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OcTtpble nuMmdpodnacTHbIe NeNKo3bl
(OJ11): kpaTkaa nHpopmaumnsa

1. YTto Takoe ocTpbin NUMGPOONacCTHbIN NEeNKo3?

OcTpbii NuMcoBNacTHLIN NENKO3, KOTOPbIN COKpaLLlEHHO Takke HasbiBatoT OJIJT (no nepBbiM
OykBam 6onesHW), a WHOrga MOXHO BCTPETUTL Ha3BaHWE OCTPbIA NUMAONENKo3 - 3TO
3r10Ka4ecTBeEHHOE 3aboneBaHNe KPOBETBOPHOW CUCTEMbI. BonesHb HauMHaeTcs B KOCTHOM MO3re.
Haw kocmHbili mose - a1o "dpabpuka" pasHbix knetok kposu. Korga "sabonesaet" KOCTHLIA MOST,
TO aTa "habpuka" BMECTO 300pOBbIX (Bpayn roBOPSAT O 3perbiX KMeTkax) HadMHaeT "BbinyckaTb"
OrPOMHOE KONMUYeCTBO He3perblX BenbiX KNETOK KPOBW.

Korga yenoBek He 6orneH, TO BCe KIETKM KPOBM pacTyT U OBHOBMSOTCA OYE€Hb FrAapMOHMYHO,
BCE npoucxoauTt cbanaHcupoBaHHO. KreTku KpoBWM CO3peBalOT MOCTEMNEHHO, a cam MnpoLecc
CO3peBaHNA LOCTATOMHO CrOXHbIA. Ho korga pebGéHok 3aboneBaeT ocTpbiM NMME06nacTHbIM
newnko3om, To ectb OJ1J1, TO Npouecc co3peBaHNSA TOMaETCH NOMHOCTLI0. benble KpoBsAHLIE TENbLA,
TO ecTb Jielikoyumbl, BOPYr NEPECTaloT Co3peBaTh NOMHOCTBLIO M HE A0opacTaloT 4O NMOMHOLEHHbIX
pabouymx KreTtok. BmMecto 3TOro oHM HaumMHalT ObICTPO M BGECKOHTPONbHO Aenutbes. Pabota
CUCTEMbI KPOBETBOPEHMS BCE Oonblue AaéT cbou: BomnbHble KNETKU BbITECHSAKT 300pPOBbIE U
3aHMMalT MX MECTO B KOCTHOM Mo3re. Y 6ornbHOro pebéHka He XxBaTaeT HY 300POBbIX NIEVKOLMNTOB,
HW KpacCHbIX KIETOK KPOBU (3pumpoyumoB), HU KPOBSAHBIX NacTUHOK (mpomboyumos).

MMeHHO noaToMy Yy AeTeil MOryT MosiBASTLCA MariokpoBue (aHemus), pasHble MHMEKLMOHHbIE
OCNOXHeHUs (UHGQEeKUUST) N YacTble KpoBoTeYeHUs. I 9TO Te nepBble CUMMNTOMbI, KOTOpPbIE MOTYT
roBopuTtb 06 OCTpoM nenkose y pebéHka. Ho cama GonesHb, OJIJ1, y)Xe ¢ camoro Havana He
HaxoOUTCA B KaKoOW-TO OAHOW 4YacTu opraHuama. M3 KOCTHOro Mosra OHa yXoauT B KpPOBb, B
nnmdonaHele TKaHK (JuMgbamuyeckasi cucmema) 1 BO Bce Apyrue opraHbl. HauMHaeT HapyluaTbes
paboTa Bcen cuctembl OpraHoB, TO eCTb Bcero opraHnama. MimenHo noatomy OJ1J1, kak 1 Bce gpyrune
BVAbI NTENKO30B, Ha3bIBAOT CUCTEMHOW 3110Ka4eCTBEHHOWN BOMNE3HbIO, TO eCTb 6OMNe3Hb BLIBOAUT U3
CTPOSi BECb OpPraHn3M Kak CUCTEMY.

OJUT pacnpocTpaHsieTcss MO OpraHM3aMmy oO4deHb ObICTPO. be3 neyeHus nenkosHble KNeTku
pacxoasiTcs Be3ge, He BcTpeyas npenatcTBuin. OpraHbl, Kyga OHW nonanu, nepectarT HOpMarnbHO
paboTaTb U B HUX HAYMHAIOTCS HOBbIE TshkENble 3aboneBaHns. Ecnv nenkos He neunTb, TO CMEPTb
HacTynaeT Yepe3 HECKOSbKO MECSILIEB.

2. Kak yacto Bctpevatorcsa OJNJ1 y neten?

OcTtpble numdobnacTHble Nenkosbl - 3TO camas pacnpocTpaHEHHas dpopma JfIeNKo30B y AeTen
n nogpocTkoB, noutn 80%. Ecnu roBoputb 0 Bcex hopmax paka y geten, OJJ1 coctaBnstoT
noyTW ogHy MATYH YacTb (22%). o AaHHBIM Hay4YHO-UCCNEAOBATENbCKMUX LEHTPOB B [epmaHum
eXerofiHo pernctpupyetcs npumepHo 550-600 geten n NnogpoCcTKOB B Bo3pacTe A0 NornHbIX 18 net
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C AnarHo3om "ocTpbiv NIuMdobnacTHbI nerkos". 3abonets OJ1J1 MoxHO B NtobomM Bo3pacTe, 1 BO
B3pocriom Toxe. Ho yale Bcero ocTpbit MnMcobnacTHbIV Nenko3 BCTPeYaeTcsl BCE e y AeTen
B BO3pacTe OT roga go nstu net. Mane4ukm 6onetoT HEMHOTO Yalle, YeM AEeBOYKM (COOTHOLLEHNEe
nonos 1,4:1).

Kakue 6biBatoT chopmbi OJ11?

Korna pebéHok 3abonesaetr OJIJ1, TO 9TO 3HaAuuUT, YTO B OpraHuM3Me npousoLuna MyTauus
(3mokayecTBEHHOE W3MEHEHUE) He3penbiX KeTOK-NMPeaLeCcTBEHHUKOB JsumgboyumoB. Knetku-
NpeaLecTBEHHUKN (NN KNETKN-poAoHaYanbHUKU) MOryT rnornomartbecs (MyTupoBaTb) B Nniobon
MOMeHT. To eCcTb Kora Morogas Krnetka pacTéT, OHa NpoXoauT Yepes pasHble CTYNeHW CO3peBaHnst
N MOXEeT NnonomMaTbCA Ha NtoboK CTyneHn cBoero co3peBaHus. NMoatomy ectb pasHble popmbl OJ1J1.
Hanpumep, Bce Tak Ha3biBaemble dopmbl B-OJ1JT (Bpaumn Takke Moryt roBopuTb O B-knetouyHom
unu B-nuHeMHOM nenko3se) NpousoLLnnM M3 KNeToK-npeawecTBeHHNKOB B-numgoyumoB. A Bce
Tak HasbiBaemble dpopmbl T-OJ1J1 (Bpaumn Takke MOryT roBOpUTb O T-KNETOYHOM UK T-NTMHENHOM
nenko3e) NosIBUNUCH M3 KNEeTOK-NpeaLlecTBEHHUKOB T-rnumgoyumos. Ecnv myTaumsa npousoLuna
Ha camMOM paHHeM 3Tane co3peBaHus KMNEeTKM, TO B Ha3BaHMN popMbl 6onesHn oba3aTensHO ecTb
npuctaeka "npe" unu "npo".

CneunanuncTbl BbiAeNSOT cneayoLwime gopmbl nnu noatunsl OJ1J1:

* npe-npe-B-knetouHbii OJ1J1 (cerogHs ero 4vawe Bcero HasbiBaloT npo-B OJJ1; Takke aToT
BapuaHT MoryT obosHavaTb Kak B-l)

*  B-1l OJUT (nnn "obbi4HOrO" TMINA)
* npe-B-knetouynbin (B-III) OJN

* 3penokneToyHbin (B-IV) OJ

* npo-T-knetoudHbin OJJI

* npe-T-knetouHbin OJJI

* KopTuKanbHbIi T-knetouHbin OJJ1
* 3penbin T-knetouHbIn ONJ1

KoHkpeTHyto copmy OJIJT knaccudpmumpytoT nocrne aHanu3a, KOTopbii  HasblBaeTcs
umMmMmyHogbeHomunuposaHue. Ewwé 6onee To4HO KnaccuuumpoBaTh pasHble TUMbI IENKO3a MOXHO
Mo reHeTUYeckum [eeHemuyeckull] 0COBEHHOCTAM NEMKO3HbIX KINeToK. BaxHO 3HaTb, 4TO cama
BonesHb - OJ1J1 - umeeT pasHble popMbl UK NoABapuUaHTbI. [pyr OT Apyra OHW CUITbHO OTNMYaloTCS,
TO ecTb 60Me3Hb MOXET MPOTEKATb COBEPLLUEHHO MO-APYrOMYy M LUAHChl Ha BbI3AOPOBMEHNE (Ha
S3bIKe CNeLmanncToB - NPOrHo3) Toxe pasHble. Korga Bpayu peLuatoT, Kak UMEHHO OHY ByayT neynTb
©ornbHOro pebéHka, OHM 06A3aTENBHO YUUTLIBAKOT 3TW pasnnyms.
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No4yemy getun 3abonesatot OJI1?

HWkTO TOYHO He 3HaeT, nodemy AeTu 3aboneBaltoT ocTpbiM NUMdobnacTHeiM nerkodom (OJ1J1).
MN3BecTHO, 4yTO pebGEHOK 3aboneBaeTr, korga elWé He Co3peBLIas Kaemka—npeawecTBEHHNK
JIUMOUUMOB HaYMHaEeT 3MNoKayecTBEHHO M3MeHATbCA. C  3TUX NOBPEXAEHUMM HavMHaeTcd
reHeTmdeckass myTtauus kneTkM. Ho 4aule Bcero octaé€rcs HEeMnOHATHbIM, MOYEMY MPOU3OLLIN
reHeTU4eCcKMe N3MEHEHUS, 1 NoYeMY OOHU AETU C TaKUMUN U3MEHEHMAMM 3abonenu, a Apyrue - HeT.

Hanpumep, eeHHas MyTauusi, KOTOpylo BUOAT y Aeten, 3aboneswmx OJJ1, Bpayn MoryT Hamtu y
HOBOpOXAEHHOro. Ho pebGéHok 3aboneBaeT TONbKO roAbl cnycTs. [Mpy 3TOM He Kaxabi pebEHOK
C TakoW reHHOM MyTaumen obsizatenbHo 3abonesaetr OJ1J1. OT0 ckopee roBOpUT O TOM, YTO
€CTb He TONbKO reHeTu4eckasi MnpenpacnofioXEHHOCTb U ONpedenéHHble MMMYHOMOrMYeckme
[umMmyHOnO2UYecKuUl] dakTopbl, HO U OpYyrMe BHELWHWE NpuYunHbl. o BCEN BEPOSTHOCTU, OETU
3aboneBaloT TOraa, Korga ogHOBPEMEHHO COBMAasiN HECKOSBbKO pasHbiX DakTOpPOB pucKa.

N3BecTHO, 4YTO y OeTen M NOApPOCTKOB C OnpedernéHHbIM BPOXAEHHBIM MW NPUOBPETEHHBLIM
nmmyHogedumuntoMm [Oepekmbl UMMyHUMema], WINn eCcnn Yy HUX €ecTb OnpefenéHHble
XPOMOCOMHbIE OTKIMOHEHWS!, eCTb MOBbILLIEHHAs NpegpacnonoXeHHOCTb 3aboneTb ogHoOM 13 hopm
ocTporo numdobnacTHoro nenkosa. TakMmm HacnegcTBEHHbIMM 3aboneBaHMAMK, KOTOpblE MOTYT
oKkasblBaTb BnusiHue Ha nosieneHve OJJ1, senawTcs, Hanpumep, cuHOpom [ayHa vinn aHemusi
®aHKOHU, cuHOpom briyma v cuHOpom Jlu-®paymeHu. STOT BUA (O4EHb PELKUX) HACNIEACTBEHHbIX
DonesHen cneunanucTbl HAa3bIBAKOT Hac/1edCMeEEHHbIe OryXxosieable CUHOPOMbIKaK pa3 n3-3a Toro,
YTO OHU ABMAIOTCA Kak Obl "CNyCKOBbIM MexaHU3MoM" A4S NOSABMNEHUS pasHbIX hopm paka.

Takke onpedenéHHoe BMMSIHWE Ha TO, YTO HAYMHAETCs NEenKo3, MOryT OKa3sbiBaTb paduayusi u
PEHM2eHOBCKOoe U3/TyYyeHue, HEKOTOPbIE XMMUYECKNEe BeLLeCcTBa U MeguKkaMeHTbl, ynoTpebneHue
poauTensmu Tabaka n ankoronsi, a Takke onpegenéHHble supycbl. Ho y 6onblunHcTBa 3abonesLumx
AeTen BCé paBHO HEBO3MOXHO CKasaTb, YTO MMEHHO CTano NpuYnHoOn 6onesHu.

Kakue ObIBalOT CMMNTOMbI O0ONne3Hn?

MepBble cUMIMOMBI, C KOTOPbIX HAYUMHAETCS OCTPLIN NMMdobnacTHein nerikos (OJ1I1), Yawe Bcero
nosiBNAOTCA OykBaribHO 3a HECKOSbKO Heenb. OTO NPOUCXOAUT MOTOMY, YTO NEMKO3HbIE KINETKU
HaYMHAKT 3anofHATb KOCMHbIU MO32, a Takke ApYyrue opraHbl U TKaHuW B opraHuame. PakoBble
KNETKU NpoAosrKatoT AeNUTbCA B KOCTHOM MO3re, He BCTpeyas HUKaKMX npenaTtcTeui. [lostomy
KOCTHbI/ MO3r 6orbLue He MOXET "BbIMycKaTb" HOpMaribHbIE KIETKU KPOBM B HY)KHOM KONMYECTBE.

Moatomy y geten n nogpocTkos, 3aboneswwnx OJIJ1, cHavana nosiBASOTCSA O6WME CMMMTOMBI
BonesHeHHOro coctosiHuA. OHK BANble, breaHble (aHEMUS) U HE XOTAT urpaTtb. Takoe GonesHeHHoe
COCTOSIHME MNPOUCXOAMT M3-3a TOro, 4YTo pebEéHKy He XBaTaeT 3pUTPOULUTOB. A UMEHHO OHWU
NEepeHOCAT KMCIopoa KO BCEM KneTkam opraHuama. M3-3a Toro, 4to y pebéHka HegoCTaTOuHO
300pOBbIX Oenbix KNeToK KpOBWU (Hampumep, JUM@OUUMOB WU epaHy/IoyumoB), ero OpraHn3m
fbonble He MOXeT HopManbHO 6GOpOoTbCA C pasHbiMuM BO3byauTensamu 6GonesHen. Y Hero
HaumMHarTCs MHpeKunn (UHgheKkyusT) C BbICOKOW TEMNepaTypoi. A n3-3a Toro, YTo CTaHOBUTCS Mano
TpomMbBouUTOB, KOTOpbIE OTBEYAIOT 3a BbICTpoe ceépmbigaHue Kposu, Y AETEN MOryT NOSBMATLCA
KaK Obl TO4EYHbIE KPOBOUSMNUSHUS HA KOXE N MOTYT KPOBOTOUNTL CIIM3NCTbIE OOOMOYKN.
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Yem Gonblue B opraHn3mMe CTaHOBUTCS NEWKO3HbIX KNETOK, TO MEHSIIOTCSA He TOMbKO nokasatenu
B aHanm3ax KpoBuW. Y OeTen NOSIBMSTCSA HOBblE Xanobbl, Korga pakoBble KNeTKW nonagatwoT B
pasHble opraHbl. Hanpumep, korga nerkosHble KNeTKM NpoaorikatoT pacTy B MOMOCTAX KOCTEN U B
KOCTHOM MO3re, TO y AIETEN NPEXAE BCEro Ha4unHatoT 6onetb pyku u Horu. Bonu moryT ObITb TakMMm
CUINbHBIMK, YTO MarbllWK BOOGOLLE MEpecTalT XOAUTb U NPOCATCA Ha pyku. Tawkke NenKosHble
KINETKM MOTyT NonacTb B NeYeHb, B CeNe3éHKy 1 B lumgbamuyeckue y3rbi. OHM Tam Kak 6bl 0ocefator,
pacTyT danblie. A opraHbl, Kyaa nonany onyxonieBble KNeTKM, HauMHatoT oTekaTtb. W Torga getu
MOTYT KanoBaTbCsl, Hanpumep, Ha 6onu B xwusoTe. Mo 6onbWoMy CY4ETY HMKAKOW OpraH Hallero
opraHvMama He 3alWuWwéH OT NENKO3HbIX KNeTok. KneTkn MoryT Takke NpoHMKaTb U B M0O3208ble
oboroyku. Ecnn ato npousoLno, To y 3abonesllero pebéHka MoxeT OoneTb ronosa, MOXeT
NosIBUTBLCA Mapanud NMUEeBOro Hepea, peO0EHOK NepecTaéT XOpPOoLLO BUAETb U/UNN ero pBET.

Hwxe Mbl HasblBaeM camble Ba)KHbl€ CUMMTOMBbI:
*  YToMnsemocTb, oOwlas cnabocTb M COCTOsIHME "Hu4Yero He xo4vetcs", OonesHeHHoe
camo4yBCTBUE
» bBregHas koxa, T.K. Mano apuTPoLUTOB (aHEMUST)

* CKIMOHHOCTb K KPOBOTOYMBOCTH, Hanpumep, Ha4dynMHaeT KpOoBOTOYUTb HOC nvnn [EecHsbl,
NnoABNAKTCA CUHAKN UINMN Malne€HbKNEe ToYeYHble KPOBOUIIMUAHNA HaA KOXe (FleTeXI/IVI)

+ Bebicokas Temnepatypa W/Mnu CKMOHHOCTb K PasHbIM MHMEKUUsM, T.K. Mano NenkouuToB
(HenTponeHus)

* YBenuyeHHble 1umMgbamuyeckue y3rbi, HaNpuMep, Ha Lee, Nog MbllLKaMu, Unu B naxy
»  Bonut XMBOT N HeT anneTnTa (T.K. yBENUYUIUCh CeNne3éHka U/unm neyeHo)
» bBonart kocTn 1 cyctasbl

» BonuTt ronoea, HapyLlaeTcs 3peHne, NOABMSETCA PBOTA, HE ABUrAOTCSH NULEBbLIE HEPBLI (€Cnun
NEeWNKO3Hble KNETKM nonanu B LLeHTpanbHyt0 HepBHYLO cuctemy, LJHC)

» TosiBnsieTcs opplwka (T.K. YBENMYMNACh BUIIOYKOBas XXene3a unu numdoyansl B rpyaHomn
nosfiocTn)

* Y Manb4YuKoB MOTYT YBENMYNTLCS SSUYKM (OQHO UK ABa)

Mone3Ho 3HaTk: y Ageten ¢ OJIJT moryT 6bITb COBEPLUEHHO pa3Hble cumMimombl. B kaxaom
KOHKPETHOM Cy4ae OHU NPOSBNSATCA MHAMBMAYanbHO. BaxHo noHnmatb, 4To ecnu y Bawwero
peb&Hka eCTb OAMH, UMW Aaxe HECKOSNbKO CUMMTOMOB, TO 3TO €LUé He 3HaYuT, YTO peBEHOK
3abonen nevikosom. MHOrnMe CUMNTOMbI, KOTOpble €CTb B CMMCKe, MOSBNATCS NpU ApYrunx
BonesHsx, CpaBHUTENBHO MeHee KOBapHbIX. M1 OHW HE UMEIOT HNKaKOro OTHOLLEHWS K MENKO3Y.
Tem He MeHee Mbl peKkOMeHOYEM KaK MOXHO cKopee 06paTuTbCs K Bpadvy, YTOObl BbISCHUTL
TOYHYIO MPUYUHY, NoYemy y pebGéHka MOoSBMIUCL Kakme-TO Xanobbl. Ecrnv gnarHos octporo
nenko3a nogTBepPXXAaeTcs, TO NeYnTb BOMe3Hb HY>KHO Ha4MHATb MakCMMaribHO BbICTPO.
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6. Kak anarHoctupyrorca octpble numcgpoodnactHble
NenuKo3bl?

Ecnu B uctopumn 6onesHn (aHamHe3) n Nocne Hapy>HOro 0OCMOTpa [HapyKHbIU ocmomp] y neguaTpa
€CTb NOAO3PEHME Ha OCTPbIA FIENKO3, TO CHadyana Bpady HY>XHO MOCMOTPETb Ha pesynsTaThl
pa3BEpPHYTOro aHanusa KpoBW.Ecrnv no aHanm3am KpoBW Nodo3peHue Ha Nenko3 YCUnMBaeTcs,
TO NS NoATBeEPXKAEeHUs AnarHosa y pebéHka 06s13aTenbHO Hado AenaTtbh aHanmMa KOCTHOro Mosra
(nyHKYUST KOCMHO20 MOo32a). [AnsA aToro, a Takke ANa APYrmx AOMONTHUTENBHBIX MCCNEaoBaHUN BpaY
HanpaBnseT pebEHkKa B KNMHWMKY, KOTopas CneumanusnpyeTcs Ha nevyeHmn paka n 6onesHer Kposu
y AeTel U NOAPOCTKOB (KNMHMKA AETCKOWM OHKOMOTUM 1 remMaTosiormn).

6.1. Kakne Heo6xoauMbI aHanNM3bl KPOBU U KOCTHOroO Mo3ra?

Mo aHanusam KpOBM U KOCTHOTO MO3ra MOXHO TOYHO CKasaTb, 3abonen nu pebEéHOK Nenkosom,
M ecnM ga — TO KakMM WMEHHO BWAOM nelko3a. Takue nabopaTopHble MCCreaoBaHWUsi Kak
yumomopghboroaudeckull, UMMYHOMO2UYECKUU U 2eHemuYyecKul aHanu3 gatT uHdopmaumio He
TONbKO O TOM, KakOW WMEHHO BuA nenko3a y pebédka (Hanpumep, ato OJUT wnm OMI).
Bonee Toro, no pesynbratam 3TUX WMCCeOOBaHUA Bpayn MOryT TOYHO CKasaTb, KAkOW MMEHHO
BapuaHT OJJ1 oHn Hawnu y pebéHka. be3 3Toro HEBO3MOXHO TOYHO CMSfIaHMPOBATL Tepanuio.
Kak nokasbiBaeT npakTuka neveHus 6onesHn, pasHole BapnaHTbl OJ1J1 otnuyatoTcsa Apyr oT gpyra
Ha KNEeTOYHOM W MONEKYNAPHOM (MOseKynsipHbIl) yposHe. INMpu atom cama 6onesHb npoTtekaet
y OeTel COBEepLUeHHO Mo-pasHoMy. Takke eCTb pas3Huua B TOM, HAcCKOMbKO BbICOKM LUAHCbI Ha
BbI3OPOBMEHNE (NPOrHO3) N HACKONbKO KOHKPETHbIN BUA FIENKO3a YyBCTBUTENEH K Tepanuu.

WHdopmauusa o TOYHOM MOATUME NEenKo3a SABMSETCA MMEEeT BaxHoe 3HadveHue. Tak Kak oHa
MO3BOISIET COCTaBUTbL Hanbonee onTMmarnbeHbIi MnaH neveHus. Kak nokaseliBaloT nccneqoBaHus,
pasnuyHble dopmbl OJJT oTnuuaroTcs Apyr OT Apyra He TOMbKo MO CBOWM KIMETOYHBbIM U
MONEKYNAPHbIM [MosieKynspHbit] cBocTBaM. OHU TakKe MMEKT pas3nnyHble 0COGEHHOCTU B TOM,
Kak npotekaeT ©OnesHb, KakMe nepcrnekTuBbl BbINEYNTHCH OT HEE (MPOrHO3) M Kak KOHKpeTHas
dopma 6onesHn nogaaéTcsa NeYeHuno.

6.2. Kak onpeaensioT cteneHb pacnpocTpaHeHUs nenkosa B
opraHusme?

Kak Tonbko cneuuwanucTtel nogrBepaunu guarHo3 OJlJ], Takke BaXHO BbIACHWTb, YW fn
NenKkosHble KMeTKM 3a npegenbl KOCTHOrO Mo3ra B Opyrne opraHbl, Hanpumep, B rOfIOBHOW
MO3I, MeYeHb, CeneséHky, umgbamuyeckue y3fbl, NN B KOCTWU. MHdopmaumio o6 aTtom gatot
pasnu4yHble MeToAbl BU3yanusauumn (GuazHocmuyeckas 8udyanu3ayusi, Takne Kak yribmpaseyKkoeoe
nccriegoanne (Y3WU), u peHmeeHoBckoe, cHuMkn MPT (MagHUmMHo-pe3oHaHcHasi Tomorpadus)
n KT (komnbromepHasi momozpacghus). Ytobbl y3HaTb, YLIMM NN PaKoBble KNETKN B LeHTParnbHYyo
HEpBHYIO CMCTEMY (TO eCTb B FOFIOBHOW W CMWHHOW MO3r), M3 CMMHHOMO3roBOro kaHana 6epyt
npo6y CNMHHOMO3roBOWN XUAOKOCTU (1romMbasibHast nyHkyus). B nabopatopumn eé uccneayrort n nwyT
NenKo3Hble KINeTKN.
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6.3. Kakyro aMarHoCTUKy Hago BbINOSIHUTL A0 Havana
neyeHuma?

Mepen neveHvem y pebGéHka nNpoBepsioT, Kak pabotaeT cepaue  (BbiNoOnHseTCA
anekmpokapduozpamma, OKI n axokapduoepamma, IxoKl) wn kak paboTaeTr ronoBHOM
MO3r (BbINONHAETCS ariekmposHyeghanozpamma, O3A). Takke chneumanucTbl AenatT MHOMo
nabopaTopHOM AMarHOCTMKKW, NpoBepsAs obuiee cocTosHMe paboTbl opraHmMamMa. To eCcTb OHM
CMOTPSIT, KaK J1elKo3, BO3MOXHO, MOBMMSAN Ha paboTy HEKOTOpbIX OpraHoB (Hampumep, Kak
y pebéHka paboTalT Movku unu neyeHb). Uinn, BO3MOXHO, Yy pebGEHKa MNOSIBUNUCL KakMe-TO
HapyLLeHusi obMeHa BellecTB (MeTabormyeckne HapyLeHns) U Ha 3To Hago 06paTUTb BHUMaHWe
He TONbKO A0 NeYeHnsi, HO U 0CoBeHHO BO BpeMsl neyeHusi. Korga Bpaym 3HatloT, Kakne aHanmabl
Obinn y pebGéHka A0 NEeYEeHWUsl, OHU MOryT flydlle MOHMMaTb Te WM3MEHEHWsl, KOTopble MOryT
NPOU30MTN B OpraHM3Me BO BPEMSI FNIEYEHMS, @ 3HAYUT OHU MOTYT Jyylle OLEeHUBaTb CUTyauuto B
Lenom. YumntbiBasi, YTo BO BpEMS NEYEHNs, BO3MOXHO, NpuAETCa AenaTb rnepesiusaHue Kpoesu, y
pebéHka obsA3aTensHO 3apaHee yCTaHaBNUBAOT rpynny KPoBW [2pyrina Kposu].

Mone3Ho 3HaTb: PasnnuHbIX aHanuM3oB M UCCNEAOBaHUN OYEeHb MHOrO, HO He BCE OHU
006s3aTenbHO genatTes KaxaoMy pebeHky. bbiBaeT u Tak, Uto pebeHky TpebytoTcs HeKoTopble
Opyrue nccnefoBaHusi, KOTOpble Mbl 30eCb He Ha3Banwu. Jlydlle BCEro yTouHUTb Y nevailero
Bpaya uInu y crneuvanucroB, koTopble BedyT Bawero pebéHka, kakass MMEHHO AMarHoCTuKa
3annaHupoBaHa u noyemy oHa Heobxoamma Ansa Baluen KOHKpeTHOM cuTyaummn.

lNcuxonoeauyeckas u coyuasnbHas MoMoulb

Pak y pe6éHka - 3To cTpeccoBas cutyauus Ans Bcen cembmn. Komanaa cneumnanmcToB No okasaHuio
MCKXOMIOrMYECKON M couManbHON MOMOLLUM B KIMHMKAX WM MO3Xe B LeHTpax peabunuraumu
N BOCCTaHOBUTEIbHONO IIEYEHUA KOHCYNLTMPYET UM NMomMoraeT naumMeHTam u UX pOACTBEHHWUKaM,
HauyMHas C MOMEHTa MOCTaHOBKW AMarHosa 1 0O OKOHYaHWUS NMeYeHusi, a Takke rnocrne revyeHus.
Moxanyncra, He CTeCHAWTECb MOMb30BaTbCHA 3TOWM nporpammon nogdepxkn. OHa sBnserTcs
HEOTbEMIEMON YacTbi KOHLEMUUU JeYeHUss BO BCEX [ETCKUX OHKOMOrMYeckux LeHTpax B
HemeLKoA3bIYHbIX CTpaHax. McyepnbiBaroLLyo MHOpMaLMIO No 3TOW TEME Bbl HaWAeTe 3[1echb.

Kak cocTaBnsaroT nnaH neydyeHuna?

Mocne okoHYyaTenbHOro gmarHo3a COCTaBMAT NnaH nedeHus. Ytobbl cocTaBUTb MakcMmarnbHO
WHOMBUOYANM3MPOBaHHYIO NPOrpamMMy FfevYeHus, cneumanbHO NogobpaHHyk O5s KOHKPETHOro
naumeHTa (puck-aganTMpoBaHHasi Tepanus), KOMaHga nevalmx Bpayel [OoSbKHA yYuUThiBaTb
onpenenéxHble akTopbl. AT hakTopbl BAMAIOT Ha MPo2HOo3 60one3Hn y KOHKPETHOro pebéHka (Tak
Ha3blBaeMble rnpoeHocmuYeckue ghakmopblunn pakTopbl pucka).

BaxHble nposHocmuyeckue ¢hakmopbf — 310, B TOM uucne, nogsug OIJJ1, koTopbin
onpenensitoT MMMYHOMEHOTUNNYECKMM aHanuaoM (nodpobHee cM. 8 yYacmu O Jie4eHuu
60s1e3HU), onpeaenéHHble MOMNEKYNAPHO-TeHETUYECKUE [MOMEKYIAPHO-2eHemuYecKul] UBMeHeHnst
B NEMKO3HbIX KreTKax, Hackorbko O0rnesHb yxe ycrnena pasonTuCb MO OpraHM3my Ha MOMEHT
NOCTaHOBKM AnarHo3a (cneunanucTbl FOBOPAT B 9TOM criyvae 06 "MHuumnansHoM Macce Nemko3HbIX
knetok"), kak OJ1J1 oTBe4aeT Ha nevYeHne xMMmmoTepanmen, n kakow Bo3pacT y pebEeHka.
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ToyHast wHgopmaumss o Tune 60nesHn nomoraeT MOHSATb, HACKOMbKO pPaKoBble KMETKU
YYBCTBUTENbHbI K XMMMWOTEPANUU [xumuomeparus], HACKONbKO WHTEHCUBHbLIM [OOMMKHO ObITb
neyeHne, Ytobbl MMHUMM3NPOBATL pUCK peunanBa. CTeneHb pacnpoCTpaHEHHOCTU GonesHu no
OpraHu3My 1 OTBET Ha NledeHne BIUAIOT Ha peLleHne Bpaven, Hy>XHbl I MOMUMO XMMUOTEpPanun
OONOMHUTENbHLIE METOAbl JleYeHUs (Hanpumep, Jydesas meparnusi, WU B8bICOKOOO3Hasi
Xumuomeparusi, Nocrie KOTOPOW JernaeTcs mpaHcriaHmayusi CmeosiosbiX K/emokK), YToObl
YNYYLWNUTD LIAHCHI HA BbI3A0POBIEHNE.

Bce atn ('baKTOpr YYUTbIBAKOTCA NpU COCTaBliEHUN NiaHa nevyeHu4, YyTOObI B KaXXOoOM KOHKPETHOM
cryyae nony4mTb MakcumarbHO 3 MEKTUBHBIN pe3ynbTaT neveHus. To eCTb B KaKA4oM KOHKPETHOM
cnydae nHameuayarnbHas cuTyaums ¢ 60nesHblo SBNSAETCS OCHOBHOW, Korga 3abonesLuero pebéHka
BHOCSIT B ONpeAEenéHHYI0 TepaneBTUYECKYHO rpynny (rpynna cTaH4apTHOro pucka, rpynna cpeaHero
pucka, rpynna BbICOKOro pucka). bosee noGpobHyro uHgbopmayuro o rninaHupo8aHuUU f1Ie4eHUst rnoka
MOXHO MpoYUMamb MoJsIbKO Ha HEMEUKOM 5i3blKe 30€Ch.

Kak neyart octpble numcobnacTHble Nenkosbl?

Hetenn ¢ ocTpbiMm numdobnactHeiM nenkosom (OJ1J1) Hago HauMHaTb NeYnTb MaKCUMarbHO
ObICTPO B KIUHWKE, KOTOpas CreuuanusmMpyeTcsl Ha IedyeHuuM paka y AeTten  (getckui
OHKOMOIrMYeCKN LeHTP/ KNMHWKA AEeTCKOW OHKOMOMMM 1 remaTtonornn). B Takmx knuHukax cobpaHsi
crneumnanucTbl BbiCcovanLlen kBanudukaumm (Bpaym n gpyron MeavMLMHCKUIA nepcoHan), Kotopble
cneumanusnpyoTCs UMEHHO Ha NeveHnmn pasHbiX Popm paka y geten n nogpoctkos. OHu paboTatoT
Mo cambiM COBpEMEHHbLIM NporpammMam Tepanum (npotokonam). B Taknx 6oneH1LAax Bpayn pasHoro
npocuns BxoaaT B paboune rpynnel. Bce cneumanncTbl TOCTOAHHO HAXOASATCA B TECHOM KOHTaKTe.
BmecTe oHM cocTaBnAoT NnaHbl nedeHuns, obcyxaatoT 1 BegyT CBOMX naumeHToB. Bce nporpammbl
Tepanuu perynspHo ycoBepLUeHCTBYyoTCA. Llenb - gate MakcMmanbHO ahpeKkTUBHOE neveHne un
OOHOBPEMEHHO CHU3UTb PUCKU NO3OHNX OCNIOXHEHUN.

8.1. Kakue 6bIBaloT MeToabl fIe4eHusa?

+  XuMuoTepanuA: OCHOBHbIM BWOOM FfedeHust AeTel C OCTpbIM NMMEOONacTHbIM NENKO30M
(OJ) aBnsetrca xumuomepanus. 3TO NedYeHWe TakMMu npenapaTamu, KoTopble GrokupyoT
POCT KMeToK (cneumanucTbl Ha3biBalT 3TU npenapaTtel yumocmamukwn). Kak npaBunio, oguH
Takow npenapat He MOXeT ybuTb BCe OnyxoneBble KneTku. [loaTtomy Bpauu paboTtaroT ¢
KOMOMHaLMsMM U3 pasHbIX LMTOCTaTUKOB, KOTOPbIE NO-pa3HOMY AENCTBYIOT HA PaKOBbIE KIETKN
(korga cneunanucTbl rOBOPAT O Kypcax MonuxuMmmoTepanuu, TO 3TO U eCTb KoMOMHauuu
uuTocTaTukoB). N Takum 06pasomM MOXHO MakcmarnbHO 3hpeKTMBHO BOPOTLCS C NENKO3HBIMU
KneTkamu.

+ BapuaHTbl TapretHou Tepanuu: naumMeHTaMm C OnpederneHHbIMU  XPOMOCOMHBLIMU
[xpomocomHbIE] U3MeHeHusMM B nenkosHbix knetkax (OJUT ¢ nonoxutenbHowm
dunagenbduiickon xpomocomon [gbunadenbgpulickas xpomocoma] n B-OJJ1 ¢ nonoxmtenbHon
myTaumen ABL-Class) B JoNOMHEHME K XUMUOTEpanun pekoMeHOyeTCs MOCTOSIHHbIA npuem
TaKk Ha3blBaEMOro WHrMbuTopa TUPO3MHKUHA3blI [MUpO3uHKUHa3a] (Hanpumep, MMaTuHuba).
MmaTtnHmb GnokupyerT (T.e. B MeQMLUMHE 3TO Ha3biBaeTCH "MHIMOMPYET") NOBPEXAEHHLIN Benok,
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KOTOpPbI/ MNOSIBUICA M3-32 XPOMOCOMHOW MyTauuKn 1 KOTOPbIA OTBEYAET 3@ HEKOHTPONMPYEMbI
POCT NENKO3HbIX KNeTok. KneTtoyHoe peneHve TOPMO3WTCS, pPaKoBble KIETKM normbatoT (B
MeauUMHe 3TO Ha3blBaeTCs arnornmoa). Ans HeKOTopbIX FPynn NauMeHTOB KPOME XuMmmuotepanum
BO3MOXXHO NledeHne aHmumesnamMu, HanpuMmep ¢ UCMoNb3oBaHWEM MnpenapaTta 6nmHatymomat
(oH co3gaH C MOMOLLBIO FreHHOW uHXeHepuun). bnnHatymomab - 310 AByxueneBble aHTUTena
(npuHsiTO cokpalleHne Ha aHrn BiTE, To ecTb "Bispecific T-cell Engager”, 6ucneuundumyeckmn
nHrnbutop T-knetok). OH cBsA3bIBaeTcss ¢ peuenmopHbiM Genkom (CD19) Ha B-knetkax
W, criegoBaTenbHO, Takke Ha NeWnko3HbiX B-kneTkax. /I ogHOBpeMEHHO OH CBSA3bIBAETCs C
peuentopom (CD3) Ha T-numgoyumax (3T0 COBCTBEHHbIE MMMYHHLIE KINETKM OopraHuama). B
pe3ynbraTe YHUUTOXaKTCHA NENKO3HbIE KIETKM.

« JlyyeBas Tepanus: vMHOrda KpoMe XMMMUOTepanuu OeTam Heobxoaumo obnyyeHue LIHC
(cneunanucTbl roBOPAT B OTOM Cry4ae O KpaHuanbHOM 06nydyeHun, To ecTb 06
06ITy4eHUN rofioBHOro Mo3ra). Ho Bpauu NpuHUMMIMANbLHO CTPeMATCA BCE Gorblue CHMXKaTb
nyyeBylo Tepanuio, Mo3TOMY MOKa3aHWs K 3TOMY BUAY NeveHust ceivac obcyxaalTca B
NpodeccuoHarnbHbIX Kpyrax.

« TpaHcnnaHTauMAa KOCTHOFO MO3ra: B HEKOTOPbIX Clly4Yasix Heobxoauma 8bICOK0Oo3Hast
xumuomepanusi. VI cpa3dy nocre 3Toro AenatoT TpaHCcnaHTaumMo KOCTHOrO Mo3ra (asiio2eHHast
mpaHcnnaHmauusi cmeososbix Kriemok). Hanpumep, 310 MoxeT 6blTb He06X0aAMMO Y BepBble
ONarHocTnpoBaHHOM 6ONEe3HK, eCN PUCK PELIMAMBA SIBHO MOBbLILLEH M €CTb NOAXOASALLMIA [OHOP.

Llenb neyeHuns - MakcnmarbHO MOMHOCTLIO YOUTL NENKO3HbIE KNETKN BO BCEM OpraHu3me, YTobbl
KOCMHbIU MO32 CHOBa CMOr 3apaboTaTb Kak KpOBETBOPHLIN OpraH. Hackornbko WMHTEHCUBHOM
Oyoetr xumuomepanus y pebéHka, kak Jonro oHa OyoeT ANUTbCS (@ Takke, BO3MOXHO, €CTb
BapWaHT TapreTHon Tepanuu), Heobxoammo nu pebGénky obnyyeHue LIHC wnu mpaHcnnaHmayus
CME0s108bIX KIIEMOK, KaKOBbl LUAHCHI BbINEYNTLCS (MPO2HO3) - BCE 3TO 3aBMCUT OT TOrO, KaKown
nmeHHo BapuaHT OJ1J1 Hawnm y peGéHka, HaCKOMbKO NENKO3HbIE KNETKM YXKe yCrnenu pa3onTuch nNo
OpraHu3my K ToMy MOMEHTY, KOorga NoCTaBUNM TOYHLIN AMarHo3, a Takke, kak 60ne3Hb OTBeYaeT Ha
neyeHne (cm. pasden "Kak cocmaensitom rnnaH neqyeHus").

BaxxHoe yTouHeHue ans pgeten ¢ chopmom GonesHu - 3penoknetodHbin OINUI: [Jeten, y
KOTOpbIX HalunM BapuaHT 3penoknetoydHbii B-OJ1JT (uHorga moxeT HasbiBaTtbea B-OJl), He
neyar no Tem CTaHgaPTHLIM MPOTOKOMAaM, NO KOTOPbIM Jfle4aT BCe OCTarbHble (OOPMbl OCTPOro
numdobnacTHoro nerkosa. Mx neyar no NpoToKony AN HEXOMKKMHCKON NMMMAOMBbI 13 3PENbIX
B-kneTok (3penble B-kneTtouHble HEXOOKKUHCKUE TuMgbombl). [o3TOMy BCHO MHGOPMALMIO MO
NX NIEYEHMIO MOXHO NPOYUTaTb HE B 3TOM TEKCTE, @ B TEKCTE O HEXOMKKMHCKUX NTUMAOMAX .

8.2. Kak npoxoauTt neyeHue?

JleyeHue kypcamu xummotepanuum getert ¢ OJ1J1 cOCTOMT M3 HECKONbKMX 3TanoB. OTW 3Tanbl Unn
dasbl iIeYeHns OTNNYaTCA APYr OT Apyra No BPEMEHW, B HAX UCMOSb3YOTCS pasHble KOMOMHauum
npenapaToB, nepea Kaxaon ¢as3on neyYeHns CTaBUTCA COBEPLUEHHO KOHKPETHas Lenb, No3ToMy
nieyeHne OTnMYaeTcs No MHTEHCMBHOCTU. Ha Kakgom KOHKPETHOM 3Tane AeTen fievaT no pasHbiM
nnaHam Tepanuu, KOTopble Takke Ha3blBalOT NMPOTOKOMOM. Mo KakoMy UMEHHO npoTokony GyayT
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neynTb pebEHka, 3aB1CMT OT TOTO, B KaKyto Fpynny prcka OH nonar. Y Kaxaon rpynnbl pucka ecrb
CBOs MporpaMma Tepanuu. Kak npasuno, Yem BbilLe rpynna pucka, To ecTb Bbille PUCK peuuavea,
TEM UHTEHCKBHEe ByaeT caMo feyeHue.

Ecnn y pebéHka He 6bino peuugmsa, TO obwWas MNPOAOIMKMTENBHOCTb JleYEHUs1 COCTaBrsieT
OoKono AByX neT. JleueHne cOCTOUT M3 dTana C MHTEHCMBHOW XMMUOTepanuen, korga peGEeHOoK
OOIMKEH HECKOMbKO pa3 NoXWTbCA B OonbHMLY. B obLiei cnoXHOCTM Mo BPEMEHW 3TO ANUTCA
npumepHo okoro nonyroga. Ha atane, koraa Kypcbl XMMUOTEPanuu He Takne UHTEHCUBHbIE, bonee
yMepeHHble, AeTen neyat ambynamopHo (TO €CTb OHW MOryT HaxoauTbCs goma). OTa 4vacTb
Tepanuu nNpoaoskaeTcs B 0OLeln CNOXHOCTM OKOSO NosyTopa fer.

B neyebHbLIN NnaH BXoaAT:

* MogrotoButenbHoe ne4yeHue (cneumanuCcTbl HasbliBalOT e€ro npodasa, Takke MOXHO
BCTPETUTb Ha3BaHWe yumopedyKmueHbIl NpeaBapuTenbHbI 3Tan fevyeHns): 9T0 NoAroToBka
K OCHOBHOMY nedeHunto. OHa COCTOMT M3 KOPOTKOro Kypca XumuoTepanuu [xumuomepanus),
Kypc AnuTCs OKono Hedenwu. B Hém wncnonmb3yetcsa oauH wnv gBa npenaparta. B camom
Havane B OpraHM3Me HaxoAMTCS OFPOMHOE KOMNUYECTBO NEWKO3HbIX KNeTok. [MoaTomMy uenb
npocpasbl 3aknoyaeTcs B TOM, YTOObl HaYaTb CHWXaTb 3TO KOMMYECTBO MOCTEMNEHHO N OYeHb
OCTOPOXHO A1 opraHM3ma. [1eno B TOM, YTO KOra pakoBble KNETKM paspyLUaloTCcs, B OpraHn3m
BblbpacbiBaloTCa onpedenéHHble NpoayKTbl obMeHa BellecTB. M ecnv OHM HakannmBaloTCs B
B0nMbLIOM KONMYeCTBe, TO HAHOCAT BPe[ OpraHn3My, npexae Bcero HapylaeTcsa pabota novek
(Tak Ha3bIBaeMbIN CUHOPOM fu3uca onyxorsu).

*  WHaykumsa (cneunannctbl Takke MOryT roBopuTb 06 MHOYKUMOHHOW Tepanun): 910 3Tan O4eHb
WMHTEHCUBHOW XMMMOTEpanuu, Korga MCnonb3yeTcsl HECKOMNbKO mnpenapaTtoB. Ha atom atane
Lienb NeYEHNst COCTOUT B TOM, YTODbI 32 KOPOTKOE BPEMS yOUTb MaKCUMYM NENKO3HbIX KIETOK.
To ecTb, kak roBOpSIT Bpaym, pebEHOK JOMKEH BbINTU B peMmuccnto (pemuccus). ugykuusa (6e3
aTana npodasbl) 4UTCS OKOMNO YETbIPEX HeOENb.

* KoHconupauus u uHTeHcudMKaumsa Tepanuu (Cneumannctbl Takke MOryT roBoputb O
KOHCONuaaumm pemMmccun): 310 TOXKEe 3dTan MHTEHCUMBHOW XumuoTtepanuu. Bpaun yactuyHo
paboTatoT C HOBbIMM KOMBMHAaLMAMM NpenapaTtoB 1 camu NpenapaTtbl MOryT AaBaTbcs B 6onee
BbICOKOM [03UpOoBKe. Llenb aToro atana - 3akpenuTb pemMUCcCuio, KOTOPOM yaanocb AOCTUYb
Ha aTane uHAyKuMm (Bpayv B 9TOM Crlyyae MCNoMb3yT TEPMUH "KoHconuamposaTk"). To ecTb
cneunanncTbl CTPEMSATCH YHUYTOXUTL Te NEeNKO3Hble KIeTKW, KOTOpble CMOIMM BbIKUTb, U
Takum 0BpasoM CHU3WUTb PUCKM BO3MOXHOMO peumamea 6onesHn. Hackomnbko MHTEHCUBHBIM
OyaeT nedeHue, 3aBMCUT OT NpeanonaraemMon BEpOATHOCTY peunansa y KOHKpeTHOro pebéxka.
[MoaTomMy STOT 3Tan MOXET ANUTLCHA OT HECKONbKMX HeAerb 40 HECKONbKMX MecsueB. BaxHbiM
3MNEeMEHTOM B NeYeHUUN TaKxke ABNseTcs npodunakTnka Hemponerkosa. To eCcTb UeHmparbHasi
HepeHasi cucmema, B HEKOTOPbIX Clyyasx TECTUKYIbI (SUYKM) Y ManbYvMKoB, NPOMUNaKTU4ecK/
nonyyaroT crneuuansHoe neyveHne, 4Tobbl Tyaa He nonanu pakoBble KNeTku (B TePMUHONOrnm
crneuManucToB 3TO HasblBaeTCs AOMNOMHUTENbHas KOMNapTMeHT-Tepanus; nodpobHee cMm.
absay Huxe).
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Mpodcdunaktuka Henponemkosa ([ONONHUTENIbHAA KOMMNapTMEHT-Tepanusl): IneyYeHune
ueHTpanbHon HepBHOM cuctembl (LUHC) saBngetca BaXHbIM KOMMOHEHTOM BO BpeMs
BCEX KYPCOB WMHTEHCMBHOW XMMMOTEpPAnNuUm M OCOBEHHO BO BpeMsi 3Tana KoHconuaaumm
N WHTEHcudpmKkaumn. ITOT BMA JevYeHus ocoOeHHO BaxeH, T.K. y OonblIMHCTBA AeTew
B LUEHTpanbHOW HEepPBHOM CUCTEME €CTb JIeMKO3Hble KIeTKW, [axe ecnn cTaHgapTHas
ONarHocTuka Nx Tam He HaxoguT. MHorme UMTOCTaTUKM OYEHb MITOXO AOXOOAT A0 LiEeHTpanbHOM
HEepBHOWN cucTemMbl. [10STOMY B NeYEHUN NPUMEHSIIOTCA ONpeaenéHHble nNpenapaTtbl B BbICOKOW
003MPOBKe, KOTOpble Gnarogapsi CBOMM OCOObIM KadecTBam CrocoOHbI XOPOLIO MPOHMKaTb B
LEHTparnbHyl HepBHY cuctemy. Kpome TOro gersiMm HeOQHOKpaTHO BBOASAT LUTOCTATUKM C
NMOMOLLbIO NIoMBanbHON NyHKUMK [/irombaribHast nyHKUUs] HanpsMyo B CIMHHOMO3IOBOW kaHarn
(uHmpamekanbHas xumuomeparnusi). B HeKoTopbIX cnyyasx AOMONHUTENbHO AETAM AenaroT
06s1yyeHue TonoBbl (CneumanucTbl rOBOPAT O KpaHuanbHOM o6rnyyeHuun), Hanpumep, ecrnu
OuazHocmuka rnodmeepdusia, YTO B LEHTpanbHON HEPBHOW CUCTEME HaXoOATCH JTEMKO3HbIE
knetku, unun ecnu y pebénka c T-ONJ1 ecTb eunepnetikoyumos.

PeunHgykuma (cneunanuctbl MOTyT FOBOPUTb O PEUHOYKLUMOHHOW Tepanuu): no cyTu 3TO
noBTopeHue atana uHaykuun. Y scex aeten ¢ OJ1J1 pesynsrathl neveHns Ha JONONHUTENBEHOM
aTane KypcamuM MHTEHCUBHOW XMMWOTEpAanuu, KOTOPbIA Ha3bIBAeTCs PEMHOYKLMS, nokasanu
cBO0 3PPEKTUBHOCTL. Lienb penmHayKumMm - MONHOCTLI0 YOUTL NocnegHne NenKo3Hble KNeTku
N TakuM 00pa3oM MakCMMasibHO CHU3WUTb BEPOSTHOCTb TOro, YTO 60Ne3Hb MOXET BEPHYTbCSH
(peunamB). JTa hasa B NeYEHUN MOXKET ANUTLCA OT HECKONbKUX Heaenb [0 HEeCKOMbKUX
mMecsiueB. E€ npodormkutenbHOCTb 3aBUCMT OT TOrO, K KakoW rpynne pucka OTHOCUTCSA
3aboneBLmnn pebéHok. Ecnu neyeHne anutcs gonro (Hanpumep, y AeTen U3 BbICOKOW rpymnnbl
pucka), TO KOPOTKME UHTEHCUBHbIE KYPCbl XMMMUOTEPANUX YepeaytoTcst ¢ bonee ymepeHHbIMn
Kypcamu. Takon "nepepbiB" B MHTEHCUBHOM Fle4EHUU NOMOraeT BOCCTaHaBNUBaTLCHA OpraHM3mMy
pebéHka.

MoppepxuBalowas Tepanusa WM AnuTernbHas nopAepXuMBallwas Tepanua: 3TO
nocregHun aTan B nedeHun. Ero uenb coctout B TOM, YTOGbI MO BO3MOXHOCTU [OMIO
BO34ENCTBOBATb Ha OpraHMam pebéHka Takum obpasom, YTOoObl YHUUTOXUTL TE OMyxoneBble
KNeTKWN, KOTOpPblE CMOIMMM BbIKWUTb Oa)Xe MOCNe WHTEHCUBHbBIX KypCOB XumMuoTepanuu. [o3bl
X“MuHorpenapaToB HaMHOro MeHbLLE, YeM Ha ApYyrux atanax. XmMmuotTepanuio AeTu nomnyyatot
B OCHOBHOM ambyriamopHo. JTO 3HAUUT, YTO pebEHOK CHOBA MOXET BEPHYTbCA AOMOW U B
OONbLUMHCTBE Cry4yaeB MOXET MPOAOSKaTb XO4UTb B AETCKMMA caf, unu B LKony. JledeHue
npoJosKaeTcs Tak AONro Ao TeX Mop, Noka ero obliee BpeMsi B CyMME OT Hayana Tepanuu He
COCTaBuWT ABa roga.

LinTocTatnkn, Kotopble ucrnonb3yoT B nedeHun OJ1J1, 3TO0 NpegHU3onoH wWnn OeKkcaMeTasoH,
BMHKPUCTUWH, OayHOpPYOMUWH, acnaparvHasa, MeToTpekcart, uuknodocdamug, umntapabuH, 6-
MepKanTonypwuH, 3TONo3nag 1 TUOFyaHWH.
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Mone3Hoe yTOYHEHUE: NPOCKM YUUTLIBATb, YTO B 3aBUCMMOCTU OT TOrO, MO KAKOMY UMEHHO
MPOTOKOMNYy feyaT pebEHka, MOryT OTNMYaTbCs Ha3BaHWA PasHbIX 3TAMOB FEYEHUs!, CKOMbKO
OHM ONATCA U Kak UMEHHO OHM NPOBOAATCA. B HEKOTOPLIX UCCeaoBaTETENBCKMX NPOTOKONax
Ha OMnpeaenéHHbIX 3Tanax JieYeHUsl Takke MOryT anpobupoBaTb HOBble METOAbl TapreTHOM
Tepanui. Bonee nomHy MHOPMaLMI0O O BO3MOXHBLIX CXemax JleYeHUs! MOXHO HalTu B
noapo6Hol MHcbopMaumMn A4S NauneHToB Ha HEMEUKOM si3bike 8 pasdesie 0 xuMuomepanuu.

8.3. Kak moryT neuntb peuname 60ne3Hn?

Ecnu yxe nponeyeHHas 6one3Hb Bo3BpallaeTcsl, TO €CTb NPOUCXOAMUT €€ peumamB - a 3To ObiBaeT
npuMepHo y 15% naumeHToB - TO y Bpayen OCTalTCs B PACMOPSIKEHUN Takne MeTodbl NevyeHunst
Kak xumuomeparusi, iydeeasi meparus u mpaHcrjaaHmauyusi Cmeosiosbix Kiiemok. Y 6onbLIMHCTBa
neten ¢ peumamnsom OJ1JT neyeHne coctont n3 6onee MHTEHCUBHOM XMMUOTEPANnN, YTOObI peOEHOK
BbILLEN B peMUCCUIO [pemuccusi]. I cpa3y nocne 3aToro AenaeTcst arvio2eHHass mpaHcrnaaHmauust
€meonosbIx Kiemok. HekoTopbix OeTeN MOXHO BbIIEYNTb TOMBKO C MOMOLLBIO XMMUOTEepanuu.
JlyueByto Tepanuio MoryT ucnonb3oBatb, koraa nevat UHC [ueHmpanbHas HepeHas cucmema] v/
UIN TECTUKYIbI (SINYKK).

B onpegenéHHbix criydyasx BO3MOXHa UMYHHas meparnusi C UCNonb30oBaHUEM aHTUTen [aHmumenal
unn CAR-T-kneTok. Hanpumep, Onsi nauneHTOB C PeuMamMBOM B KOCTHOM Morae ¢ hopmoN
bonesHn B-OJIJT n3 B-kneTok-npelecTBEHHWKOB Ha 3Tane KOHCOMWAMPYHLen Tepanuu (B
YacTHOCTW, Nepen TpaHCMNMaHTauMen KOCTHOro Mo3ra) Mcnofb3yloT npenapat GnuHatymomab,
370 Bucneuunduyeckuin akTmeaTop, aHTUTENo (cMm. pasden "Kakue 6biearom memodsl edeHuUs?").
MaumMeHTbl ¢ MHOXEeCTBEHHbIMU peumamBamu B-knetouHoro OJIJT unu ¢ B-knetouHbim OJIJ1,
KOTOPbIN He OTBEeYaeT Ha CTaHOAapTHOe nedeHue (pedpaktepHas dopma BonesHu), Moryt no
onpenenéHHbiM nokasaHuam nponTtn Tepanuio CAR-T-knetkamu [CAR-T-knemoyHass mepanus] (¢
uHhopmayuel o mepanuu CAR-T-KnemkamMu MOXHO 03HaKOMUMbCS Ha HEMEUKOM si3biKe 30ecCh).

B HekoTOpbIX uccnegoBaTeNlbCKUX MPOTOKONax Yy OnpeaéneHHow rpynnbl NauueHToB C
OJNT n3 B-knetok npealwectBeHHkoB (CD22-nonoxutenbHbin) mccnegyerca 3pdekTUBHOCTb
MOHOKIOHANbHOro aHTUTeNa [ MOHOK/IOHarbHbIe aHmumerna) UHOTy3ymab, KoTopoe CcoeauHunu
C TOKCUYHbIM JEWNCTBYIOLMM BELECTBOM (Tak HasblBa€MbIl "KOHbBIOraT MOHOKITOHANbHOIro
aHTuTena"). Korga aHTuTeno ceasbiBaeTcs ¢ 6enkom-perentopom CD22 Ha nemnkosHbIX KrneTkax,
NpoMCXOOuT BbICBODOXAEHME TOKCUMYECKOrO BELleCTBa W B pe3ynbrate pakoBble KMeTKu
normbatoT. Kpome TOro, gpyrne naumeHTbl, ¥ KOTOPbIX CTaHOapTHas Tepanus (XumuoTepanus,
TpaHCMMNaHTauMs CTBOJIOBbIX KIIETOK) He Aa€T pes3ynbraToB BOOOLUE MM OTBET Ha JeveHue
HegocTaTouHbIn  (pedpaktepHbii OJIJT MnM NOBTOPHbIA  peuuaus), MNOTEHLMANbHO MOryT
nonyyYnTb MOMb3y OT HOBbLIX MpenapatoB C APYIUMU MeXaHu3Mamu OeNCTBUS, KOTOopble
TECTUPYIOTCA B UCCrefoBaTenbCKkMx npoTtokonax. bonee nodpobHyro uHpopmayuro 0 KIUHUYECKUX
uccrniedosamesibCKUX rpomokosnax ¢pasnl I/ll MOXHO npoyumame Ha HEMEUKOM SI3bIKE O JIeYeHUU
peuudusos.


https://www.kinderkrebsinfo.de/doi/uid:13f1df70-cf65-4061-8b71-3ac765a36ca8;lang=ger
https://www.kinderkrebsinfo.de/doi/uid:435c57b5-da99-40cd-b06b-6905d53c0194;lang=ger
https://www.kinderkrebsinfo.de/doi/uid:435c57b5-da99-40cd-b06b-6905d53c0194;lang=ger
https://www.kinderkrebsinfo.de/doi/uid:ab9156cc-e45c-49f7-8c65-fc07f190642c;lang=ger
https://www.kinderkrebsinfo.de/doi/uid:ab9156cc-e45c-49f7-8c65-fc07f190642c;lang=ger
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Mo Kakum npoToKonam neyvyar geten?

B N'epmaHumn noutn BCcex geTen n nogpocTKoB C OCTpbIM nNumdobnactHeiM nerikodom (OJ1JT) nevat
Mo CTaHAAPTU3MPOBAHHLIM MPOTOKOMAM, KOTOpble Ha3sblBalOTCs uccriedosaHusi onmumu3ayuu
mepanuu. Hemeukne npoToKorbl, UNN UccrefoBaHnst ONTUMU3aUUN Tepanum, - 3TO KNMHUYECKue
NCCNeqoBaHuWsl, OHWM CTPOro KOHTponupytoTes. VX uenb — neunTb 3aboneBlunx AeTei No cambim
COBpPEMEHHbIM pa3paboTkaM. OgHOBpeMEeHHO 3TU UccredoBaHWUs OaloT BO3MOXHOCTL yny4llaTb
noaxoAbl K NIEYEHNIO 1 3a CYET 3TOro obMBaThLCA Nporpecca B fie4eHnun.

HeTen, koTOpble He neyaTcs No AEWCTBYIOLLEMY MUCCNEeaoBaTenbCKOMY MPOTOKONy (Hanpumep,
€cnn Ha MOMEHT D©Oones3Hn cTapbli MPOTOKON 3aKPbISICA, @ HOBbIWM MOKa He OTKPLINCS; UMK ecnu
3aboneBlIN He MOAXOAMT MoA KPpUTEpPMU, KOTOpblE SIBASIIOTCS 00s3aTenbHbIMKU Ans NpuémMa B
OEeNCTBYOLLMIA MPOTOKON), YAacTO PErMCTPUPYIOT B TaK Ha3biBaeMble Nie4ebHble perucTpbl. [leten
ne4aT No TeM TepaneBTUYECKUM peKOMeHOaunsiM, KOTopble AaéT Hay4yHO-uccrnegoBaTernbcKas
rpynna KOHKPETHOro npotokornia. Takum obpasom pebGEHOK nonyvaeT Hambonee onTuManbHOe
rnie4yeHne, KOTOpPoe eCTb B 3TO BPEMSI.

CerogHs B epmaHum pabotatoT cnegylowime mMccnegoBaTernbCckue npoToKonbl U rnevyebHble
pernctpbl no nedexHmto OJJ1 y getenm M NoApOCTKOB (Kak MpaBuno, C MEXOYHapOLHbIM
yyactuem):

*  WUccnepoBartenbcknm npotokon ALLTogether1: aTo mMexayHapogHbIn nccnegoBaTenbCKUn
NPOTOKOM HOBOrO €BPOMEenCcKoro koHcopuuvyma no nedernuto OJ1JT y geten, nogpocTkoB U
B3pocnbix (Bo3pacT oT 0 go 45 ner), koTopbiM BriepBble noctaBsunu gnarHo3 OJ1J1 (To ecTb
nepBUYHbIE NaUMEHThl). ATO KPyMNHeNwWan B MUPE HayvyHo-UccreqoBaTenbckasi rpynna. B eé
COCTaB TakkKe BXOAMT Hay4HO-MCCrieoBaTeNbCKUA LIEHTP MCCeqoBaTernbCKOro npoTokorna
CoALL B N'ambypre VccnenoBaTtenbckuii MPOTOKOM, UCMOMb3Yst MHOTOUUCIIEHHbIE HanpaBneHus
paHgomusaunm [paHdomusayusi] ndydaeT ahpeKkTUBHOCTb HOBbIX TEPaneBTUYECKNX NMOAXOLO0B,
Korga nevyeHne cTtaHoBUTCA Oonee MHTEHCMBHBIM UM HAaobOpPOT MEHee WHTEHCUBHbIM (B
3aBMCMMOCTM OT TOrO, HacKOMNbKO BEpOSATEH peunams 60Me3Hu B KaxaoM WHAMBUAyaNbHOM
cnyyae). NUccneposatenbckum npoTtokoniom ALLTogether1 pykoBoouT AOKTOP MeELMLIMHCKUX
Hayk Matc Mapwann XenmaH (YHuBepcuteTckasa knuHnka KaponmHcka, Ctokronbm). NpoTtokon
Hayan pabotaTtb B lepMmanum ¢ 1 anpens 2022 roga. Ero Hay4yHO-nccnenoBatensCckuii LEHTP Nog
pyKOBOACTBOM npodpeccopa, kaHa.Med.Hayk [abpuane Swepux HaXoanTCsa B YHUBEPCUTETCKOMN
KnuHuke [amOypr-OnneHgopd (Tam ke paboTaeT HayyYHO-UCCreaoBaTENbCKUA  LIEHTP
nccnegosarternbckoro nportokona CoALL).

* Jleye6GHbIn pernctp ALL-BFM: ¢ 1 mas 2024 roga getert M NOAPOCTKOB C NEPBUYHBIM
anarHosom OJ11 (Bo3pacT o nonHbix 18 neT) Hayanu pernctpu poBatb B Jie4eOHbIN
pernctp ALL-BFM (nocne 3akpbiTvs wuccnegposatenbckoro npotokona AIEOP-BFM ALL
2017 pns HoBbIX nauweHToB (cm. Huxe). OcCHOBHas Uenb peructpa - cubupatb U
aHanuanMpoBaTb MeOVLMHCKME OaHHble, HE3AaBMCMMO OT TOrO, MposiednBatoT Nn pebéHka no
Kakomy-TO uccrnegoBaTenbCcKoMy npoTokony, unm Hetr. C aTum permctpom paboTalT Bce
KnNuHukM B Mepmanun. HaydHo-nccnenoBaTenbCkuii LIEHTP ne4ebHOro permctpa HaxogamuTtcst B
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YHUBEPCUTETCKOM KNHMKe peaepansHon 3emnu LUnessur-ronswreriH (B kamnyce r. Kunb) nog
pykoBoACTBOM npodheccopa A-pa Mef.H. l'yHHapa Kapwuo.

Neye6GHbIn peructp CoALL 2020 (CoALL sto cokpaweHue ot Cooperative ALL, T.e.
KoonepupoBaHHbIN nccnegosatensckuin npotokon OJ1). eten n nogpocTKoB B Bo3pacTe 40
nornHbix 18 net (MO cornacoBaHWIO C Hay4HbIM LIEHTPOM PErMcTpa Takke MOXHO U cTaplle
18 net), KOoTOpblE He nedvaTcsa no uccnegosaTenbckoMy npotokony ALLTogether1, moryt
BKITHOYMTL B neyvebHbin pernctp CoALL. C masa 2020 r. B pernctp 6epyT geten 1 nogpocTKoB
¢ nmobbim TMnom OJ1JT (3TO BpeMeHHoe pelleHve Ha nepexogHbin nepuog, Korga 3akpbiics
cTapsblii uccriegoBatensckun npotokon COALL-08-09). Takke B 9TOT NneyebHbIv pernctp 6epyT
naumeHtoB ¢ OJ1J1 kak BTOpbIM pakOM WM PELMAMBOM, a TakkKe AETEN C HEXOOXKKUHCKOW
numcomon. PekomeHgaumm nNo neyYeHuo B pPerMcTpe OCHOBaHbl Ha CTaHOAPTHOW Tepanuu
nccneposartenbckoro npotokona ALLTogether. Peructpom u Hay4dHOo-uccrieqoBaTtenbCKUM
LEHTPOM PyKOBOAWUT Mpodp., kaH4.med.Hayk [abpuane 3uwepux, yHUBEpPCUTETCKAA KIMHMKA
rambypr-OnneHgopd.

UccnepoBatenbckuin npotokon Interfant-21: 310 MexgyHapogHbIi MccrnegoBaTensCKui
NpOTOKON ANs MNadeHUeB MNepBOro roga >xu3Hu (Tun 6onesHun "npe-B-knetounbin (B-llI)
Oon" wnu "B-knetouHbin OJJT cmewaHHoro deHoTMna ¢ peapaHxupoBkon reHa KMT2A.
Mpotokon Hayan pabotaTe B lepmanHum B 2024 roay. Llenb uccnegoBatensckoro npoTokona,
yryYlWWTb pesynbratbl NeYyeHus B 4acTu GeCcCOBbLITUMHOM BbIXMBAEMOCTU MO CPaBHEHMUIO
C pesynbratamu uccneposatenbckoro npoTtokona INTERFANT-06. WccnepgoBaTenbckum
npotokonom Interfant-21 pykoBoguT npuBaT-4ouUeHT, 4-0p Med.H. AHMHS LWUTyTTepxanm (LieHTp
OETCKOW OHKOMOrum um. npuHueccsbl Makcumbl, . YTpexT). Hay4yHo-MccnenoBaTenbCKui LEHTP
npoTokona B epMaHMn HaxoguTCsa B YHUMBEPCUTETCKOM knuHuke r. MambBypr-OnneHgopd noa
PYKOBOACTBOM npod., KaHA.Men.Hayk Mabpuane dwepux.

NeyebHbIN peructp ALL SCT FORUM 2022: 370 oO6uleHauMoHarnbHbIA pernctp ans
naumeHToB ¢ OJIJ1 (B Bo3pacTe Ao 21 roga), KOTOpble HaxOAATCA B PEMUCCUUN [pemuccus],
Yy HUX BbICOKMMA WM O4Y€Hb BbICOKMM PUCK peumauBa, M Afs HUX B KayecTBe BapuaHTa
neyeHns paccMaTpmBaeTCHa TpaHCnnaHTauusa KOCTHOro Mo3ra [as/ioeeHHass mpacrnaHmauusi
€meosi08bIX KIemok]. STOT BPeMeHHbIN pernctp. OH NpULEN Ha CMEHY MCCreqoBaTenbCKOMY
npotokony ALL SCTped 2012 FORUM, koTopsblii 3akpbincs B 2022 rogy. Pernctp pabotaet ¢ 13
ceHTs6psa 2022 roga 4o OTKpbITUS HOBOFO MCCredoBaTerbCKoro npoTokona. B HEm paboTatoT
TpaHcnnaHTaumoHHble LIeHTpbl No Bcen epmaHuun. PykoBoauTtens - npodeccop, 4-p Mea.H.
Metep bagep u3 Yuueepcuteta €Te BO PpaHkdypTe-Ha-ManHe.

UccnepoBatenbckuin npotokon IntReAll HR 2010: 510 MexXgyHapoaHbI MyNbTULEHTPOBbIN
nccnegoBaTenbCkUii  NPOTUBOPELIMAMBHBIA MPOTOKON Ana geted u nogpoctkoB (o 18
net) c¢ nepebim peumaneom OJIT (npe-B-knetounbin ONNT wnu  T-knetounbin  OJIJ1,
naLMeHTbl TONbKO M3 TPYMMbl BbICOKOrO pucka). B uccrnepgoBatenbckomM npoTokone paboTtaroTt
MHOTOYUCHEHHbIE KINMHUKN [epMaHnn 1 MHOTMX €BPOMNENCKUX N HEEBPONENCKMX cTpaH. Hay4Ho-
nccnenoBaTenbCKUA LIEHTP HaxoaUTCa B OTAENEeHWW OETCKOW OHKOMorMu u remartonorum
GepnuMHCKON yHMBEPCUTETCKON KnnHukn LLaputa (pykoBoguTens npoTokona npodeccop, A-op
men.H. ApeHa doH LLTakensbepr).
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+ 0O6cepBaUMOHHbIN (HabnrogaTenbHbIN) KIUHUYECKU WCCeAoBaTeNbCKUM MPOTOKON
ALL-REZ: B 3TOT npoTokon OepyT BCEX MAUMEHTOB C PELUMAMBOM, KOTOpble He MpoxogsaT
neyeHue B BbILLE NEPEeYNCIIeHHbIX MPoToKomnax. K HUM OTHOCATCS, Hanpumep, 4eTU U NOAPOCTKM
B Bo3pacTe A0 18 neT, y koTopbIx Npon3oLwén BTopor peumans. O6cepBaLMOHHBIM MPOTOKOSIOM
pykoBogouT npodpeccop, O-0p Med. Hayk ApeHa doH LUTtakenbbepr (otoeneHve petckom
OHKOIOTUM 1 remMaToriorMm yHMBepCUTETCKON BepnmnHCKON KnMHukK LLapuTa).

anéM HOBbIX NMauMeHTOoB B cCrnenywLline mnccrnenoBartesibCkme npoToKOonbl Obin 3aKPbIT YyXe
HEKOTOpoe BpeMA Hadaa U B HAacTodLlee BpeMA 3TN NPOTOKOS1bl NPOXOAAT 3Tan KOHTPOJSIbHOro
HabnoaeHns unu aHanusa pe3ynbraTtoB:

* Wccneposatenbckun npotokon AIEOP-BFM ALL 2017: ¢ cepeaunHbl 2018 1. no mapt 2024
. B MEeXOyHapoAHbI MCCnegoBaTenbCckuii npoTokon Gpanu geten un nogpoctkoB ¢ OJJ1,
KoTopble 3abonenuv Bnepeble (T.e.nepBuyHbIe NauneHTsbl). Ona getenc popmon 6onesHun "npe-
B-knetounbini (B-111) OJ1JT" Habop 6bin 3aBepwéH yxe 31 aerycta 2023 roga. B otnuuune ot
npegblaywmx nccriegosartensckux npotokonos (AIEOP-BFM ALL 2009) no aTomy npoTtokony
Takke Nnevyvnu MrafeHueB MepBoro roga XusHu. B nportokone pabotanu MHorve AeTckue
KNHUKM No Bcew lepmaHun, a Takke B Apyrux ctpaHax Esponbl, B M3paune n Asctpanuw.
PykoBoauTtens - npodeccop, foktop Med.H. MaptuH LWpanne (yHuBepcuTeTcKast KnuMHuKa
denepanbHor 3emnu LLnessur-lonewteniH, ropog Knne). BaxxHoe yTouHeHue: B Hacmosiuee
8pems uccriedogameribCKUll MPOMOKos Haxodumcs Ha amarie nocredyruwea2o HabmooeHUs.
lMocne amoeo npolidém aHanu3 u oueHKa pe3ysibmamos.

* WccnepoBatenbckun nporokon EsPhALL2017 /| COGAALL1631: atoT MexayHapOaHbIn
MYNbBTULEHTPOBBIN MCCNeaoBaTenbCknii NpoTokon no nevenunto OJJ1 y geten M nogpocTkoB
C NOMNOXMTENbHON brnagensUNcKon XpoMOCOMOR (Bo3pacT naumeHToB: 1-21 rog) pabotan
c 15 gauBapss 2019 r. no 30 ceHTs6pa 2024 rogpa. B wuccnepoBaTenbckoM NpPOTOKOME
paboTanM MHOrOYMCIEHHbIE AETCKME OHKONMOIrMYeckue KNunHUKM B FepmaHum n 3a pyGexom.
Hay4yHo-nccnegoBatenbCkmMi LIEHTP NpOToKona B [epMaHMM HaxoguTcs B YHUBEPCUTETCKOM
KnuHuke denepansHon 3emnu Lnessur-lfonbwrerH (kamnyc B ropoge Kunb), pykoBoguTernb
npodeccop, o-op mea.H. N'yHHap Kapuo. BaxxHoe yTouHeHue: rocrie 3agepuweHusi pabomsi
MPOMOKOJ/1a HOBbIX NauUeHmMo8 peaucmpupyrom 8 ne4yebHbiti peaucmp ALL-BFM-Register.

Mone3Hoe yTo4YHeHue: uccriegoatenosckun npotokon AIEOP-BFM u uccnegoBaTenbckui
npotokon COALL pa3spaboTaHbl Anst 04HOM U TOW Xe rpynmbl NauueHToB (MepBUYHbIE NAUMEHTDI C
aunarHosom OJ1J1, Bo3pacTt ot 0 40 nonHbIX 17 NeT, unn CooTBETCTBEHHO OT 1 roga A0 NonHbIX 17
NeT), OHU MUHUMarbHO OTNINYAKNTCS APYr OT Apyra. KnuHWKK, B KOTOPbIX Nlevartcsa 4eTW 1 MOAPOCTKU
¢ OJ1J1, camu BbIBMPAlOT, NO KAKOMY U3 3TUX NPOTOKOSOB OHM crneumanuanpytotces n pabortatot. C
anpens 2022 roga HayYHo-uccnegoBarensckas rpynna CoALL npucoegnHmnach K Apyrum BOCbMM
Hay4HO-UCCneaoBaTENbCKUM rpynnam B paMmkax MexayHapogHoro koHcopumyma ALLTogether. Bee
aTn 9 rpynn NpMHMMALOT yyacTue B uccrnegosatensckon dase |l HoBoro npoTokona.

Takke obpaliaeM BHUMaHWE, YTO OeTeln Co 3penokneTodHon B-dpopmon OJ1JT nevaT no gpyromy
NPOTOKOMY, @ MMEHHO MO MPOTOKOMY AMs MaLMeHTOB CO 3pernovt B-kneTouHOW HEXOMXKUHCKON
NMMAOMOWN ( HEXOOKKUHCKUE STUMGOMBH).
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MmaBHas Lenb Bcex UccnenoBaTenibCkMX MPOTOKOMOB — MOBbIWATh 3hEKTUBHOCTL NEYEHNS
neten ¢ anarHosom OJ1JT 1 0gHOBPEMEHHO CHMXAaTb OCMOXHEHUSA N NOBOYHbIE 3PdeKTbl OT
nevenusi. Bnarogaps nccnenoBaHWaM, KOTOPbIE COMPOBOXAAKT 3Tan MHTEHCUBHOW Tepanuu,
HakannmMBaeTCs ONbIT U HOBbIE 3HaHWSI 0 6one3Hn. C y4EToM 3TON MHOPMAaLMKN CheLnanmncThbl
Haxoa4siT HOBble NOAXOAbl B NlIeYeHNM U pa3pabaTbiBatoTC HOBbIE MPOTOKOSbI.

10. Kakue WwaHCbI BbINIEYUTLCH OT OCTPOro
numcobnacTHoro nemkosa?

BepoAaTHOCTb  BbINEUATLCA (BpadyM TrOBOPAT B 3TOM Crfiydae O [MPOrHO3e) OT OCTPOro
nnmdpobnactHoro newnkosa (OJIJT) y pgetem M nogpoCTKOB 3HAYUTENbHO Bblpocna 3a
nocnegHue copok net. bnarogaps cOBpeMeHHbIM MeTodaM B OMArHOCTUKE WM MHTEHCUMBHBLIM
CTagaHTM3NPOBaHHBIM KOMBMHMPOBAHHBLIM CXEMaM XMMUOTEPanUM MOXHO BbinednTs okorno 90%
AeTen n nogpocTkoB (06 3ToM roBopAT uudpbl 10-neTHen n 15-neTHen BbbkMBaeMoCTU (TO eCTb
ecnn pebéHok npoxumn 10-15 neT ¢ MOMEHTa NOCTAHOBKU AuarHo3a M y Hero HeT peunamnea, OH
cunTaeTca 300poBbIM). [103TOMy OCTpbIN MMMEOONACTHBIA NENKO3 CEerogHsA OTHOCUTCST K Yncry
Hanbonee naneynmbix HOpM paka.

Ho ecnn y pebéHka HebnaronpusaTHble nposHocmuyeckue ghakmopsi (Hanpumep, korga 6onesHb
Mnoxo oTBeYyaeT Ha nevyeHue, y pebénka Bug OJ1JI, KOTOPbIN TSHKENO NEYUTCS), TO LUAHChl Ha
BbI3gopoBneHne 3HaduTenbHo MmeHble 90 %. Oaxe ecnu geten nedar 6onee WUHTEHCUBHbIMU
Kypcamu XxuMuoTepanumn. 3TO Takke OTHOCUTCA K AeTAM B Bo3pacTe Ao 1 roga wunu ctapiue 10 ner.

ExerogHo B [epmaHum npumepHo y 90 4venoBek m3 Tex 550-600 geten M NOAPOCTKOB, KTO
Bnepsble 3abonen OJIJ1, HacTynaeT peunaus. To eCTb 3TO Kaxabl cefbMon pebéHok. OBbIYHO
peuyudue GbIBaeT B NepBble ABa-TPW rofa nocre NoCcTaHOBKU ANarHo3a, B KparHe pegkmnx cryvasx
- nocne nsatu net. Ecnn HacTtynaet peuvaue, TO LUAHCHI BbINEYUTLCSA MPUHLUMUMMANBHO HUXE,
yem y geten Ge3 peumamBa. XoTa y 4acTu OeTer C peunamBOM MOBTOPHOE JieveHue OaéT
xopowun pesyneratr. Cpeau aeten n nogpoctkos ¢ peunamsom OJJ1 yaaétca soineunts 50-60%
(cneuwanncTbl roBOpAT, YTO NATUIETHASA BbiXKMBAaeMOCTb cocTaBnsaeTr 50%-60%). CoBpemMeHHble
nccregoBaTtenbCkue NPOTOKONbI NN uccriedosaHust onmumu3ayuu meparnuu CTPEMSTCA HanTh
HOBble MOAXOAbl B fI€4EHUN, YTOObI YMyYLMTb LWIAHChl Ha BbI3AOPOBIIEHME B TOM YuUCre U Tex
NauMeHTOB, MPOrHO3 KOTOPbIX CEFOAHSI CHUTAETCA HEGNAronNpUATHLIM.

Heobxoanmoe 3ame4vaHue: Korga Mbl Ha3biBaeM NPOLIEHTLI BbI3OOPOBEBLLMX AETEN, 3TO 3HAYMT,
YTO Mbl AAEM TONbKO TOYHYIO CTAaTUCTUKY MO 3TOM hopme paka y geten. Ho Hukakasa cratuctuka
He MOXeT npeackasaTb, BbI3AOPOBEET KOHKPETHbIN pebéHok, unu HeT. Jliobol neikos, Aaxe
ecnn y pebéHka ecTb onpegenéHHble ornaronpuTsHble akTopbl, UMM HA0OOPOT, ECTb HEKOTOPLIE
HebnaronpusaTHble bakTopbl, MOXET NPOTeEKaTb abCOMNOTHO HENpeackasyemo.
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nepecagka OOnMbHOMY CTBOMOBLIX KMETOK [OHOpa. YCnoBueM
ANs annoreHHoW TpaHchnaHTaumMM sBRAsieTcs MakcumarbHast
TKaHeBasi COBMECTMMOCTb [JoHopa u ©GonbHoro. CTBOMNoBbie
KINeTKN Nosy4atoT U3 KPOBW MW KOCTHOFO MO3ra.

T.e. MeguumuHckoe obenyxnBaHne 6e3 NomHoOM rocnuTanmM3aumm.
B amarHocTtuyeckux n nevebHbiX Lensx nauueHT He OocTaéTtcs
Ha HOYb B MEAMLIMHCKOM YyYpeXAEeHWU, a MOXET B TOT e AEHb
yXoauTb OOMOW.

ncropua 6onesHu

MasioOKpOBME; CHWXKXEHWE KOHLEHTpauuuM KpacHOro mnurmMmeHTa
KpoBW (remornobuHa) u/mnu cogepxaHus KpacHbIX KPOBSHbIX
Teney (9TOT MoKa3aTenb Ha3blBAeTCA ,reMaToKpuT®) Hmke
YPOBHS, 3aBUCUMOrO OT BO3pacTa.

HacneacTBeHHOe
XapakTepHbl Mporpeccupylolas  HegoCTaTO4HOCTb  KOCTHOrO
MO3ra, XpoOHMUYeckast aHeMu1s 1 NOBbLILLEHHbIN pUCK 3aboneBaHns
pakom (npexge BCEro OCTPbIM MWUEenobnacTHbIM FIeNKO30M).
Ona ©GonbHbIX Takke XapakTepHol AedekTbl B PasBUTMU
ckeneta (Hanpumep, ManeHbKUn POCT, HeMpaBuibHOE pasBuUTUe
fonbworo nanbua n Kucten pyk). AHemmnss PaHKOHU OTHOCMKTCA
K CMHApPOMaM paka, KOTopble MOXHO yHacnegosaTb. Ha yposHe
KNeTkn HabngaeTcs CKMNOHHOCTb XPOMOCOM K MOMOMKaM,
KOTOpble BEAYT K U3BMEHEHUsIM XPOMOCOM. T.e. C HUX HaunHaeTcs
NOMOMKa KOHTPOSS KNETOYHOro LmKkna.

3aboneBaHve  KpoBM, ONs KOTOPOro

cybecTaHumn  (Benku), KoTopble doopMupyeT  cobcTBeHHast
MMMYHHasi CMCTeMa OpraHuMama Kak 3allWUTHYI peakuuio Ha
nonaslIMe B OPraHW3M MWHOpPOAHble YacTWulbl (aHTUreHbl),
NPULIENbHO HaNpPaBnss UX MPOTUB NMPOHMUKLLETO aHTUreHa.

3anporpaMmupoBaHHas CMepTb KNeTkn. ITo hopma KNeTo4HON
CMepTW, KoTopasi 3amnyckaeTcs pasfMyHbiMU MexaHu3mMamu B
CaMOW KneTKe, Hanpumep, ecnu Kretka cTapeeT, Unn ecnv oHa
paspyliaercs (13-3a npyémMa LUTOCTaTMKOB, 0bnyyYeHnsa n T.0.).

nogrpynna numMdountoB. OHM MOMHOCTBIO  KOHTPOMNMPYHOT
npouecc BO3byauTenen
BblpabaTbiBas cneumnduyeckme aHTuTena.

pacno3HaBaHusi bonesHen,

opraH nuMmdaTtMyeckon CUCTEMbI, PACMOSIOKEHHbIA  HUXE
LNTOBUMOHON >ene3bl. OTO YacTb WMMYHHOW CUCTEMbI
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opraHnama. OcobeHHO B EeTCTBE OHa BaXKHa 41151 POPMUPOBaHMUS
cuctemMbl UMMyHUTETa. C HacTynneHMeM NonoBOro Co3peBaHust
TEpSIET CBOO POfb U 3HAYEHME.

WH(EKLMOHHAA YacTuua 6e3 cobCcTBeHHOro obmeHa BeLLecTB,
KOTOpasi pa3aMHOXaeTCH 3a CYET KIETOK X03sIMHa 1, Kak NpaBuio,
Bbl3blBaeT y HMX BonesHb (B NaTMHCKOM si3blke CIOBO ,BUPYC®
O3Ha4aer ,cnm3b’, ,94%)

npmém npenapatoB (LMTOCTaTUKM) B OCODOO BbICOKMX [03aX,
KoTopble 6nokMpyloT pocT KneTok. [pu pake MX MCMONb3yioT,
YTOObl YHNUTOXWTB BCE OMyXOneBble KNeTku. T.K. OQHOBPEMEHHO
B KOCTHOM MO3re paspyLluaeTcsi KpOBETBOpHasi cuctema, cpasy
3a BbICOKOAO3HOW XMMMOTEpanuen npoBOAUTCHA Mepecagka
COBCTBEHHbIX UMW  OOHOPCKMX CTBOMOBLIX KIETOK KPOBWU
(ayTomornyHas wnuM annoreHHas TpaHcnnaHTaums KOCTHOro
Moa3ra).

eOouHMLa HacneacTBEHHOCTM B XPOMOCOMax. JTO  y4acTok
MOreKyrnbl ge3okcupnboHyknenHoBon kncnotol (AHK), koTtopbin
COLEPXUT MHAOPMALMIO O CTPOEHUU OZHOrO OnpedenéHHoro
benka.

T.€. CBA3aHHbIN C reHaMu, C HaCNeACTBEHHOCTLIO; BPOXKAEHHbI

OYeHb BbICOKAs KOHUEHTpauusi NEeNKOUUTOB B KPOBW, KOraa B
Mukponutpe kposu Gonbwe 100.000 nerkounTtoB. B HOpme y
yenoseka JomkHO 6bITb 0T 5.000 oo 8.000 nenkoumToB.

nogrpynna ©Genbix KpoBsHbIX Tenewu (nenkoumtoB). OHM
OoptoTcs, npexge Bcero, ¢ OaktepusmMm u  C  Opyrumu
BO3OyauTensiMm GonesHen (BUpycamu, napasutamu, rpyuodkamm).
Takke rpaHynounTbl 3a4eNCTBOBaHbl B MPOTMBOANNEPrMYECKnNX
1 NPOTUBOBOCNANUTENbBHbBIX PEAKUMAX OpraHn3Ma 1 CBS3bIBaT
npoueccbl HarHoeHusi. OHM cocTaBnsloT okorno 60-70% Bcex
nenkoumtoB kpoBu. [lo dopme sagpa, N0 MUrMEHTY, a
Takke MO 3agjadvaM, KOTOPblE€ OHW BbLIMOMHSAKT B OpraHv3me,
rpaHynouuTbl pasgensloT Ha Tpu MOArpynnbl: HENTpOdUnbI
(90%), s03nHOPWNbI (2-4%) 1 Gasodunbl (1%). Hentpodunel
OoptoTcs, npexae Bcero, ¢ MHpeKkunsimMm.

BaXHble XapaKTepucTuku CTPYKTYpbl (aHTUreHHble
XapaKTePUCTUKUN KPOBU) KOMMOHEHTOB KPOBY (Hanpvmep, rpynmbl
kpoBu no cucteme ABO); oHM, Kak npaBuno, cTabunbHbl U
Haxo4saTCs Ha MOBEPXHOCTHOM MeMbpaHe KIeToK KPOBU U ApYTuX
KneTok TkaHel. [Nepen KkaxabiM NepenuBaHMEM KOMMOHEHTOB
KPOBW, HampvMep, Yy MNauneHTOB C JIeMKO30M Wnv aHeMuen,
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AedekTbl UMMyHUTETa

AnarHoctn4yeckasa
Busyanusaumsa

I/IMMyHOJ'IOFI/I‘-IeCKI/lﬁ

UMMYHOEHOTUNMPOBaHUE

MHTpaTeKarnbHada
XnuMmumortepanud

MHGEeKUMS

ncenenoBsaHnA
onTuMmnsaunm Tepanum

HeobX0QUMO KOHTPONMPOBaTb COBMECTMMOCTb TFpYMnbl KPOBU
OOHOpa, 4YTOObl He MPOU3oLINO peakuun OTTopxeHusi. [pu
HECOBMECTUMOCTU KPOBM NMPOUCXOAUT CKIENBaHUE 3pUTPOLUTOB,
Korga Mx CMELUMBAKT C CbIBOPOTKOM KPOBW OPYroro 4erioBeka
(peakuus ,aHTUreH-aHTUTENO®).

BPOXOEHHBIN NN NPUOBPETEHHBIN COOM MMMYHHOW CUCTEMBI,
KOTOpbI  MPMBOOUT K OCrabrneHnto  MMMYHHOro  OTBeTa
cobcTBeHHOrO opraHvama. B pesynbsrate conpoTMBNAEMOCTb
opraHnama K pasnuyHbiM MHEKLMSM He SIBMSIETCS ONTMMarlbHON,
TO €CTb OHa HefoCcTaToYHa.

3TO AuarHoctuka, Kotopasd [ndaéT CHUMKM (n3obpaxeHue)
BHYTPEHHMX yacTen Tena. K Takum mMeToAam
uccrnegoBaHWst  OpraHuMama  OTHOCATCs, Hanpumep, Y3 u
PEeHTreH, KOMMboTepHas Tomorpadusi, MarHUTHO-pe3oHaHCHas
TOoMOrpaduns n cUUHTUrpadus.

T.e. CBfI3aHHbIN CO CTPYKTYPOM W YHKUMAMU MMMYHHON
CUCTEMBI OpraHMama (3alLMTHOM CUCTEMbI opraHmamMa). O3Havaet
MEeXaHN3Mbl pacrno3HaBaHNs YyXabIX 1 COBCTBEHHbIX BELLECTB U
TKaHeWn, a Takke MexaHW3Mbl 3aLUMTbl OpraHnM3ma.

3TO MeToA AMarHoCTWKKU, Korga npy MOMOLLUM MOHOKIOHAsbHbIX
Ten W ApyrMx 30HO0B CheuManucTbl UWYT onpeaenéHHble
Oenkn (aHTUreHbl) Ha NOBEPXHOCTM KreTok. Yauwie Bcero ans
onpegeneHvss onpefenéHHblX aHTUreHOB WCMOMb3yT MeToq
NPOTOYHOMN LIUTOMETPUMN.

9TO BBedeHVe npenapaTtoB, OMOKMPYHOLLMX POCT  KMEToK
(uMTOCTaTUKN) B CMMHHOMO3rOBOW KaHan (MPOCTPaHCTBO C
NIMKBOPOM), B KOTOPOM HaxogmMTCsl CMMHHO-MO3roBasi XWAKOCTb
(nvkBop).

NMPOHUKHOBEHNE  MemnbYalliMx  OpraHu3moB  (Hanpumep,
OakTepuii, BMpYycOB, rpuOKOB) B TeNO 4YernoBeka, [Ae OHU
HauMHalT pasMHoOXaTtbecs. WHdekumm MoryT pasBmBaTbCs
B pasnuyHble WHAEKUNOHHblE 6ones3Hn B 3aBMCMMOCTU OT
OCODEHHOCTEN MMWKPOOPraHM3MOB W peakuum UMMyHUTeTa
opraHusma.

KOHTPONUpyeMble KNMHUYeCKne uccrieqoBaHus. MIx uenb - neunts
NauMeHToB Mo nocnegHuM paspaboTkaMm M O4HOBPEMEHHO
noBbiWaTh 3pdEeKTUBHOCTb TepaneBTUYECKUX BO3MOXHOCTEN.
Mpy 3TOM OMNTUMM3ALMUA MEeYEeHUs 3aKMYaeTcss He TOMNbKo B
yNyJlleHUN/yBEeNMYEeHA LLIAHCOB Ha Bbl34OPOBIIEHNE, HO U B
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KneTka

KOMMbloTEpHas Tomorpadns

KOCTHBbI MO3r

nenkouunT

numdartmnyeckas cuctema

n I/IMd)aTI/I‘-IeCKI/Ie y3nbl

numdount

TOM, 4TODbI OrpaHnyYMBaTh NOHGOYHBIE OCNIOXHEHUS U OTAANEHHbIE
NocneacTBmA, BO3HUKAIOLLME U3-3a NeYeHUs.

camas mManeHbkasi eduMHULA CTPOEHUS U XKU3HELEeATEeNbHOCTU
XMBbIX OpraHu3MOB, Y KOTOPOW €CTb COOCTBEHHbIi OBMeH
BELLECTB, CNOCOOHOCTb OTBEYaTb Ha BHELUHWE pasgpaxuTen,
CMOCOBHOCTE K HEMPOW3BOMIbHOMY  ABWXKEHWIO  Mblwl  W©
pasMHOXeHUIo. Kaxxgasa kneTka CoCTOMT U3 siapa M KIeTOYHOoro
Tena (uuTonnasmbl), a CHapyXu NOKpbITa KNETOYHON MeMBpaHOMN.

mMeToa AMarHOCTUKM MO CHUMKaM, B KOTOPOM WUCNONb3YyHTCA
PEHTFEHOBCKUE Ny4M U KOMMbIOTEPbI A1 TOCNOWHOMO NONy4YeHust
n3obpaxeHnn yactem Tena (TpEXmepHoe un3obpaxeHue,
ronepeyHbI NN NPOAONbHbLIA cpes Tena)

MECTO KPOBETBOPEHMWS; MsArkas rybyatasi TkaHb C CWIIbHbIM
KPOBOCHabXeHWeM, 3anorfHseT BHYTPEHHWE MOMOCTU MHOIMX
KocTen (Hanpumep, B MO3BOHKaX, KOCTAX Tasa, OenpeHHbIX
KOCTsiX, p€bpax, rpyouHe, nonaTtkax u B krounue). B KocTHOM
MO3re U3 KINeTOK-NpeaLlecTBEHHMKOB (CTBOMOBbLIE KIMETKU KPOBU)
BblpacTalT Bce (hOpMbl KNETOK KPOBMU.

Oenble KpoBsiHble Tenbua. Kak KneTkM WMMMYHHOW CUCTEMbI
OHM 3awmwaT OoT BO30yauTenen 6GonesHem u  GoproTca
C WuHpekumamn. OHM  TakKe YHUYTOXKAT  bparMeHTbl
paspyLUEHHbIX KIETOK, CKannMBaroLWmxcsa nocre pacnaga KneTok
opraHuama. K rpynne nenkouMTOB OTHOCHATCS paHynouuTbl
(60-70%), numcpoumntbl (20-30%) n MoHouuTbl (2-6% OT BCEX
nenKkounToB B KpoBu). B OCHOBHOM rnenkounTbl 06pasytoTcs B
KOCTHOM Mo3re. OTOT NpoLEeCcC Ha3blBAETCS NIEMKOMNOI30M.

cobupatenbHbI TEPMUH, KOTOPbIN 0B03HA4YaeT COBOKYMHOCTb
nmdaTnyYecKMx CoCyaoB, CTBOMOB, Y3I10B, TKaHeN (MMMdounThbI
B COEOVHUTENbHbIX TKaHAX, CNU3NCTbIX obonoykax, xenesax) u
numdongHble opraHbl (CeneséHka, MUHAANMHbI, KOCTHbIA MO3T,
BMNOYKOBAs xenesa).

HebonblUMe opraHbl OKPYINoW W OBanbHOW (hOpMbl, KOTOpble
OTHOCHATCS K UMMYHHOW cucTeme opraHmama. OHW HaxogaTcs B
pasHbIX YacTsx Tena n paboTatT UNLTPOM ANIS XKUOKOCTU B
TKaHAX (NMMMdbI) B ONPEeAENEHHON YacTh opraHnama. B Hux xmeyT
KNETKN UMMYHHOW CUCTEMBI.

nogrpynna Oenbix KPOBsHbIX Teneu (newkouutos). Wx
npoun3soaunT KOCTHbIN MO3I, HO A03peBakoT OHM 0 MOJTHOUEHHbIX
KrneTok B NMM@aTnyecknx TkaHax (Hanpumep, B NMdaTnyeckmx
y3nax, CeneséHke, BWINOYKOBOM xenese). [lpoHukas no
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ny4yesas Tepanus

nombanbHas NYHKUNA

MarHMTHO-pe3oHaHCHasA

MO3roBble 060M04KN

MOMEKYNSIPHO-reHETUYECKUI

MONEKYNSAPHbLIN

Hapy>XHbI OCMOTP

HEXOOXKNHCKNEe J'IVIM(*)OMI:I

numdatMyecknm pycriam B KpPOBb, OHM (Tak HasblBaeMble
B-numdountel v T-nuMdouuTbl) OTBEHAKOT 32 WUMMYHUTET
opraHusma u, B 0COOEHHOCTU, 3a aHTMBUPYCHYHO 3aLLUTY.

KOHTpOnnpyemoe npuMeHeHmne NoHmn3npyruwlero nsnyyeHna gna
neYeHns 3roKkavyecTBeHHbIX 3aboneBaHnii

MPOKON B MNO3BOHOYHOM KaHare B HWXHEeW 4acTu ChnvHbl AN
B3ATUS CMUHHOMO3IOBOMN >XWAKOCTM (NWKBOpA), Hanpumep, Ans
uccnegoBaHns, ecTb N B HeW OnyxoneBble KNeTku, Ans
BBOAA NeKapCTB HEenocpeacTBEHHO B CMWHHOMOS3TOBOW KaHarn
(MHTpaTekanbHoe feveHne) Unu ANA CHUXKEHNS AaBrneHns.

MarHUTHO-pe3oHaHcHasi ToMorpadusi - MeTof AWarHOCTUKUA Mo
cHuMKkaM. OYeHb TOYHbIN MeToq UccreqoBaHnsa ANs nonyyYeHus
n300pakeHss BHYTPEHHMX TKaHelW W OpraHoB, B KOTOPOM
He ucnonb3yetcs uanydeHne. C MOMOLLBIO MarHUTHbIX Monei
ckaHupytoT Teno. MonyyYeHHbIe CHUMKM O4EHb XOPOLLIO NMOMOraroT
OLIEHWUTb COCTOSIHME OPraHoOB 1 NPOU3OLLEALLINE B HUX U3MEHEHNS.

criov coeauHUTEmNbHbIX TKaHeW, KOTopble MNOKpbIBAOT MO3r
n 3sawmwatot ero. Ceepxy K TpEM o006OMOYKaM rOfIOBHOMO
MO3ra nNpUMbIKalOT KOCTU 4Yepena. CnNMHHOM MO3r MOKpbIBaeT
oborno4vka CNMHHOrO MO3ra, Takke COCTOsALWAaa U3 TPEX CroeB.
OHa oxBaTblBaeT ocTanbHble 06MacTy LEeHTparnbHOW HepBHOM
CUCTEMDbI.

T.e. CTPYKTypa, BO3HMKHOBEHWE, pasButMe, QYHKUMUN U
B3aVMOOENCTBME KINETOK W 3NEMEHTOB KMeToK (Hanpumep,
HYKNEWHOBBLIX  KWUCMOT, MPOTEMHOB) paccMaTpuBaeTcs Ha
MOMEKYNsapHOM  ypoBHE. AHanu3unpyeTcs HacrnegcTBeHHas
UHopmaums B HyknenHosblx kucnotax (QHK n PHK); a takxke,
KaKk aTa HacnegcTBeHHas uWHdopmauns obpabaTbiBaeTca B
npouecce cMHTe3a 6enka n perynsauum reHHON akTUBHOCTH.

T.€. CBSA3aHHbIN C MoneKkynamu.

3TO BaXKHbIl 3MEMEHT AMarHoCTUYECKOro uccregosBaHus. Bpau
NpoCnylWMBaeT ONpedenéHHble opraHbl W OLWYNbiBAaeT UX
(nanbnauus), npoBepsieT onpeaenéHHble pedunekcbl, YToObI
OUEeHUTbL BuA 3aboneBaHWs WM MOMYYUTb TMOKAa3aHWs, Kak
3aboneBaHune NpoTeKaer.

bonbLuas rpynna 3MOKa4YeCTBEHHbIX 3abonesaHui
nMMmdaTnyeckon CUCTEMbI, OCHOBHbLIM CUMMTOMOM SIBMSIETCA
yBenuyeHme nuMmdaTnyecknx y3rnos. HexooXKMHCKue numd oMbl
(HXJ1) otHocATcA K 3nokavyecTBeHHbIM nuMdomam. OHu
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obny4yeHue

nepennBaHne Kposun

NporHo3

NporHocTnyeckme gakTopbl

NYHKUMNA KOCTHOIo Moara

pagnauus

paHgoMusaums

pemuccuna

COCTaBIsAOT MPUMEPHO 7 % OT umucra BCEX OHKONOrMYECKUX
3aboneBaHuii y AeTei U NoAPOCTKOB.

KOHTpOInnpyemoe npuMeHeHne NoHn3npyruwlero nanyyeHnd onad
neyeHns 3roKkavyecTBeHHbIX 3abonesaHni

BBedeHne  6GOnMbHOMY  LENbHOW  KPOBWM  AOHOpa WM
€€ KOMMOHEHTOB (Hanpumep, SpUTPOLMTAPHOW  Macchl,
TpoMboLnTapHON Macchbl).

oXxugaemoe TeveHne GonesHwu, npeackasaHve BEepOATHOCTU eé
naneyeHuns/LiaHcbl Ha Bbl3OpOBIIEHNE.

(hakTopbl, N0 KOTOPLIM MOXHO NMPUMEPHO OLEHUTbL OanbHENLWnia
xon 6onesHn

3TO Takas npouegypa, korga obpasel, TKaHW KOCTHOrO Mo3ra
BepyT Ans nccnegosBaHus U CMOTPAT, €CTb N Tam OrnyxorneBsble
knetku. lMyHKumMA (T.e. Mpokon) Aenaetca cneumanbHON TOHKOW
nonon urnon. XMakKMn KOCTHbIA MO3r HabupaeTca B LNpuTL
nmMbo u3 KOCTU Ta3a (Bpayu roBOpPAT O MOAB3AOLLHOW KOCTW),
nnbéo wn3 rpygHorM KocTu (Bpaun roBopsaT o rpyauHe). Letam
bonee craplwero Bo3pacta nepeq NyHKUMEN AenatT MECTHYIo
aHecTesnto, TO ecTb 06e3bonmBaloT TO MecTo, oTkyda byayT
OpaTb KOCTHbIN MO3F; WHOrAa [OOMOMHUTENbHO AaloT NErkun
YCMOKOUTENbHbIN npenapar (Bpayu roBopAT B 3TOM criyyae o
cegaumn). letam mnaglwero Bo3pacta B HEKOTOPbIX CUTyaLMsX
MOXeT NoTpeboBaTbCs KpaTKOBPEMEHHbLIN HAPKO3.

n3nyyeHne, KOTOpoe BO3HMKAET B pe3ynbraTte pacnaja (S4epHoro
pacnaga) paguMoakTuBHbIX cybcTaHumn. CM. "pagnoakTMBHOE
nany4veHune"

3TO (CTaTUCTUYECKMI) MpOLECC CryvaHOro pacnpegeneHus
NauneHTOB B SKCMEPUMEHTArbHYIO U B KOHTPOSbHYIO rpynny B
uccrneaoBaTenbCKOM MNPOTOKONe nedeHus. bnarogaps Takomy
NPOW3BONbLHOMY pacnpeaeneHnto NauMeHToB B rpynbl flie4eHust
cneunanucTbl  CTPEMATCS  UCKMKOYUTL  CUCTEMHbIE  OLLUMGKU
ANs nocrnegyoLwero aHanvsa vccrneaoBaTenbCKUX MPOTOKOMOB
neyeHus.

BpeMeHHoe ocrnabneHue unm ncHe3HoBeHNe CUMNTOMOB 60ne3Hu
(3nokayecTBeHHOro 3aboneBaHust), HO ewWwé He MonHoe
BbI3JOPOBIEHME.
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pEeHTreH

PEHTreHOBCKOoe U3nydeHne

peuenTop

peunaus

CBEpTbIBaHME KPOBU

CUMIMTOM

cnHapom bnyma

MeTo, AMArHOCTMKM MO CHUMKaM, B KOTOPOM MCMOSb3YHTCH
PEHTreHOBCKUe Nydu ANns nony4yeHus M3obpaxeHuin opraHoB unu
onpeaenéHHbIX YacTel OpraHoB.

paguoakTuBHOE W3ny4veHue, Boratoe sHepruen, C MOMOLLBIO
KOTOPOro MOXHO MpocmaTpuBaTb TBEPAbIE NPeaMETHI U KUBble
opraHuamebl. MpocBeuvnBasi onpeaenéHHble y4acTku Tena, nyyu
B 3aBMCUMOCTM OT TKaHW C pPasfM4YyHOM YyBCTBUTENbHOCTbIO
NpoeuupyloTcs Ha crneumanbHylo MAEHKY U OaloT AByXMepHoe
n3obpaxeHue.

ocobas CTpykTypa B OpraHuame, KoTopas BOCMPUHUMAET
pasgpaxeHue u oTBevaeT 3a MHgopmaLmnio Mexay opraHu3amMom
W BHELHeN Cpedon, unu Mexay KneTkamum B opraHu3me.
Takol CTpyKTYypOW SABASIIOTCS, HAanNpuMep, KNeToYHble peLenTopsbl,
KOTOpble MOCHINAalOT B HEPBHYD cUCTeMy WHdOpMauMio o
BHELUHEM pasgpaxeHun (Hanpumep, O 3anaxe, BKyce, CBeTe,
ugete, gaeneHun) . Peuentopamu Takke MOryT HasblBaTbCHA
MONeKynspHble CTPYKTypbl (Benku nnun komnnekcobl 6enkos) Ha
NMOBEPXHOCTU KMETKN Mnmn BHYTpu kneTkn. OHu cneumndumyeckm
NPUCOEOUHSIOTCA K onpedenéHHbIM CUrHanbHbIM BellecTBam
(Hanpumep, ropmoHam, HevipoMeauaTopam) WM nepeparT MX
B KNETKYy WM BHYTPU KNAETKM. ITOT Mpouecc Bbi3blBaeT
BHYTPM KNETKM KaKyl-TO peakumio, HanpvMmep, HauuHaeT
BblpabaTbiBaTbCH KaKoe-TO XMMUYECKOoe BeLeCTBO, UMW KreTka
Ha4MHaeT AennTbes (BMoXMMnYecKkne CUrHanbHble MPOLECChI).

BO3BpaT 6onesHn, NOBTOpPHOE 3aboneBaHue nocrne
BbI3OPOBMEHUS.

rnoatanHoe MpeBpaLleHne XWAKOW KpoBM B Cryctok. [pouecc
CBEpPTbIBaHWS 3aBuMCMT OT ©GanaHca/paBHOBECMS  pasHbIX
akTopoB (dhakTopbl CBEPTbIBAHWSA KpPOBM, TpombouuTapHble
hakTopbl CBEPTLIBAHMS).

npu3sHak 6onesHn, kak bonesHb NposiBNseTCs

9TO pegkoe HacneacTBeHHoe 3aboneBaHve. XapaKTepHbIM
ABNATCH HapyLleHUs pocTa YerioBeka, NoBbllLeHHas CBETOBas
YyBCTBUTENbHOCTb a3, npobnembl C  EPTUNBLHOCTbIO,
MOBbILWEHHas YSA3BMMOCTb K MHMEKUMSAM W MOBbILLEHHAs
npeapacnonoXeHHOCTb K paky (Nenkosbl U CONUAHLIE ONyXonu).
Y nauueHToB C 3TUM CUHAPOMOM YXe B NepBble ABa roaa >X1sHu
NosIBNATCS pa3Hble ONyXomnu, KOTopble peako ObiBatoT y ApYyrux
nogen. NMoatomy cuHapom briyma oTHOCUTCS K HacneaCcTBEHHbIM
OMNyXoneBbIM CUHAPOMaM.
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cuHgpom JayHa

cnHgpom Jin-dpaymeru

CMHOPOM Nnn3nca onyxosm

T-numdount

TUPO3NHKNHa3a

TpaHcnnaHTaumna
CTBOJ10BbIX KITETOK

BpoXaEéHHoe 3aboneBaHue. OHO NPOSBMSETCS B HapyLleHUn
pasBUTUS OpraHoB M TKaHeW, B YMCTBEHHOW OTCTanocTu, Mo-
pasHOMY Bblpa)XEHHOW Y pa3HbIX fogen, B OTCTaBaHUM pocTta 1 B
HenpaBWITbHOM Pa3BUTUUN BHELUHMX AaHHbIX Ha nvue. Y geten ¢
cnHgpomom [layHa puck 3abonetb pakoM, 0COGEHHO NenkemMuen,
Bbile, 4YeM y apyrux geten. CumHapom [layHa BOHMKaeT u3-3a
N3MEHEHNS B XPOMOCOMHOM Habope: B KaXdO0MN KreTke YyernoBeka
B 21-011 Nnape XpOMOCOM MMEETCS TPU XPOMOCOMbI BMECTO [BYX.

3TO CEMEWHbIN  pakoBbli  CUMHAOPOM,  KOTOPbIA  MOXET
nepegasatbcs No Hacneactey. OTnMYaeTcs Tem, YTO B CEMbSX
C 3TUM CUHOPOMOM MOBbLIWAETCA PUCK 3abonetb CONUAHOMN
onyxonbto. Y Aeten n nogpoCTKOB Yallle BCEro MOryT BO3HMKaTb
pak HaAno4Ye4YHUKOB 1 CapKOMbl MSAMKMX TKaHeN, a Takke Nenkosbl
1 onyxornu Mo3ra. Y B3pOoChibiX NOBLILLAETCS PUCK 3aboneTb pakom
KOCTen (ocTeocapkoma), MOMIOYHOM Xerne3bl U pakoM NErkmx. Kak
npaBuno, y HUX MyTuUpyeT reH p53, KOTOpbIN Ha3blBalOT reHOM
Cynpeccopom onyxonen.

3TO U3MeHeHne B o0OMeHe BeLWEeCTB, KOTOpOe HacTynaer
n3-3a paspylleHnsa OBOonbLUOro KOMMYecTBa 3r10Ka4YeCTBEHHbIX
(pakoBbIX) KNETOK Mocrie Kypca xvMmuoTepanvu. YBenuumBaercst
KOHLIEHTpaLmMa MOYEeBOM KMCNOTbl, Kanuga, docdopa, B
CbIBOPOTKE KPOBW CHWXKAETCS YPOBEHb KanbUusi — B pesynbrare
HapyLwaeTcsa paboTta noyek.

noarpynna numcoumTtos. OHM CO3peBalOT B BUNOYKOBOW Xernese
(TMMyCe) 1 urpatoT BaxkHyl0 porib B TakK Ha3biBAaeMOM KIETOYHOM
MMMYHHOM OTBETE: 06eCneYnBaloT NPSMYHO 3aLLUTy OT BUPYCHbIX
N rPUBKOBBIX MHPEKLNIA 1 PETrYNNPYIOT aKTUBHOCTb APYINX KNETOK
UMMYHHOW CUCTEMbI (Hanpumep, rpaHynoLnToB).

3TO 9H3UMbl (hbepMeHTbl) M3 Kracca MpOoTEeUNHKMHa3bl. OHu
OTBEYalOT 3a [OCTaBKy CUrHarioB BHYTPU KIETKM U BaXHbI
BO Bpemsi 3MOPVMOHArnbHOrO pa3BUTUS OpraHusma, a Takke BO
BpEeMS BOCCTAHOBMEHUS (pereHepaummn) u nogaepkaHns TkaHemn
B paboyem cocTtosHun. Ecnu nx pabota HapyLueHa, To 3TO MOXeT
OblTb OOHOM W3 MPUYMH, U3-3a KOTOPOW B TOM 4YWCIE MOXET
BO3HMKaTb pak. 3agaya TMPO3UHKMHA3bl COCTOMT B TOM, YTOObI Ha
XMMUYECKOM YPOBHE MnepeHocuTb docdaTbl Ha aMUHOKUCHOTbI
Tupo3unHa gpyroro 6enka. Takum obpasom okasbliBaeTcs 6onbluoe
BMMSIHWE Ha paboTy BHYTPUKNETOYHOro Benka.

nepecagka CTBOMOBbIX  KMETOK  KPOBM  Mocre  3rana
NoAroTOBUTENbHON  XMMUOTEpanuu, Jyy4eBOW Tepanuu unu
UMMYHHOCYNpeccun (T.e. NOAaBMNEHNS UMMYHUTETA) Y NauueHTa.
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TpombouunT

yneTpasBykoBoe

XnMmnotepanuma

XPOMOCOMHblE

LeHTpalnbHaaA HepBHaaA
cucrema

LMTOMOpPdOnornyeckuin

LUMTOPEAYKTUBHbII

LUNTOCTaTUK

CTBOMOBbIE KMETKM MOMYy4alT U3 KOCTHOMO MO3ra Wiv KpOBMW.
B nepsom cny4ae npouenypa HasblBaeTcs TpaHCnnaHtauuen
(nepecagkoil) CTBOMOBbLIX KMETOK KOCTHOTO MoO3ra, a BO
BTOPOM — TpaHCNnaHTaumen (nepecazkon) CTBOMOBbIX KNETOK
nepugepunyeckon Kposu. B 3aBMCMMOCTN OT TOrO, KTO ABRSIETCS
OOHOPOM, TpaHcNnaHTaums ObiBaeT ABYX BUOOB — anforeHHasi 1
ayTonormyHas.

KNETKM KPOBM, KOTOPble OTBeYalT 3a eé cBépTbiBaHue. [lpu
paHEeHMN CTEHKN KPOBEHOCHbIX COCYA0B AeNatTCs C UX MOMOLLbIO
HenpoHVLaeMbIMN U KpOBOTEYEHME NpeKpaLlaeTcs.

uccrnegosaHne. Metod AMarHOCTUKM MO CHUMKaM, MpU KOTOPOM
3BYKOBbl€ BOMHbI MPOHMKAKOT B OpraHnsM 4epe3 Koxy. Ha
rpaHuue TKaHeW M OpraHoB OHW OTpaxaroTcs, WHpopmaums
obpabaTbiBaeTCa KOMMbIOTEPOM U NEPEBOANTCH B U306pakeHmne.

B [aHHOM  KOHTEKCTe:  MCMOofib30BaHWE  MeAMKaMeHTOB
(xvmuonpenapatbl, LUTOCTaTUKK), KOTopble cneundudeckn
NPEnsATCTBYIOT POCTY OMYXOJSIEBbIX KNETOK B OpraHnsme.

T.e. CBfi3aHHble C XpomMocomamu. Xpomocoma - HOCUTerb
HacnegCTBEHHOro MaTtepuana, T.e. reHeTuYeckon MHdopmMaumnm
KNeTkn. XpoMOCOMbI ABMSAOTCA YacTblo sApa KMeTku, KoTopble
COCTOSAT Mpexae BCero u3 Ae30KCMPUOOHYKMENHOBOW KUCMNOTbI
(OHK) n 6enkoB (Tak Ha3biBaeMble MMCTOHbI). VX cTpoeHue u
KONMMYecTBO 3aBUCAT OT crneuudukm Bnaa >XUMBOFO OpraHM3ma.
OpraHu3m yenoseka cogepxuT 46 xpomocom (23 napbl).

COCTOUT W3 TOMOBHOMO WM CMMHHOMO MO3ra, 3a WX npegenamwu
pacnonaraetca nepudgpepudeckad HepBHast cuctema. Kak
LEeHTpanbHbIA OpraH, BbINOMHAKWNA  QYHKUUN  MHTErpaumm,
KOOpAUHAaLMKN 1 perynnpoBaHus, LLEHTpanbHas HepBHas cuctema
obecne4vmBaeT 06paboTky BHELUHEN NHAOPMALIMK Yepes OpraHbl
YyBCTB, @ TaKke BHYTPEHHeN WHGOpMaUMM O pasgpakeHuu
(BO3GY>XAEeHUK), KOTOpasi NOCTYNaeT U3 opraHM3mMa.

T.e. CBA3aH C (DOPMOW U CTPOEHWNEM KIETOK, KOTOpble U3y4yatoT
nog MuKpockonom. Liutomopdonornsi 3aHMmaeTcst usyvyeHuem
CTPYKTYpPbl 1 bOPMbI KIETOK.

YacTb cnosa ,UuT" yKa3blBaeT Ha OTHOWEeHne K KIeTke,

,PEOYKTMBHbIN® 03HAYaeT yMeHbLUaloLLWiA; BCE CNOBO O3Hadvaer
YyMEHbLLAIOLWWIA KONTMYECTBO KIETOK.

npenapart, KOTOpblii 3adepXuBaeT poCT KneTok. Moxer
YHUYTOXaTb abCoMOTHO pasHble KMNeTkn, B 0ocoBeHHoCTU Te,
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LHC

anekTpokapguorpamma

anekTposHLUedanorpaMma

apuTpouuT

axokapauorpaMma

KOTOpble 6bICTpO [enarcs, Brnvsis Ha ux oOMeH BELLECTB; MOXET
npenAaTCcTBOBaATb POCTY KNETOK, UM 3HaYNTENbHO ero 3aMmeanser.

COKpallleHne TepMuHa "UeHTpanbHas HepBHas cuctema":
COCTOUT W3 TOMOBHOMO WM CMMHHOMO MoO3ra, 3a uX npegenamwu
pacnonaraetcsa nepudgepudeckas HepBHast cuctema. Kak
LEeHTpanbHbIA OpraH, BbIMOMHSAWWA  YHKLUMN  MHTErpaumm,
KOOpAUHAaLMKN N perynnpoBaHus, LLeHTpanbHas HepBHasi cuctema
obecne4vmBaeT 06paboTky BHeLUHEN NHOPMaLMK Yepes OpraHbl
YYBCTB, @ TaKkKe BHYTPEHHeN WHdOpMaUMM O pasgpakeHuu
(BO3GY>X4EeHMK), KOTOpasi NOCTYNaeT U3 opraHM3mMa.

MeTod ANAarHOCTUKU SNeKTpuyYeCKnx nMmnynbcoB cepgua.

rpacdudeckoe  n3obpaxeHWe  BMNEKTPUYECKOM  aKTUBHOCTMU
rOMOBHOMO  MO3ra, 3anuCb  MPOBOAWUTCA  BO  BpeMsi
anekTpoaHLedanorpadun.

KpacHble KpoBsiHble Temnbua; Haubonee pacnpocTpaHéHHble
KneTku B kpoBu. OHM 06pa3sytoTcs B KOCTHOM MO3re (3TOT npoLecc
Ha3blBaeTCA 3PUTPOMNO33) M MEPEHOCHAT Kucropog Mo Bcemy
opraHusmy. 3a yaepXxvBaHue N NepeHoc Kknucropoaa (oT NErkunx K
TKaHsIM) OTBEYaET MUIMEHT BHYTPU 3puUTpoumTa (remMornobun). Y
CO3pEeBLUEro 3puTpoLMTa HET Sapa.

MEeTo4 [OMarHocTUKM Ons mu3ydeHus paboTbl cepaua, T.e.
pacronoXeHUs1 CepaeYHblX KramnaHoB, TOMWWUHY cepaeyHomn
MbILLLbI, NAPaMETPOB ,,BblTalrlkKuBaeMoro" NoToka KpoBu, U T.4.
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