyloLie NpUMeHeHnsa NPOTUBOANNEPTrMYECKNX NpenapaTos,
MCMONb30BaHMA NAa3Mbl, 06PaGoTaHHOM METOAOM «PaCTBOPUTEIb/AETEPrEHT», NN Npe-

KpalleHus Tepanuun. B HacToAwmnin MOMEHT n1asMoTepanms NPpoOBOAUTCA BCEM MaUMEH-
Tam ¢ TMA 6e3 OKOH4YaTENBHOrO AnarHo3sa. PaHoOMU3MPOBaHHbIE KNMHUYECKME NCCe-
[oBaHua 0 ponm nnasmotepanuuy npu allYC He npoBOANNNCE.

B xoQe kKnnHU4ecknx nccnenoBaHnii 66110 NokasaHo, YTo N/1asMoTepanis CBssaHa ¢ He-
3aMeaNIMTeNbHbIM KIMHNYECKMM OTBETOM MPAaKTUYECKM Y MOMOBUHbI NaLMEeHTOB, OAHAKO
[axe Yy NauMeHTOB C MCXOAHbIM OTBETOM Ha Tepanuto BNocneACTBMM COCTOAHME yXyaLla-
eTca NpYMEepHO B MOMOBUHE CrydyaeB. 3amelleHne/TpaHcdy3na naasMbl He nomoraet
B Tepanunu OCHOBHOrO 3a00/1eBaHns 1 He ABMAeTCsa nevyeHnem, NosToMy CUMMITOMbI C
TeyeHeM BpeMeHu MOryT BO3OOHOBUTLCS.

Owanus

ATUMNYHBIA  TEMOSTUTUKO-YPEMUYECKUIA CUHOPOM MOXET CMpOoBOUMPOBaTL PasBuUTMe
BPEMEHHbIX MM HEOOPATUMbIX HAPYLIEHWUA yHKLMM nodek. Ecnmn noukn He paboTatoT
[JOMKHbIM 06PAa30M, A9 BPEMEHHOIr0 3aMeLLeHa (PYHKLMM NoYeK BO3SMOXHO UCMOb-
30BaHMe amanuza. CneumanbHbld AManusHbIA annapat yaanseT U3 KPoBW NpPOayKThl
OOMEHA N U3BBLITOUHYIO XNOKOCTb, MCKYCCTBEHHO KOMMEHCUPYSA YTpadeHHble (OYHKLMUM
noyek. [vanns HeoGxoaMM 479 NOAAEPKAHWUA XU3HM MALUUEHTOB. TeM He MeHee 3T0
MHBA3MBHbLIN METO/, KOTOPbIA MOXET BbI3BaTb PAL AOMONHUTEBHBIX OCIOXHEHWA.

TpaHcnnaHTaumnsa NoYku He paccMaTprBaeTCcs B KavecTBe ahheKTMBHOro meToaa Tepa-
n1K ANa nogaBnstoLLero yicna nauneHToB ¢ al YC. B 601blINHCTBE C/ly4YaeB TpaHCnnaH-
Tauna 6yaeTt HeahPeKTUBHOM 6€3 COOTBETCTBYIOLLErO eYeHns uamn nepeoda 3abone-
BaHWA B CTaAMIO peMnCccun Ans npeaoTBpaLleHs NoBTOPHOIro NopaXeHns nodvex.

CyuwiectByIOT N1 npenapartbl Ana nedvyeHua alryCc?

Skynn3ymab ctan NepBblM W eAUHCTBEHHbIM 1EKAPCTBEHHBIM CPEACTBOM, HanpaBieH-
HbIM Ha nedyerune alYC, a He TO/IbKO Ha KynmnpoBaHWe CMMNTOMOB 3abo/eBaHus. B oT-
Avyne OT naas3MoTepanuu, NPy KOTOPOW OTCYTCTBYIOLUME UM M3MEHEHHble 6eKn cu-
CTEMbl KOMMIEMEHTa 3amMeLLaloTCa KneTkaMmn 4OHOPCKOW KPOBW, 3KyIM3ymad padotaet
C K/IOYEBbBIMY yYacTKaMU CUCTEMbl KOMMMIEMEHTa, NPEenaTCTBYA MX akTMBaLMM 1 aTake
300POBbIX KNETOK KPOBW.

KnnHnyeckne mnccnenoBaHna skynmMsymada y noApOCTKOB M B3POC/bIX MaUMEHTOB C
al'YC pokasanu ero BbICOKYIO 3(PdeKTUBHOCTb M 6€30MaCcHOCTb (MpU COOTBETCTBYIO-
Len NpodunakTMke pasBUTUA HEKOTOPbLIX MHgekuuid) B Tepanun alYC. lNpumeHerne
npenaparta CnocoOCTBYET YIYyHLIEHWIO Ka4YeCTBa XU3HK, O YeM COOOLMNM nauneHTsl. B
OT/IMYME OT M1a3MoTEpPannn 3KYyIM3yMad MOXET MOBIUATL Ha TeyeHne 3a00/1eBaHng,
CKOPPEKTMPOBaTb M BOCCTAHOBUTb PYHKLIMIO MOYEK Y HEKOTOPbIX NaLUMEHTOB. DKYNN3Y-
Mab BMepBble NPpefoCTaBNAET peasibHy0 BO3MOXHOCTb NPOBEAEHNA TPAHCMIaHTaUUN Y
nauneHToB ¢ alYC Ha NOCTOAHHOM Ananmnse.

Cneunannctsl BO BCEM MUPE PEeKOMEHAYIOT HauMHATb Tepanuio 3Ky/M3ymadoM cpasy
nocne noarBepxaeHua anarHosa al YC (kak npaBuno, Nocne UCKMoYeHns APYrx Bu-
noB TMA) y geteli 1 B3poc/bix. CneumanmncTel TakKe PeKOMEeHOYIOT HemealeHHoe Ha-
4as0 Tepanun aKyNnM3ymadom y NaumMeHTOB C MOPaxeHeM nodek 1am noYeyHom Hego-
CTATOYHOCTBIO BHE 3aBUCUMOCTM OT TOTO, HAXOAATCA /M OHW Ha AMANN3e UIv nepeHecnn
TPAHCNNAHTALMIO NOYeK.

Heo6x0aMMO yunTbiBaTh PA3/IMYHBLIE METOAb! TeUYEHNA U 0OCYANTb KOHKPETHLIE CXeMbl
Tepanum ¢ HepPoIOroM 1 (U1) remMaToIoroMm.




Ecnun all'YC — 310 reHeTn4yeckoe 3abonesaHue,
TO HY)XXHO N1 o6¢cnepoBaTth Y1€HOB MOEN CEMbU?

Mocne NoATBepPXAeHUd reHeTnyeckoro xapaktepa al'YC (BblgBEHUA MyTaLuW) cylle-
CTBYET PUCK, UTO GAMKAALINE POACTBEHHMKIM MOMYT GbliTh HOCUTENAMM 3a60/1€BaHNA BHE
3aBUCUMOCTM OT HANMUYNA CUMNTOMOB. HE0BX0aMMOCTN B O6C/IeA0BAHUM Y1EHOB CeMbi
HeT, OHAKO B /IeYeHNM NaumeHTa (0COGEHHO B BbIGOpe MeToda IeUeHnd 1 HEKOTOPbIX
Cnyydasax TpaHCnIaHTaLmMM NoYeK) reHeTM4eckoe NcceqoBaHme MoXeT GbiTb Moe3HbIM,
TaKXe Kak NMoBbllIeHNe NH(POPMUPOBAHHOCTU 1 0OYYEHNE POACTBEHHMKOB NaLMeHTa.

ﬂpOBeu.eHme FeHeTMHeCKOro nccaegoBaHnada ABNAeTCA IMYHbIM pelleHneM nauneHTa
nero poactBeHHMKOB, KOTOPOE MOXHO OGC)/,ELVITb C nevauinm Bpa4v4oM manm KOHCY/IbTaH-
TOM-TE€HETUKOM.

PasroeBop co cneumasimcToM MOXeT MOMO4Yb BaM, €C/M Bbl COMHEeBaeTeChb Mo noBoay
HeoOX0ANMMOCTUY, MPEVMYLLECTB U PUCKOB MeHeTU4ecKoro uccrenoBaHua ansa cebsq
NN POACTBEHHWKOB.
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[aHHaa 6poluopa npegHasHa4vyeHa gsi9 UCnosib30BaHuA
TO/IbKO B VIHCbOpMaLl,VIOHHbIX uenax.

Ecnu Bbl N Bal 3HaKOMbI Nnogo3peBaeTe y cebq al Y C, a Takxe
ecnu y Bac OblN0 AMarHOCTMPOBaHO 370 3a60/1eBaHne, TO Heo6X0AMMO
MPOKOHCYNbTMPOBATLCA C MEANUMHCKUM pabOoTHMKOM MO NOBOAY
[ANarHOCTUKW, KyMMPOBaHKSA CUMMNTOMOB Y HEOOXOANMMOTO IeHEHMS.



