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Cnucok coxkpaimeHui
CBO- cunnpom Buckora-Ongpuda

NTII-unronatudeckyro TpoMOOITUTOTICHUIO
TI'CK-TpaHcniaHTaus reMOnO3TUHYECKUX CTBOJIOBBIX KJIETOK
['T-renHas Tepamnusi CTBOJIOBBIMU KJIETKAMU
AIlT-ayTouMMyHHOTO TTOTpeOICHUS] TPOMOOITUTOB

BBUI'- BHyTpHBEHHOTr0 HMMYHOTJIO0Y/IMHA

B3b- Bupyc O6mreitn-bapp



BBenenue

SApxoit ocobennoctrio CBO siBnsiercs upe3BbIvaiiHas BapruabeIbHOCTh TSKECTH
3a0oneBanus. OHA BapbUPYETCS OT MIIAJICHIICB C TSHKEIBIM UMMYHOACHHUITUTOM,
KaTacTpOPUICCKUMU KPOBOTECUCHHUSAMH, OCTIOKHCHUSIMU M CHITBHO COKPAIIICHHON
POAOHKUTEIHFHOCTHIO KU3HU JI0 TAIIEHTOB 0€3 CHMIITOMOB, KpOME
TPOMOOITUTOTICHUH |, PEIOIOKHUTEIIEHO, HOPMAJTBLHOM OKUIAEMOM
IPOAOIKUTEILHOCTHIO KU3HU. [1]



Onpenenenus

Cunnpom Buckorra-Onnpuya (CBO) - X crieryieHHbIH KOMOMHUPOBAHHBIN
MEePBUYHBIA UMMYHOACPUITUT, I KOTOPOTO, TOMHUMO HUMMYHOJIOTHISCKUX
HapyIIEHUH, XapaKTePHbI TPOMOOIUTONIEHHUS C MaJIBIM Pa3MEPOM TPOMOOIIUTOB U
aTonuueckuil nepmatut. Kak u 1y1st Apyrux KOMOMHUPOBAHHBIX
uMMmyHoehuruToB, 1t CBO Takke xapakTepHa BBICOKAs 9acTOTa Ay TOUMMYHHBIX
Y OIyXOJIEBBIX OcliokHEeHUu. CuHapomoM Buckorra -Onapuya cTpagaroT Jidna
MY>KCKOTO ToJ1a. OHAKO €CTh COOOIICHUS O €AMHUYHBIX CITydasx 3a00JIeBaHUS
JI€BOYEK (CBSA3aHHBIEC C HECIYYalHON MHAKTUBALMEN 310pOBOi X-XpoMocoMel). B
nonyssinuu CBO Betpevaetcs ¢ yactoToit 1 Ha 250 000 manpunkoB. Ha nanHbIi
MoMeHT CBO siBrisieTcst 3a001€BaHUEM € TOPAKEHUEM €IMHCTBEHHOI'O FeHa
WASP, pacnonaratomerocst Ha Xp11.23. benok WASP skcnpeccupyercs
UCKIIIOUUTENFHO B KJIETKaX reMaTonodTuaeckoro psana. WASP neobxoaum ass
peopranu3aluy KJIE€TOUHOTO [IUTOCKENIETa, YTO UTPAET BAXKHYIO POJIb B TAKUX
GyHKIUSIX KIETKH, KaKk (POPMUPOBAHNE UMMYHOJIOTHYECKUX CUHATICOB, JIBU’KEHUE
KJIETOK, a TaKXe MepeMelieHre OeJIKOB BHYTPH KJIETKU. MyTaluu reHa mpuBOJIsT
K 3HAUUTEIIbHOMY CHIKEHMIO WIIH MOJTHOMY OTCyTCTBHIO Oenika WASP. Crenenb
BBIPKEHHOCTH TIPOSBIICHUNA BapbUPYET MEXKTY OOJIBHBIMU, U YACTUYHO
KOppEIUPYET ¢ KOHIIEHTpaluen 0enka B KJIeTKaxX, YTO B CBOIO OUEPE/lb, 3aBUCUT OT
JIOKalM3aluy U BUAa MyTaiuu. MiMeronmecs ucciieIoBaHus O3BOJISIOT
MPEANoJI0KUTh, 4TO TpoMOorToneHus npu CBO B OCHOBHOM CBsi3aHa C
TIOBBIIIICHHBIM pa3pylICHHEM TPOMOOIUTOB. [2]



ITHOJIOTHUSA U MATOTeHEe3

Cunnipom Buckorra-Onnpuya siBiasieTcst pe3ysibTaTtoM X-clerieHHoro rena WAS,
pacMojI0KEHHOTO Ha KOPOTKOM IIjiede X-XpOMOCOMBI B mosioxkennu Xp 11,22-23.
['ennsii mpoaykT 6emok Buckorra-Onnpuda (WASp) npencrasiser coboit 6emok
u3 502 aMUHOKHCIIOT, SKCIIPECCUPYEMBIN B LIUTOIIIA3ME HEIPUTPOUTHBIX
KPOBETBOPHBIX KJIETOK. bbuio BeisiBieHo Oosiee 300 TeHHBIX MyTallnid,
NPUBOSIIMX K HApYIIEHUIO KoHurypauu oenka. Hanbonee
pacrpoCTpaHEHHBIMU MYTalUSIMU SBJISIIOTCSI MUCCEHC-MYTallUH, 32 KOTOPBIMU
CIENYIOT HOHCEHC-MYTAlluU, MyTallMU CAWTa CIUIAMCUHTA U MyTallud KOPOTKOMN
neneruu. M3-3a mMpoKoro CrekTpa reHeTHYECKUX MyTalldii caMo 3a00JieBaHHe
uMeeT (PEHOTUITMYECKYIO U3MEHYMBOCTD B IMAMA30HE OT TSKEJION (KIaccuiecKas
WAS) no nerkoii crerenu 3a0o1eBanusi, X-CleIUICHHAas TPOMOOIMTOIICHUS U X -
CleTJICHHAs HerTponeHwus. [3]

Kak ynomunanocs panee, 6e1ok WAS skcripeccupyeTcsi B HEOPUTPOUIHBIX
KPOBETBOPHBIX KIJIETKAX, IJI¢ OH (PYHKIIMOHUPYET KaK MOCT MEXKAY Nepenayei
CUTHAJIOB U JIBUKEHUEM aKTUHOBBIX (DHMIIAMEHTOB B LIMTOCKEJIETE. ITOT
YABTPACTPYKTYPHBIA KOMIIOHEHT KJIETOYHOW apXUTEKTYPhI B IEPBYIO OUEPE/Ib
OTBEYAET 32 BHYTPUKJICTOYHBIC U KIETOUHO-CYOCTpaTHbIC B3AUMOICHCTBUS U
nepeady CUTHaJIOB U3-3a €r0 poJid B MOP(OJIOTHH U IBU’KEHUU KIIETOK.
AKTHHOBBIN IUTOCKEJET YUaCTBYET B PA3IUYHBIX KICTOUHBIX (QYHKIUSAX, TAKUX
KaK pOCT, IIMTOKKUHE3, SHAOLUTO3 U 3K301MTO3. OH TaK)Ke Y4acTBYET B
bopMHpPOBaHUN UMMYHOJIOTHYECKOTO CUHATICA, KOTOPBIN SBIISIETCS MECTOM
B3aUMOJICHCTBUSI MKy T-KJIeTKaMu U aHTUTCHIIPE3ECHTUPYIOUIUMHU KIETKAMHU,
TaKUMU KakK JICHJIPUTHBIE KJIETKU. B3auMoelicTBuE 3aBUCUT OT T'€HEPALINU
JUTUAHBIX paTOB, KOTOPHIE 00€CTIEUNBAIOT TIAT(HOPMY NIJIsi PEKPYTUPOBAHUS
BOKHEHIIINX MOJIEKYJI JUTIsl 00€CTIEUeHUS! CTAOMILHOCTH UMMYHOJOTUUECKUX
cunancoB. [Ipu cunapome Buckorra-Onnpuda HaOm01a€TCS aHOMATbHAS
peopra’u3aiys IMTOCKeNIeTa U3-3a HapyIIEHUs SKCIIPECCUU I'€HOB, TTPUBOISAIIAS K
nuchyHKIHH T-KJIETOK, BEI3BIBAOIICH HAPYIICHUE MUTPAIINH, aJIT€3UH U
HEJIOCTATOYHOE B3aNUMOJICHCTBUE C IPYTUMH KJIETKaMU U3-32 aHOMAJIbHOTO
o0pa3oBaHus CUHAIICOB; 9TO BIUAET Ha roMeocTa3 B-KJIeTokK, 4To MPUBOJIUT K
n30MpaTeIbHOMY UCTOIICHUIO IIUPKYIUPYIOMINUX 3pEbIX B-KIIeTOK,
MPEAIIECTBEHHUKOB MAapTUHAJIBHON 30HBI CEJIE3€HKU U B-KIE€TOK MapruHAIbHOU
30HbI. CHI)KEHHE KOJIMYeCcTBa JIMM(OIIUTOB C TEYEHUEM BPEMEHHU MPOUCXOIUT U3-
3a YCKOpPEHHOM rudenu kieTok. [{upkynupyroime eCTeCTBEHHbIE KICTKU-KIILIEPHI
HOPMAaJIbHBI WJIM MOBBIIICHBI, HO IIATOTOKCUYHOCTh ATUX KJIETOK ¢ JeUIIuTOM
oenka WAS 3aTpyaHeHa B pe3yJsibTaTe HapyueHus: GOpMUPOBAHUSA
UMMYHOJIOTHYECKUX CUHAINCOB. HTepiIeKnH-2 MOKET TOMOYb BOCCTAHOBUTh
UTOTOKCUYHOCTh B €CTECTBEHHBIX KieTkax-kuiiepax (NK), unayuupys



IKCIIPECCUIO (PYHKIIMOHAIBHO CBSI3aHHOr0 Oeska. MIHBapuaHTHbIE €CTECTBEHHbBIE
T-Kusuiepbl NOJTHOCTBIO OTCYTCTBYIOT y nanueHToB ¢ CBO u X-cuemieHHoi
TPOMOOLIUTONIEHUEN, UTO MPEAPACIOIaraeT NAUEHTOB K MOBBIILIEHHOMY PUCKY
ayTOMMMYHHBIX ¥ OHKOJOTHYECKHX 3a00JeBaHu. MeXaHN3Mbl ayTOUMMYHHBIX
3abosieBanuil npu CBO BKIIIOYalOT HEaleKBaTHYIO (QyHKIUIO Treg-KIeToK,
BHYTPEHHIOIO ITOTEPIO TOJIEPAHTHOCTH B-KieTkamu U3-3a MOJI0KHUTEIBHOTO 0TOOpa
CaMOPEAKTUBHBIX NEPEXOAHBIX B-KIIETOK, SKCIIAHCHIO ayTOPEAKTUBHBIX B-KIeTok
Y IPOAYKIHMIO ayTOAHTHUTE, HapylIeHUe Fas-onocpe10BaHHOTO aroIro3a
CaMOPEAKTUBHBIX JTUM(POUUTOB U JehEKTHBIN (ParonTo3 anonToTHUECKUX
KJICTOK, MPUBOJISIINN K XPOHUYECKOMY BOCIIAJICHHIO. [3]

Knerku muenougnoi nunuu ¢ aepunurom WASp 1eMOHCTpUPYIOT HAPYIICHUE
¢aronuTo3a u xemorakcuca. Kpome Toro, MOHOLUTHL, Makpodaru 1 1eHAPUTHBIE
KJIETKU NaMeHToB ¢ nepunurom WASp 1eMOHCTPUPYIOT IOYTH MOJTHOCTHIO
OTMEHEHHYIO COOPKY OOraTblXx akTUHOM CTPYKTYP, OTBETCTBEHHBIX 32 KJIETOUHYIO
MUTPALUIO, YTO MPUBOAUT K HAPYLICHUIO XEMOTAaKCUCa K CIelU(PUUECKUM
xemoarTtpakTantam. OObsSCHEHHEM TPOMOOLUMTONEHUH SIBISETCS OBBIILICHHBIN
KJIUPEHC, HEA(PPEKTUBHBIM TPOMOOLIUTONOI3, CHIXKEHNE BBIXKUBAEMOCTH
TPOMOOLIUTOB U3-32 BHYTPEHHUX TPOMOOLIMTAPHBIX aHOMAJIUHN U
UMMYHOOTIOCPEIOBaHHBIE COOBITHS. [3]

B To Bpems kak myTaruu ¢ «norepeit pynkuum» B rene WAS BbI3BIBaIOT OO
XLT, nu6o WAS, yHUKaJIbHbIE MUCCEHC-MYTALIUH C KyCUJICHUEM (PYHKIIHI
YXYALIAI0T ay TOMHTHOUTOPHYIO KOH(OPMAILIMIO MOJIEKYJIbl U IPUBOJAT K
YCUJIEHHOM MTOJIMMEPHU3AIIMN aKTUHA, YTO IPUBOJUT K BPOKICHHONW HEUTPOIICHUH.

[3]



Kaunuka
3abosieBaHuE TIPOSIBIISCTCS CICAYIOIIMM 00pa3oM:

KpoBoTteuenne: TpoMOoMTONEHNS MPUCYTCTBYET MPHU POXKICHUU. DTO Hanboee
pacnpocTpaHeHHasl HaX0/lKa, IPUCYTCTBYIOIIAsi HA MOMEHT IIOCTAHOBKHU JAMArHO3a.
B niepBbie AHM KU3HU y OOJIBHBIX MOTYT HA0IIOIaThCS IETEXUHU U ITTUTEIbHBIC
KpPOBOTEUEHHMSI U3 KYJIbTH IyIIKa WM 1ocie oOpe3anus. J{pyrue nposiBieHus
MOTYT BKJIFOYATh IIypITypy, PBOTY, MEJIEHY, HOCOBOE KPOBOTEUEHHUE, FTEMATypHIO U
TaKHe OMACHBIE JIJIS )KU3HU CUMIITOMBI, KaK POTOBBIE, JKETYJOUHO-KUIIICYHBIE U
BHYTpUYEPEIIHbIE KPOBOTECUEHUS. Y NOArPYHIIbl MIIAJICHIIEB B BO3pACTE A0 2 JET
MOKET HaOII0aThCA «TshKenas pedpakrepHas TPOMOOIUTONICHHS, BOZMOXKHO,
U3-32 aHTUTPOMOOLUTAPHBIX ayTOAHTHUTEN, OCIIOKHEHHE, CBA3aHHOE C
HEOJIaroNPHUATHBIM MTPOTHO30M. [3]

Nmmynoaedpunut: TsoxecTs UMMYHOIE(DUIIMTA BO MHOTOM 3aBUCHUT OT THUIIA
MyTalil ¥ pe3yJbTUpYyIolen skcnpeccun 0enka. IlanuenTel 00bIMHO 00palarTCs
C MHOKECTBCHHBIMH PEITUANBUPYIOIIMMHI HHPEKIIMSIMU ¥ OTCTAIOT B PA3BUTHH.
[TarmeHTH BOCPUUMYHBBI K HHKAIICYJIMPOBAHHBIM MHKPOOPTaHH3MaM, TAKHM
kak Streptococcus pneumoniae, Neisseria meningitides u Haemophilus influenzae.
[IposiBieHus BKIIIOYAIOT OTUT, CAHYCUT, THEBMOHUIO, MEHUHTUT, CETICUC U KOJIUT.
CruieHAPKTOMUSA, KOTOpast UHOT/1a BBITIOJTHSIETCS 111 CHUKEHUS PUCKa
KPOBOTEUEHHSI, elrie OOJIbIIe YBETMUNBAET PUCK THKEIBIX MH(EKINI U cercuca.
OTOT UMMYHOIEDUIIUT TAKKE MPeApacoiaraet MarueHToB K
OIMOPTYHUCTHYECKUM MH(DEKIINSM, BBI3BaHHBIM Pneumocystis

JIrovecii, konmazuo3nvim MOITIOCKOM, & TAK)KE CUCTEMHOM BETPSIHOM OCTION M
[IUTOMETANIOBUPYCHOM uHpekIuei. [ pubkoBbie HHPEKIIMNA OTHOCUTETHLHO PEIKU U
COCTOSIT B OCHOBHOM M3 CIIM3UCTO-KOXHOUM mH(pekmu, Bei3BanHoM Candida
albicans. [3]

IK3emMa: DK3eMa Pa3IuyHON CTEMEHU TSHKECTH PA3BUBAETCS IPUMEPHO Y
noJyioBUHBI 00J1bHBIX BAC B TeueHne nepBoro roja >KM3HU U HAIIOMUHAET
KJIACCUYCCKHUI aTOMMYECKHI 1epMaTur. [3]

AyToMMMYHHbIe MposiBjeHus: CyIeCTBYIOT COOOIICHHs 00 ayTOMMMYHHBIX
3a00JI€BaHUSX, BKIIFOYAst TEMOJIMTUYECKYIO aHEMHUIO, HEHTPOIICHHIO, BACKYJIUT C
BOBJICYCHHEM KaK MEJIKHX, TaK U KPYITHBIX COCY/IOB, BOCITATUTEIbHbIC
3a00JIeBaHMs KUIIIEYHHKA B 3a001eBaHus modekK. [IIMpoKwuii CIEKTp ayTOaHTUTEN
HaOmoancs kak npu kiaccuaeckom CBO. [3]

3/10kayecTBeHHbIE HOBOOOPa30BaHMs: 3JI0KaYeCTBEHHbIE HOBOOOPa30BaHUs
MOTYT BO3HUKATh B JICTCTBE, HO Yallle BCEr0 BCTPEUAIOTCS Y MOJAPOCTKOB U
MOJIOJIBIX B3POCIHBIX MY>KUHUH C KiaccudeckuM ¢peHorunom CBO. B-knetounas



auMdoma (4acTo ¢ MOJI0KHUTEIBHBIM PE3yIbTaTOM Ha BUPYC DmiuTeina-bapp) u
JICHKEMUs 9acTo BCTpevaroTes nmpu kinaccumdeckom CBO. [3]

3a0oJieBaHNE UMEET TPU OCHOBHBIX KIIMHUKO-()EHOTUITUYECKUX MPOSBICHUS:

Knaccnuecknii (Tsxennbiin) cuaapomM Bukorra-Ouapuya: 5T0 TKENbINA
¢denotun CB. Y 6071bHBIX MATBYMKOB B paHHEM JIETCTBE HAOII0JaeTCs
reMOpparuuecKuii Juares, BbI3BaHHbIA TPOMOOLUTOIIEHUEHN; pELUINBUPYIOLINE
OaxkTepuanbHbIE, BUPYCHbIE U TPUOKOBBIE HH(PEKINM; U OOLIUpPHAs SK3EMA.
JlumdaneHonaTHs 4acTO MPUCYTCTBYET, OCOOCHHO Y MAIIIEHTOB C XPOHUYECKOM
9K3EMOM, M YaCTO BCTpEUaeTCs renaTocisieHoMeranus. [lanuenTsl ¢ kilaccu4eckum
CBO CckJIOHHBI K pa3BUTHIO ayTOUMMYHHBIX 3a00JI€BaHUI U TUM(OMBI HITH
JPYTUX 3J0Kaue€CTBEHHBIX HOBOOOPAa30BaHU, YTO 4aCTO MPUBOJAUT K PaHHEN
cMmepTH. [3]

X-cuensniennasi HeiTponenusi (XLN): XLN nposiBisieTcss B OCHOBHOM Kak
BpOXAeHHas HelTpornieHus. Y nanueHToB ¢ XLN HabmogaoTcs nHbeKuu,
XapakTepHbIE JIsl HEUTPOTICHUH, HO TaK)K€ MOTYT pa3BUBATHCS MHMEKIUH,
CBsI3aHHBIC ¢ TUCHYHKIMEH TUM(POUUTOB. DTH MAIUEHTHI TAKKE UMEIOT
TIOBBIIIICHHBIN PUCK Pa3BUTHUS MUEIIOTUCIIIA3UH. [3]

X-cuemsiennasi rpomoonuronenus (XLT): XLT nposiBiisieTcst Kak BpOKICHHAs
TpoMmOonuTOoneHus, uHoraa uarepMuttupyromas (IXLT). Dxk3ema 0ObI4HO
IPOTEKAET B JIETKOM popme. DTH MaueHThl, Kak MPaBuiio, UMEIOT
100pPOKAYECTBEHHOE TE€UEHHE 3a00JI€BaHUS U XOPOIIYIO JOJTOCPOUYHYIO
BBDKMBAEMOCTh. OHUM MO-TIPEKHEMY UMEIOT MOBBILIEHHBIN pUCK (00Jiee HU3KHUH,
geM 1t CBO) TspKenbIX COOBITHH, TaKMX KaK OMACHBIC JUIS YKU3HU HHQEKITUN
(0COOEHHO TOCIIE CIJIEHAKTOMUU ), CEPbE3HbIE KPOBOUBIUSHUS, 8y TOUMMYHHBIE
OCIIO)KHEHHS M pak. JI1000i1 My>KunHa C TPOMOOLIUTONIEHUEH U MATICHbKUMHU

TpoMOOIMTaMu JOJIKEH OBITh OLIEHEH Ha 3kcnpeccuio WASp u MmyTanuu
rena WAS. [3]



JAnarnocTuka cunapoma Buckora- Ouapuya.

Huzkoe koMuecTBO TpPOMOOILMTOB ABJISIETCS] YHUBEpCalbHbIM npusHakoM CBO,
OOBIYHO TIPOSIBIISIETCS] HA TIEPBOM T'OJTy KH3HU U OOBIYHO BBI3BIBACT MIETEXUH,
JIETKUE CUHSIKY, CHOHTaHHBIE WIH JJIMTENIbHbIE KpOBOTEUEHUs. B Tex ciyuasx,
KOTJja OTCYTCTBUE MPEABIAYIIETO0 CEMENHOTO aHAMHE3A MOBJIHSIIO HA aAKYIIEPCKYIO
¥ HEOHATAJIbHYIO MTOMOIIIb, ITe(hatoreMaroMa, CBSI3aHHas C MHCTPYMEHTATbHBIMHU
poaamu, He SIBJISIETCS PEAKOCTHIO C TIEPBBIM MPOSIBIICHUEM WM JJIUTEIIbHBIM
KPOBOTEUEHHEM IIPH MPOBEICHUHU 00pe3aHus. Y JeTeil ceIbHOro Bo3pacra
CUHSAKHU MOTYT OBITh OTJIMUUTEIIBHOM YEPTO U MOTYT BBI3bIBaTh OMACEHUS 110
MOBOJIy HecTy4yaitHOU TpaBMbl. CTereHb TPOMOOIIMTOTICHUH BapruaOeibHa U MOKET
OBITh KJIACCU(PHUIIMPOBAaHA HA OCHOBE KOJIMYECTBA TPOMOOIIMTOB Kak Tspkenas (<20
x 10%1), ymepennsiii (2050 x 10%01) umu nerkas (>50 x 10%1). OGHapyxkeHue
HEOOJIBIITUX TPOMOOIIUTOB B KOHTEKCTE TPOMOOIIUTOTICHUU SIBJISIETCS
narorHoMoHUYHBIM 11711 CBO 1 HEeZJaBHO ONMCAHHOTO, HO (DYHKIIMOHAJILHO
cBs3anHoro aeduiura ARPCI1B. /Ilnarno3 MokeT ObITh TOCTaBJICH OMBITHBIM
reMaToJIoroM IO aHAJIU3y KPOBH, KOTOPBIN, KaK MbI BBISICHUIIU, SBJISIETCS OoJiee
HAJISKHBIM, YEM CTaH/IapTHBIC MapaMeTphl 00IIEro aHalu3a KpOBH, KOTraa
HOPMAJIbHBIN TEMOLIUTOMETP CpeIHEr0 00beMa TPOMOOIIUTOB HE UCKITIOYAET
nuarHo3a. MHoraa TpoMOOIUTOIICHHS JIETKOM M YMEPEHHOM CTENEHU TSKECTH
MO>KET MPOSIBISATHCA B 00Jiee MO3THEM JETCTBE, UMUTUPYS UIUOTIATHUYECKYIO
tpoMOonuronenuto (UTIT), Ho O6e3 oTBeTa Ha epopaibHbIe cTepouabl. [4]

B oTinune oT TpoMOOLIUTONIEHUH, DK3EMa U/ WA PEIUANBUPYIONINE UHDEKITUN
SIBJITFOTCST BApUAOCIIBbHBIMU TTPU3HAKAMU , HO UX IMPUCYTCTBUE B COYCTAHUH C
HU3KHM YPOBHEM TPOMOOIIMTOB JIOJKHO MOOYAUTH K PACCMOTPEHUIO BOIIPOCaA O
CBO. AyTouMMYyHHBIC U T€MaTOJOTHUECKHE 3JI0KAaYeCTBEHHBIC HOBOOOPA30BaHMS
PEIKO SIBIIAIOTCS MPOsBICHUAME Kitaccuueckorn CBO, HO MOTYT OCOKHSTh
TedeHue 3a0oseBanus. [4]

B To BpeMsi Kak MEKPOTPOMOOIIMTOTICHNS B 3HAYNTEIIBHOMN CTETIEHN YKa3bIBaeT Ha
CBO, renernueckuii aHaJINU3 SIBISETCS 30JI0THIM CTAaHAAPTOM IS TOATBEPKIACHUS
JIMarHo3a ¥ UTPAeT BAKHYIO POJIb B IPUHITUN YIPABICHUESCKUX PEIICHUH U
cemeitHoM ckpuHuHTe. OmyommkoBano 6osee 300 MyTaruii, ¥ 5T0 YUCIO PACTET
10 Mepe PacIIMPEHUs JOCTyIa K TEHETUYECKOMY CKPUHHUHTY. MyTanuu Bcex
TUIOB (HOHCEHC, MHCEPLUH, IJICLUH, CAalT CINIaliCMHIa U MUCCEHC) TIPOUCXOIAT
10 BCEMY T€HY, XOTs Obljla OIMcaHa KJ1acTepHu3alisi MUCCEHC-MYyTalluid B IEPBBIX
YeThIPEX DK30HAX I'€HA C PSIOM TOPSIYUX TOYCK. [4]

OaHUX TOJIBKO CBEACHUI O TEHETUYECKOM MyTalliy YaCTO HEJOCTATOYHO IS
MPOTHO3UPOBAHUS TSHKECTH KIMHUYECKOTO (PeHOTHMA (XOTSI OHU MOTYT OBITh
TI0JIC3HBI, €CJIM OHU OIMMCAaHbI paHee), HO KoMOUHaMs HHGOPMAIIUU O MyTallUU U
€€ BIUAHUM Ha YpoBHU WASp N03BOJISIET MPOBOAUTH KOPPEIALUIO MEKITY
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reHoturnioM u ¢perotunom. [loaromy mMbl ipoBoAMM aHanu3 sxkcnpeccut WASp B
pamKax Hamieil nuarnoctuaeckoi padotsl. Konndyectsennoe omnpenenearne WASp
METOZOM BECTEPH-OJIOTTUHTA OBLIO 3aMEHEHO B Halllel 1abopaTopuu MPOTOYHON
IUTOMETPHEH, KOTOpasi, Kak ObLJIO MOKa3aHO, ABIISETCS HAJCKHBIM U OBICTPHIM
TecToM. BakHO OTMETHUTB, UTO 3KcIpeccus Oenka cama 1o cebe He MOKET OBbITh
a0COJIOTHO JOCTOBEPHOM sl TOCTAHOBKH TUArH03a, MOCKOJIbKY MHUCCEHC-
MYTaIlU¥{ WHOT/Ia MOTYT COXPaHATh HOPMAIbHBIC YPOBHH (H)YHKIIHOHAIBEHO
HapyumeHHOro WASp. AHanorudausiM 00pa3oM, 0YEBHIHO OTCYTCTBYIOIIAs
skcripeccuss WASp MOKET BOZHHKATh W3-3a HAPYLIEHUS SIIUTOIA,
pacro3HaBaeMoro 0OHAPYKUBAIOIIM aHTUTEIIOM. [4]

HocutenbHUIIBI MyTaluil 5KEHCKOTO M0JIa TAK)KE MOTYT OBITh BBISIBIICHBI C
MTOMOIUIBIO MPOTOYHOU LIMTOMETPHH, UTO MTOATBEPKAAETCS TEHETUYECKUM
cekBeHHpoBaHHeM. B To Bpems kak Hocutenn BAC, kak mpaBuiio, IpOTEKaOT
OECCUMIITOMHO, MHOT/Ia COO0IIATI0Ch O KIMHUYECKUX MPOSBJICHUSIX Y IEBOUYEK, TJIe
KJIINHUYECKHE MPOSIBIICHUS] BO3HUKAIOT B PE3YJIbTaTE HECTyYaHOU X-
WHAKTUBAIIUU U SKCTPEMAIbHOU JIMOHU3AIUHU C IPEUMYIIIECTBEHHBIM
UCIIOJIb30BAaHUEM MYTHPOBaBIIIEH X-XpoMocombl. QueHb pelikoe (peHOKomuecKoe
cocTosinue, Bbi3zBaHHoe naepunurom WASp-perynupyromiero 6enka, WIP,
HACJIEyETCs M0 ayTOCOMHO-PELIECCUBHOMY THITY M MOXKET MOpPa)KaTh Kak
MaJIbYMKOB, TaK U JIEBOYEK.

11



Jleuenue.

Bo3MmokHO, camoe BasKHOE pellieHre, KOTOpOoe HEOOXO0IMMO IPUHSTh, KOTJA Y
pebenka nuarnoctupoBana CBO, 3akimiouaercst B TOM, IOKa3aHa 1
OKOHYATEJIbHAs Tepanusl; TPAHCIUIAHTALNS FEMOIIO3TUYECKUX CTBOJIOBBIX KIETOK
(TT'CK) nnu rennas tepanus ctBosioBbiME KieTkamu (I'T). HezaBucumo ot
MCXOJHOW KJIMHUYECKOW KapTUHBI, Mbl HAIIPABJISAEM BCEX JIETEU C OTCYTCTBYIOLIEN
skcnpeccuerl WASp 1 reHeTHYecKOo MyTaluel, COOTBETCTBYOIIEH
kiaccuueckoMy WAS, 1u1st paHHEro pacCMOTPEHHUS BOIIPOca 00 OKOHYATEILHOM
JICUYEHUH, HE JOKUIASICh MOSBICHUS TSHKEIOT0 KIMHUYECKOro (heHoTumna. Mpl
CTPEMHUMCSI K TPAHCIJIAHTALIMKU B TEYEHUE TIEPBBIX 2 JIET KUZHU C
CyOMHENn0a0IaTHBHBIM KOHIUIIHOHUPOBAHUEM C OTIIMYHBIMU pe3ysibTaTamu. [4]

Ncxonwr st nereit ¢ CBO, nepenecmnx TT'CK, Takxe SABISIOTCA OTIWYHBIMHU Ha
MEXIYHApPOJIHOM YPOBHE: MOKA3aTENI BBLKMBAEMOCTH MPEBBIIAIOT 97%
(eBpomeiickas koropta 1979-2001 rr. — 97%, onbiT Benmukoopuranuu — 100%. B
TO BpeMsI KaK MCIOJIb30BAHNE CYOMUEN0A0IaTUBHBIX PEKUMOB
KOHJIUIIMOHUPOBAHUSI CHUXKAET JIOJATOCPOUHbIC YDPEKTHI, P
MOCTTPAHCIJIAHTAIIMOHHBIX OCJIOKHEHUM, Mo-BUauMoMYy, Bbiliie mpu CBO ,
BKJIIOYAs PEAKIUIO «TPAHCIUIAHTAT MPOTUB XO35IMHAY» , THPEKIHIO B KOHTEKCTE
MPEIICCTBYIONICH CTUICHAKTOMUM U ayTOMMMYHHBIE 3a0oJieBanus. Hecmotps Ha
TO, 4TO (DEPTUIIBHOCTh MOKHO COXPAHUTh C TOMOIIIBIO CyOMHET0a0IaTUBHOTO
KOHJIUIIMOHUPOBAHUS, OECIIIIOINE OCTAETCS CYIIECTBEHHBIM U MOKA HE

IO JAFOIIMMCS KOJTMYECTBEHHOM OICHKE pUCKOM. [4]

B Hacrosiiee BpeMst IPOBOJSTCS UCTIBITAHUS TEHHOM TEpaIruy IS JICUCHHS
knaccudeckoir CBO, xoTopast B HacTosimiee BpeMsi orpaHHueHa MarueHTaMu 0e3
TIOJTHOCTHIO COBMECTUMOTO JToHOpa. HecMOTps Ha To, UTO paHHUE UCCIIETOBAHMUS
CBO 6butM 3aTpyAHEHBI TO3IHUM HAYaJIOM T'€MaTOJIOTHYECKUX 3JI0Ka4eCTBEHHBIX
HOBOOOPA30BaHUil, CBA3aHHBIX C MHCEPIIUOHHBIM MYTareHe30, CBSI3aHHBIMU C
raMMapeTPOBUPYCHBIMU BEKTOPAMH, MOJU(PHUKAIIMN JU3aiHA BEKTOPOB MOBBICHIIN
0e3onacHoCTh. HeaBHO OmyOIMKOBaHHBIE MCCIICAOBAHUS POIEMOHCTPUPOBAIH
XOpOILIKE JaHHBIE 00 NCXO0IaX, IPH ATOM HE COOOIIAIOCh O TOKCUYHOCTH,
CBSI3aHHOU C IMEPEHOCUNKAMHU, MIPH PA3PEUICHUN K3eMbl, HHPEKINN U YITyqIICHHH
ayTouMMyHHUTETA. [4]

B nacTosmiee BpeMs Mbl HE pEKOMEHAYEM OKOHYATEIBHOE JICUEHHE , IIOCKOJIBKY
MEJIMKaMEHTO3HOE JICUEHHE JTIOCTYITHO, 4 OKOHYATENbHAs TEPAIns MOKET
IIPUBECTU K JOJITOCPOYHBIM OCJIOKHEHUSAM, BKJIIOUYasl PEAKLINIO «TPAHCIUIAHTAT
IPOTHUB XO3IMHAY» , OECIIOANE, BTOPUYHBIE 37I0KaU€CTBEHHBIE HOBOOOPA30BaHUs U
CcMePThb. BMeCTO 3TOro Mbl peKOMEHIyEM BBLKMAATEIBHBIN MOAX0/] C HU3KUM
noporoM Juist HanpasyieHust Ha TI'CK win I'T B citydae nporpeccupoBanust
TSKECTH 3a00s1eBaHUs (HApUMeEp, pa3BUTUSI Ay TOMMMYHHBIX 3a00sieBanuil). Eciu
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POJIMTENN 3aMHTEPECOBAHBI B U3YUEHUHN OKOHYATEIbHON TEPAINU 1aKe B
KOHTEKCTE JIErKOTo 3a00seBanus, X HarpasisiioT Ha o0cyxaenue TI'CK, yTo6s
OHU UMEJIH MOJIHYI0 UHPOpMaIHIO. B 11€510M, MBI HE pEKOMEH1yEM I'€HHYIO
TEparnuio, KOrjaa KpOBOTEUCHHE ABIISECTCS OCHOBHBIM KIIMHUYECKUM (PEHOTHUIIOM,
IOCKOJIBKY KOPPEKIUS KOJIMYECTBA TPOMOOIIMTOB B KIIMHUYECKUX UCCIIETOBAHUSIX
ObL1a BapuadenbHOu. [4]

OxoHuatenbHas Tepanus 11 B3pocibix ¢ CBO octaercst mpo0s1emMoii B IeYeHUH.
Ha nmpakTuke Junis HEMHOTHE MMAlUEHThI C HEKOPPUTUPOBAHHBIM KJIACCUYECKUM
CBO pocrurarot 3penoro Bo3pacrta, u TI'CK peako HazHayaeTcsi IpH MEPBUYHBIX
UMMYHOAE(PUIMTAX Y B3POCIBIX, IOCKOJIBbKY HCXO/bl UCTOPUUECKH OBLIU
HeOmaronpusTHeIMU. TeM He MeHee, HETaBHO MbI OIyOJIMKOBAJIH OTIMYHbIE
pe3yabTaThl (85% monrocpounas BepkuBaeMocTh uepes 10 et mocne TT'CK) mns
KOTOPTHI B3POCIIBIX C PA3IMYHBIMU TUTIAMU MTEPBUYHBIX UMMYHOI€(PHUITUTOB, YTO
JieaeT 3TOT BapUAHT JICYEHUS )KU3HECTIOCOOHBIM BapUAHTOM JICUEHUS JJIs
TIIATEILHO OTOOPAHHBIX MAI[MCHTOB B CHICIIMATM3UPOBAHHBIX IICHTpax. [4]

MBI Takke yCIEemHO BBIIEYHIIM OJJHOTO B3pocioro ¢ kinaccnueckuM CBO ¢ I'T,
YTO MPUBEJIO K 3HAYUTEILHOMY KIMHUYECKOMY YIYUIICHUIO U 00€CIIeunsio
MPUHIUNHAIBHOE 1I0Ka3aTeNIbCTBO TOro, uTo I'T siBsieTcs )KU3HECOCOOHBIM
BAPUAHTOM JIAXKE JJISI B3POCIIBIX. Y UATHIBAS IPEUMYLIECTBO UCIIOJIb30BAHUSA
ayTOJIOTMYHBIX CTBOJIOBBIX KJIETOK, YTO MO3BOJIsIET M30exkath PTIIX, Mbl
paccmatpuBaeM ['T kak Xopoumii BapuaHT 1JIsl B3pOCiibIX ¢ kinaccnueckum CBO u
HAKOTIJICHHBIMH COITYyTCTBYIOIIMMH 3a00/1eBaHUAMU. [4]

[TopnepxuBaromas Tepanus

[TopnepxuBaromas Tepanus nManueHToB ¢ kinaccudueckon BAC 3akirouaercs B
npoduIaKkTuKe HHPEKUNUH, KyTUPOBAaHUH TPOMOOLIUTONICHUH, Ay TOMMMYHHBIX U
ayTOBOCTIAJTUTENILHBIX CUMIITOMOB JI0 OKOHYATEILHOTO JieueHus. B Haeit
MPAKTUKE TMAIMEHTHI HYKIalI0TCS B HEOOJBIIIOM KOJIMYECTBE MOICP KUBAIOIICH
TEpaIuM, 3a UCKIFOUYECHUEM JICUCHHS TPOMOOITUTONICHHH. [4]

HeayToummyHHast TpOMOOIIUTOTICHUS

HecMoTpst Ha TO, 9TO OIMMAacHBIE JJIS )KU3HH SITHU30/IbI KPOBOTCUCHUH, OCOOCHHO
YKETyI0YHO-KUIIIEYHbIE WU BHyTpUYepenHble, orMedanuch y 10-30% narueHnTos,
B HaIlle COOCTBEHHOM KOTOPTE AIMU30/1bl TSIHKEIBIX KPOBOTCUCHHH, TpeOyIoIIne
METUITMHCKOTO BMEIIATEILCTBA, OB 3HAYNTEIHLHO HIDKE, BOBMOXHO, U3-3a 0oJiee
paHHEro J0CTyIa K onpeneeHHOMY JieueHnto kiaccudeckoro CBO u
cnenupuIecKnX KpUTEPUEB IS TIOCTAHOBKH JMarHo3a. [1o Hamemy OmbITy,
TSDKEJI0€ KpoBOTeUYeHHE npu kKiaccndeckoM CBO modtu Bcera CBS3aHO C
HAYaJIOM MOTPEOICHHS] Ay TOMMMYHHBIX TPOMOOITUTOB B JIOMIOJTHEHHUE K

BHyTpeHHeMY nedekty. [4]
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B pesynbTaTe, OCHOBOM JieueHUs TPOMOOITUTONIEHNH TTpH Kitaccudeckoi CBO
SIBIISICTCS paHHAA Je(UHUTHBHAS Tepanus, KaKk IpaBUiIo, B TCUYCHHUE MIEPBBIX 2 JIET
KU3HU, 1J151 KOPPEKLMHU KOJIMYECTBA TPOMOOIIMTOB U MPEJOTBPAIIECHUS
BO3HMKHOBEHUS ayTOUMMYHHBIX 3a001eBaHuid. [Ipy 0TCyTCTBUM aKTUBHOTO
KpPOBOTEUEHMSI UM 3HAUUTEIBHOIO YBEIMYEHUS IETEXUI/KPOBOIIOATEKOB MBI HE
HOJIIEPKUBAEM KOJIMYECTBO TPOMOOLIUTOB MPU MEPEIUBAHUMN TPOMOOLIUTOB (J1aXkKe
ec TpoMGomTel <10 X 10%1) 1 HAMEPEHHO CBECTH K MUHMMYMY IIEPEIUBAHUE
TPOMOOLIUTOB, YTOOBI OTPAHUYUTh BBIPAOOTKY aHTUTPOMOOIIUTAPHBIX U
AHTUYEJIOBEYECKUX JICMKOIMTAPHBIX AHTUTEN, KOTOpbIe MOTYT 0Cin0KHUTH TT'CK.

[4

Jleuenne Tpomobounronenuu npu CBO sBisieTcss NOKU3HEHHBIM MPOLECCOM MPHU
OTCYTCTBUU OKOHYATENIbHOM Tepanuu. PoguTensm narotcst oOiue peKkoMeHaauu
O TOM, KaK U30erath BUJIOB JEATEILHOCTH C BHICOKUM PUCKOM, TAKUX KaK
KOHTAKTHBIE BUJIBI CIIOPTA, U 00paIiaThCs 3a HEMEJICHHBIM METUIIMHCKUM
oOcJe0BaHUEM MPHU JHOOBIX CEPHE3HBIX TPaBMax rojioBel. HecMoTps Ha TO, 4TO
MBI PEKOMEH]TyEM HUCTIOJb30BaTh LIJIEMBI 111 TAKUX BUIOB JEATEIbHOCTU, KaK
KaTaHUE Ha JIbDKAX U €3/1a Ha BEJIOCUTIEE, Mbl, KaK MPABUJI0, HE PEKOMEHIYEM
UCII0JIb30BATh 3aIIUTHBIE TOJIOBHBIE YOOPHI JJIs TOBCETHEBHOM ECSITEIIBHOCTH WM
JUJIS1 MaJIbIIIeH, 00yJaromuxcs Xoap0€e, 0T4aCTH U3-3a COOII0IeHUS TpeOOBaHUM 1
CTUTMBI, 2 OTYACTU [TIOTOMY, UTO MBI CYUTAEM ATOT PUCK HU3KHUM. TpeBora,
CBSI3aHHAs C TPOMOOIUTOIICHHUEHN, OOBIYHO MPUBOJIUT K 3HAUUTEIIHHOMY
OTPaHUYCHUIO ACSATETLHOCTH, YTO MOXKET OKa3aTh CYIIECTBEHHOE BIUSHHUE HA
KauecTBO XHU3HU pebeHka. [1o 9Toil mpuuuHe B MOCIEIHNE TObI MBI BHICTYIIAEM 32
CIICHAKTOMMIO [ nmanueHToB ¢ CBO, KOTOpbIe HE UMEIOT 3HAYNUTEIIHLHOTO
MH(DEKITMOHHOTO aHAMHE3a U HaXOJSTCSl B BO3pACTe, KOT/1a MOXKHO JIeaTh
noJicaxapuiHble MPUBUBKHU. Bce mareHThl nojiy4aroT OyCTEpHYIO BaKIIMHAIUIO
MPOTUB MHEBMOKOKKA, MeHUHTOKOKKa (ACWY u B) u remodunbHol HHPEKITNU
Tumna B nepen criieHsKToMUe, pyu 3TOM Mepe]l HayajaoM BaKI[MHALIUU
obOecrieunBaeTCs 3allMTHBIA OTBET Ha BakIMHY. HecMOTps Ha TO, YTO MOBBIIICHHAS
4acTOTa CEICcHca y MalueHTOB, MOABEPTIINXCA CINIEHIKTOMUU, onucana B CBO,
ATOT PUCK MOXKET ObITh 3HAYUTEIHHO CHUKEH TIPU CTPOTOM COOJTIOICHUHN
npoUIAKTUYECKOTO NMpreMa aHTUOMOTUKOB. Mbl HE BUIMM 3HAUYUTEIILHOTO PUCKA
MH)EKITUHU TIOCIIe CIUICHIKTOMUH B HAIlle KoropTte (Bce MoTydaroT
AHTUOMOTUKONIPO(DUIAKTHKY). [4]

Tsxenoe kpoBoTeuenue nmpu CBO TpeOyeT HEOTI0KHON MEIUITMHCKON TTOMOIIN U
TpeOyeT CPOUHOTO 00CIeI0BaHUs C MHPY3UOHHON peaHuMaIMe U TOIIEPIKKOM
MPOIyKTaMU KPOBHU 10 Mepe HeoObxoaumocTu. [Ipu He3HAYNTEIBHBIX
MPOJIOJKUTEIBHBIX HOCOBBIX KPOBOTEUEHHUSAX MOKET OBITh MOJIE3HO BHYTPUBEHHOE
BBEJICHHE TPAHEKCAMOBOW KHCIIOThl MECTHO, UTOOBI M30€KaTh MPYXKUTAHUS UITU
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tamrona. Coo0IIanoch, 4TO arOHUCTHI TPOMOOIIMTOB, TAKKUE KaK DITpoMOoIIar,
OKa3bIBaIOT HEKOTOPOE BIMSHUE HA MOBBIIICHUE KOJHUYECTBA TPOMOOIIUTOB IPU
CBO, HO Ha CeroAHAIHMIA JCHb MbI HE OOHAPYKHJIU, YTO OHU YPPEKTHUBHBI Y
JeTel, ¥ He MCIIOJb30BaId UX Y MAI[MEHTOB, KOTOPHIM Oblila Ha3HaYCHA
OKOHYaTeNIbHas Tepamnus. [4]

AyTOMMMYHHAasi TPOMOOLIUTONIEHUS

Pacno3nars pa3BuTie ayTouMMyHHOTO noTpedsienust TpomoouuToB (AIIT) B
JOTOJHEHUE K UCXOIHOM TpoMOouuToneHnd mpu CBO MOXeT OBbITh CII0KHO,
0COOEHHO M3-32 MJIOXOM KOPPESIIIMU C AHTUTPOMOOLIUTAPHBIMU AHTUTENIAMHU, HO
ATO UMeeT 0coboe 3HaUeHue, MOCKoabKY Hauano AIIT cBsizaHO ¢ caMbIM BBICOKUM
PUCKOM 3HauUTEIbHOrO KpoBoTeueHuH. [lonozpenue na AIIT naGmogaercs npu
3HAYUTEJIbHOM YBEJIMUYEHUU KPOBOIIOATEKOB/TIETEXUM UM CIIOHTaHHBIX
KPOBOTEUYEHHI U PE3KOM CHHIKEHUH KOJIMYECTBA TPOMOOLMTOB (00BIYHO 710 <10 X
10%1) ot ncxoanoro yposus. s noareepsxaeaus AIIT MBI peKOMeHIyeM
nepeIuBaHue TpPOMOOIIMTOB € OLEHKOM mpupaiienus yepe3 1 yac u 24 gaca. B tex
clly4asix, Korja KOJIM4eCTBO TPOMOOILIMTOB CYIIECTBEHHO HE YBEITUYUBAJIOCH YEPE3
1 4 WM 3HAYUTETHFHO CHUXKAJIOCHh uepe3 24 4 nmocine TpaHcdy3un, Mbl CUUTAEM, YTO
3TO cBUAETENbCTBYET 0 Havane AlIT, n pekoMeHayeMm JieueHne BBICOKUMH JT03aMHU
BHYTpUBEHHOTO uMMyHoro0ymuna (BBUr) u npeauuzomnona. [Ipu onienke orBeTa
Ha TEPAIIO Mbl CYMTAEM, YTO YIYUIIEHUE KIMHUYECKUX CUMITOMOB OTAEIBHO OT
YBEJIUYECHHS KOJIMYECTBA TPOMOOLMTOB SBJISETCS 3HAUUMbBIM (DAKTOPOM B
Ha3HAYECHHUH TEpaluu, OCKOJIbKY MeaukaMeHTo3Hoe aedenue AIIT Bpsaa mm
IIPUBEZIET K YCTOWYNBOMY INOBBIIICHHIO ypoBHS nanueHnTta 1o AIIT. Y nac auzkui
HOpOT JJIs JICUEHUS! pUTYKCUMAOOM BTOPOM JIMHUU NPU OTCYTCTBUU
TpoMmOoIuTapHoro koutpois nocie BBUI u npennusonona, Uiy npu pernuanse
TpoMmOonuToneHnuu. Mel paccmaTtpuBaeMm crieH3kToMuto pu AIIT Tonbko y
MAIMEHTOB C TSHKEJION TPOMOOIMTOIICHUEH, pepaKTEPHON K JIEUCHUIO TTEPBOM U
BTOPOU JINHUY, U TaM, TJI¢ BEPOSATHA 3aJICP’KKa C OKOHYATEIILHBIM JIcueHHEM. [4]

[TpodmnakTika 3apakeHus

Tspkesple WIH PElUIUBUPYIOIIHE HHPEKIIMHA YacTO HAOIIOAA0TCS TIPH
kinaccrnyeckoM CBO, Brirouast 6akTepuaibHblie, BUPYCHbIEC, TPHOKOBBIC U YCIIOBHO-
aTOreHHbIE MUKPOOPTaHU3MBI, YTO OTPAKAET IMUPOKUI (PYHKIINOHAIBHBIHI
UMMYHHBIN 1edekT. [4]

Bcem nanpenTam ¢ kinaccndeckot CBO npu mocTaHOBKE IMarHo3a HAYMHAETCS
3aMeCTHUTEINIbHAs Tepanus UMMYHOTJIOOy IMHAMH, JTa)Ke €CJIM YPOBHH OOIIETO
MMMYHOTJIO0YJIMHA U PEaKIlUs Ha BaKIIMHY HAXOAATCS B Mpejenax HopMbl. [loutu
Bce 0€3 UCKIIIOYEHUS UMMYHOTJIO0YJIMH BBOJST MOAKOKHO JIJIs1 TOCTUKEHUS
oO1ieit MecsiyHOoM 1036l MpuMepHo 0,4 r/kr. Ponutenu o6ydeHbl TPOBOAUTH €0
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JIoMa Ha €KEeHeJIeIbHOM OCHOBE, M, HECMOTPS Ha TSHKEITY0 TPOMOOIIMTONEHHUIO,
MBI HE CTAIKHBAJIUCH CO 3HAYUTENBHBIMHU TPYIHOCTSAMHU C CHUHSIKaMHU WIN
rematomami. [locie BBeieHHs MMMYHOTJIOOY/IMHA TajbHEUIITNE IPUBUBKH HE
JIETIAK0TCS, 32 UCKIIOYEHNEM €KETOHON NHAKTUBUPOBAHHOW BAaKIIMHBI IPOTUB
rpurra. Bce xuBble TPUBUBKHU POTUBOIMOKA3aHbl, TOCKOJIbKY CYIIIECTBYET PUCK
3apakeHUs BaKIIMHHBIM IITaMMoM. Kpome Toro, manuenTtam ¢ kinaccudeckum CBO
HAYMHAIOT MPO(UIAKTUIECKUI TpueM aHTHOMOTHUKOB, KaK MPaBUIO, KO-
TPUMOKCa307a, /i1l 00ecreueHrss aHTUOMOTUKOTEPAITUU IIUPOKOTO CIIEKTpa
NEHCTBUSA | 3amuThl OT Pneumocystis jiroveci. ITpogunakTiudeckoe
IPOTUBOTPHUOKOBOE MIIM IPOTUBOBUPYCHOE JICUCHUE PACCMATPUBACTCS B KaXKIOM
KOHKPETHOM CJIy4ae MpH peLUANBUPYIOIIEM KaHIUI03€, IPEIIIECTBYIOMIEH
[IUTOMETAIOBUPYCHOM BUPEMUH WM PEUUANBUPYIOLIEM 3a00I€BaHIH, BEHI3BAHHOM
BHPYCOM IPOCTOro repueca. [4]

JK3eMa U aTONUs

DK3eMa 4pe3BbIYaHO paCIPOCTPaHEHA MPU MPOSABIECHUH NpU Kinaccuueckom CBO
1 4acTo ObIBACT OOUIMPHON U TPYHO MOAIAIOIICICS JICUEHUI0. ATONUS U
MUIIEBast aJUIEPTHsi TECHO CBSI3aHbI, MPY ATOM aJJIEPTHs Ha OEJIOK KOPOBHETO
MOJIOKA BCTPEYAETCS MOYTH MOBCEMECTHO Yy MJIAJICHIIEB C 3K3eMOW. MBI
PEKOMEHIyEeM CTaHJIAPTHOE JICUEHUE CMATYAOIIMMHU CPEICTBAMU U TOITUYECKUMU
creponsiaMu. TOMMYECKUA TAKPOIUMYC SIBJISIETCS BAPUAHTOM B KQUECTBE
cTepou10cOeperaroiiero CpeicTBa. B TSKENbIX Clydasx cieayeT 0OpaTUThCs K
CHEIUAIKCTY JEPMAaTOJIora U pacCCMOTPETh BO3MOKHOCTh 00Jie€ MHTEHCHBHOTO
JICYEHU S, TAKOTO KaK BJIaKHbIE 00CPTHIBAHUS WJIU JaKe TIEPOPaTbHbIE CTEPOUIBI.
[Ipu BeIpa)k€HHOM WIIK paHHEH IK3eMe Mbl PEKOMEHIyeM paHHee oOpaIieHue K
JTIMETOJIOTY ¥ UCTIBITAHUE THAPOIM30BAHHON CMECH/UETHI C UCKITIOUEHHUEM
KOPOBBEro MOJIOKa.[4]

AyTOMMMYHHBIE/ayTOBOCTIAJIUTEIbHBIE PU3HAKU

AyTouMMyHHBIE 3a00J1€BaHUs YacTO BcTpeyaroTes npu kinaccuyeckom CBO. B
nononHenue Kk AIIT pacnpoctpaHeHsl Ipyrue HUTONMEHUH (FEMOJIUTHYECKAS
aHEMUs U HEUTPOIIEHHUs ), KOTOPBIE JIEYATCS C TOMOILBIO IMOAAECPKUBAIOIIECH
TE€panuu 1 UMMYHOCYIIPECCUHN. APTPUT, BACKYJIUT U BOCHIAJIUTEIIbHbBIE
3a00J1eBaHUs KUILIEYHUKA ABJISIIOTCS APYTUMH NPU3HAHHBIMH, HO MEHEE
pacnpocTpaHEHHBIMU ayTOMMMYHHBIMH NPU3HaKaMu, 0OHapyxeHHbIMU Tipu CBO,
U JIEYaTCs C TOMOILBIO IPYTUX CHEIUANINCTOB. BacKyJIUT KpymHBIX COCYI0B
MHOT/Ia MOKET MPUBOJIUTH K aHEBPU3MaM aopThl, KOTOPbIE OOBIYHO
OOHaApPYKUBAIOTCS CIIy4allHO MPU PEHTIC€HOJIOTHYECKON BU3yaIM3allU C APYTOi
nenbo. B Hameill coOOCTBEHHOM NPAaKTUKE Mbl OOBIYHO HE IPOBOAMM CKPUHUHT Ha
HaJIM4ME BACKYJIUTA KPYIIHBIX COCYJIOB, IOTOMY YTO PAHHEE OKOHYATEIbHOE
JIeYeHUE JTOJDKHO 3HAUYUTEIBHO CHU3UTh BOCIIPHUMYUBOCTS. [4]
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IgA-HedponaTus nmpeacTasisieT 0coObIi HHTEPEC, MOCKOJIbKY OHA SIBJISETCS OJHUM
13 Han0oJIee pacIpPOCTPaAaHEHHBIX Ay TOMMMYHHBIX PU3HAKOB, CBI3AHHBIX C
myTarusiMu WAS, no-BuiuMomMy, UMeeT 00Jiee BHICOKYIO PACIIPOCTPAaHEHHOCTD Y
NAlMEHTOB C OCTaTOYHOM dKcrpeccueid WASpP 1 MOXKET NpOsIBIATHCS MO3KE Y
nanueHToB. [loBbillIeHe ypOBHS KpEaTUHUHA U IPOTEUHYPHS B CBIBOPOTKE KPOBU
WJIM 3THU30/1bl TEMATYPHUH MPU OCTPBIX BCHBIIIKAX XaPAKTEPU3YIOTCS IPU3HAKAMH.
Jnarno3 noaTBepKaaeTCs Mpyu OMOIICUU MTOYKH, U JICUCHHE MOXKET MOTpeOoBaTh
HCITI0JIb30BAaHUSI UMMYHOCYIIPECCUU B TIEPBYI0 ouepeanb. [IporpeccupoBanue
BAPBUPYETCS U MOKET MPOUCXO/IUTH B TEYEHNE MHOTHUX JIET, HO TaM, T/Ie
HEo0X0MMa TPaHCIUIAHTAIIHS OYKH, HEOOXOAUMO TIIATEIBHOE 00CYXKICHHE
nenecoodpasHoctu u cpokoB npoenenHust TT'CK, uro6sl cOanancupoBaTh pUCKU
HEe(PPOTOKCUYHOCTH OT KOHIUIIMOHUPYIOIINX areHTOB. MBI pEKOMEHIyeM
MPOBOJAUTH CKPUHHUHT Ha YPOBEHb KPEATUHHUHA B CBIBOPOTKE KPOBHU, apPTEPUATBLHOE
JIaBJICHHE U MPOTEUHYPHUIO Ha TUIAHOBBIX KOHTPOJBHBIX MPHEMaXx JJIsl BCEX
nanueHToB ¢ CBO u npu HE0OX0AUMOCTH 00panaThCs 3a KOHCYIbTAllUEeH K

uedposory. [4]

B nononHeHne K KJ1aCCMUYECKUM ayTOUMMYHHBIM 3a00JI€EBaHUSIM MOTYT
HAOJII0JaThCS U IPYTHe BOCHAINUTEIbHBIC OCTIOKHEHUS, KOTOPbIEe HATIOMUHAIOT T€,
KOTOpbIE HAOJIFOIA0TCS PU IPYTUX AyTOBOCHAIUTEIbHBIX 3a001€BaHUSAX,
BKJII0Yasl IIEPEMEKAIOLLYIOCS CBIIb U apTPAITrvi0. MBI IIOCTYJIMPYEM, YTO OHU
CBSI3aHbI C aKTHUBaLUed NH(PIAMMACOM , U B HEKOTOPBIX CIIydasiX UCIOIb30BaIU
KOJIXMIIMH U aHTArOHUCT PELENTOPOB UHTEPIEHKNHA- |, aHAKUHPY, C 3aMETHOM
noJb30i. [4]

3510KaueCTBEHHbIE HOBOOOPA30BaHUs

['emaTonornyeckue 3J10Kaue€CTBEHHbIE HOBOOOPAa30BaHUs, B YACTHOCTH JTUM(DOMBI
U JIEUKEeMHUs, 110 OIIEHKaM, BO3HUKaIOT npuMepHO y 10-20% mamueHToB ¢
kiaccuueckor BAC B TeueHue JNIMTENBHOTO BPEMEHU IIPU OTCYTCTBUU
u3JieunBaroiien repanuu. MHdekus, Bpi3BaHHas BUpYyCcOM DmiTeiHa-bapp
(B2b), cBsizana ¢ pazButrem mMdornponudepatuBHOTo 3a00JI€BaHUs, Uy HAC
HU3KUN TOPOT JIJIsl UCCIIEIOBAHUS HOBBIX UM (paeHonaTHii, 0COOCHHO TaMm, Ie
ObL1a 3a7J0KyMeHTHpoBaHa Bupycemus BOB. YabTpa3BykoBoe ucciemnoBanme
MOJIE3HO B KAUECTBE UCCIIEIOBAHMUS [IEPBOM JIMHUM, IPU OMOIICUU TIPU
OOHapy’>KeHUH aHOMAJIBHOW apXUTEKTYphl. B KOHTEKCTE HOpMaIbHOU
apXUTEKTYPhI TUM(ATUUECKUX y3JI0B U OTCYTCTBHS CUMITOMOB B (JTuxopaska,
HOYHAsl MOTIMBOCTH WJIH MOTEPS BECA) Mbl PEKOMEHYEM JIBYXHEIEIbHOE
ucneiTanne Ko-AMOKcHKIIaBa B cllydae CKpbITOM OaKTepualbHON MHPEKINHT 1
MOBTOPHO PACCMOTPETh BO3MOKHOCTH IPOBEICHUSI OMOIICUU, €CTTH YIYUIICHUS HE
Habmonaercs. [Ipu CBO HabmronaroTcs HeoObIYHbIE MH(PEKITUH, B TOM YUCTIE
MUKOOAKTEpUH, TOITOMY 00pa3Ilbl OMOTICUH IOJKHBI OBITH OTIIPABJICHBI IS
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MIOJTHOH MHKPOOHOJIOTUYECKOM OIICHKH, a TAKXKE JIJISl TUCTONOTHH. J{iist meueHust
3JI0KQ4E€CTBEHHBIX HOBOOOPA30BaHUH MCITOIB3YIOTCS OOBIYHBIC OHKOJIOTHYCCKHUE
IPOTOKOJIBI, C TUIAHOM TIepeX0/ia K OKOHYATEIbHOM TepaIlluy B paHHEH CTaIuu
pemuccun. [4]

[IpodunakTuyeckoe NpUMEeHEHUE aHTUOMOTUKOB

1-s muHus Tpumeronpum/cynbdamerokcazon Jletu <1 roa: 30 mr/kr
OJIMH pa3 B cyTKu; Jletn
>1 rom: 450 MT/M?,
OKpYTJICHHBIN 10
O KauIero quamna3oHa
J103; B3pocibie: 960 mMr
nepopaibHO OJUH pa3 B
CYTKH (B MepecyeTe Ha
KOMITOHEHT
TPUMETONPUMA)

2- TUHUSA A3UTpOMUIIUH Hetu u B3pocisie: 10
MI/KT IEPOPaIbHO OJMH
pa3 B CyTKHU B TEUEHHE 3
JHEW noapsa Kaxasie 14
JTHEW Wiu 3 IHS B
Hegeno (Mmakcumym 500
MT/CYT)

3amecTUTeNbHAS Teparnus UMMYHOTJIOOyIMHAMU

1-5 nuHUSA [ToaxoXHBI UMMYHOTTIOOYITHH Kaxk npaswuino,
€KCHEIeIbHO IS
JOCTHIKEHUS 00IIeH
10361 300500 mr/kT B
TeyeHue 3 HEeIEIb

2-51 TUHUS Buytpusennsiit ummyHoriao0ynus  300-500 mr/kr
BHYTPUBEHHO OJIMH pa3 B
3 Hexenn
Ox3ema
1-s1 nuHMA Cwmsiryatoriee cpeacTBo A Hanocure He pexe AByX
MECTHOTO MTPUMEHEHHSI pa3 B JIeHb
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2-51 TAHUS

N

NI

NI

3-1 TUHUS

0)0%1

Tonmuecknii 1% ruapoKOpTU30H

Banepar 6etamerasona aiis
MectHoro npumenenus (0,1%)

@OyOoIMHONIOH I MECTHOTO
npumenenus (0,025%)

KnoGeTason 1y MeCTHOTO
npumenenus (0,05%)

[IepopanbHbIil TPEeIHU30JI0H

Takposmmyc 1711 MECTHOTO
npumenenus (0,03%)

AKTHUBHOE KPOBOTEUEHUE

1-s nuHus

[lepenrBanue TpOMOOLIUTOB
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Hanocure B HEOOIBIINX
KOJIMYECTBAX Ha
MOPaKCHHBIE YIACTKH
JIBa pasa B JICHb

Hanocure B HEOOMBIINX
KOJIMYECTBAX Ha
MOPaKCHHBIE YIACTKH
JIBa pasa B JICHb

Hanocure ymepeHHO Ha
MOpaXE€HHBIE YUYaCTKU
JIBa pa3a B JIeHb (B
BO3pACTe >3 MECAILIEB)

Hanocure ymMepeHHO Ha
MOpakEHHBIE YUYaCTKU
JiBa pasa B JieHb (>12
JIET)

1 Mr/kr/cyT nepopaibHO
B 2 IIpU€Ma B TEUCHUE 2—
3 HeJenb, 3aTeEM
MOCTENEHHO CHUKAIOT,
MakcuMyMm 60 mr

Hanocure ymepeHnHo Ha
MOpaXeHHBIE YUYaCTKU
OJIVH WJIY JiBa pa3a B
JIeHb (AeTsaM >2 roja;
neTsaMm >15 et MOKHO
ucrmoas3oBath 0,1%)

Heru go 10 xr: 10-15
Mi/kr; Jletn > 15 kr u
B3pocibie: 1 6acceliH,
MOBTOPSTH B
3aBUCHMOCTH OT
KIIMHAYECKOT'O OTBETa



Hes3nauntensHoe
KpPOBOTCUYCHHC 13
HOCa

NTII

1-9 nuHUA

500041

1-1/2-s1 muHUAS™

AMHHOK&HpOHOBaﬂ KHCJIOTa

TpaHeKcaMOBaﬂ KHCJIOTa

[IepopanbHbIil TPEIHU30JI0H

MeTunnpeaHu3010H

BHyTpuBeHHBII IMMYHOTJI00YJIUH
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Jeru: 100-200 mr/xr
MEepOPAIbHO B KaUYECTBE
Harpy304HOM JI03bI C
MOCJEAYIOIIUM
BBeneHueM 100 Mr/kr
Kaxxapie 4—6 u;
B3pocibie: 4-5 T
MepOPAIbHO B KAYECTBE
HAarpy304HOU J103BlI,
3aTeM 1 r/4 B TeueHue 8§
g (MakcumyM 30 1/cyT)

BryTpuBeHHBII
Iperapar UCIoJIb3yeTcs
MECTHO

Hetu u B3pocibie: 2
MI/KT/CYT IEpOpaibHO B
TeueHne 1-2 Hexenb,
3aTeM MOCTEMEHHOE
CHIDKEHHUE, MakcuMyM 60
MT/CYT

Hetu u B3pocisie: 4
MT/KT/CyT BHYTPUBEHHO
B TeUueHUE 4 JHEeH, 3aTeM
MOCTENIEHHOE CHHXKEHUE,
Makcumym 60 mr/cyT

Hetam u B3pocabiM: |
/KT BHyTPUBEHHO B BUJIE
Pa30BOM 036,
IIPOKOHCYJIbTUPYUTECH
CO CHELHUAIIMCTOM I10
ITOAKOXKHOM 103€

* BHyTpUBEHHBI
MMMYHOTJIOOYJIUH U
CTEPOU/Ibl, Ha3HAYAEMbIE



BMECTE B KAUeCTBE
MIEPBOU JIMHUHU Y JE€TEU

3-s1 MHUS Putykcuma6 375 MI/M? eXEHENEIBHO
B T€UEHUE 4 HEJENb
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BbIBOABI.

Kak nonnep:xkuBaroias Tepanusi, TaK 1 OKOHYaTEIbHOE JICYEHUE CUHAPOMA
BuckoTra-Onapuya 3HAUUTENBHO YIYUYUIWIACH 3 OCIEIHUE /IBA I€CATHIICTHUS.
Pesynberatel TT'CK oTnuuHble, M TEHHAs Tepalvs CTAHOBUTCS MIPUBJIEKATEIbHBIM
JIbTEPHATUBHBIM BapUaHTOM. KiIr0UEBBIM pellIeHuEM JUIsl BEACHUS NalMeHTa
SIBIISIETCS TO, YKa3bIBACT JIM KOMOMHUPOBAHHBIN r€eHETHUECKUN, OETTKOBBIN U
kinHuyeckuit perorurn Ha kiaccuyeckyio BAC umu XLT. B To Bpems kak
MOAACPKUBAIOIIAS TEPANMSA OCTAETCA OCHOBHOM 11 nauneHToB ¢ XLT, Bce
NALUEHTHI ¢ KnaccuueckuM WAS 10KHBI ObITh HAaIllPaBJIEHbBI HA PAHHIOIO
TEpaInIo JJIsi OKOHYATEJIbHOW TEPAINH 10 YCTAHOBICHHS 3HAYNUTEIIBHBIX
COITYTCTBYIOIKX 3a00JieBanuii. [IoBbIIIEHNE OCBETOMIEHHOCTH 00 3TOM PEIKOM
3a00JIeBaHUU SBJISIETCSI OCHOBHOM MPOOJIEMOM JUIs yIIyqIlIEHUs] TUarHOCTUKH, TIPU
3TOM COXpPaHsIETCA MOTPEOHOCTh B O0YyUEHUU NEIUaTPOB U TE€MATOJIOTOB, K
KOTOPBIM TMAITUEHTHI Yallle BCETO 00paIalOTCs B IEPBYIO ouepeb. [4]
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