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OcTtpble nuMmdpodnacTHbIe NeNKo3bl
(OJ11): kpaTkaa nHpopmaumnsa

1.

YT0 Takoe ocTpbin NMMEpOONACTHLIN NIENKO3?

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.

Kak yacto Bctpeyvatorca OJN1 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 OOHY NATYH0 YacTb (22%). Mo gaHHbIM MccnegoBaTenbCKMX 0PUcoB B [epmaHmmn exerogHo
pernctpupyetcsa npumepHo 550-600 geter M NogpocTKOB B BoO3pacTe A0 NonHbix 18 net ¢
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anarHo3om "ocTpbii nnmdobnacTHeIn nenkos". 3adonets OJ1J1 MoxHO B No6om Bo3pacTe, U 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 1,3:1).

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 obo3Ha4aTb Kak B-l nnu npo-B-knetouHbin OJ1J1, unu Hynb-knetovHbii OJJT)

*  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

Knaccundmkaums Ha koHKpeTHyto dpopmy OJTJT nporncxoguT nocne aHanmsaa, KOTopbI Ha3blBaeTcs
umMMyHogbeHomunuposaHue. bonee ToyHaa XxapakTepuCTMKa pasHbIX TUMOB BO3MOXHa Mo
reHeTu4eckuMm [eeHemuyeckull] 0COBEHHOCTSM JEMKO3HbIX KNeTok. 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 YUYUTLIBAKOT BCE pPasnnymns 1 cneunduky.
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No4yemy getun 3abonesatot OJI1?

HWkTO TOYHO He 3HaeT, nodemy Aetn 3aboneBatoT oCcTpbiM NUMdobnacTHeiM nerkodom (OJ1J1).
MN3BecTHO, 4TO pebGEHOK 3aboneBaeT, korga elé He Co3peBLIast Kaemka—npenwecTBEHHNK
JIUM@POUUMOB HaYMHAET 3M0Ka4YeCTBEHHO M3MeHATbCA. C 3TUX NOBPEXAEHWUM HavMHaeTcd
reHetTmdeckass myTtauus kneTku. Ho 4alle Bcero octaércs HEMnoOHATHbIM, MOYEMY MPOU3OLLINU
reHeTUYECKMe U3MEHEHUs, U NOYEMY OOHW OETU C TaKUMU U3MEHEeHMsIMM 3abonenun, a gpyrue
- HeT. Hanpumep, e2eHHas MyTauusi, KOTOpYH BMOAT y Aeten, 3aboneswunx OJIJ1, Bpaun moryt
HanTKN y HoBOpOXAeHHoro. Ho pebéHok 3aboneBaeT TonbKo rogbl cnycts. [pyn 3TOM He Kaxabln
pebEHOK C Takowm reHHon MyTaumen obssaTtensHo 3abonesaet OJ1J1. OTo ckopee roBOpUT O TOM,
YTO €CTb HE TOMbKO reHeTn4ecKkas NpeapacrnonoXeHHOCTb U ONpeaenéHHbIE UMMYHONOMMYeckme
[ummyHonoauyeckul]l bakTopbl, HO 1 Apyrne BHeLHWe NpuYMHbL. 1o BCen BEPOATHOCTU, AETU
3aboneBaloT TOraa, Korga 0O4HOBPEMEHHO COBManm HECKOMbKO pa3HbiX DakTOPOB pUCKa.

N3BecTHO, 4YTO y geTen M NOoApOCTKOB C OnpefdernéHHbIM BPOXAEHHBIM MU NPUOBPETEHHBLIM
ummyHogedumuntom [0egpekmbl UMMyHUMema], WIn eCcnu Yy HUX €eCcTb OnpenenéHHble
XPOMOCOMHbIE OTKIMOHEHWS!, €CTb MOBbILLIEHHAs NpegpacnonoXeHHOCTb 3aboneTb 0gHOM 13 opm
ocTporo numdobnacTHoro nenkosa. Takmmm HacnegcTBEHHbIMU 3aboneBaHMAMK, KOTOpble MOTYT
okasbiBaTb BnusHue Ha nosieneHue O], aBnswTca, Hanpumep, cuHOpom [ayHa wnu aHemusi
®aHKoHU, cuHOpom Bbriyma v cuHOpom Jlu-®paymeHu. STOT BUA (OYEHb PELKUX) HACTIEACTBEHHbIX
DonesHen cneunanucTbl HAa3bIBaKOT HacrnedCcmeeHHbIe Oryxoreeable CUHOPOMbIKaK pa3 u3-3a Toro,
YTO OHW ABMAKTCS Kak Obl "CMYCKOBbBIMU MexaHu3mamu" Ansi NosiBreHus pasHbix hopM paka.
Takke onpegenéHHoe BMUSHWE Ha TO, YTO HaYyMHAETCH NEeNKOo3, MOryT okasbiBaTb paduauyus u
PEHM2EHOBCKOE U3/Ty4YeHUe, HEKOTOPbIE XMMNYECKME BELLIECTBaA U MeQUKaMeHTbl, ynoTpebnexHve
poauTensmm Tabaka v ankorons, a Takke onpegenéHHble supycol. Ho y bonblunHcTBa 3a60neBLumx
JeTen BCé paBHO HEBO3MOXHO CKa3aTb, YTO MMEHHO CTano NpUYnHON BoNe3Hw.

Kakue ObIBalOT CMMNTOMbI O0ONne3Hn?

MepBble cuUMIMOMBI, C KOTOPbIX HAYUMHAETCS OCTPbIN NMMdobracTHein nerikos (OJ1I1), Yawe Bcero
nosBnATCA OykBanbHO 3a HECKOMbKO Heaenb. OTO NPOUCXOAUT MOTOMY, YTO NEMNKO3HbIE KNETKU
HaYMHAKT 3anofHATb KOCMHbIU MO32, a Takke Apyrue opraHbl U TKaHu B opraHuame. PakoBble
KNEeTKU NpoaosrKatT AeNUTbCA B KOCTHOM MO3re, He BCTpeyas HUKakMx npenaTtcTeui. [lostomy
KOCTHbIV MO3r 6orbLue He MOXET "BbIMyCcKaTb" HOpMaribHbIE KITETKU KPOBM B HY)KHOM KONMYeCTBe.

Moatomy y getenm u nogpocTkoB, 3aboneswux OJIJ1, cHayana nosBnstoTCA O6LIME CUMMNTOMBI
B6onesHeHHOro coctosiHus. OHK BAnble, bnegHble (aHEMUST) U HE XOTAT Urpatb. Takoe 6onesHeHHoe
COCTOSIHME MNPOUCXOAMT M3-3a TOro, 4YTo pebEéHKy He XBaTaeT 3pUTPOUUTOB. A UMEHHO OHWU
NepeHoCHAT KUCMopoa KO BCEM KreTkam opraHmama. Ms-3a Toro, 4to y pebéHka HegoCTaTouHO
300pOBbIX Oenbix KMeToK KpOoBWU (Hampumep, JUM@OUUMOB WU epaHy/ioyumoB), €ro OpraHnsm
fonblle He MOXET HopManbHO OGOopoTbCs C pasHbiMM BO3OyaMTensamu 6onesHen. Y Hero
HaunHatTCA MHEKUMN (UHGeKUUST) C BbICOKOM TeMnepaTypon. A n3-3a Toro, YTo CTaHOBUTCS Maro
TpOMOOLIMTOB, KOTOPbLIE OTBEYAIOT 3a ObICTPOE c8EPMbIBAaHUE KPOB8U, Y LETEN MOTYT NOSABMATHCA
Kak Obl TO4EYHbIE KDOBOUSMNUSHUS HA KOXE N MOTYT KPOBOTOUNUTL CIIM3NCTbIE ODOMOYKN.
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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 HasblBaemM camble BaXKHble CUMMNTOMBbI:

*  YTtomnsiemoctb, obuwas cnabocTb W cocTosAHMe "Hudero He xodetcs", 6onesHeHHoe
camo4yBCTBUE

» bnegHas koxa, T.K. Mano apuTPoLUTOB (aHEMUST)

* CKIOHHOCTb K KPOBOTOYMBOCTH, Hanpumep, Ha4dynMHaeT KpOoBOTOYUTb HOC nvnn [EecHsbl,
NoABNAKTCA CUHAKN UM ManeHbKne To4e4YHble KPOBOUIIMTUAHNA Ha KOXe (FleTeXI/IVI)

* Bbicokas TemnepaTtypa W/WNM CKIOHHOCTb K pasHbiM MHEKUMsM, T.K. Mano nenKouuToB
(HenTponeHus)

* YBenuyeHHble JuMgamuyeckue y3sbl, HanpuMep, Ha Lwee, NoA MbILKaMK, Uix B Naxy
» BonuTt XMBOT N HeT anneTnTa (T.K. yBENUYUIUCh Cene3éHka U/unm neyeHo)
» bondart kocTu u cycTasbl

« BonuT ronosa, HapyLlaeTcs 3peHue, NOSBSIETCS PBOTA, HE ABUraloTCs NULEBbIE HepBbI (ecnu
NeKo3Hble KMETKU Nonanu B LEHTpanbHyo HepBHYLO cuctemy, LIHC)

* TlosiBnseTca opplwka (T.K. YBENMMYWNACh BUIOYKOBas XXefe3a unu numdoyansl B rpygHomn
norocTn)

* Y Manb4nKoB MOTYT YBENMYNTLCS SSUYKM (OQHO UK ABa)

CumnTOoMBI, KOTOpble ObiBatoT y Aeten ¢ OJJ1 (AaHHbIe 06 UX YacToTe NPUBOAATCA U3 NyGNMKauum
Munnepa; cm. B Cnucke nutepatypsbl Miller DR)

CumnTom Kak yacTo BcTpeyvaeTtcs
YTomnseMocTb, obLas cnaboctb u OueHb YacTo

COCTOSIHME "HM4Yero He xo4eTcsa”, bonesHeHHoe

caMOo4yBCTBME

bnegHas koxa, T.K. Marno apuTpoLmTOB MpumepHo y 80 % 3aboneBLnx geten

(aHemus)
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CumnTom Kak yacto BcTpeyvaeTtcs

Bbicokasa TemnepaTtypa MpumepHo y 60 % 3aboneBLunx geTen
YacTble nHdekumnn Yacto

YBenuueHHble numdarmyeckmne ysnel, MpumepHo y 63 % 3aboneBLnx geTen

HanpumMep, Ha wee, Nno4 MbillkamMn Uunn B naxy

Bonut XnBOT N HeT annetuta (u3-3a Toro, Yto  [pumepHo y 60 % 3aboneBLUnXx aeTewn
YBENUUUNNCH CeneséHka n/mnm neveHb)

MosiBRNsieTcs KPOBOTOUMBOCTbL, HaNpuUvep, MpumepHo y 48 % 3aboneBwunx geTen
HauYMHaeT KPOBOTOUUTb HOC /MK

OECHbI, N 3TN KPOBOTEYEeHUS yaaéTcd ¢

TPYyOOM OCTaHaBnuBaTh; NOSABASIOTCS

"BGeCrnpudmHHbBIE" CUHAKW UNU ManeHbK1e

TOYEYHbIE KPOBOUSMNUSHNS Ha KOXe (Ha s3blke

cneumnanncToB - NeTexmn)

BbonAaTt kocTn 1 cycTaBbl MpumepHo y 23 % 3aboneBwmnx geten

BonuT ronoea, HapyLlaeTcs 3peHue, MpumepHo y 3 % 3abonesLunx AeTen
NosIBNSIETCA pBOTA, HE ABUralOTCS NULEBLIE

HepBbl (€CNW NENKO3HbIE KNETKN Nonanu B

LeHTparnbHy HepBHYyto cuctemy, LIHC, To

MOryT napanu3oBaTbCs YepPenHO-MO3roBble

HepBbl)

MosiBnsieTcsa ogblwka (NOTOMY YTO U3-3a MpumepHo y 7 % 3aboneBwnx geten
GonesHn yBennunnach 8uUsI04K08ast xenesa
unu nMMA@Ooy3arbl B FPYAHON KIETKe)

Y Mans4vMKoB MOFYT YBENUUYUTLCS ANYKA OueHb peako

Mone3Ho 3Hatb: y geten ¢ OJIJ1 moryT GbITb COBEPLUEHHO pa3Hble CUMIMOMbI. B kaxgom
KOHKPETHOM Crly4ae OHW NPOoSIBMSATCA MHAMBMAYaNbHO. BaxxHO NnoHMMaTh, 4To ecnn y Bawero
pebéHka eCTb OOWH, NN JaXe HECKOSIbKO CMMMTOMOB, TO 3TO €€ He 3HA4uT, YTo pebEHOK
3abonen nenko3om. MHoOrMe CUMMNTOMbI, KOTOpPbIE €CTb B CMWCKE, MOSBMAOTCA MpU OPYrux
DOonesHsIX, CpaBHUTENBHO MEHEee KOBapHbIX. I OHM HE MMEIKOT HMKAKOro OTHOLLEHUS K JIENKO3Y.
TeM He MeHee Mbl pEKOMEHOYEM Kak MOXHO CKopee obpaTuTbCA K Bpady, YTOObl BbICHUTb
TOYHYIO MPUYMHY, NoyeMy y pebéHka MosBUNNCH Kakmne-To xanobbl. Ecrnv gmarHo3 octporo
neriko3a NoATBEPXKOAETCS, TO NIeYNTb 6ONe3Hb HYXXHO HaYMHaTb MakcumarnbsHO BbICTPO.

6. Kak anarHoctupyrotca octpble numcgpoodnacTHble
NeukKo3bl?

Ecnu B nctopumn 6onesHu (aHamHe3) 1 nocne HapyXHOro 0OCMOTPa [HapyKHbIl ocMomp) y neguaTtpa
€CTb MOAO03PEHNE Ha OCTPbLIN NENKo3, TO CHayana Bpayvy HY>XHO MOCMOTPETb Ha pesynbraThbl
pa3B&pHYTOro aHanu3a kposBwu.Ecnn no aHanusam KpoOBW MOOO3PEHUE Ha NenKo3 yCUnmBaeTcs,
TO ANs noaTBepXaeHus avarHosa y pebéHka obasatenbHO Hago AenaTb aHanu3 KOCTHOro Moasra
(MyHKYUsA KocmHo2o Mo32a). Ang aToro, a Takke ANA ApYrmx 4ONOMHUTENbHBLIX UCCNEAOBaHMI Bpay
HanpasnseT pebéHka B KNNHKKY, KOTopas crneunanuanpyeTcs Ha nedeHun paka n 6onesHemn Kposum
y AeTeln 1 NogpOCTKOB (KMMHMKA AETCKOW OHKOMOrmM 1 rematonorum).
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6.1. Kakne Heo6xoauMbI aHanNM3bl KPOBU U KOCTHOIO Mo3ra?

Mo aHanusam KpOBM U KOCTHOTO MO3ra MOXHO TOYHO CkasaTb, 3abonen nun pebEeHOK nenkosom,
M ecnu ga — TO KakMM WMEHHO BWAOM nelko3a. Takue nabopaTopHble MCCreaoBaHWUsi Kak
yumomopghboroaudeckull, UMMYHOMO2UYECKUU U 2eHemuYyecKul aHanu3 datT MHopmaumio He
TONbKO O TOM, KakOW WMEHHO BuA nenko3a y pebédka (Hanpumep, ato OJUT wunm OMI).
Bonee Toro, no pesynbratam 3TUX MCCeOOBaHUA Bpayn MOryT TOYHO CKasaTb, KAKOW MMEHHO
BapuaHT OJJ1 oHn Hawnu y pebéHka. be3 3Toro HEBO3MOXHO TOYHO CMSIaHMPOBATL Tepanuio.
Kak nokasblBaeT npakTuka nevyeHus 6onesHn, pasHole BapnaHTbl OJ1J1 otnuyatoTcsa Apyr oT gpyra
Ha KNeTOYHOM W MONEKYNAPHOM (MOseKynsipHbIl) yposHe. NMpu atom cama 6onesHb npoTekaet
y OeTel COBEepLUeHHO Mo-pasHoMy. Takke eCTb pas3Huua B TOM, HAcCKOMbKO BbICOKM LUAHCHI Ha
BbI3AOPOBMEHME (NPOrHO3) N HACKONbKO KOHKPETHbIN BUA FIENKO3a YyBCTBUTENEH K Tepanuu.

6.2. Kak uccnenyrot nemkos B Apyrux opraHax?

Kak Tonbko gnarHos OJ1J1 nogTBepannm, To Npexae Yem CoCTaBnATh NiaH fevyeHnsi, cneumanmcram
Hado 3HaTb, yCnemnu newko3Hble KNETKM YWTWU B ApyrMe OpraHbl, Hanpumep, B TOMOBHOMW
MO3I, MeYeHb, Cenes3éHKy, Jsumgbamuyeckue y3/bl, WM B KOCTU. MINN NenKo3Hble KreTKu
pacTyT noka TONMbKO B KOCTHOM Mo3re. bornee TOYHyl0 wmHOpMauvio AaloT Takve MeTodbl
OMarHocTuMKN NO CHUMKaM (BMU3yanbHasi AMarHOCTMKa) Kak yribmpa3ssykosoe uccriegoanue (Y3WN),
n peHmeeHoBckoe, cHUMkn MPT (mMagHumHo-pe3oHaHcHas Tomorpadus), KT (komrnsromepHas
mowmoepacghusi) nivnn cyuHmuepaghbusi KocTen ckeneta. Takke, YToObl y3HaTb, ywna nu 6onesHb
B LEHTparbHYyl HEPBHYH CUCTEMY (TO €CTb B TFOMOBHOM M CAMHHOM MO3r), 6epyT npoby
CMWHHOMOS3rOBOW XWUAKOCTU (firombarnbHas nyHKyus). E€ vccnegyoT cneunannctbl U ULWYT Tam
NEenKO3HbIe KIETKU.

6.3. Kakyro aMarHoCTUKY Hago BbINOJIHUTL A0 Havana
neyeHuma?

Mepen neyeHnem 'y pebEHka nNpoBepsAldT, kak paboTaeTr cepaue  (BbINOMHSETCA
anekmpokapduoepamma, OKI un axokapduoecpamma, IxoKI) u kak paboTaeT ronoBHON
MO3r (BbINOMHAETCA anekmposHueganozpamma, O3lN). Takke cneumanuctbl AenakwT MHOro
nabopaTopHOi OuarHoCTUKK, NpoBepss obllee cocTosHMe paboTbl opraHmama. To ecTb OHU
CMOTPSAT, KaK Newnko3, BO3MOXHO, MOBMAMAN Ha paboTy HEKOTOpbIX OpraHoB (Hampumep, Kak
y pebGéHka paboTaltoT MOoYKM unmM neyveHb). nn, BO3MOXHO, y pebGEHKa MNOSIBUNNCH Kakue-To
HapyweHus obmeHa BellecTB (MeTabonmyeckue HapyLleHus) u Ha 3T0 Hago obpaTnTb BHUMaHWE
He TONMbKO [0 feYeHnsi, Ho N 0CoOBEHHO BO BpeMsi NiedeHus. Korga Bpayuun 3HatoT, kakve aHanu3bl
Obinn y pebGéHka OO0 NeyeHus, OHM MOryT Nydle MOHWMAaTb Te€ W3MEHEHWs, KOTopble MOryT
NPOM30WTU B OpPraHU3mMe BO BPEMS JIEYEHMS, @ 3HAYUT OHM MOTYT Jyylle OLEHMBaTb CUTyauuto B
uenoMm. YuutblBasi, YTO BO BpeMS fe4eHusi, BO3MOXHO, NPUAETCa Aenatb rnepenugaHue Kposu, Yy
pebéHka 0bsi3aTenbHO 3apaHee yCTaHaBNUBAKOT rpynny KPoBW [epyrina Kposu].



7.

OcTpble numdobnacTHble nekossl (O111): kpaTkas nHdopmaums cTpaHuua 9

lMone3Ho 3HaTb: PasnuyHbIX aHanu3oB M UCCNEeNOBaHUW OYEeHb MHOFO, HO He BCE OHWU
o0bs13aTenbHO genatTtes KaxgomMy pebeHky. BuiBaeT n Tak, Yto pebeéHky TpebyroTcst HEeKoTopble
Opyrue nccrnegoBaHusi, KOTOpble Mbl 34eCb He Ha3Banu. Jlyylle BCEro yTouHUTb Y fnevallero
Bpaya WM y CneumanucToB, koTopble BeayT Bawero pebéHka, kakas UMEHHO AMarHocTvka
3annaHupoBaHa u noyemy oHa Heobxoamma ans Baluer KOHKpEeTHOM cuTyaumm.

Kak cocTtaBnaroT nnaH nevyeHuna?

Mocne okoHYyaTenbHOro gmarHo3a COCTaBMAT NnaH nedeHus. Ytobbl cocTaBUTb MakcMmarnbHO
WHOMBUOYANM3MPOBaHHYIO NPOrpamMMy FfevYeHusi, cneumanbHO NogobpaHHyk O5s KOHKPETHOro
naumeHTa (puck-aganTMpOBaHHas Tepanus), KOMaHAa nevalmx Bpayel [OSPKHA yYuUThiBaTb
onpenenéxHble hakTopbl. AT hakTopbl BAMAIOT Ha MPo2HOo3 6one3Hn y KOHKPETHOro pebéHka (Tak
Ha3blBaeMble rnpoeHocmuYeckue ghakmopbfunun pakTopbl pucka).

BaxHble nposHocmuuyeckue ¢hakmopbf — 310, B TOM uucne, nogsug OIJJ1, koTopbin
onpefensitoT MMMYHOMEHOTUNNYECKMM aHanuaoM (modpobHee cM. 8 yYacmu O Jie4eHuu
60s1e3HU), onpeaenéHHble MONeKyNAPHO-TeHETUYECKNE [MOMEeKYIsapHO-2eHemuYecKul] UBMeHeHnst
B NIEMKO3HbIX KMeTKax, Hackoribko OoresHb ye ycnena pasonTuCb MO OpraHvM3my Ha MOMEHT
NOCTaHOBKM AnarHo3a (cneunanucTbl FOBOPAT B 9TOM criyvae 06 "MHuumnanbHom Macce Nemko3HbIX
knetok"), kak OJ1J1 oTBe4YaeT Ha nevYeHne XMMMoTepanuen, n Kkakow Bo3pacT y pebéHka. TouHasi
UHpopmaumsa o Tune GonesHn nomMoraeT MOHATb, HACKOMbKO PaKOBble KMNETKU YyBCTBUTEMbHbI
K XummoTepanun [xumuomeparusi], HaCKONbKO WHTEHCUBHbIM OOMKHO ObiTb JleyeHue, 4ToObl
MUHUMM3MPOBATL pUck peumansa. CTeneHb pacnpoCcTPaHEHHOCTM BOMNe3HN No OpraHu3my 1 oTBeT
Ha fevYeHne BNUSAIOT Ha peLUeHne Bpayewn, HYXXHbl I MOMMMO XMMMUOTEpPanMn OOMNONTHUTENbHbIE
MeToAdbl NeyeHus (Hanpumep, Jlyyegasi meparusi, Unu 8bICOKOOO3Hasi xumuomepanusi, nocne
KOTOpOW [enaeTca mpaHcrinaHmauus CcmeosiosbiX KAemoK), YTOObl yNyudlUTb LWaHChl Ha
BbI3JOPOBMEHNE.

Bce aTn chakTopbl Y4NTLIBAKOTCS NPY COCTaBIEHUN MaHa NiedeHuns, YToObl B KaXJ0M KOHKPETHOM
chnyyae nony4mTb MakCuMasnbHO 3EKTUBHBIV pe3ynbTaT fiedeHust. To ecTb B KaXKA0M KOHKPETHOM
crnyvae uHamMBuayanbHasi cUTyauust ¢ 6onesHbo ABNSETCA OCHOBHOM, Koraa 3abonesLuero pebéxka
BHOCSAT B OMpeaernéHHyo TepaneBTMYeCKyHo rpynny (rpynna ctaH4apTHOro pucka, rpynna cpeaHero
pucka, rpynna BbICOKOro pucka). bonee nodpobHyro uHghopmayuro o rnnaHuposaHuUU f1e4eHuUs rnoka
MOXHO rpoYuUmamep mMoJsibKO Ha HEMEeUKOM 513biKe 30eCh.

Kak nevyat ocTtpble numcpoonacTHbie Nenkosbl?

Heten ¢ octpbim numdobnactHeiM nenkozom (OJ1J1) Hago HauMHaTb NEeYNTb MaKCUMarbHO
ObICTPO B KIMUHWKE, KOTOpasi CreuuanuavMpyeTcs Ha JIledyeHuM paka y AeTten  (oetckui
OHKOJOrMYECKUI LLEeHTP/ KNMHMKa OETCKOM OHKOMOrMM u rematonorun). B Takux knuHnkax cobpaHbi
crneumanucTbl Bbicoyanllen keanudukaumm (Bpadm 1 apyron MeauumHCKMA nepcoHarn), Kotopble
crneLmanmanpyoTcs UMEHHO Ha NeYeHnn pasHbix OpM paka y Aeten n nogpoctkoB. OHu paboTtatoT
Mo cambiM COBpEMEHHLIM NporpammMam Tepanum (npoTokonam). B Taknx 6onbHULax Bpayn pasHoro
npocunnsi BXoAsT B paboune rpynnel. Bce cneumanmcTbl NOCTOSAHHO HAXOASATCS B TECHOM KOHTaKTe.
BmecTe oHM cocTaBnAT NnaHbl fiedeHuns, obcyxaatoT 1 BegyT CBOMX NaumeHToB. Bce nporpammbi
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Tepanuu perynsipHO ycoBepLUeHCTBYHOTCS. Llenb - gatb makcuMasbHo 3dhekTUBHOE ieveHne U
OHOBPEMEHHO CHU3UTb PUCKN NO3OHUX OCIOXHEHWA.

8.1. Kakme 6bIBaloT metoabl NNeYeHusn?

*  XumMunoTepanus: OCHOBHbIM BMAOM Fle4EeHUst OEeTEN C OCTPbIM NMMEOONacTHbIM FIENKO30M
(OII) aBnsetrca xumuomepanus. OTO NedYeHMe TakMMK npenapaTamu, KOTopble GRokuMpyoT
POCT KNEeToK (cneumanucTbl Ha3biBalT 3TU npenapaTtsbl yumocmamukwn). Kak npaBunio, oguH
TakoW npenapat He MOXEeT ybuTb BCe OnyxoneBble KneTkn. [loatomy Bpaum paboTtarT ¢
KOMOMHaLMsMM U3 pasHbIX LLMTOCTAaTUKOB, KOTOPbIE NO-pa3HOMY AENCTBYIOT HA PaKOBbIE KIETKN
(korga cneumnanucTbl FOBOPAT O Kypcax NofiuMxumuoTepanuu, TO 3TO M eCTb KoMOBUHaLMu
umtocTatmkoB). U Takum o6paszom MOXHO MakcumasnbHO 3¢pdEKTUBHO BOPOTLCA C NENKO3HBIMA
KneTkamu.

+ JlyyeBas Tepanua: MHOrga Kpome XumuoTepanun petam Heobxoammo obny4veHue LJHC
(cneumanucTel TOBOPST B 3TOM ClyvYae O KpaHuanbHoMm obryyeHun, To ecTb 06
obnyyeHun ronoBHoOro mosra). Ho Bpaun MpuMHUMNUANbHO CTPEMATCS BCE OOnblUe CHMKaTb
ny4yeByl0 Tepanuio, NMo3TOMy MOKasaHWs K 3TOMy BuAy JieveHus cendac obcyxpalTcs B
npodeccnoHarnbHbIX Kpyrax.

+ TpaHcnnaHTauMsi KOCTHOrO MO3ra: B HEKOTOPbIX OMPeAenEHHbIX Cly4asix fledeHne COCTOUT 13
KYPCOB BbICOKOZI03HOW XUMMUOTEPanum [8bicokod03Has xumuomeparnusi]. I cpasy nocne atoro
AenatoT TpaHCnaHTauuo KOCTHOMO Mo3ra (mpaHcniaHmayusi CmeosiosbIX KIemok).

Llenb ne4yeHns — no BO3MOXXHOCTU NOSTHOCTBI0 YOUTb NENKO3HbIE KITETKN BO BCEM OpraHvM3me, 4Tobbl
KOCMHbIU MO32 CHOBa CMOT 3apaboTaTb Kak KpOBETBOPHGIN opraH. Hackonbko MHTeHcMBHOM Byaet
xumuomeparnusi y pebéHka, Kak JoNnro oHa byaeTt onuTbes, HeobxogumMo nn pebeéHky obrydeHue
WNN mpaxcrnnaHmayusi CmeosiosbiX K/1emoK, KakoBbl LUAHCHI BbINEYMTLCS (17p02HO3) - BCE 3TO
3aBWCUT OT TOro, kKakon nmeHHo BapuaHT OJ1J1 Hawnu y pebéHka, HaCKONMbKO NMENKO3HbIE KIETKU
yKe yCnenu pa3onuTUCh MO OPraHn3My K TOMy MOMEHTY, Kora NnoCTaBuv TOYHbIN AMarHos3, a Takke,
Kak ©6ornesHb oTBeYaeT Ha fnedeHne (cm. pasden "Kak cocmaensitom rnaH feq4eHus").

BaxxHoe yTouHeHue ans pgeten ¢ chopmMon GonesHu - 3penoknetodHbin OINUL: [eten, y
KOTOPbIX Hawnu BapuaHT 3penoknetoyHbin B-OJ1J1 (MHoraa moxeT HasbiBaTbea B-OJ1), He
nieyar no Tem CTaHgAPTHLIM MPOTOKOSAaM, NO KOTOPbIM Jle4aT BCe OCTarlbHble (OOPMbl OCTPOro
numdobnacTHoro nerkosa. Mx neyar no NpoToKosny AN HEXOMKKMHCKON NMMMAOMBbI 13 3pENbIX
B-kneTok (3penble B-kneTouHble HEXOOXKUHCKUE TuMgbombl). [o3TOMY BCHO MHGOPMALMIO MO
UX NeYEeHUI0 MOXHO NPOYUTaTb HE B 9TOM TEKCTE, a B TEKCTE O HEXOKKMHCKMX NMomax .

8.2. Kak npoxoauT neyeHue?

JleueHune kypcamu xummotepanum geter ¢ OJ1J1 cOCTOMT 13 HECKONbKMX 3TanoB. OTW 3Tanbl Unn
hasbl NeveHnst OTNINYAKTCS ApPYr OT Apyra Mo BPEMEHU, B HAX UCMOMb3YIOTCSA pasHble KoOMBuHauum
npenapaTtoB, nepea Kaxaon ¢ason feYyeHns CTaBUTCS COBEPLUEHHO KOHKpEeTHasa uenb, NO3TOMY
neyeHvne oTnNUYaeTCcs NoO UHTEHCMBHOCTU. Ha KaXaom KOHKpETHOM aTane AeTen fevaT no pasHbiM
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nraHam Tepanuu, KoTopble Takke HasblBaloT NPOTOKOSIoM. o kKakoMy MMEHHO mpoTokony GyayT
nevynTb pebEHka, 3aBUCMT OT TOrO, B KaKyto rpynny pucka oH nonar. Y Kaxaol rpynnbl pucka ecrb
CBOS MporpaMma Tepanuu. Kak npaeuno, Yem Bbille rpynna pucka, To eCTb Bhille PUCK peuuamea,
TEM UHTEHCKBHEee ByaeT caMo feyeHue.

Ecnn y pebéHka He 6bino peuuauvBa, To obLiasi NMpPOOOIHKUTENBHOCTb NEYEHUS COCTaBMAET
OKOMo ABYX IeT. JleueHne COCTOUT M3 3Tamna C MHTEHCMBHOW XMMMUOTepanuen, koraa pebEeHoK
JOMMKEH HECKOIMbKO pa3 MoXuTbCsl B GonbHULY. B oBLLEN CNOXHOCTM MO BPEMEHU 3TO ANWTCA
npuMepHO oKoro nonyrogda. Ha atane, koraa Kypcbl XMMUOTEpanvun He Takue MHTEHCUBHbIE, Gonee
yMepeHHble, AeTel neyaTt ambynamopHo (TO eCTb OHU MOTYT HaxoauTbca Aoma). JTa 4YacTb
Tepanun NpodoKaeTcsl B 0OLLEi CIIOXHOCTU OKOJIO noslyTopa ner.

B neyebHbLIM NnaH BXoaAT:

+ TlogrotoButenbHoe ne4vyeHue (cneumanucTbl HasblBalOT ero npodpasa, Takke MOXHO
BCTPETUTb Has3BaHne yumopedyKmueHbIl NpeaBapuTenbHbIA 3Tan feYeHns): 3To NoAroToBka
K OCHOBHOMY fiedeHuto. OHa COCTOWUT M3 KOPOTKOro Kypca Xumuotepanuu [xumuomeparnusi),
KypCc Onutcs okono Hegenu. B HEM umcnonb3yeTca ogvH vMnv ABa npenapata. B camom
Havane B OpraHn3Me HaxoAMTCS OrPOMHOE KOMWYECTBO NENKO3HbIX KrneTok. [Moatomy uenb
npodasbl 3aknyaeTcs B TOM, YTOObI HaYaTb CHMDKaTb 3TO KOMMYECTBO MOCTEMEHHO U OYeHb
OCTOPOXHO AN opraHn3ma. [leno B TOM, YTO KOra pakoBble KNETKM paspyLUaloTcs, B OpraHnsm
BblbpackiBaloTCa onpegenéHHble npodykTbl obMeHa BewecTB. M ecnu oHW HakannmealoTcH B
BonbLLIOM KonM4yecTBe, TO HAHOCHAT BPea OpraHv3my, Npexae BCero Hapyluaercs paboTta noyek
(Tak Ha3bIBaeMbI CUHOPOM fu3uca onyxonu).

*  WHpykuma (cneunanncTbl Takke MOryT roBOpUTb 06 MHAYKUMOHHOW Tepanuu): 3T0 3Tan O4eHb
WMHTEHCUBHOW XMMMOTEepanuu, Korga Mcnonb3yeTcs HEeCKOmnbKo npenapaTtoB. Ha atom atane
Lenb NeYeHns CocTouT B TOM, YTOObI 3a KOPOTKOE BpeMs yOuTb MakCMMYM FTENKO3HbIX KIETOK.
To ecTb, kak roBOpsT Bpayun, pebEHOK JOMKEH BbINTU B peMmuccnto (pemuccus). UHaykuus (6e3
3Tana npodasbl) ANMTCHA OKONO YETbIPEX Heaenb.

* KoHconupauusa un uHTeHcuduKauma Tepanum (cneunanuctbl Takke MOryT FOBOpUTb O
KOHCONMuaaumm pemMmccun): 310 TOXKE 3Tan MHTEHCMBHOW XumuoTepanuu. Bpaum yactuyHo
paboTaloT C HOBbIMM KOMBUHALMSIMK NpenapaToB U caMu npenaparbl MOryT AaBaTbCH B bonee
BbICOKOM O03UpPOBKe. Llenb aToro stana - 3akpenuTb peMUCCU0, KOTOPOW yaanocb AOCTUYb
Ha aTane uHAyKuMun (Bpayn B 3TOM Criydae MCMonb3yT TepMUH "KoHconuauposats"). To ecTb
cneumanncTbl CTPEMSATCA YHUYTOXUTb Te JNEMKO3HbIE KIETKU, KOTOpPblE CMOIMM BbDKUTb, U
Taknm obpasoM CHU3NTb PUCKM BO3MOXHOMO peumamBa 6onesHn. Hackonbko MHTEHCUBHbLIM
OyOeT nedeHue, 3aBMCUT OT NpeAnonaraemMon BEpPOATHOCTU peunanea y KOHKPETHOro pebéHxka.
[Mo3aToMy 3TOT 3Tan MOXET ANUTLCA OT HECKOMBbKUX Hedemnb A0 HECKOMNbKUX MecaueB. BaxHbiM
3M1EMEHTOM B NTeYEHMM TaKKe ABMNSAETCS NpodunakTnuka Hemponenkosa. To ecTb UeHmparibHasi
HepeHas cucmema, B HEKOTOPbIX Cry4asaX TECTUKYIbI (ANYKKN) Y Manb4nKoB, NpodmnakTu4eckm
nonyyaroT crneuunansHoe fiedyeHne, YToObl Tyga He nonanv pakoBble KNETKN (B TEPMUHONOrUN
cneuManncToB 9TO Ha3blBaeTCA AOMOMHUTENbHAA KOMNapTMEHT-Tepanusi; rnodpobHee cm.
ab3zay, 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 yTOYHEeHUe: NPOCMM Y4YUTbIBaTb, YTO B 3aBUCUMOCTM OT TOrO, MO KaKOMYy MMEHHO
npoTokony nevaTt pebéHka, MOryT OTNMYaTbCA Ha3BaHUS pPasHbIX 3TAMOB JIEYEHUs, CKOINbKO
OHM ONATCA M KaK MMEHHO OHW MPOBOASATCA. B HEKOTOpbIX KITMHUYECKMX MNPOTOKOMax
paboTalT C HOBbIMW TepaneBTUYECKMMM MoaxodaMu (Hanpumep, UMMYHHas mepanusi C
aHmumernamm), YTobbl NpoBepuTb MX adekTMBHOCTL. bonee nogpobHyto MHdopmaumo no
pa3HbIM MPOTOKOMIaM MOXHO MoKa npovntaTtb Ha HemeukoM s3blke B pasgene "Ablauf der
Chemotherapie".

8.3. Kak moryT neuntb peunams 60ne3Hn?

Ecnu yxe nponevyeHHass 60mne3Hb BO3BpaLLaeTcsi, TO €CTb MPOMCXOOUT €€ peuuauB - a 3To
cnyyaetcsa npumepHo y 15% ot obuiero konuyecTsa Beex Agetew, 3aboneswunx OJ1J1 - To y Bpayewn
OCTaloTCA B PaCMnoOpshKEHUN TakMe MEeToAbl NEYEeHWUst Kak xumuomepanus, sydeeas meparnus v
mpaHcnIaHmauusi cmeosiosbix Kriemok. bonblimHcTBy aeten ¢ peunamsom OJJ1 genatot 6onee
WHTEHCUBHYIO XMMMOTEpanuio, YTobbl peOEHOK Bbilen B peMuccuto [pemuccusi]. I cpasy nocne
3TOro AenaeTcs asiyioeeHHasi mpaHcraHmauyusi cmeosiosbiX KiemoK. HekoTopbix AeTer MOXHO
BbINIEYNTL TOMbKO C MOMOLLLIO XUMMoTepanuu. JlydyeBas Tepanusa HyxHa, korga nedat LJHC
[ueHmpanbHasi HepsHasi cucmema] wiunn TecTukynbl (andkun). Ecnn y pebGéHka HeT oTBeTa Ha
CTaHOapTHOE MPOTUBOPELMAMBHOE fledeHne (XmmuoTtepanusl, nepecagka KOCTHOro moasra), unm
OTBET HEOOCTATOUHbIN (TO ecTb Yy pebéHka BTopon peuuname OJ1J1, unm 6onesHb HEBOCNPUMMYMBA
K JIe4YeHMWI0, BpayM B 3TOM Cry4ae roBopsAT O pedpakTepHON GonesHu), To cneumanucTbl MoryT
nonpo6oBatb HOBbIE NpenapaThbl C APYrMM MeXaHn3MOM AeNCTBUSA. Takue npenapartbl TECTUPYHOTCS
Ha 3(pPEKTUBHOCTb B paMKax KIIMHUYECKUX UCCIe[0BaHNNA.

Mo Kakum npoTokonam neyar geten?

B NepmaHum novtun Bcex geTen 1 NoagpoCcTKOB C OCTpbIM NuMdobnacTHeiM nenkosom (ON1J1) nevar
Nno CTaHOapTM3UPOBAHHBIM MPOTOKOMaM, KOTOpble Ha3biBalTCcHA uccriedosaHusi onmumusayuu
mepanuu. HemeLKne nNpoToKOrbl, UMM NCCrefoBaHWUst ONTUMU3aLMKU Tepannun, - 3TO KNUHUYECKne
nccrnegoBaHnsi, OHWM CTPOrO KOHTpoNupytoTcd. X uenb — nevnTb 3aboneBlumx geTen no cambiM
COBpPEMEHHbIM pa3paboTkaM. OgHOBPEMEHHO 3TU UCCeAoBaHNS OAOT BO3MOXHOCTL yny4llaTb
NoaxoApbl K NIEYEHMIO 1 3a CHET 3Toro AobmBaTbCs Nporpecca B e4YeHnN.

[eTn, koTopble He redyatcs Mo AeNCTBYIOLIEMY MCCreaoBaTenbCKoMy NpPOTOKomny (Hanpumep,
€CNn Ha MOMEHT Borne3HM cTapblii NMPOTOKON 3aKPbINCHA, a HOBLIN MOKa He OTKPLINCS; UNn ecnu
3aboneBLlUNA HE MOAXOOWUT Mogd KPUTEepUM, KOoTopble ABMSATCS obasaTenbHbiMU Ans Npuéma B
OENCTBYHOLLMIA NPOTOKON), NPOXOAAT Yepes Tak HasblBaeMble NeyebHble perncTpsbl. [leteli neyat
no Tem TepaneBTUYECKUM PeKoMeHOauMsIM, KoTopble AAEéT UeHTparnbHas uccregoBaTernbckas
rpynna KOHKPEeTHOro npotokora. Takum obpaszom pebGEHok nornydaetr Haubonee onTMmarnbHoe
neyeHne, KOTOpoe ecTb B 3TO BpeMS.

CerogHs B lepmaHun paboTatoT cneayroLimne nccnegoBartenbCckme NpoTokosbl no nedexuto OJ1J1
y AETeN 1 NogpocTKOB (Kak NPaBumio, C MeXAyHapOAHbIM y4acTuem):


https://www.kinderkrebsinfo.de/doi/uid:13f1df70-cf65-4061-8b71-3ac765a36ca8
https://www.kinderkrebsinfo.de/doi/uid:13f1df70-cf65-4061-8b71-3ac765a36ca8

OcTpble numdobnacTHble nekossl (O111): kpaTkas nHdopmaums cTpaHuua 14

UccnepoBatenbckun npotokon AIEOP-BFM ALL 2017: 310 MexayHapogHbIv
MYMBTULEHTPOBLIN UCCrenoBaTenbCckuin Npotokon no nedeHuo OJNJT y getert 1 NogpOCTKOB
(Bo3pacT ot 0 go nonHbix 17 net), KoTopble 3abonenu Brnepeble (T.€.NePBUYHbIE MALUUEHTHI).
OTOT NpoToKon siBnsieTca npeemMHukom npeabiayLiero AIEOP-BFM ALL 2009. Ho B otnnyune ot
Hero No HOBOMY MCCriea0BaTeNbCKOMY MPOTOKOMY TakkKe fevat Masnbller NePBOro roga XuU3Hu.
HauuHas c cepeguHbl 2018 . no HeMy paboTatoT MHOMOYUCTIEHHbIE OETCKUE KITMHUKN U AEeTCKUE
OHKOMOrn4yeckme LeHTpbI Mo Bcen lepmaHum, a Takke Apyrnx eBponencknx ctpaH n Asctpanuu.
PykoBoauTenem siBnsieTcs npodeccop, 4oKTop MeanuunHel MapTtuH Lpanne (yHuBepcuTteTckas
KnuHunka 3emnu LLnessur-lronswtenH, ropoa Kunb).

JNeyeOHbIN peructp AIEOP-BFM ALL: pabortaetr gns naumeHtoB ¢ OJIJ1 B Bo3pacte ot
1 po nonHbix 17 neT, KOTOPbIX He ne4vaT Mo uccregoBaTenbCKOMy npoTokony. Pernctp
OTKpbINM B Hayane 2017 roga mocne Toro, Kak Obin npekpaléH Habop HOBbIX NauMEHTOB
B uccnepoBatenbckuii npotokon AIEOP-BFM ALL 2009. Peructp npogorkaeT cobupatb
y MauMeHTOB BCe [faHHble Nno wux 6onesHu, eé OMOoNorMyeckum XxapakTepuctvkam U
NPOsIBNEHNsIM, O TOM, Kak MMEHHO NpoTekaeT 3aboneBaHue, U ABNAETCA TepaneBTUYECKUM
npoTokornioMm. CxeMbl Ne4YeHns COOTBETCTBYIOT CTaHAapTHOM Tepanuu no npotokony AIEOP-
BFM 2009. lle4ebHbIM pernctpoM pykoBoauT npodeccop, AokTop MeauumHbl MapTtuH LWpanne
(yHuBepcuTeTckas knuHuka 3emnu LLnessur-MonswrenH, ropog Knnb).

UccnepoBatenbckuin npotokon ALLTogether1: aTo mMexayHapoaHbI nccrnegoBaTensCkuin
MPOTOKOST HOBOrO €BPOMENCKOro KoHcopumyma no nedenuto OJJT y geTten, noapocTkoB w
B3pocnbix (Bo3pact or 0 go 45 nert), koTopbiM Bhnepsble noctasunu guarHos OJI (1o
€CTb MepBUYHble NauueHTbl). OTa uccrnegoBaTenbCckasa rpynna ABfAseTcs camown GonbLuon
B Mupe. C Hel Takke COTPYAHMYAET LEHTpanbHbIA MccregoBaTensCkuii opmc npoTokona
CoALL B lambypre (pykoBoguTenb - MpuBaT-OOLEHT, KaHd.med.Hayk [abpuane Jwepux).
WccnepoBatenbckasi rpynna ¢ NnoMOLbO paHgomMusauum [paHdomu3ayusi] B MHOTOUYUCTIEHHbIX
rpynnax nauneHToB nposepsieT 3hEKTUBHOCTb HOBbIX TepaneBTUYECKUX KOHLEeNUui, korga
nedyeHue penarT 6onee WUHTEHCUBHLIM, UMW X€ MEHee WHTEHCUMBHbLIM (B 3aBUCUMOCTU OT
BEPOATHOCTM peumansa B KaaoM OTAeNbHOM cryyae). PykoBoautenem mccrnenoBaTensckoro
npotokona ALLTogether1 saBnsetca goktop MeauumHbl Mapwann Xenmad (KaponuHckui
MeauuMHCKMA  yHuBepcuteT, . Ctokronbm). B TlepmaHun npotokon Hayan pabotatb €
01.04.2022. Hemeukuin nccnegosatensCkuii 0UC HaxXoauUTCA B YHUBEPCUTETCKON KIMHUKE
Mambypr-OnneHgopd. Vim pykoBoguT npuBaT-OOUEHT, KaHha.med.Hayk [abpuane Jwepux
(Tarke pykoBOOMT uccnegoBaTenbckum npotokonom CoALL).

Neye6GHbIn pernctp CoALL 2020 (COALL - cokpaweHue ot Cooperative ALL-Studie,
T.€. KOOMEepupoBaHHbIN nccregoBatenbckmii npotokon OJ1). detn n nogpoctkm go 18 ner
(nocne koHcynbTaLUmMKU ¢ LeHTpanbHbIM MccnefoBaTenbCkuM 0MCOM TakKe BO3MOXHO cTapLue
18 nert), KOTOpbLIE HE nonanu B uccriegoBatenbckuii npoTtokon ALLTogether1, moryTt ObiTh
BKITHOYEHbI B rievebHbin pernctp CoALL. Cam peructp ¢ mas 2020 roga paboTtaeT ¢ AeTbMU U
nogpoctkamu ¢ OJ1J1 nto6oro TMNa n OTKPLIT Ha NEPEXOAHLIN NEPUOA Ha TO BPEMS, KOrga CTapbin
uccneposatenbckuin npotokon COALL-08-09 3akpbincsa gns npuéma HOBbIX NaUUEHTOB.
PerucTp Takke pabotaet ¢ OJ1J1, KOTOpbI ABNSETCS BTOPUYHBIM PaKOM Y AETEN, NI C PELIMBOM
OIJ, a Takke € NauMeHTamMun ¢ HEXOIKKNMHCKOW nuMmdomon. TepaneBTudeckMe pekomeHgauum
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OPMEHTUPYIOTCA Ha CTaHgapTHoe neyveHune no npotokony ALLTogether. JleueGHbIM permctpom
N nccnegoBaTenbCckum orMcoM B YHUBEPCUTETCKOM KNUHMKe Mambypr-Onnengopd pykosoant
npuBaT-4OLEHT, KaHA.Med.Hayk [abpuane Swepux.

UccnepoBatenbckun npotokon EsPhALL2017 / COGAALL1631: 310 MexayHapoaHbIi
MYTBTULEHTPOBbLIN UCCrenoBaTenbCkmin NpoTokon no nedennto OJ1JT y geten n NogpoOCTKOB C
Hanuuvem unagenbuUncKon XpomMocoMmbl (BospacT oT 1 roaa oo nonHelx 17 net). MNpoTtokon
oTkpbinca 15.01.2019 . No Hemy paboTatoT MHOrOYMCINEHHBIE LETCKME OHKONOMMYECKNE LEHTPbI
B [epmaHum 1 3a eé npegenamun. LleHTpanbHbIN nccnegoBaTenbCknii 0oumc, KOTOPbIN OTBEYaET
3a [epMaHuio, HaxoguTCa B YHUBEPCUTETCKOM KnunHuKe 3emnu LUnessur-NonbwtenH (ropog
Kunb), pykoBoauTens npoTtokona — npodgeccop, AoKTop MeauuuHel . Kapuo.

JNeyeOHbIN peructp EsPhALL: pernctp pabotaet ¢ Havyana 2013 roga (kak npogormkeHune
nccnegosaTtenbckoro npotokona EsPhALL, kotopbin 3akpbincs B 2012 1., a HOBbIA NPOTOKOS
ewé He oTKpbIncs). B Hero nonagatoT BCce AeTM M NogpocTkm oT 1 roga oo nonHbix 17 net
c O n ¢ Hanuunem dunagenb@OUIACKO XPOMOCOMbI HE3AaBUCMMO OT TOFO, Kakoe MMEHHO
neyeHne oHM nonyyawT. Permctp npogormkaeTr pabotatb M cobupatb AaHHble. Yepes Hero
NpPOXoasT, HAaNpMMep, Te NaUMUEHTbl, KOTOPbIX HE MOTYT BKIOYUTbL B HOBbIV UCCIIe40BaTENbCKUIA
npotokon EsPhALL2017 / COGAALL1631 (cm. ebiwe). PykoBogutens pernctpa no frepmaHum
n Leenuapun — npodeccop, 4oKTop MeanunHbl MapTtuH LLpanne, yHMBepcuTeTCKasa KnnHuKa
3emnu Wnessur-fonswrenH (ropog Knnb).

JNleyeGHbIN pernctp INTERFANT-06: paGoTtaeT Ana mMnageHUEB NEpBOro roga >KU3HWU C
Oni wnun ¢ budeHoTnnuyeckum nenkosom (nogrpynna OJ1T). Pernctp oTkpbIncs B okTs6pe
2016 roga, koraa nccnegoBarenbckuii npotokon INTERFANT-06 npekpatvin HabupaTb HOBbIX
naumeHToB, U npogorkaeT pabotaTe ganblie. Hemeukuin LeHTpanbHbI CCneaoBaTernbCKui
odnC HaxoouTcsl B YHUBEPCUTETCKOW KnuHWKe 3emnu LUnessur-NonbwrenH (ropoa Kumb),
pykoBoguTenb NpoTokona — npodeccop, AokTop MeanuunHel MapTuH Lpanne.

MunotHbIN UccnepoBaTenbCkMn npotokon Blinatumomab in infant ALL: 310
MEeXOYHapOoOHbI  MYMbLTULEHTPOBLIA  UccregoBaTensckun npotokon Ha Il dase ana
MIafeHLEeB NepBOro roga XusHu, KOTopble BriepsBble 3abonenu ogHon u3 dopm B-nnHelHoro
OINN (T.e. u3 knNeTok, KoTopble Ha3sblbiBalOTCA B-npeawectBeHHuku). B-kneTounbii OJ1J1
Hanbornee 4acTo BCTPeYaeTCs MMEHHO y 3TOW BO3pacTHoW rpynnbl. Popmammn B-kneTtovHoro
OInn wmoryt 6bITb npo-B OJJ1 (takke HasbiBaetcs B-I OJIJT) Bmecte ¢ nenkosamu co
CMEeLLaHHbIM (PEHOTUMOM C peapaHXMpoBKOM reHa MLL (Takke MpUHATO MeXayHapoaHoe
HasBaHne MLL-ALL). B atom npoTtokone npoBepstoT 3(PPEKTUBHOCTbL AEWCTBUS aHTUTena
6nnHatymomab, KOTOpOe MPUMEHSIETCS [OOMOSMHUTENBbHO K CTAHOAPTHOMY Jle4YEHU0 Mo
npotokony INTERFANT-06 (cmompu ebiwe). No npoTokony paboTaloT oTAeNsHO BblBpaHHbIe
KnuHukn B lepmaHum n 3a eé npegenamun. KoopgmHatopom no Bcen 'epmaHum aBnsieTcs
yHUBepcuTeTcKas knuHuka Mambypr-OnneHaopd, pykoBoauTenb - NpuBaT-4OUEHT, KaHauaat
mMen. Hayk [abpuane Owepux). Obpawaem BHUMaHue: ¢ 09.07.2021 2. Ho8bIX nayueHmMos 8
uccrniedosamernbckul npomokon éonbwe He bepym.

UccnepoBatenbckun npotokon SCTped 2012 FORUM: 310 MexayHapogHbIv
MYMBTULEHTPOBLIN UCCrenoBaTensCkuin Npotokon no nedeHuo OJNJT y getert 1 NogpOCTKOB
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4o 18 mert, y KOTOpbIX €CTb NOoKa3aHus ONS anfioreHHOW TpaHCMMaHTauun KOCTHOTO MOo3ra
[annozeHHass mpaHcnnaHmayusi cmeososbix Kiemok]. OTOT NpoTokon oTkpbincs B 2013 r.
Mo Hemy paboTaloT BCe OETCKME KIMHUKUA U OETCKME OHKOMorMdeckue UeHTpbl B FepmaHum,
a TakKe MHOroyucrnieHHble KAVHUKWM B €eBPOMEenckux cTpaHax M 3a npegenamu EBponbl.
MexayHapoaHbIi KOOpAMHALNOHHBIA 0MC HAXOAUTCA B 4ETCKOM rocnutane um. CBATON AHHbI
B I. BeHa, pykoBoguTens - npodeccop, JokTop MeanunHel KpuctuHa lNetepc. Pykosogutenem
no MepmaHnm siBnaeTcs npodeccop, OOKTOp MeauuuHbl lNetep Bagep (yHuBepcuteT. mm.
BonbdraHra MéTe, . ®paHkdypT-Ha ManHe). BHUmaHue: uccrnedosamernbcKuli npomokos ¢
31.03.2022 2. HosbIx nayueHmos 6onbuwe He bepém.

*  Wccneposatenbckumn npotokon IntReALL SR 2010: 3to mexxgyHapoaHbi MynbTULEHTPOBbLIN
nccnegoBaTenbCkUin NPOTUBOPELMAMBHBIA NPOTOKON ANS AeTen u noapocTtkoB (ao 18 ner)
¢ nepBbiM peumamsom OJIT (B-knetouHbin OJ1 u3 rpynnbl B-knetok-npenLecTBEHHUKOB,
unu T-kneTtouHblr OJUJ1, naumeHTbl TONLKO M3 rpynnbl cTaHgapTHoro pucka). o Hemy
paboTaloT BCe OETCKME KITMHUKU U OETCKME OHKOMOrnmyeckue LieHTpbl B [epmMaHumn, a Takke
MHOIOYUCIEHHbIE KITMHUKW B €BPOMNENCKUX CTpaHax M 3a npegenamn EBponbl. LieHTpanbHbIn
nccnegosaTenbCkuin opuc HaxoguTcs B yHuMBepcuteTckon knuHuke Llapute (r. BepnuH),
PYKOBOAMTENb MNpPOTOKOMa — MpUBAT-OOUEHT, KaHa. Med.Hayk ApeHg ¢oH LUtakenbbepr.
O6pawaem BHUMaHue: uccriedogamernbckull npomokos ¢ urons 2020 2oda bonbwe He 6epém
HoebIx nayueHmos. Hoeble nayueHmsi rnonadarom 6 obcepsayloHHbIlU (HabnodamerbHbIl)
KnuHuyeckud npomokon ALL-REZ (cm. Huxe).

* Wccneposatenbckuin npotokon IntReAll HR 2010: 310 MexxayHapoaHbIA MyNBTULEHTPOBbIN
nccnegoBaTenbCKMM NPOTUBOPELMAMBHbBIA NPOTOKON ANs AeTen u nogpocTkos (4o 18 ner) ¢
nepsbiM peunamnsom OJJ1 (B-kneTtouHbinn OJ1JT 13 rpynnbl B-kneTtok-npeaLllecTBeHHUKOB, Unm
T-knetouHbin OJ1J1, naumeHTbl TONBKO M3 rPynMnbl BICOKOro pucka). o Hemy paboTatoT Bce
OETCKME KIMUHWUKN U AETCKME OHKONOornyeckne LeHTpbl B [epmaHumn, a Takke MHOTOYUCIIEHHbIE
KMWHWKN B €BPOMENCKMX CTpaHax 1 3a npeaenamum Eeponsl. LieHTpanbHbIn nccnegoBaTtenbCKuin
odhmc HaxoauTcsa B yHMBepcuTeTckon knuHuke LWapute (r. BepnuH), pykosognTens npoTokona
— NpuBaT-AOLEHT, KaHa. Med.Hayk ApeHa doH Ltakenbbepr.

+ 0O6cepBaUMOHHbIN (HabnrogaTenbHbIN) KIWHUYECKUM WCCreAoBaTeNbCKUM MPOTOKON
ALL-REZ: B aToM npOTOKOMe pernctpupyrotca Bce naumeHTbl ¢ peumamsom OJ1J1, koTopbix
He feyaT MO MPOTUBOPELMAMBHLIM MPOTOKONAaM, Ha3BaHHbIM Bbiwe. K TakuM naumeHTam
OTHOCATCH, Hanpumep BCe AeTU M noapocTkm Ao 18 ner co BTopbiM peumausom OJJT,
NN OETU U NOAPOCTKM C MepBbiIM PeLMauBOM M3 Tpynnbl BbICOKOro pucka. PykoBoguTernb
HabnogaTensHOro NPOTOKONa — NPUBAaT-A0LUEHT, KaHA,. Mea.H. ApeHa ¢oH LTakenbbepr (LeHTp
[OETCKOWM OHKOSOrMM 1 remaTtoriormm B yHMBEPCUTETCKOM knnHuke Wapute, . bepnun).

Mone3Hoe yTo4YHeHMe: uccriegoBatenbckun npotokon AIEOP-BFM u uccnegoBaTenbckui
npotokon COALL paspaboTaHbl Anst o4HOM U TOW Xe rpynmbl NauneHToB (MepBuYHbIE NAUMEHTDI C
aunarHosom OJ1J1, Bo3pacTt ot 0 Ao nonHbIX 17 feT, unn CoOOTBETCTBEHHO OT 1 roga A0 NonHbIX 17
NEeT), OHU MUHUMArbHO OTNNYAKNTCS ApYr OT Apyra. KnuHWKM, B KOTOPbLIX NledaTtcs 4eTW 1 NOSPOCTKM
¢ OIN, camun BbIGUPAIOT, MO KAKOMY M3 3TUX NMPOTOKOMOB OHW Creuuanm3npyroTcs u paboTator.
WNccnepgosatenbckas rpynna CoALL B anpene 2022 roga Havana pabotatb BMecTe ¢ 8 Apyrumu
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nccregoBaTenbCKMMKM rpynnamMm B pamkax MexgyHapoaHoro koHcopumnyma ALLTogether. Bece atn
9 rpynn NpMHUMALOT y4acTue B uccnegosaTenbckon gase Il HoBoro npoTokona.

Takke obpaliaem BHMMaHue, 4YTo AeTeln co 3penokneTtovHon B-cdopmon OJJT nevat no gpyromy
NPOTOKOSY, @ MMEHHO MO MPOTOKOMY ANs MaLMEHTOB CO 3pernov B-kneTouHOW HEXOMKKMHCKON
nMMdOMOW ( HEXOOXKKUHCKUE STUMGOMBH).

MmaBHag Lenb Bcex uccrneaoBaTernbCKMX NPOTOKOMOB — MOBbIWAaTh 3PMEKTUBHOCTL NeYEHUs
peten ¢ anarHosom OJ1JT 1 0QHOBPEMEHHO CHMXATb OCMOXHEHUS 1 NoBo4YHbIe 3dhdeKTbl OT
neyeHus. bnarogaps nccnegoBaHMAM, KOTOPbIE COMPOBOXAAKT 3Tan UHTEHCUBHOW Tepanuu,
HakannMBaeTCs ONbIT U HOBbIE 3HaHWs 0 bonesHu. C y4ETOM aTON MHOPMAaLMKU CNeLanmncThbl
Haxo4AT HOBble NOAX0Ab! B NeYeHnn 1 pa3pabaTbiBalOTCA HOBbIE MPOTOKOSbI.

10. Kakue WwaHCbI BbINIEYUTLCH OT OCTPOro
numcobnacTHoro nemkosa?

BeposiTHOCTb  BbINEYNUTLCA (Bpauum rOBOPST B STOM Cry4ae O [MPOrHo3e) OT OCTPOro
numdobnacTtHoro nenko3a (OJ1J1) y geTelt MU NOAPOCTKOB 3HAYMTENbHO BbIpOCNa 3a nocrnegHue
COpoK neT. JToro ypanocb AOCTUYbL Gnarogaps COBpPEMEHHbIM MoAxo4aM B AMarHOCTUKe
(nosiBUNUCL HOBbIE METOAbI MccneaoBaHun), Obinv BBegeHble Oonee WHTEHCUBHbIE KypCbl
KOMOWHMPOBAHHOM XMMUOTEpPanuM K BceX 3aboneBLIMX [OeTer CTanu feunTb Mo eAuHbIM
ctaHgapTHbiM npotokonam. CerogHa ot OJ1J1 BbineumBatoT okono 90% feren M NogpocTkoB, O
YéM roBopAT uMdpbl 10-neTHer n 15-neTHen BbKMBAEMOCTU (TO €CTb ecnv peBGEHOK NMPOoXun
10-15 net ¢ MOMeHTa NMOCTaHOBKWU AMarHo3a M y Hero HeT peunanBa, OH CHMTAeTCs 300pPOBbLIM).
OcTtpbii NIMMOONacTHbLIN NEnKo3 cTan O4HOM U3 OHKOIormdeckux GomnesHen, KoTopble nyulle
BCEro ne4varcsi.

Ho ecnu y pe6éHka HebraronpusitHele rpoeHocmuyeckue ghakmopsl (Hanpumep, korga 6onesHb
Nnnoxo oTBevyaeT Ha nedeHue, y pebéHka Buag OJIJ1, KOTOpbIA TSXKENO NeyYnTcs), TO LAHChl Ha
BbI30opoBreHne 3Ha4uTenbHO MeHble 90 %. daxe ecnu geten nedar 6onee UHTEHCUBHBLIMU
Kypcamu xummoTepanmu. 9T Takke OTHOCUTCA K AeTsM B Bo3pacTe Ao 1 roga unu ctapwe 10 ner.

ExerogHo B lepmaHun npumepHo y 90 yenosek n3 Tex 550-600 geten M NoapoOCTKOB, KTO
BnepBble 3abonen OJJ1, HacTynaeT peunauB. TO eCTb 3TO KaXAbl cegbMon pebéHoK. OBbIYHO
peuyudus BbiBaeT B NepBble ABa-TPM rofa nocrne NocTaHoOBKU AMarHo3a, B KparHe pegkmnx cnyvasx
- nocne nsatu net. Ecnn HacTynaetr peuvamB, TO LUAHCHI BbINEYUTLCA MPUHLUMMMANBHO HUXE,
yem y pgeten 6e3 peumgmBa. XoTa y 4acTuM feTen C peunavMBOM MOBTOPHOE neyeHve Oaét
xopowwmn pesynerat. Cpeau geten u nogpoctkoB ¢ peungusom OJ1JT yaaétca Bbineunts 50-60%
(cneunanncTbl roBOPAT, YTO NATUNETHASA BbiXMBaeMocTb cocTtasnsaetr 50%-60%). CoBpemeHHble
nccriegoBaTenbCckue NpOTOKONbI UNWN uccriedosaHuss onmuMu3auyuu mepanuu CTPEMSTCA HanTh
HOBble NOAXOAbl B fie4eHWM, YTOObl YyryylnTb LIAHChl Ha BbI3JOPOBIEHME B TOM 4uCne U Tex
NauMeHTOB, MPOrHO3 KOTOPbIX CEFOAHS CYNTAETCA HEONAronpUATHLIM.

Heobxoamnmoe 3ameyaHue: Korga Mbl Ha3biBaeM MPOLIEHThI BbI3OOPOBEBLUMX AETEN, 3TO 3HAYMUT,
YTO Mbl 4AaéM TOMNbKO TOYHYIO CTATUCTUKY MO 3ToW hopMe paka y AeTeid. Ho Hukakas ctatucTuka
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He MOXeT npeackasaTb, BbI3AOPOBEET KOHKPETHLIN pebEHOK, mnu HeT. Jliobon nenkos, gaxe
ecnu y pebéHka ecTb onpefenérHble brnaronputsiHble oakTopbl, UM HA0OOPOT, ECTb HEKOTOPLIE
HebnaronpuaTHble haKkTopbl, MOXET NPOTEKAaTb abCOMTHO HenpeacKkasyemo.
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moccapun

annoreHHasa
TpaHcnnaHTauna
CTBOJ10BbIX KITETOK

ambynaTopHo

aHaMHe3

aHeMunA

aHemMnst PaHKOHM

aHTuTena

B-numdount

BUITOYKOBaA Keresa

nepecagka 6OJ'IbHOMy CTBOJ1OBbIX KIMETOK OOHOpa. Ycnosnem
Onst annoreHHon TpaHCcnnaHTauun ABnAeTcA MakCcuMalibHada
TKaHeBadA COBMECTUMOCTb [AOOHOpa " oonbHoro. CTBONOBLIE
KNEeTKU nony4yarT U3 KpoBU UM KOCTHOIo Mo3ra.

T.€. MeguumnHckoe obcenyxnBaHue 6e3 NomnHOM rocnuTanmaaumm.
B ouarHocTuyeckmx n neyebHbiX Lensx nauuMeHT He ocTaércsi
Ha HOYb B MEAULIMHCKOM YYpeXxaeHuU, a MOXET B TOT Xe [eHb
YXOANTb AOMON.

nctopus 6onesHn

MasioOKpOBME; CHUXXEHUE KOHLEHTPaUMM KpacHOro mnurMeHTa
KpoBW (remorrnobuHa) u/unu cogepkaHus KpacHbIX KPOBSHbIX
Tenewy (9TOT nokasaTtenb Ha3blBAETCH ,remMatokpuT) Huxe
YPOBHS, 3aBUCUMOrO OT BO3pacTa.

HacrnegCcTBeHHoe  3aboneBaHMe  KPOBM, Anst  KOTOPOro
XapakTepHbl nporpeccupytolias HegoCTaTOMHOCTb  KOCTHOro
MO3ra, XpOHM4Yeckasi aHeMUs 1 MoBbILWEHHbI pUck 3aboneBaHus
pakom (npexae BCEro OCTPbIM MUENobnacTHbIM ENKO30M).
[Ona OonbHbIX Takke XapakTepHbl OedeKkTbl B pasBUTUM
ckeneta (Hanpumep, MarnieHbKUI PoCT, HEMpPaBUIbHOE pa3BUTUE
OonbLloro nanbua n kucten pyk). AHemmnss PaHKOHM OTHOCUTCS
K cuHapoMam paka, KoTopble MOXHO yHacnegosaTb. Ha ypoBHe
KNeTkn HabnogaeTcsl CKIOHHOCTb XPOMOCOM K MOJSIOMKaM,
KoTopble BeAYT K UBMEHEHMSIM XPOMOCOM. T.€. C HUX HaYMHaeTcst
nosiloMKa KOHTPOSS KNETOYHOro LMKna.

cybctaHuumn  (Genku), koTopble chopmupyeT cobCcTBeHHas
MMMYHHasi CMCTEMa oOpraHuMaMa Kak 3allUTHY0 peakuuto Ha
nonaeliMe B OPraHW3M WHOPOAOHbIE YacTuubl (AHTUMEHbI),
MpPUUENbHO HanpaBnss UX NPOTUB NPOHUKLLEro aHTUreHa.

nogrpynna numdountoB. OHM MOMHOCTLIO  KOHTPONUPYHOT
npowecc pacno3HaBaHusi BO3OyauTenemn bonesHen,
BblpabaTbiBas cneumnpuyeckne aHTuTena.

opraH numdartMyeckon CUCTEMbI, PaACMOSIOKEHHbIA  HUXE
LWNTOBUOHOM  Xenesbl. 3OTO 4acTb MMMYHHOW  CUCTEMbI
opraHnama. OcobeHHO B EeTCTBE OHa BaXKHa 41151 oOPMUPOBaHMS
cuctemMbl UMMyHUTETa. C HacTynneHMemM NonoBOro co3peBaHust
TEepSIeT CBOIO POSib M 3HAYEHUE.
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WH(EKLMOHHaA YacTnua 6e3 cobCTBEHHOro oOMeHa BELLECTB,
KOTOpasi pa3aMHOXaeTCsl 3a CHET KIETOK X03siMHa U, Kak MpaBuIio,
BbI3blBa€T y HUX GonesHb (B NAaTUMHCKOM fA3blke CIOBO ,BUpYC”
O3HayvaeT ,cnuab®, ,aa%)

npvém npenapaTtoB (UMTOCTaTUKM) B 0CODOO BbLICOKMX [03aX,
KOTOpble GMOKMPYHOT POCT KNEToK. [pu pake MX WMCMNOMb3yHoT,
YTOObI YHUYTOXUTb BCE ONYyXONEBbIE KNETKU. T.K. OQHOBPEMEHHO
B KOCTHOM MO3re paspyLluaeTcsi KpOBETBOpHas cuctema, cpasy
32 BbICOKOOO3HOW XUMMWOTEpPanuen MNpPOBOAMTCHA Mepecagka
COBCTBEHHbIX WNU  OOHOPCKMX CTBOMOBBLIX KIETOK  KPOBU
(ayTonorMyHaa wnM annoreHHast TpaHCcnnaHTauusi KOCTHOro
Moa3ra).

eQMHULA HacneacTBEHHOCTUM B XPOMOCOMax. JTO Y4acTok
MOINeKynbl ge30KcupnboHyknenHoson kncnotbl (OHK), kotopbin
COAEPXKUT MHCOPMALMIO O CTPOEHUW OOHOro OnpeaenéHHoro
Oenka.

T.e. CBSI3aHHbIN C reHaMu, C HacneaCcTBEHHOCTbIO; BPOXOEHHbIN

OYeHb BbICOKAs KOHUEHTpauusi NENKOUUTOB B KPOBW, KOraa B
Mukponutpe kposu Gonbwe 100.000 nerkoumTtoB. B HOopme y
yernoseka AomkHo 6bITb oT 5.000 go 8.000 nenkouunTos.

nogrpynna 6enbix KpoBsHbIX Teney (nevkouutoB). OHKM
bopioTcs, npexae Bcero, € OaktepusmMu M C  ApPYrUMU
BO3byauTensmu 6onesHen (Bupycamu, napasutamu, rpubkamm).
Takke rpaHynouunTbl 3a4eCTBOBaHbI B MPOTUBOANNEPruiyeckmx
1 NPOTUBOBOCNANUTENbBHbBIX PeaKUMaX opraHn3mMa v CBA3bIBalT
npoueccbl HarHoeHusi. OHM cocTaBnstoT okono 60-70% Bcex
nerikountoB kposu. [lo dopme agpa, NO MNUIMEHTY, a
Takke Mo 3agadyaM, KOTOpble OHW BbIMOMHAKT B OpraHusme,
rpaHynouuTbl pasgensdlT Ha Tpu MNOArpynmnbl: HENTPOUnbI
(90%), 203mHOUNbI (2-4%) 1 6asodunbl (1%). Hentpodunel
BoptoTca, npexae Bcero, ¢ UHekumamu.

BaXKHble XapakTepuCTnKn CTPYKTYpbI (aHTUreHHble
XapaKTepUCTUKN KPOBU) KOMMOHEHTOB KPOBW (Hanpumep, rpynnbl
kpoBn no cucteme ABO); OHW, Kak npaBwumo, CTabWunbHbl U
Haxo4ATCHA Ha NOBEPXHOCTHOM MeMOpaHe KNETOK KPOBW U ApYrmX
Knetok TkaHewn. lNepen kaxablM nepenvBaHUMEM KOMMOHEHTOB
KpPOBW, Hanpumep, y NauueHToB C JEMKO30M WM aHeMuewn,
HeobxoaMMO KOHTPONMPOBaTb COBMECTMMOCTb TpyMMbl KPOBU
AOHOpa, 4TOObl He MPOU30LWIO peakumn oTTopxeHus. [pu
HEeCOBMECTUMOCTU KPOBW NMPOUCXOANT CKIEUBaHME SpUTPOLLUTOB,
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ﬂ,e(beKTbl MMMYHUTETa

MMMYHHaA Tepannd

MMMYHOMNOMMYeCKNI

I/IMMyHO(beHOTVII'IVIPOBaHI/Ie

WHTpaTekalribHadA
XxnMumortepanuma

MHGEKUMS

ncenenosaHus
onTMMU3aLMKM Tepanum

KneTka

Korga ux CMeLuMBaloT C CbIBOPOTKOW KPOBW APYroro 4eroseka
(peakums ,aHTUreH-aHTUTENOo").

BPOXOEHHBLIA MNN NPUOOPETEHHBIN COOM UMMYHHOW CUCTEMBI,
KOTOPbI  MPMBOAUT K OCrabneHnto WUMMYHHOro OTBeTa
coOCTBEHHOrO opraHvama. B pesynbrate conpoTMBNAEMOCTb
opraHnama K pasnunyHbiM MHADEKLMAM HE ABMSIETCA ONTMMaribHON,
TO eCTb OHa HegocTaTovHa.

3TO Takas popmMa feveHunsi, Npy KOTOPOM Ha UMMYHHYIO CUCTEMY
BNUAIOT TakMMm obpasomM M nomoratoT en, YTobbl COBCTBEHHbIN
UMMYHUTET cam BOpOorics C pakoM 1nu gpyrumm 3aboneBaHnsIMu.

T.. CBSI3aHHbIA CO CTPYKTYpoM U QYHKUMSAMU UMMYHHOM
CUCTEMBI OpraHM3mMa (3allMTHOM CUCTEMBbI opraHmamMa). O3HavaeT
MEXaHU3Mbl pacno3HaBaHusl YyXabIX U COOCTBEHHbIX BELLECTB U
TKaHen, a Takke MeXaHU3Mbl 3aLLMTbl OpraHu3ma.

3TO MeTof, AMarHoCTMKK, Koraa npy MNOMOLLM MOHOKIOHarbHbIX
Ten W ApyrMx 30HOOB CreuManncTbl UWYT onpeaenéHHble
Genkn (aHTUreHbl) Ha NOBEPXHOCTM KneTok. Yalle Bcero Ans
onpeneneHus onpeaenéHHbIX aHTUreHOB WCMOomNb3ylT MEeTOoA
NPOTOYHONM LIUTOMETPUMN.

3TO BBeJEHMEe MpenapaTtoB, OMNOKMPYHOLIMX POCT  KNETOK
(unTocTaTUKM) B CAMHHOMOS3rOBOW KaHan (NPOCTPaHCTBO C
NIMKBOPOM), B KOTOPOM HaxoAWUTCsl CMMHHO-MO3roBasi XXWOKOCTb
(nvksop).

NPOHUKHOBEHNE  MEmNbYallIMX  OpraHuM3moB  (Hanpumep,
OakTepuii, BUpPYCOB, TpMOKOB) B TENO YenoBeka, rOe OHU
HauMHaOT pasmHoxaTbes. WHdekumm MoryT pas3BuBaTbCs
B pasnuuyHble WH(EKUMOHHblIE GOMNe3HM B 3aBMCUMOCTM OT
0OCODEHHOCTEN MMWKPOOPraHM3MOB W peakuum UMMyHUTETa
opraHu3ama.

KOHTpOMMpyeMble KIMHUYecKne uccrneqoBaHus. MIx uenb - nevnTb
nauveHToB nNo nocnegHum paspaboTkaM W O4HOBPEMEHHO
noBbiwaTtb 3dEKTUBHOCTL TepaneBTUYECKUX BO3MOXHOCTEN.
Mpu 3TOM ONTMMMU3ALMS FEYEHUS 3aKMHOYAEeTCsl He TOMNbKO B
ynyylweHnn/yBennyeHnn LWaHCcoB Ha BbI3AOPOBIEHNE, HO U B
TOM, Y4TOGbI OrpaHNYMBaTL NOGOYHBLIE OCIOXHEHWS M OTAANEHHbIE
nocneacTBusi, BO3HUKAKOLME MU3-3a NeYEHUS.

camas MarneHbKas eQuHULa CTPOEHMS U XKU3HeOeATenbHOCTU
MBbIX OPraHU3MOB, Yy KOTOPOW €CTb COGCTBEHHbI OOMEH
BELLEeCTB, CNOCOBHOCTb OTBEYaTb Ha BHELUHWE Pa3apaxuTeniu,
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KOMMbloTEpHas Tomorpaduns

KOCTHBbI MO3r

nenkouuT

numdpatmyeckasa cuctema

numMmdaTtmnyeckme y3anbol

numdount

CNoCOBHOCTb K  HEMPOM3BOSILHOMY  ABWXKEHWIO  MbIlWL U
pasMHOXeHUIo. Kaxxgas kneTka COCTOMT U3 siapa M KINeTOYHOro
Tena (uuTonnasmbl), a CHapy»Xu NoKpbITa KNETOYHON MeMOpaHO.

mMeToa AMarHOCTUKM Mo CHUMKaM, B KOTOPOM WCMNOJb3YyHTCA
PEHTFEHOBCKUE NyYM U KOMMbIOTEPbI A1 TOCNOWHOMO NONyYeHust
n3obpaxeHnn yactem Tena (TpEXmepHoe un3o6paxeHue,
ronepeyHbI NN NPOAONbHbIA cpes Tena)

MECTO KPOBETBOPEHMWS; MArkas rybuyaras TKaHb C CUIbHbIM
KpOBOCHabXeHneM, 3anofHAeT BHYTPEHHWE MONOCTU MHOrMX
KocTen (Hanpumep, B MO3BOHKAaxX, KOCTAX Tasa, GegpeHHbIX
KocTsx, pébpax, rpyouHe, nonaTtkax u B knouuue). B KocTHOM
MO3re U3 KNeToK-NpeaLlecTBEeHHMKOB (CTBOMIOBbIE KMETKN KPOBH)
BblpacTaloT BCce POPMbI KNETOK KPOBMU.

Oenble KpoBsiHble Tenbua. Kak KNeTkM WMMYHHOW CUCTEMBbI
OHM 3awmwiaT OoT BOo3dyauTenen 6GonesHenm U OoproTcs
Cc uHdpekumamn. OHM  TaKkKe YHUUTOXAKT  parMeHThb
paspyLUEHHbIX KIETOK, CKannmMBaloLLMXCA Nocrne pacnaga KneTok
opraHnsma. K rpynne nemkoUMTOB OTHOCSTCS rpaHynouuThbl
(60-70%), numdoumntsl (20-30%) U MoHOUUTLI (2-6% OT BCEX
nenKkounToB B KpoBM). B OCHOBHOM nenkouuTbl 0O6pasyroTcst B
KOCTHOM MO3re. QTOT NpoLEecC Ha3blBaETCs JIENKONO3I30M.

cobupartenbHbI TEPMUH, KOTOPLIN OBO03HA4Ya€eT COBOKYMHOCTb
nnmdaTMYeCKMX COCyA0B, CTBOJOB, Y3I0B, TKaHEN (MMMAOouUnTbI
B COEOVHUTENbHbBIX TKaHAX, CIN3NCTbIX obonoykax, xenesax) u
numdongHble opraHbl (CeneséHka, MUHAANMHbI, KOCTHbIA MO3T,
BUNOYKOBAs Xxenesa).

HebonblUne opraHbl OKPYrNon W OBanbHOW (POpMbl, KOTOPbIE
OTHOCHATCH K UMMYHHOW cucTeme opraHuama. OHuM HaxogaTcs B
pasHbIX YacTax Tena u pabotaloT OUNETPOM ANS XKUAKOCTU B
TKaHsX (Mumdbl) B onpegenéHHon YacTv opraHmama. B Hux xmneyT
KNETKN UIMMYHHOW CUCTEMbI.

nogrpynna Oenbix KPOBsHbIX  Tenew  (nerkouutoB). Wx
NPOM3BOAUT KOCTHbIVA MO3I, HO J03PEBalOT OHW A0 MOSNTHOLEHHbIX
KNEeToK B NUMaTnyecKkmx TKaHsax (Hanpumep, B nuMdaTnyeckmx
y3nax, cerneséHke, BMUITOYKOBOW >xenese). [lpoHukas no
nuMmdaTMyeckuMm pycnam B KpOBb, OHM (Tak HasblBaeMble
B-numdpountel 1 T-numdoumnTbl) OTBEYAKT 3@ WMMMYHUTET
opraHv3ama 1, B 0COOEHHOCTU, 338 aHTUBUPYCHYIO 3aLLUMTY.

cTpaHuua 24



OcTpble numdobnacTHble nekossl (O111): kpaTkas nHdopmaums

nyyeBasi Tepanus

nombanbHas NyHKUNA

MarHUMTHO-pe3oHaHCHasdA

MO3roBble 000M0YKK

MOJIEKYIAPHO-TEHETUYECKUIA

MONEKYNSAPHbLIN

Hapy>XHbI OCMOTP

HEXOOXKNHCKNe J'IVIM(*)OMbI

KOHTPONUpyeMoe NpUMeHeHVE UOHWU3UPYIOLLIEro U3NyYeHus ans
neYeHns 3rnokavecTBeHHbIX 3aboneBaHuin

NPOKON B MO3BOHOYHOM KaHamne B HWXHEW 4YacTu CruHbl Ans
B3ATMSA CMUHHOMOS3rOBOW XXMOKOCTU (NUKBOPA), Hanpumep, Ans
uccrneaoBaHusl, ecTb N B HeW OMyxoneBble KNeTku, Ans
BBOAA NeKapCTB HEMnoCpefACTBEHHO B CMMHHOMO3IOBOW KaHarn
(MHTpaTekanbHoe NeYeHne) UNu ANnst CHXKEHNUS AaBreHNs.

MarHUMTHO-pe3oHaHCHasd TOMOFpa(bI/IFl - MeToa AMarHOCTUKM no
cHumMKam. O4eHb TOuYHbIA MEeToA UCCreaoBaHus Ans nony4yeHuA
M306pa)KeHI/IFI BHYTPEHHUX TKaHen un opraHoB, B KOTOpOM
HEe MNCNoNnb3yeTcAaA usny4deHue. C nomoubio MarHUTHbIX Monewn
CKaHUPYKOT TEJ0. I'IonyquHble CHUMKWM O4€eHb XOpOoLlo nomorarT
OUEHUTb COCTOAHME OpraHoOB 1 npousowiealine B HUX USBMEeHEeHUA.

Crnou CoeauHUTENbHBIX TKaHEW, KOTOpble MNOKpbIBAOT MO3r
n 3sawmwatot ero. CeBepxy K TpEM 006OMOYKaM rOfIOBHOMO
Mo3ra npuUMbIKalOT KOCTU 4Yepena. CnMHHOM MO3r MOKpLIBAET
oborno4vka CnNMHHOTO MO3ra, Takke COCTosLaa U3 TPEX CroeB.
OHa oxBaTblBaeT ocTanbHble 00MacTu LeHTparibHOW HEPBHOM
CUCTEMBbI.

T.e. CTPYKTypa, BO3HMKHOBEHWE, pasButMe, QYHKUMUN U
B3aMMOOENCTBME KIETOK U 3NEMEHTOB KNeToK (Hanpumep,
HYKINEVHOBBIX  KWUCMOT, MPOTEMHOB) paccMaTpmBaeTcs Ha
MOMEKYNspHOM  ypoBHE. AHanu3unpyeTcs HacrneacTBeHHas
nHcopmauums B HyknenHosbix kucnotax (QHK n PHK); a takxke,
KaKk 9Ta HacnegcTBeHHas uWHdopmauns obpabaTbiBaeTcd B
npouecce cMHTe3a 6enka n perynsauum reHHON akTUBHOCTH.

T.€. CBSA3aHHbIN C Monekynamu.

3TO BaXHbI 3MNEeMeHT AMarHoCTMYECKOro uccnegosaHus. Bpau
npocnylwmnBaeT oOnpedernéHHble OpraHbl U OWynbiBaeT MX
(manbnauust), NpoBepsieT onpefenéHHble pednekcbl, YToObI
oueHWUTb BuAg 3aboneBaHus WM MONYyYUTb MOKasaHWs, Kak
3aboneBaHne NPOTEKAET.

bonbLuas rpynna 3M0Ka4YeCTBEHHbIX 3abonesaHui
nMMmdaTyeckon CUCTEMbl, OCHOBHbIM CUMMTOMOM SIBRSIETCA
yBenuueHve nuMmdaTnyecknx y3rnos. HexooXKMHCKue numdg oMbl
(HXJ1) otHocATCA K 3nokavyecTBeHHbIM nuMdomam. OHu
COCTaBNAT NpUMepHO 7 % OT uucna BCEX OHKOMOrM4eckux
3abonesaHni y feten 1 NOApPOCTKOB.
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obnyyeHne

nepennBaHne Kposun

NPOrHo3

nporHocTuyeckme akTopbl

NYHKUMA KOCTHOIo Mo3ra

paavauus

paHgoMmsaums

pemuceus

peHTreH

PEHTreHOBCKOEe usny4yeHune

KOHTPONUpyeMoe NpUMeHeHVE UOHWU3UPYIOLLIEro U3NyYeHus ans
neYeHns 3rnokavecTBeHHbIX 3aboneBaHuin

BBedeHWe  OOMnMbHOMY  UenbHOW  KpOBM  JOHOpa Ui
€€ KOMMOHEHTOB (Hampumep, 3pPUTPOLUTApPHOW  Macchl,
TpomBounTapHO Macchl).

OXMaaemoe TeuyeHne GonesHu, npeanckasaHne BepoOATHOCTU eé
n3rnedYeHuns/lwaHcbl Ha BbI3OpPOBIIEHMNE.

daKkTophbl, MO KOTOPbIM MOXHO MPUMEPHO OLIEHUTb AanbHENLLUIA
xopn 6onesxun

3TO Takasi npoueaypa, korga obpaseul, TKaHM KOCTHOrO Mosra
OepyT ons nccnegoBaHus U CMOTPAT, ECTb JIM TaM OMyXoreBble
knetkn. MNMyHkumMsa (T.€. NPOKON) AenaeTcs cneumanbHON TOHKOW
nonow wurnow. >XMAKWIA KOCTHbIM MO3r HabupaeTcs B LUNPUTL
nmbo M3 KocTu Tasa (Bpayum roBopsAT O MOAB3OOLLIHOM KOCTW),
nmbo n3 rpygHon KocTu (Bpaun roBopsT o rpyavHe). Letam
Oonee cTtapwero Bo3pacTta nepeg MyHKUMEN genatT MECTHYH
aHecTe3unto, To ecTb 0be3bonuBaloT TO MecTo, oTkyga OyayT
OpaTb KOCTHbIA MO3r; WMHOrga AOMOMHUTENBbHO AakT NErkun
YCMOKOWTENbHBIN Npenapar (Bpayu roBopsAT B 3TOM criyyae o
cegaumn). letam mnagliero Bo3pacta B HEKOTOPbIX CUTyaLUsX
MOXeET NoTpeboBaTbCHA KPAaTKOBPEMEHHbIA HApKO3.

n3nyyeHune, KOTOpoe BO3HMKAET B pe3ynbraTe pacnaja (S4epHoro
pacnaga) paguoakTuBHbIX cybcTaHuuin. Cm. "pagmoakTuBHOE
nany4vexue"

3TO (CTATUCTUYECKMI) MPOLIECC Crly4aHOro pacnpegeneHus
NauMEHTOB B 3KCMEPUMEHTANbHYIO U B KOHTPOIbHYO rpynny B
nuccnenoBaTenibCkoM NpoTokone nedveHus. bnarogapsi Takomy
NPOW3BOSILHOMY pacnpefeneHnto NaunueHToB B rpynbl NevYeHnst
cneumanncTbl  CTPEMATCS  WUCKMHOUYUTb  CUCTEMHbIE  OLUMOKM
ONs nocriedyloLwero aHanusa MccrnenoBaTernbCKMX MPOTOKOOB
neveHus.

BpemMeHHoe ocnabneHue nnm ncYe3HOBEHNE CUMNTOMOB DOMNE3HU
(SJ'IOKa‘-IeCTBeHHOFO 3a6oneBava), HO ewWé He nomnHoe
Bbl3OOpoBneHne.

MEeTo4 [OWarHOCTUKM MO CHUMKaMm, B KOTOPOM WCMONb3YHTCSH
PEeHTreHOBCKUe ydn AN nony4yeHns nsobpaxeHunii opraHos nnum
onpefenéHHbIX YacTen OpraHos.

paguoakTUBHOE W3ny4veHue, Goratoe aHepruein, C MNOMOLLbIO
KOTOPOro MOXXHO MpocCMaTpuBaTh TBEpAblE NPeaMEeTbl U KMBble
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peunans

CBEpTbIBaHWNE KPOBU

CcMMnNTOM

cvHgpom bnyma

cvHgpom [ayHa

cnHgpowm Jin-dpaymerun

CMHOPOM Nnn3nca onyxonu

opraHusmbl. NpoceBeurBas onpefenéHHble y4acTku Tena, ny4uu
B 3aBMCUMOCTM OT TKaHW C pPasfMYyHOM YyBCTBUTENbHOCTHIO
NMPOeuMpyoTCst Ha crneunansHyo NAéHKy U JaloT AByXMepHoe
n3obpaxeHue.

BO3Bpar bonesHun, NOBTOPHOE 3aboneBaHne nocne
Bbl300POBMEHNA.

noasTanHoe npeBpaLleHne XUAKOW KpoBu B cryctok. [lpouecc
CBEpPTbIBaHMWS 3aBMCMT OT OGanaHca/paBHOBECMS  pas3HbiX
dakTopoB (hakTopbl CBEPTbIBAHWUS KPOBW, TpombouuTapHbie
akTopbl CBEPTLIBAHMSA).

npusHak 6onesHu, kak 6onesHb NposiBNsieTcs

3TO pefgkoe HacneacTBeHHoe 3aboneBaHue. XapakTepHbIM
ABMAKTCA HapyLLEHUSA poCTa YenoBeka, NoBblLLEHHAs CBETOBAs
YYBCTBUTENbHOCTL Mas3, npobnembl ¢ EPTUNBHOCTLIO,
MOBbILLEHHASA YA3BMMOCTb K MWHEKUUSIM UK  MOBbILIEHHASs
NpeapacnonoXeHHOCTb K paKy (NTeNKOo3bl U CONUAHbIE OMyX0nn).
Y naumMeHToB C 3TUM CMHOPOMOM YXXe B NepBble ABa roaa XnsHu
NOSIBMSIOTCH pasHble ONyxonu, KOTopble pedko BbiBaloT y Apyrmx
nogen. Noatomy cuHgpom bnyma oTHOCKMTCS K HAcCNeACTBEHHbIM
onyxonesbiM CMHOPOMaM.

BpoXaéHHoe 3abonesaHve. OHO MpOSABNSAETCA B HapyLleHWUU
pasBUTUA OpraHoB M TKaHeW, B YMCTBEHHOW OTCTanocTu, Mo-
pa3HOMY BblpaXXEHHOW Yy pa3HblX Ntogen, B OTCTaBaHMKU pocTa 1 B
HenpaBWUITbHOM Pa3BUTUU BHELUHMX AaHHbIX Ha nvue. Y geten ¢
cnHgpomom [layHa puck 3abonetb pakoM, 0COGEHHO nenkemuen,
BbilLe, YeM y apyrux geten. CuHgpom [layHa BOHUKaeT u3-3a
N3MEHEHNA B XPOMOCOMHOM Habope: B KaXaow KreTke YernoBeka
B 21-011 Nape XpOMOCOM MMEETCH TPU XPOMOCOMbI BMECTO OBYX.

3TO CEMEWHbIN  pPakoBblh  CUMHAPOM,  KOTOPbIA  MOXET
nepepasatbcs No Hacneactsy. OTNMYaeTCs TeM, YTO B CEMbSIX
C 9TMM CMHOPOMOM TMOBbLILWAETCA pPUCK 3abornetb CONUOHON
onyxonbto. Y feTen 1 nogpoCTKOB Yallle BCEro MOryT BO3HMKATb
pakK Hagno4YeYHVKOB 1 CAapKOMbI MATKMX TKAHEW, a Takke Nenko3bl
1 OMyxornu Mo3ra. Y B3pOCribiX NOBLILLAETCS PUCK 3ab0neTb pakom
KoCTewn (ocTeocapkoma), MOMOYHOM xenesbl U pakoM nérkux. Kak
npaBuno, y HUX MyTUPYyeT reH p53, KOTOPbIA Ha3blBalOT reHOM
CynpeccopoM OMnyXxoren.

3TO M3MeHeHMe B OOMeHe BeLlecTB, KOTOpPOe HacTynaet
n3-3a paspylleHust GomnblIOro KONM4ecTBa 3M0KAYEeCTBEHHbIX
(pakoBbIX) KMETOK Nocrne Kypca xumuorepanuun. YBenvunBaetca

cTpaHuua 27



cumMHTUrpadms

T-numcbount

TpaHcnnaHTauna
CTBOJT0OBbIX KITETOK

TpombouunT

ynbTpa3BykoBOE

XuMmmortepanuma

XPOMOCOMHbIE

OcTpble numdobnacTHble nekossl (O111): kpaTkas nHdopmaums

KOHLUEHTpaumMs MOYeBOW KWUCROThbl, Kanus, docdopa, B
CbIBOPOTKE KPOBU CHUXKAETCH YPOBEHb KanbLns — B pesynbrare
HapyLwaeTcsa paboTta noyek.

METOA pPaguoM30TONMHOW AMArHOCTUKW, B KOTOPOM CHUMKM
BHYTPEHHUX OpraHoB W TkaHel (NogobHO PeHTreHOBCKUM
HeraTuBam) Mofy4atoT C MOMOLLbI0 BBEAEHWUS PafMOaKTUBHOMO
mMapkepa. 3anucb UM guarpammy 4epHo-6enbiX  CHUMKOB
Has3bIBaOT CLUUHTUIPAMMON. Mo CHUMKaM CUMHTUIrpadmMm MOXHO
onpefenuTb MecTa NaTonorMyecknx 04aroB B opraHax v TKaHsix.

nogrpynna numdoumTtoB. OHM CO3peBaloT B BUIOYKOBOW XXenese
(TMMyce) 1 UrpatoT BaxkHYyIO0 porib B Tak Ha3biBAeMOM KIEeTOYHOM
UMMYHHOM OTBeTe: obecrnevmBaloT NPSMYHO 3aLUMTY OT BUPYCHbIX
N rPUBKOBBIX MHPEKUNIA 1 PETrYNNPYIOT aKTUBHOCTb APYTNX KNETOK
UMMYHHOW CUCTEMbI (HanpyuMep, rPaHynoumToB).

nepecagka CTBOMIOBbIX  KIETOK  KPOBM  Mocre  3Ttana
NOArOTOBUTENBLHOM  XUMMUOTEPANUW, JNydeBOW Tepanuu Wnu
UMMYHHOCynpeccum (T.e. No4aBMNEeHNss UMMYHUTETA) Y NauMeHTa.
CTBOMOBbIE KMETKM MOMY4alT U3 KOCTHOrO MO3ra Wiv KpPOBMW.
B nepBom crniydyae npouedypa HasblBaeTCA TpaHCchnaHTaumnemn
(nepecapkoil) CTBOMOBbLIX KMETOK KOCTHOMO MoO3ra, a BO
BTOPOM — TpPaHCMNaHTaumen (nepecagkon) CTBOSIOBLIX KIETOK
nepudepnyeckon KpoBu. B 3aBUCUMOCTM OT TOrO, KTO SIBNSIETCS
AOHOPOM, TpaHcNnaHTaums GbiBaeT ABYX BUOOB — anfioreHHasi u
ayTorormyHas.

KNeTKM KpOoBW, KOTOpble OTBevaloT 3a e€ cBépTbiBaHue. [pu
paHeHNM CTEHKN KPOBEHOCHbIX COCYA0B AeNatoTcs C UX NMOMOLLbIO
HenpoHMLaeMbIM/ U KpOBOTEYEHME NpeKpallaeTcs.

uccnegoBaHve. Metoa AMarHOCTMKM MO CHUMKAaM, NpU KOTOPOM
3BYKOBbI€ BOMHbI MPOHMKAKOT B OpraHn3aM 4epes Koxy. Ha
rpaHuLUe TKaHEW W OpPraHoB OHW OTpaxalTcsl, MHopmaLms
obpabaTbiBaeTCH KOMMLIOTEPOM U NEPEBOANTCS B N30BpaxeHue.

B [aHHOM  KOHTEKCTe: MCMNonb3oBaHMe  MeAMKaMeHTOB
(xvmuonpenapatbl, LWTOCTaTWKK), KOTopble cneundunydecku
NPensATCTBYIOT POCTY ONYXONEBbIX KNETOK B OpraHnsme.

T.e. CBsi3aHHble C XpOMOCOMamMu. XpOMOCOMa - HOCUTEfb
HacneacTBEHHOrO Matepuana, T.e. FeHeTUYecKon MHdopMauum
KneTkn. XpOMOCOMbI SIBMISIOTCA YacTbio SApa KMeTKW, KoTopble
COCTOAT Mpexae BCero U3 Ae30KCMPUOOHYKIMENHOBOW KUCMOThI
(OHK) n 6enkoB (Tak Ha3biBaeMble MMCTOHbI). VX cTpoeHue u
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LeHTpanbHas HepBHas
cuctema
LLMTOMOPONOrn4eckni

LMTOPEeaYKTUBHbIN

LUNTOCTATUK

LHC

ANeKTpoKapaunorpamma

anekTpoaHuedanorpaMmMa

apuTpoLmT

KONMYeCcTBO 3aBUCAT OT crneuudukm Braa >XMBOFO OpraHM3ma.
OpraHuam yenoseka coaepxuT 46 xpoMocoMm (23 napbl).

COCTOUT M3 TOMOBHOMO W CMMHHOTO MO3ra, 3a UX npegenamu
pacronaraetcs nepudepudeckasi HepBHas cuctema. Kak
LeHTpanbHbIA OpraH, BbIMOMHSALWMA (YHKLUAW UHTerpaumu,
KOOpAMHALMK 1 perynupoBaHusl, LIeHTparbHas HepBHasi cuctema
obecneunBaeT 06paboTKy BHELLUHEW UHOPMALIMKN Yepes OpraHbI
YyBCTB, @ TakkKe BHYTPEHHEN WHOpMaLMM O pasapaxeHuu
(BO30YXOEHUM), KOTOpPas MOCTYNaeT U3 opraHuama.

T.e. CBA3aH C DOPMOM U CTPOEHWEM KIMETOK, KOTOpbIE U3y4atoT
nos MuKpockonom. Liutomopdponorusi 3aHMmaeTcsi usyvyeHmem
CTPYKTYpPbl U hOPMbI KIETOK.

yacTb CfoBa ,UMT® YyKasblBaeT Ha OTHOLUEHME K KIeTke,

»PEOYKTUBHbIN® O3Ha4YaeT yMeHbLLIaIOLIJ,I/IIZ; BCé CNOBO O3HayaeT
YMeHbLLIa}OLIJ.VIVI KOJTM4YeCTBO KI1EeTOK.

npenapat, KOTOpPbIM 3agepXuBaeT pPocT krnetok. MoxeT
YHUYTOXaTb abCOoMTHO pasHble KIEeTKM, B OCOGEHHOCTU Te,
KOTOpble GbICTPO AEnsATCs, BMSSA Ha X OGMEH BELLEeCTB; MOXET
NpensaTCTBOBaTbL POCTY KMETOK, UMW 3HAYMTENBHO €ro 3aMensieT.

COKpallleHne TepMuHa "UeHTpanbHas HepBHasg cuctema":
COCTOWUT M3 TOMIOBHOMO M CMAMHHOIO MO3ra, 3a UX npegenamu
pacnonaraercad nepudgepudeckad HepsHass cuctema. Kak
LEeHTpanbHbIA OpraH, BbINOMHAKWNA  QYHKUUN  MHTErpaumm,
KOOpAUHAaLMKN 1 perynnpoBaHus, LLEHTpanbHas HepBHas cuctema
obecne4vmBaeT 06paboTky BHELUHEN NHOPMaLMK Yepes OpraHbl
YyBCTB, @ Takke BHYTPEHHeN WHGOpMaUMM O pasgpakeHuu
(BO3GY>X4EeHMK), KOTOpasi NOCTYNaeT U3 opraHM3mMa.

MeToa ANAarHOCTUKM SNEeKTpnUYeCKnx nMmnynbcoB cepgua.

rpacdudeckoe  n3obpaxeHne  SMNEKTPUYECKON  aKTUBHOCTMU
rofioBHOrO  MO3ra,  3anncb  MpoBOAUTCA  BO  BpeMd
AnNeKkTpoaHuedanorpaguu.

KpacHble KpOBsiHble TenbLa; Havbonee pacnpoCTpaHEHHbIE
KneTku B kposu. OHM 0Bpa3sytoTcs B KOCTHOM MO3re (3TOT npouecc
Ha3bIBAETCA 3pPUTPOMNO33) U MEPEHOCHAT KUcrnopog Mno Bcemy
opraHusmy. 3a yaepXxvBaHue N nepeHoc knucrnopoga (oT NErkunx K
TKaHSIM) OTBEYAET MUIMEHT BHYTPU apuUTpoumTa (remornobun). Y
CO3peBLUEro apuTpounTa HeT aapa.
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axokapguorpaMma
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MeTon AMarHoCTMKM [Ans u3ydeHus paboTbl cepaua, T.e.
pacronoXeHuss cepAeyHbIX KranaHos, TOMWWHY cepaeyHou
MbILLLbI, MTAPAMETPOB ,BbITANKMBAaEMOro” MOTOKa KPOBM, U T.4.
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