(benepaibHOE TOCYIAPCTBEHHOE aBTOHOMHOE 00pa30BaTEIbHOE YUPEKICHHUE BBICIIIETO
o0Opa3oBaHUs

[lepBsbiit MockoBCKUIl rocyJapCTBEHHBIN MequIMHCKUN yHUBepcuTeT uM. M1.M. Ceuenosa
Munucrepcrsa 3apaBooxpaneHus Poccuniickoit denepanuu

(CeueHOBCKHIT YHHUBEPCUTET)
KiImHAYeCKUil THCTUTYT AETCKOTO 310p0oBbs uMeHu H.@.Puiarosa

Kadenpa nenuarpuu u g1eTckux HHPEKIIMOHHBIX 00JIe3HEeH

MCTOI[I/I‘-IGCKI/IG Marepurabl IO JUCHUILIINHEC!
T'ocniutanbHas neanuaTpusa

OCHOBHas HpO(b@CCI/IOHaHBHaH 06pa30BaTenLHa$[ IIporpamMma BbICHICTO O6p330BaHI/I${ -
[mporpamMmma CriCouaJInTCTa

KO/l Haumenosanue OII: 31.05.02 Ilenuatpus



OCco06EeHHOCTM KOXXM HOBOPOXAEHHBbIX
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1.1.AHaTomo-cbusamnonornueckKme
O0COOEHHOCTM KOXXMN HOBOPOXAEHHbIX

dusmonornyeckme n NaTonorM4yeckoe CoOCTOAHUS, MPUCYLLNE
TONBbKO KOXX€ HOBOPOXAEHHbIX U FPYAHbIX AeTeN, 00 bACHAKTCSH
ee CTPYKTYPHbIMU U PYHKLMOHAMNBbHBIMU CBOMCTBAMM.




1.1.AHaTomo-cbnsanonornyeckKme
O0COOEHHOCTM KOXXMN HOBOPOXAEHHbIX

Takmmm Kak:

Jlerkas paHUMOCTb

Xopollee KpOBOCHabXeHne NogKOXKHO-XKMPOBOW KIleT4YaTKu
(MKK)

otcyTtcTBue B [1XKK coeanHUTENBbHOTKAHHbLIX NepeMblyek
obunebHaga ceTb NuMmdraTtnveckux cocyaos B KK




1.1.AHaTomo-cbusamnonornyeckKme
OCOOEHHOCTM KOXXUN HOBOPOXAEHHbIX

Tak e Ansl KOXXN HOBOPOXAEHHbIX XapaKTepPHO:

[‘ngpaTtayma poroBoro cros (HaTypanbHbIW YBIIaXXHSAOLWNN
doakTop, NMNuabl KOXXHOro bapbepa)

[ToBbILLEHHAs TpaHcaNuaepManbHas noTepsi BoAbl
pH 7.0

Cekpeuua cana nosbilleHa




1.1. AHaTtomo-cbusamnonornyeckKme
OCOOEHHOCTM KOXXUN HOBOPOXAEHHbIX

[1aHHble 0CODEHHOCTU KOXXM HOBOPOXOEHHOIO UrparoT
CYLLIECTBEHHYIO POJSib B OLICTPOM pPa3BUTUU U
pacnpocTpaHeHun npouecca Brinyob U BLUMPL U
cnocobcTByeT pacnpocTpaHeHU NHgeKunuu




1.1. AHaTtomo-cbusamonornueckKkme
O0COOEHHOCTM KOXXMN HOBOPOXAEHHbIX

AETCKAA KOXKA B3POCIIAA KOXA
Porosou cnoun
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PA3TUYUA KOXKU
[leTckaa Koka, Mo CpPaBHEHWIO CO B3POCNON, UMEET TOHKMK BepxHuit cnon. lNManunna (maneHbKumn

KOHyCOO6paBHin/'1 BbICTyI'l) C KPOBEHOCHbIMX COCyaaMu NMpoeunpyeTca rny6>1<e B anungepmuc. KneTtkn
ﬂeTCKOM KO»KW MeHblLE U He Tak Bnn3Ko APYr K Qpyry, 4To AeNnaeT KOXKY 6onee ﬂpOHMuaeMOM.




AHaToMmo-cbusaunonornuecKue
O0COOEHHOCTU KOXXUN HOBOPOXAEHHbIX.
DYHKLMU KOXKM

« 3awuTHag
 BcacbiBawowias

o [lbIxaTenbHas

* BblgenutenbHas dyHKUMA
« TepmoperynupytoLias
 CuHTETMYecKas

* OcsasaTenbHas




AHaTomo-thm3unonormyeckKkume
OCOOEHHOCTM KOXXMN HOBOPOXAEHHBbIX

[(naBHasa PYHKUMSA KOXKXU — 3aLlUMTHAsA Y AeTeN BblpaXkeHa
cnabo, n3-3a HegoCTaTOYHOW KepaTMHU3aLMM POroBoro crnosi u
ero TOHKOCTU, HE3PENOCTU MECTHOro UMMYHUTETa N OOUITBHOIO

KPOBOCHa0XeHUA.

OTN OCODEHHOCTU AeNnatoT AETCKYIO KOXY NEerkopaHumMon u
CKITOHHOW K BOCMarieHMaMm, B YaCTHOCTU NpU NIIOXOM yXoae,
npeapacnonararT K reHepanmsaumm MHQEKLUN.




1.1. AHaTtomo-cbusmnonornyueckKme
O0COOEHHOCTM KOXXMN HOBOPOXAEHHbIX

Poroson cnow y B3pOCNOro Porosoi Cnow y manbiwa
(S
& Avegens \m«ponl , " Ams\L\MuKPOGbl
* \anneprenbl nnepreHbi

i o—?'

-Bocnan MTeIIbH bl npouecc

@ *—@

BocnaneHue He passBuBaeTca




1.1. AHaTtomo-cbusamnonornyeckKme
OCOOEHHOCTM KOXXUN HOBOPOXAEHHbIX

CnenyeT yunTbiBaTb, YTO BblAENUTENIbHAA PYHKLUMSA KOXU Y
OeTeun pasBuTa Nnoxo. PasBnBaeTcd TOMbKO K TPEM rogam.

« Tepmoperynupyowasa yHKUMA Takxke pa3BuTta cnabo, Tak
KaK He pa3BuUTbl MOTOBbIE Xereabl.




1.1. AHaTtomo-cbusmnonornyueckKkme
OCOOEHHOCTM KOXXMN HOBOPOXAEHHBbIX

[1na yxoaa 3a KoXken HOBOPOXAEHHOro criegyeT NPUMEHATb

crneunanmanpoBaHHble CpeacTBa, pa3paboTaHHbIE C y4ETOM
O0CODEHHOCTEN KOXWN pebeHkKa.

YCNOBHO, X MOXHO noapasnennTtb Ha 4 KaTeropun: TIOCbOH,
KpeM, Macro, 3aluTHbIN (bapbepHbIN KpeMm)




1.1. AHaTtomo-cbusamnonornyeckKme
OCOOEHHOCTM KOXXUN HOBOPOXAEHHbIX

NMpenapar Llenb npumMmeHeHus

Mbirno geTckoe ¢ HeuTparibHbIM OunwieHne, yBnaxxHeHue
pH

[eTckne npuUchbINKn 3awmTta KoxXxu, BNnTbiBaHWE Baru
Macna 3aluTa, pereHepauus
Kpem 3alinTa, yBraxHeHue,

NpoTMBOBOCMNANUTENIbHOE AENCTBUE,
npodounnakTuka neneHo4YHoro
gepmartuta

Ma3u 3alinTa, yBraxHeHue,
npodmnakTnka NeneHo4YHoro
aepmartuta




1.1. AHaTtomo-cbusamnonornyeckKme
OCOOEHHOCTM KOXXUN HOBOPOXAEHHbIX

[Mpn ncnonb3oBaHUN YXOA40BbLIX CPEACTB crieayeT obpallaTh
BHMMaHMe Ha cocTaB, TaK KaK CyLLLecTBYeT psf
VHIPEeANEHTOB AETCKON KOCMETUKM, KOTOPble OTHOCATCSH K
NoTeHUuManbHO OoNnacHbIM U TOKCUYHbIM:

deHoKCMaTaHo (KOHCEPBAHT/aHTUCENTUK)
['mapokena HaTpus (KOPPEKTOP KNCIIOTHOCTN)
ITuneHokeug (npeacraBuTens rpynnsl napabeHoB)
KoHcepBaHThI, naypuncynbdaThbl

ApomaTumnsaTtopbl




1.1. AHaTtomo-cbusmnonornyueckKkme
OCOOEHHOCTM KOXXMN HOBOPOXAEHHBbIX

BBunay TOHKOCTM pOroBOro Crosi U YCUNeHHoro
KPpOBOCHabXeHUa AbixaTenbHasa n pe3opbumoHHas pyHKUNn y
OeTen paHHero sBo3pacrta MMetoT borsibllee 3HaYeHne, YeM y
B3POCIbIX, B CBA3M C YeM crieayeT OCTOPOXHO MPUMEHATbL
neKkapcTBeHHble cpeacTBa B MasgaxX, Kpemax, nacrax, Tak Kak
HaKOMMeHMe nx MOXeT Bbl3BaTb HEDOMaronpusaTHbIN 3 dEKT.




1.1. AHaTtomo-cbusamnonornyeckKme
OCOOEHHOCTM KOXXUN HOBOPOXAEHHbIX

NMpenapar Tokcn4yecknun acpchekr

AHUNHOBLIE Kpacutenu MeTremornodonHemums
[JeTcKkne npucbIinku PBoTa, anapes, cygopru
KepaTonutnyeckune MeTabonnyeckn aungos,
cpencTBa cyooporu

Tonun4yeckue ATpOodonsa KOXKU, TrMNOdPYyHKLMSA
KOpTUKOCTepouabl Haano4Ye4YHUKOB




1.1. AHaTtomo-cbusamnonornyeckKme
OCOOEHHOCTM KOXXUN HOBOPOXAEHHbIX

[eTckne cpencteBa, Bo n3bexaHne anneprriecknx peakuun,
[NOJXHbl COOTBETCTBOBaTb BCeM TPeOOBaHUSIM:

* Bce nHrpeamneHTbl paspelueHbl K npumeHeHuto ¢ 0 mec.
* [lponaeHsbl Bce TeCTbl HA 6€30NacHOCTb

« [NomkHbIM BbITh ykasaTtb MOJNHbLIW cocTas cpeactsa Ha
ynakoBKe




1. Oco6eHHOCTHU KOXM
HOBOPOXXAECHHbLIX AeTeu. 2.
TPaAH3UTOPHbIE COCTOSHMUA KOXXM
HOBOPOXAEHHbIX




1.2. TPAH3UTOPHbIE COCTOSAHUA KOXM
HOBOPOXXAEeHHbIX. NMpuuMHa
BO3HMKHOBEHMA

[locne poXXaeHus HOBOPOXOEHHbIW nonagaeT B COBEPLLUEHHO
NHYIO OKPYXaloLLyto cpeny, raoe 3HaudnuTesibHO NoHMXKeHa
Temnepartypa no cpaBHEHUO C BHYTPUMATOYHOW, NOABNAETCSH
rpaBuTaums, 3puTENbHbIE, TAaKTUITbHbIE, aKyCTUYeCKne
pasgpaxuTtenu.




1.2. TPAH3UTOPHbIE COCTOSHUA KOXM
HOBOpOXAeHHbIX. NMpuuuHa
BO3HUKHOBEHMSA

MMeHHO B 3TUX hakTopax 1 3akoyaeTcs npuymMHa nosiBreHus
y ManbILen NepBoro Mecsua Xu3Hu Tak HasblBaeMbIX
TPaAH3UTOPHbIX NN NEPEXOAHbIX COCTOSAHUMN.




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXMW
HOBOPOXAEHHbIX.

BbiagenaroT cnegyowme TpPaH3NTOPHbIE COCTOSHUA KOXMU
HOBOPOXAEHHOro pebeHkKa:

« Quanosnornyeckoe LenyueHue
¢ JpuUTEMa HOBOPOXAEHHbIX
 TeneaHrnaTasus
 MoHronongHble NsaATHA

« Cebopest HOBOPOXOEHHbIX

* Yrpn HOBOPOXOEHHbIX




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXM
HOBOPOXXAEHHbIX. PuamonornyeckKoe
wenyweHue

*OTmMevaeTca y
NOSIOBUHBI
HOBOPOXAEHHbIX.

‘[loaBnseTca yepes 24-
36 yacoB nocne
POXOEHUA U
coxpaHsaeTcs 0o 3 Hepa.




OPU3INOJNTIOMMYECKOE LUENYLWEHME




OPU3INOJNTIOMMYECKOE LUENYLWEHME

PR




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXMW
HOBOPOXAEHHbIX. dpUutema

XapakTtepusyetca runepemMmen Koxu B cnencreme
pacLUMpeHNs KanunnapoB B OTBET HaA BO3aenUCcTBMe bonee
HM3KOW TeMnepaTypbl OKpyXKatoLlen cpeabl, B CpaBHEHUU C
BHYTPUYTPOOHOM

BbiaensroT o0y U TOKCUYECKYH 3pUTemMy
Ob6was (pusnonornyeckas) aputema:

« BcTtpevaetcay 50% neten

« [epxutca 2-3 gH4A

* [lpoxoguT K SMy OHIO




OBLUAA SPUTEMA




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXMW
HOBOPOXAEHHbIX. dpUutema

*Tokcmn4yeckasa sputemMa sBnseTcs 400poKa4YeCTBEHHbIM
HeMHMEKLUMOHHbIM NPOLECCOM, NPOTEKaoLWMM B Nepnos
aganTtauny HOBOPOXOEHHbIX.

[loaBnaeTca, Kak npaBuno, Yyepes 48-72 yaca nocrne
poXAeHUa manbila, MHorga (peako) — cpasy nocre poXxageHus
n ewle pexe — Ha 10-14 geHb XN3HU




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXMW
HOBOPOXAEHHbIX. dpUutema

[MpuYUHbI 803HUKHOBEHUSI MOKCUYEeCKOU 3pumemnbl

* aKTMBaLMA UMMYHHOW CUCTEMbI HOBOPOXXAEHHOIO B OTBET
Ha cTpecc (poabl, TMNOKCUSA, OXINaXaeHune)

e BOCManuUTEnNbHbLIA OTBET HA KONMOHU3ALMIO KOXN
HopMaribHON BakTepuanbHON Propbl NPY POXAEHNN

* OCTpasd rmnepruyeckas KoxkHasi peakums, Bbi3BaHHas
numdoumnTamm maTepmu, nepegaHHbIMN 3a KOPOTKOE BPEMS
[10 U BO BPEMS POAOB




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXMW
HOBOPOXAEHHbIX. dpUutema

[MpuYUHbI 803HUKHOBEHUSI MOKCUYECKOU 3pumembl

anrneprmnyeckasd peakumna opraHm3mMma Ha BHEWWHUE
BHYTPEHHWE pa3fpaxXnTesin

peakumnd MexaHM3mMoB aaanTaumin KOXXm HOBOPOXAOEHHbIX MO
OTHOLLEHUIO K MEXaHNYECKOWN UMK TEMNNOBOM CTUMYNALUUN

Tepanus He TpebyeTcs




TOKCUYECKAA SPUTEMA




TOKCUYHECKASA SPUTEMA




TOKCUYHECKASA SPUTEMA




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXMW
HOBOPOXXAEHHbIX. TeneaHrMmakKkrasmm.

['yCTO pacnonoXeHHble paclUMPEHHbIE Kanunsapbl KOXN B
BMUAE NATEH, PacrnosioXKeHHble Yallie B 30He BHYTPUYTPOOHOro
npeanexxaHusi rofIOBKM




1.2. TPAH3UTOPHDbIE COCTOAHMUSA KOXMW
HOBOPOXXAEHHbIX. TeneaHrMmakKkrasmm.

 [1pu HapaBnMBaHUM NanbLEM KpacHOTa UcyesaeT, HO
3aTeM NosBNSIeTCHA BHOBb, YCUNMBAETCH NpW nrade

« JledyeHusi He TpebyeTcsa. [1aTHa ncyesaroT
CaMonpon3BOSbHO B TevyeHne 1—1,5 NeT XnsHu

« [lpun nATHaAX Ha Nuue WU QpPyron nokKanusauum,
OecnokosiMuxX poanTenen, cTaH4apTOM Jfie4yeHus
AABNSIeTCS nasepoTtepanus.




TEJIEAHTMOJ3KTA3UMU




1.2. TPAH3UTOPHbIE COCTOAHUA KOXM
HOBOpPOXAEeHHbIX. MoHronomagHsie
NATHAa

*BcTpeyaloTcs TonbKo y npeactaBUTenen MOHroIongHoum
pacbl U JeTeN CO CMYITION KOXEW.

*TunnyHoe pacnonoXxeHme Koxa NoACHUYHO-KPECTLIOBOM
obnacTtu, aroauubl, obnacTb nonaTok.

*BepodaTHon npnymnHon aBnaeTcs He3aBepeHHaa Murpaumngd
MENaHOoUMTOB B aNUAEPMUC N3 HEPBHOIO rPEDHS.

*/Ilcye3aloT camonpounsBoOSibHO K 5-6 rogam.




MOHIrOJMIOMOHOE NATHO




MoHronovgHoe nNnATHO
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BUAUTUIIMIO

Butunuro — ato 3abonesaHne, conpoBoXaatoLleecs
notepen MenaHounToB KOXen n opMmpoBaHMUEM O4aroB
OenurMmeHTaumm KoXn pasHoro pasmepa. lNpuynHa
3aboneBaHnA HeM3BeCTHA, HO BEPOATHO y4YacTune
reHeTU4eCKNX 1 UMMYHHbIX MEXaHWU3MOB.

Butnnnro moxet ObiTb CeEMeNHbIM (C ayTOCOMHO-
OOMWHAHTHbBIM) HacnegoBaHMEM, HEMOJTHOW
NEHETPAHTHOCTLIO reHa 1 BapnabenbHOW 3KCnpeccuen)
NN NPUNOOPETEHHbIM.




BUAUTUIIMIO

[enurmeHTUpoBaHHbIE YHACTKN KOXWN OObIYHO 3aMETHbI NMpu
OCMOTpE.

He3Ha4ynTenbHbIe rTMNnornnMrMeHTUpPoOBaHHbIE NN
AenMrMeHTUpoBaHHbIE O4arn oCMaTpmBaroT Mo rnamMmnowu

Byaa, noa KoTopon BUAHO AeNUTMEHTUPOBAHHYO KOXY Oenoro
LiBETA C MEJTOBLIM OTTEHKOM.

JleyeHue:
« 3aluTa NopaKeHHbIX y4acTKOB KOXW OT CBeTa
* HapyXHO rnoKOKOPTUKOCTEPOUIbI

« HapyXXHO MHIIMOBUTOPLI KanNbLUMHEBPUHA MPU NOPaXeHUM
KOXXW NnLa 1M naxoson obnactu

« ®oToTepanusa yskonosiocHbiM YO-B (UVB) nnun ncopaneH (B
P® He 3apeructpupoBaH) + YP-A (PUVA) Tepanus






















CAJIbHbIE KMCTbI (MILIA) U
PACLUMPEHHBIE NOPbLI CAJIbHbIX XXENE3

* Mununymbl npeacraesnsaT cobomn
MUNnapHble nanynbl 1-2 Mv B
aviameTpe, KoTopble ABNAKTCS
PeTEHUNOHHbLIMN KNCTaMU,
3anoJIHEHHble KepaTUHOM U
canom

 Habnrwparotca y 50%
MnageHueB




CAJIbHbIE KUCTbI (MILIA) M
PACLUUPEHHDLIE NMOPbLI CAJIbHbIX XKEJIE3

Haunbonee xapakrepHas
nokanmaayms: KOHYMK Hoca, Kpblbs
Hoca, nepuopbuTtanbHas obnacTb.

PeTeHLUMOHHbIe KUCTbI carnbHbIX
Xenes3 o0bbIYHO CaMOCTOSATENBLHO
paspeLlatTcs No OKOHYaHUIo
nepnoga HOBOPOXXOEHHOCTM.

JleyeHue He TpebyeTcA.




1.2. TPAH3UTOPHbIE COCTOAHUA KOXM
HOBOpOXAaeHHbIX. Cebopesn
HOBOPOXXAEHHbIX.

*CebopenHbIn gepMaTUT HOBOPOXAEHHOro NpeacTaBnsaeT
cobon cocTossHNE, NPUYNHOMU KOTOPOTro SBNAETCS
NoBbILLEHHOE 0Opa3oBaHMe KOXHOro cana.

*B cBs13K ¢ 3TUM cebopenHbIn JepMaTUT NPOSIBIAETCS HA TeX
ydacTKax KOXW, rae nMmeeTcs 00rbLLIoe CKOMSieHMe carnbHbIX
Xenes3 — B obnactu nba, Ha TeMmeyke, B BUCOUYHbIX
obnacTax, 3a ywkamu, B obnactun opoBen.




CEBOPEAl HOBOPOXXOEHHbIX

N\

Pusnonornyeckas BocnaneHue
cedbopes carnibHbIX Xene3
e Munma « Manacuesua-
ONNUKYNAT,
 [Heunc ¢ y

 MnageH4yeckne akHe
« CebopenHbi gepmaTuT




CEBOPESA HOBOPOXXAOEHHbIX

« PdusmnornormnyeckKkana cebopesi COXpaHAETCSA B TEYEHUN
nepBbixX 3-6 mecsaueB.

 Krogosanomy Bo3pacTy oTMe4YaeTcs pe3Koe CHUXeHne
CeKpeLnmn carbHbIX Xeses, KOTopoe BNOCNeaCTBUM
yCcunmBaeTcs TOSIbKO B NO4POCTKOBOM BO3pacTe.

* ['Mnepnnasuna n runepTpoduns canbHbIX Xenes,
CTUMYINPYETCS LUPKYINPYHOLWUMN B KPOBU aHOPOreHamu,
nepeaaHHbIMU TPaHCNIaueHTapHo.




FHEMUC, UNTN KOJNBbIBENbHbLIN YEMYUK

BcTpeyaeTcs 6oriee 4em y NONOBUHDI
HOBOPOXAEHHbIX U rPyAHbIX OeTeNn

Yawe Bcero Bbi3biBaeTcs rpmoda
popa Malassezia.

XapaKkrepusyeTcsd MHOrFrOCNOWHbI
XUPHbIMU YellynKaMmum unm
YeLyUKO-KOPKaMU, XXenToro uBe
pacnofoXeHHbIMU Ha BOJSIOCUCT
4acTU rosioBbl (0OCOOEHHO B
TeMeHHon obnacTn).




CEBOPEUHbLIN OEPMATUT

BbICbiNaHUs NOKanmMaylTcs Ha
BOJIOCUCTOM YacCTu rosrioBbl, Ha
B6poBsx, B 0611acT HOCOryoHbIX
CKNagoK U MHTEPTPUTMHO3HbIX
yyacTkax (NoAMbILLEYHbIX,
beapeHHbIX ckrnaakax).




CEBOPEVMHbLIN OEPMATUT
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CEBOPEUHbLIN AEPMATUT. TEPANUA

[na Tepanun anemeHTOB cebopenHoro gepmarturta npu
NOsIBIIEHUN BbIPaXXeHHOro 3yaa, 3puToMaTO3HbIX
9NIEMEHTOB M KOPOYEK B 06NacTu ronosbl, Ha NULE U
obnactu bpoBen , Anga Tepanmnu NPUMEHSIOT:

* KOMOMHMPOBaHHbIe Ma3n «MumadykopT».

* TaAKXKE MOXET NPUMEHATBLCA KpeEM «CKMHKan» unu
«UnHOoBUT»




rHEMUC




rHEMUC
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rHEUC. TEPANUSA

[MposiBNeHns rHenca MoryT B HOpMe COXPaHATLCA Y
aerteun oo 2-2,5 ner.

Tepan naA CUMNTOMaTnU4vHeCKasl.

« WamnyHbs Mustella nunn CknHkan, LUuHakan (Kpem
a’po30sib).

« Macno Lipikar onsg markoro CHATUSA Yelluyek.
* Knotpumason npu OCroXXHEHHbIX MHPUUNPOBAHHbIX
doopmax.

* lMpuHyauTenbHoOe cyecbiBaHUE YellyekK rHemnca
ABNAETCA HeXernaTesibHbIM AeUCTBUEM, TaK KaK
BMECTEe C 3JfIeMeHTaMu rHenca yxogdaT BONOCAHble
doONNUKYNbI.




HEOHATANbHbIA KPAHUAIbHbIA
(LE®ANTMYMECKUN) NYCTYNES3

« Xapaktepusyertcs
MHO>XeCTBEHHbIMU MOHOMOP(HOU
NYyCTYJIE3HOMN CbIMbIO,
pacnonaratoLiencsd
NPEenMyLLECTBEHHO Ha NOYy, WekKax,
nogdopoake

 KoMenoHbl OTCYTCTBYIOT.

* Menkne oonnukynspHble NycTynbl
pacnonaratTcs CrynnmpoBaHHoO,
3anoSIHEHblI MYTHbIM COAEPKNUMBbIM.

« [InutenbHoOCTb 3aboneBaHunsa - 2-3
Hegenw.

* MporHo3 xopoLuu.




MALASSEZIA-OOJUTUKYIIUT

« KonoHunsauusa koxum pedbeHka rpmbamm poga malassezia
HauYMHaeTCcsa cpasy rnocre poXxaeHus u ganee ux nonynsyus
MeOJS1IeEHHO BO3pacTaeT K 6-12 mec, 3atem ctabunumsnpyeTcs.

 Bupgbl malassezia accouunnpytoT ¢ pasnmyHbIMN KOXHBIMUA
3aboneBaHNAMU TaKUMU Kak ONSTNKYNNT, ceO0penHbIN 1
aTonuyeckun gepmaTtuT, ncopuas.

* «AKHE HOBOPOXOEHHbLIX» B psiAe CnyyYaeB CBSA3bIBAOT C
NPOsIBIIEHNEM aKTUBHOCTM rPMOOB JaHHOIro poga Ha Koxke
HOBOPOXOEHHOIO.




MALASSEZIA-OOJUTUKYIIUT

CocTosHune, cxogHoe C
HeoHaTalnbHbIMW aKHe
BbipakeHHaa KONMoHU3aLUmsa KOXU
ronbamm pona Malassezia

Pa3BuBaeTca B nepsBble AHU
nocne poxageHua y 10-20%
neTeun.




HEOHATAJIbHbIN KPAHUAJIbHbIU (LLE®ANTUYECKUN)
NYCTYNE3 (MALASSEZIA-OOJITUKYIIUT)




HEOHATANbHbIA KPAHUATbHbIA (LE®ANTUYECKUN)
NMYCTYNE3 (MALASSEZIA-®ONNUKYINT)




1.2.HEOHATAIbHbIA KPAHUATbHbIN (LLEE®ANTUYECKUN)
NYCTYNES (MALASSEZIA-®ONMKYJIUT)
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HEOHATANbHbIA KPAHUANBbHbIN
(LE®ANUYECKUN) NMYCTYINE3
(MALASSEZIA-®ONITUKYIIUT)

CneuunanbHoun Tepanuu He TpedbyeT!!

[Mpn GonbLLOM KONMYECTBE 3NEMEHTOB,
COMPOBOXKAALLIMXCA NPU3HAKaMM BOCNaneHUs MOXHO

ncnosrib3oBaTb KOMOMHauUuMO npenapatoB HeotaHuH
(NMOCbOH) + KpeMm KrnoTpumasorsn

£
H
'
§
- :
|4
H
;.
113
'

Py

I

Knopiivazon
20r

SELTI O S

— e

i C=CTaHUH

Knotpumason jc N
\ L
- S

) 20r




NENEHOYHLIN OEPMATUT

«lMeneHo4YHbIW pepmMmaTnT» - COOPHOE NOHSATHE,
BKItovatoLlee B cebs pazHoobpasHbie BocnanmTesbHble
NopaeHMs KOXXU aHoreHnTanbHom obnacTtu,
pasBuBaloLLMECS BCNEOCTBME OKKMIO3UN KOXN MNOAry3HUKamMu
N BO3JENUCTBUA COMETaHHbIX HEDMaronpuUATHbLIX PU3NYECKUX,
XUMWNYECKUX N Bronorn4yecknx dakTopos.

Kaxabiu rpyaHon pebeHOoK cTarikuBaeTcsl C 3TOMU
npo6rnemoun!




NENEHOYHbLIN OEPMATUT

Ko)a — 3TO He TOnbKO cambl DOSbLLOW OpraH Tena, HO
N NCNOJTHUTENb OFPOMHOI0 Konmyectsa YHKLUN:

* VIMMyHHOW
 TepmoperynatopHou
 bapbepHoU

e  OHAOOKPUHHOMU
 [bixaTenbHoun

* ButammnHocuHTesunpyoulen
 BblaenutenbHou
 (CeHcopHOU




NENEHOYHbLIN OEPMATUT

NMNeneHo4yHbIN gepmaTut — npuinHa 20% oT BCcex
obpalleHui K Bpady noBoay KOXHbIN 3aD0reBaHnn y OeTEN.

B naTtoreHe3se 3aboneBaHus rMaBHYH POSib UTPatoT TPEeHue
N HenpaBUNbHbIN yXOA.

JKkcnepTbl EBponenckoro odulectBa neanaTpuyecknm
aepmatonoruu ewe B 2001 rogy npeanoxunu

9P PEKTMBHLIN NpodunakTnyeckmn anropntm «A-E
CTaHpapT»




NENEHOYHbLIN OEPMATUT

«A-E ctanpapTt»
« A (air) — aspauus, npumMeHeHne BO34YLUHbIX BaHH.

* B (barrier) — coxpaHeHue bapbepHbIX CBOUCTB annaepMuca:
OrpaHnU4YnTb UCMNONb30BAHME CMpTOCOAEPXKALLUUX U
NoAcyLWMBaOLLNX TMIMEHUYECKUX CPEOCTB.

* C (cleaning) — ounuieHune: Npn KaXKgHOM CMeHe Noary3Huka
oYM aTb KOXY C NPUMEHEHNEM TMIMEHNYECKNX CPECTB,
aganTUpOBaHHbIX A1 HOBOPOXOEHHbIX.

« D (diaper) — neneHka: cCBOEBPEMEHHO MEHATb NOANY3HUK,
oTaaBaTb NPeANOYTEHME COBPEMEHHBIM MOAENSAM, KOTOPbIE
NponycKkarT BO34YX.

 E (education) — oby4yeHune poautenen npasuram yxoga 3a
KOXXen mnageHLua




NENEHOYHbLIN OEPMATUT

TwaTenbHoOe BbINOJSIHEHUE peKoOMeHaauuMn no yxoany 3a
KOXXeUu pebeHKa B coyeTaHMM C UCNOSIb30BaHNEM
KayeCTBEeHHbIX OAHOPa30BbLIX NOAry3HUKOB NO3BONAET
cbepeyb KOXY Aaxe B OYeHb TAXenbIX criyyasix (B TOM
yucne y HegoHouweHHbIXx ¢ OHMT n SHMT)




NMEPUAHAJIbBHBIN U AMMUAYHBIN OEPMATUT




NEPUAHANbHbBIU OEPMATUT




KOHTaKTHbLIW
AepMaTuT

HecobniogeHne npasun yxona 3a 4eTbMu,
NPUMEHEHNE OUNLLIAIOLLMNX U
OE3NHDULMPYIOLLMX CPEACTB B
3aBblLLUEHHbIX «B3POCIIbIX» KOHLEHTPaLNAX
3a4acTylo NPUBOAUT K PasBUTUIO
OEPMATUTOB N OXKOrOB.




KOHTAKTHO-
ANNEPMMYECKUN
BEPMATUT



KAHOMOO03 )
AHOTEHUTAJIbHOW OBJIACTU bynnesHoe

MMneTuro




NENEHOYHbLIN OEPMATUT. TEPANUSA

* [lpn nerknx doopmax — Kpem cogepkalimm LNHK
«CynokpemM», LMUHKOBasA Mas3b.

* [1pn oCNo>KHEHHbIX NHPULNPOBAHHbLIX POPMaX
KOMOUHUpPOBaHHbIN KpeM «MumadhykopT».
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1. OcobeHHOCTM KOXM
HOBOPOXXAEHHLIX AeTen. 3.
HeumHdreKumMoHHbIEe HOBOOOpa3soBaHMuA
KOXMU




1. Oco6eHHOCTU KOXM
HOBOPOXAEHHbIX aetTeu. 3.
HenHndekumoHHbIe HOBOOOpa3oBaHuA
KOXM

HeByc (MMrMeHTHOE NATHO, MUIMEHTHbIN HEBYC,
MeSlaHOUMTapHbIN HEBYC) — OBPOKaYeCTBEHHOE
HOBOODOpa3oBaHWe, KOTOPOE B DOMLLUMHCTBE Clly4YaeB SBIAETCH
BPOXXOEHHbLIM NOPOKOM Pa3BUTUSA KOXMN.

PoguHka 1 HeBYC — Takke MOEHTUYHbIE NOHATUS (MPOUCXOoauUT
OT NTAaTUHCKOro CrioBa naevus — "poguHka").




1.3. HemHdeKUMNOHHbIE
HoBoOOpa3oBaHma KoXxxu. Hesyc

BpoXaeHHble HeBYChI BbigBNATCA ¥ 1-2%
HOBOPOXOEHHbIX yXXe NPU POXOEHUN.

HeBbeI, HE OTMe4daBLUnNecd npun poxgeHnn, Ho
TMCTOJ1I0r'M4eCKn ngeHTn4YHble BPOXAEHHbIM HEBYCaM,
MOIYT NMOABUTBLCA B NnepBble ABa Nroga >KU3HU pe6eH|<a U
Ha3blBakOTCA No3gHNMMN BPOXKOEHHBbIMU HEBYCaMH




1.3. HemHdeKUMNOHHbIE
HoBoOOpa3oBaHma KoXxxu. Hesyc

ITUOJIOrUS BPOXAOEHHbIX HEBYCOB OO KOHLla HEN3BECTHaA.

BpoxxaeHHble HEBYChI IBMAKOTCSA pe3ynbTaToM nponvdepayum
[0OpPOKaYeCTBEHHbIX MEeNaHoUMTOB AepMbl U/Unu anuaepmMumca.

Mo cBoemy pasmepy BpoOXAeHHbIe HEBYCbI AeNATCA Ha
oManble HeBYyCbl C MakCUManbHbLIM pasMepomM MeHee 1,5 cMm.
oCpenaHune HeBYChI C MakcmmMarsibHbiM pasmepom 1,5-19,9 cm.

oKpynHbl€ NN TMraHTCKME HEBYCbI C MakCMMarnbHbIM
pa3mepom bonee 20 cm.




1.3. HemHdeKUMNOHHbIE
HoBoOOpa3oBaHma KoXxxu. Hesyc

* KnunHn4eckn HeBYChl UMEIOT pasnmnyHble OTTEHKU, BKIHOYas
CBETNO-KOPUYHEBLIN, KOPUYHEBLIN, YEPHBLIN N KPACHbIU B
npegenax o4Horo ovara; UBeT Co BpeMeHeEM OObIYHO He
N3MEHSETCA.

* KimeloT HenpaBuIibHbIE OYepPTaHUA o4ara (NpeacTaBreHo Ha
BCEX PUCYHKaX).

« Co BpemMeHeM HeBYCbl MOTYT BbICTyNaTb Ha MOBEPXHOCTLIO
KOXMW.

* BpoxaeHHble HeByCbl BCTpeYvatoTcs Ha NnoboM yyacTke
Tena.




1.3. HemHdeKUMOHHbIE
HoBoOOpa3soBaHua Koxxu. Hesyc




1.3. HemHdeKUMNOHHbIE
HoBoOoOpa3oBaHma KoXxu. Hesyc




1.3. HemHdeKUMNOHHbIE
HoBoOoOpa3oBaHma KoXxu. Hesyc




1.3. HemHdeKUMOHHbIE
HoBoOOpa3soBaHua Koxxu. Hesyc




1.3. HemHdeKUMNOHHbIE
HoBoOoOpa3oBaHma KoXxu. Hesyc




1.3. HemHdeKUMNOHHbIE
HoBoOoOpa3oBaHma KoXxu. Hesyc




1.3. HemHdeKUMNOHHbIE
HoBoOOpa3oBaHma KoXxxu. Hesyc

HeByC aHeMMYHbIN (NevVus anemicus) - BPOXAEHHbLIN MOPOK,
NPOABNAOLLMNCA U30NMPOBAHHBIM FTMMOMUIMEHTHbBIM MATHOM
n/vnun naTHamMmn, BCNeacTBuUm rmnepyyBCTBUTESTBHOCTU KOXKHbIX
KPOBEHOCHbLIX COCYOB K KaTexonamMmuHam.




1.3. HemHdeKUMNOHHbIE
HOBOOOpa3oBaHUA KOXU. AHEMUYHDbIN
HeByC




1.3. HemHdeKUMNOHHbIE
HoBoOOpa3oBaHma KoXxxu. Hesyc

 T'MraHTCKMMN NMUrMeHTHbIN HEBYC — 3TO BPOXXAEHHOE
nobpokavyecTBEHHOE HOBOODpPAa30BaHNE KOXM,
npeacrtasnsowee cobon NMrMeHTHoOE NATHO BoNbLUNX
pa3mepos (6bonee 20cM), MHorga 3aHMmMatoLlee
3HAYUTENbHYIO YaCTb KOHEYHOCTU U TyroBMLLA.

« bnarogaps xapaktepHOMy BHELWHEMY BMAOY OMArHOCTUKA
TaKoro HeByca He npeactaBnseT HUKAKOW CITOXKHOCTM.
[ MrAHTCKUN NUTMEHTHbLIU HEBYC OTHOCUTCA K
MeJlaHOMOOMNaCHbIM HeBYCaM, NO3TOMY XenaTellbHO ero
yoarneHue.




1.3. HemHdeKUMOHHbIE
HoBoOOpa3soBaHua Koxxu. Hesyc




1.3. HemHdeKUMOHHbIE
HoBoOOpa3soBaHua Koxxu. Hesyc




1.3. HemHdeKLMOHHbIE
HoBOoOOpa3oBaHua Koxxu. Hesyc
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1.3. HemHdeKLMOHHbIE
HosooﬁpasoBaHua Koxu. HeByc

BoT Tak npoxoaur -
npoueaypa nogkKauku
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BblaepXXanu 6e3 cnés-
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Y)xe He BbipbiBaeTcs
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1.3. HemHdeKUMOHHbIE
HoBoOOpa3soBaHua koxxu. Hesyc
ApaccoHa

« [laTonornyeckoe
HOBOODOpa3oBaHWEe, KOTOPOE
Ha3blBaeTCHA HEBYC CallbHbIX
Xenes ApgaccoHa, aBnseTtcsd
BPOXOEeHHbIM 3aboneBaHnEM.

« (Ob6HapyxuBaetcsa y pebeHka
cpasy nocrie poXXgeHusa unu
HEMHOrO Mo3xe.




1.3. HemHdeKUMNOHHbIE
HoBoOoOpa3oBaHma KoXxu. Hesyc
ApaccoHa

* ToOYHbIe NPUYMHbBI, NpOoBOLMpPYIOLLNE
BO3HMKHOBEHWE MaTONOr1u,
Hen3BeCTHbl. BONbLNHCTBO YYEHbIX
CKITIOHSIETCHA K TEOPUN, UTO
rmnepnnasns canbHbIX XXenes3 — oauH
N3 rnaBHbIX PaAKTOPOB.

PUCK OCINOXXHEHVUMN:

* [lo cTaTUCTUYECKMM OaHHbIM, B 24%
cry4yaeB cebopeNnHbIN HEBYC
nepepoxgaeTtcsd B
H6a3anbHOKNETOoYHbIN pak. Pexe
pa3BMBalOTCH JOOPOKAYECTBEHHbIE
obpa3oBaHuUda — anuTenumaribHas
ageHoma.



1.3. HemHdeKUMOHHbIE
HoBoOOpa3soBaHua koxxu. Hesyc
ApaccoHa

JleyeHue:

« Hanbonee acbdeKkTnBHBLIN
MeTon yaaneHna —
XUPYPrudeckun.

« JlioOble apyrme Buabl yoaneHun
(nasepHoe, KpMoaeCcTpyKUmS,
aneKkTpokayTepusauunsi) He
NCKNOYarT NOBTOPHbLIN POCT
canbHOro Hesyca.

* WcceveHne obpasoBaHus
NPoOn3BOAAT NO TOHKOW rnonoce
CO 300POBOWN KOXEMW.




1.3. HemHdeKUMOHHbIE
HoBoOOpa3soBaHua koxxu. Hesyc
ApaccoHa




1.3. HemHdreKUMNOHHBbIEe
HOBOOOpa30oBaHMA KOXM.
NlemaHrmoma

[EMAHI'MOMA — camasa 4YacTtasi onyxoJsib KOXnU U MArknx
TKaHeW. ABnarTCca UCTUHHBLIMU COCYOAUCTLIMU HEBYCaAMM
(naevi vascularis).

Pa3nuyalor:

BpoxaeHHas reMaHrMoMbl — ObICTPO
WHBOJMNIOTUPYIOLLME N HEMHBONOTUPYHOLLME
reMaHrmombil.




rEMAHFMOMA

MnageH4yeckne reMmaHrmomMmbl MOTyT ObITb
KrnaccmuumpoBaHbl B 3aBUCMMOCTU OT OOPMbI U
PACMNOJIOKEHNA HA KOXe Ha:

* [loBepxHOCTHLIE / rNyboKkue / cMeLlaHHble
* PetnpynsaHble / abopTnBHbIE / MUHUMANbHbIE

* [lpocTble nnn kanunnspHbele (Nfockue) /TybeposHo-
KaBEPHO3HbIE




rEMAHFr MOMA

 Haunbonee 4yacto BcTpevatowmnca Tun —
NOBEPXHOCTHbIE remaHrnomol 50-60%

e [[eMaHrMombl cMeLLlaHHOro Tuna Bo3HMKaT B 25-30%
cny4yaes

* [nybokue remaHrmomsl BcTpedaroTca B 15% crnyyaes




FrEMAHFrMOMA

NMOCIE




FrEMAHFrMOMA

L ..




rEMAHFrMOMA




FrEMAHFrMOMA

NMOCIE




rEMAHFr MOMA

Ty6epo3HO-KaBepHO3HasA reMaHrMoma — cneacTeue
MHOXXECTBEHHOW rMnepnnasnm cocyaoB, 00pa3syroLmx
MOMNOCTN, HANOJTHEHHbIE BEHO3HOW KPOBbLHO, 8 MOTOMY
LIBET UX CUHIOLLIHO-0ypoBaThIN.

|_|pl/l HadaBJ1IMBaHUN MNMalibueM remaHrmnombl HE

N3IMEHAIKOT UBETa, MNMpn KpNKe KaBepHO3HbIE TEMaHTMOMb
MOIYT yBEJIMYNBATBLCA B pa3Mepax.




rEMAHFrMOMA




rEMAHFMOMA




rEMAHIFrMOMA




FrEMAHFrMOMA




FrEMAHFrMOMA



rEMAHFr MOMA

« MnageH4yeckne remaHrmombl (BpOXXOaeHHbIE)
Pa3BMBAalOTCA 3TArMHO U XapaKTePU3yTCH paHHeu
nponudepauunen, bonee meaneHHoOM NO3aHEN
nponundgepaumnen, dason nnaTto U, HaKOHeLU,
NOCTENEHHOU UHBOJTIOLMEN.

« MnageH4yeckne reMaHrmomMbl NPUCYTCTBYIOT YXKe Mpu
POXOEHUMN.




FrEMAHFrMOMA

* YXe npv nepBOoM OCMOTpe, Korga AnarHocTMpoBaHa
remMaHrmoma, Heo6xoaAuMMo U3MepUTb ee U onucaTtb.

* [[eMaHrmoma MOXeT caMOCTOSATENbLHO NOABEPrHYTLCS
obpaTHOMY pa3BUTULO.

* BbonbHOro remaHrmomon HabnoaaT negnaTp w
AETCKUU XUPYpPr.

« OOnH 13 BapuaHTOB NevYeHnss — nasepoTepanusi.




FrEMAHFrMOMA

NHdbaHTUNbHbIE remaHrnomel (UIM) — nosenaeTca B
Te4YeHNne HECKONbKMX HeAEeNb MOCsie POXOAEHUS NN NMeT
KpamnHe marible pasmMmep npu poxgeHun, npuerexkarT
BHMMaHMeE K KOHLYy NepBOro Mecsiua XXn3Hu, garnee obICTpo
yBenn4ymBarlTCs B Te4YeHne 6 mec, garee noasepraroTcs
MHBOIOLMN.

[MpumepHO 60% MHMPAHTUNBHbLIX FTEMaHIMOMbI
doopmMUpyoTCA Ha rosioBe U Llee.

B psge cny4yaeB 13 3a 6onbLUOro pasmepa Unn mecra
PAacMNoNIOXXEHNA MOryT NpeacTaBnATb Yrpo3y XU3HU UMK
300pOBb0 pebeHKa (HapyLualT cocaHue, ablxaHue, 4acTo
TPaBMUPYIOTCHA N COMPOBOXKOATCH KPOBOTOUYNBOCTBIO.




FrEMAHFrMOMA

 Tonbko 50% WUl ncuesaroT 6eccnenHo.

« KpynHble nopaxeHusa nuua, ryd n Hoca MoryT He
perpeccupoBaTthb MOSIHOCTbIO, MO0 OCTaBNATb NOCe
cebs pybuoBble Manbgopmaumu.

* OyeHb 4YacTO HapyXHble NPOSIBJIEHUS COYETaTCH C
BHYTPEHHUMM.




FrEMAHFrMOMA

MeTtopoom BbiObopa ona nevyeHna Ul asnaroTca
npenapartbl B-6nokaTtopbl (NMponpoHanor, ateHanorsn) B
coYyeTaHuUU C XUPYPruyecKkou Koppekumemn.

Bpaun otaeneHus ona aeten ¢ cocyamctbiMmm 3aboneBaHunsa Ha 6ase [INKb cB..
Bnagumupa okasbiBalOT NOMOLb NauueHTaM C AaHHbIMU npobnemMamu.

+7(499) 748 0483
plan18@dgkb-sv.ru




FrEMAHFrMOMA

CyuiecTByeT 5 OCHOBHbIX NOKa3aHUM K paHHEMY JIEeYEHMNIO
NN NpoBeaeHnto ganbHenwen oueHkn Ml
1. 2KusHeyrpoxatoLme OCnoXXHEeHUS;
2. HapyuweHne oyHKUMN Unn puck ero passuTums
3. VI3basBneHmne nnm puck nsbAa3BneHus;
4. Puck pasBuUTtmns 3Ha4MMbIX aCcCoOLMUPOBAHHbIX

CTPYKTYPHbIX aHOManun-
5. Puck pa3sutusi NOCTOAHHbIX PyOLIOB UMM aHaTOMUYECKNX

nedoekTos.




FrEMAHFrMOMA

. Pe3toMe JARHbIX 110 CPABHUTEIbHOM H((EKTHBHOCTH pasMuaHbIX MeTofoB Nederms MI', mpuperernsix B 0030pe AHRQ

JlexapCTBEHHBI TpEnapat Cpe/THad OEHKa 0KIHTACMOH 95% Oaitecopckmit
(DEIYKIH TEMARTHOM, % JOBEPHTE/bHbLA HHTEDBAL, %
[Ipomparomon 95 88-99
MecThas Tepanms THMOT0MO0M 62 39-83
BHyTpHOYAroBbIe HHBEKIIH TPHAMIMHONOHA 58 2193
[TepoparmbHeie CTEPOMIBL 43 21-66

KonpormbHas rpyma 6 [-11




rEMAHFrMOMA. KMIMHNYECKUU NPUMEP

*C 3Xx HegenbHOro Bo3pacrta pebeHka oTMmevancsa CTpeMUTENbHbIN
pocT ob6pa3oBaHMs Ha NnuLe.




rEMAHFrMOMA. KMIMHNYECKUU NPUMEP

B Bo3pacTte 2x mecsueB
NnocTynuna B OTAENEHNE C
Xarnobamm Ha BblpaXXeHHoe
6eCcnoKonCcTBO U
arpeccuBHbIN POCT
reMaHrmomsl B obnactu
nepeHocuLbl, BEPXHEN Tybbl,
CMWHKAa HOoca C
N3bA3BIIEHNEM.



rEMAHFrMOMA. KMIMHNYECKUU NPUMEP

‘PelueHnem mexancumnianHapHoOro KOHCUInymMa rnocne
NpoBeAeHHOro NOoJSIHOro obcnegoBaHUA Ha3HaAYeH KypcC
Tepanun B-agpeHobnokaTopamm per os.

‘B TeueHMe nepBOro mecsua npou3oLUso
3HauuTesNbHOe ynyJlleHue n 3aXuBrieHue
N3BA3BIIEHUN.




FrEMAHMFrMOMA. KIIMHUYECKUM
NMPUMEP




rEMAHFrMOMA. KMIMHNYECKUU NPUMEP

«[lanee k Tepanun gobaBrieHbl ceaHcbl na3epHoun
KOppeKLUnm.

B TeyeHne nocnenytowinx 1,5 net nposeneHo 7 atanos
nasepHoro Bo3gencTena ¢ nHTepsanom 2-2,5 Mec.

‘K HacTosAILLEMY BpeMeHM fievyeHne 3aBepLUeHO,
pebeHOK 340pPOB.




rEMAHFrMOMA. KMIMHNYECKUU NPUMEP




BPOXXOAEHHbIU BYJUIE3HbIU 3NMUAOEPMOJIN3

OTO rpynna HacrneacTBeHHbIX 3aboneBaHni,
XapakTepuayowmnxca obpasoBaHneM UHTpagepManbHbIX
nnun cydogepmarnbHbIX Ny3bIPeN Ha KOXe N CITM3UCTbIX B
MECTEe AaBfieHUS UNN MUHUMarbHON TPaBMbI, MPU
HarpeBaHUN NN CNOHTaHHO.

3aboneBaHue penkoe U BCTpevyaeTcs C YaCTOTOMU

1:50 000. OnucaHo okono 20 KNUHNYECKUX
BapuMaHTOB Oynne3HOro anuaepmonusa.




BPOXXOAEHHbIU BYJUIE3HbIU 3NMUAOEPMOJIN3

[1ns nepyoga HOBOPOXXOEHHOCTU XapakTEPHO YeTbipe
OCHOBHbl€ (OOPMbiI.

1o TUNy HacnegoBaHUA pas3rinyatloT.

*  AYTOCOMHO-AOMMWHAHTHbIN TUN C NErKUM TEYEHUEM
(NpocTble 1 rnnepnnacTnyeckme popmol)

* aYTOCOMHO-PELIECCUBHbIN TUM (ANCTPOJNYECKUN
nonugmncnnacTndecknn 6ynnesHoin aNMOepmMoring u
netanbHasa popma 6ynnesHoro anuagepmosnnaa).




BPOXXAEHHbIUA BYJUIE3HbLIU INMUAUOEPMOJIN3

» [locnegHwe aBe opMbl NPOTEKAIOT TAXKENO, MPOrHo3
HebnaronpuUATHbLIN

« CwMepTb HacTynaeT B pe3yrnbTtate NpucoeauHeHuns
BTOPUYHON NH(EKLUNN, C pa3BUTUEM CENMTUYECKNX
COCTOSAHUU




BPOXXOEHHbLIV BYNTNE3HBLIV 3NMMOEPMOSNNG

OundhdepeHunanbHbIM AMarHo3 NpoBOAAT C:
* BPOXXOEHHbLIM cudonnmucom

* DyNne3Hon NXTMo3NdOPMHON IPUTPOAEPMUEN
* MMOKOKKOBbIM nemdurongom

e cMHApomoMm Jlavenna

e 3KCpoNMaTmMBHLIM AepmMmaTtutom Puttepa

B cOMHUTENBHbIX crnyydadx npm6era+oT K TMCTOJIOTMYECKOMY
N3YHEHUNIO NMOPa>KEHHbLIX YHAaCTKOB KOXMW.




BPOXXOEHHbIU BYNMJIE3HbLIN NMUOEPMONU3

Cneuudmnyeckon tepanum Het. [NokasaHo:
1. ButamunH E BHyTpmMbILLEYHO.

2. [ MOKOKOPTUKOMAbLI HA3Ha4vatloT NULlb NPU peLeccuBHOM
ancTtpouryeckon popme Ansa yMeHbLLUEHUA BblpaXXeHHOCTU
pybLOoBOro npouecca, B YaCTHOCTU B nuwieBoe. [pu
TeHAEeHUUN K 0Opa3oBaHMio pyoLioB MPUMEHSAIOT
[MIOKOKOPTUKOUAHLIE Ma3n.

3. ¥Yxo4 c uenbio npeaynpexngeHns TpasMmatusaumu,
nepeoxnaxgeHus Unn neperpeBaHns KoXxu.

4. [Npodumnaktnka MHpUUMpoBaHUA.




BPOXXAEHHbIVN BYJJIE3HbLIN ANUOEPMONIN3




BPOXXOEHHbIU BYNJIE3HbLIN NMUOEPMONN3




BPOXXAEHHbIVN BYJUJIE3HbLIN ANUWOEPMONN3
\ A




BPOXXAEHHbIVN BYJUJIE3HbLIN ANUWOEPMONN3




BPOXXOEHHbIU BYNJIE3HbLIN NMUOEPMONN3




MXTUOS3 (PbIBA)

['pynna 3aboneBaHn, CBA3aHHaA C HapyLLUeHneMm
KepaTuHU3aumn.

KnnHnyeckne nposiBNeHns: BbIpa)XEHHbIN rMnepkepaTos,
cyxas wenylalasaca Koxa.




KIIACCUDODUKALIUNA

BynbrapHbin MXTmo3s

PeueccunBHbIN X-cLEeneHHbIN NXTNO3
AYyTOCOMHO-peLeCCUBHbLIN BPOXOEHHbIM UXTUO3
AnMMOepMoSINTUYECKUIN TMMepPKepaTos




UXTUNO3




UXTUNO3

BPOXXOEHHbLIN MXTNO3 — TEPMUH, 0O bEANHSAIOLLMIA MO
KpanHen mepe 4eTbipe 3aboneBaHuUs:

* cLUenfeHHbIN ¢ X-XpPOMOCOMOMN NXTMNO3

* HEOYNNE3HYI0 BPOXOEHHYIO UXTUO3NAOPMHYIO
aputpoaepmmio bpoka

* OyNNe3Hy BPOXOEHHYIO UXTUO3UMPOPMHYIO
apUTPOaAEPMUIO

* TAXKENbIN BPOXAEHHbLIN NXTUO3 TUMNa nnoaa ApriekmHa
[lyTb HacnegoBaHMA — ayTOCOMHO-PELLECCUBHbIW.




UXTNO3

[TaToreHes 3aboneBaHnn HE U3y4eH, OBHapPYyKEHbI
MMMYHOMNATOSIONNYeCKMe COCTOSAHUSA, CBA3aHHbIE C
HapyweHnamMmun B T-KneTo4yHoOU cucteme, oepumunt
XXNPOPaCTBOPUMbIX BUTAMUHOB rpynnbl A v E.

Hepeu,Ko OTMEYaTCA U NMOPOKN PA3BUNTUA BHYTPEHHUX
OPraHoB.

CMepTb HacTynaeT B Te4YeHne NepBbiX HeAeNb XN3HU N3-3a
HacrnoeHnsa BTOPUYHOU MHADEKLIUN, C pa3BUTUEM CEMTUYECKUX
COCTOSHUN.




UXTNO3

HebynnesHaa BpoxaeHHas UXTnosndopmHas

aputpoaepmusa bpoka — reHepanusoBaHHoe
NoKpacHeHne (3puTpoaepMmns) KOXXHbIX MOKPOBOB C
POXAEHUA UM B NEPBbLIE CYTKU XXNUIHW.

oputema Hambornee BblpaXeHa B CKNagkax, Ha nagoHsix,
nogoLwsax, nuue.

CHavana noBepxHOCTb KOXM rnagkasi u bnecrsiasi, HO
faree B cknagkax nosiBNseTcd wenyweHne, poroBble
KPYMHbIe TONCTble YeLlYNKN, pa3BUBAETCS rMnepkepaTos.




HEBYJUIE3HAA BPOXXOEHHAA
UXTUOSUNDPOPMHASA SPUTPOAEPMUA BPOKA




UXTNO3

 JInLo HOBOPOXOEHHOIO NPUHMMAaET MackoobpasHbIi BUA,
BO3HUKAIOT U MPOrpeCcCupyoT 3KTPONUOH, Aedopmaums
YLLIHBbIX PaKOBUH.

« [BmxeHuns pebeHka 3aTpyaHEHbI.

« TeyeHune 60ne3HN BapbUpyeT OT JOCTATOYHO JIErKO
npoTekarLwmx dopm, n3nevmparoLmxcsa Ha oHe paHo
Ha4yaTon NpeaHnU3onoHoTepanum, 4o YNOopHO
pPeUVaANBUPYIOLLMX C NocneaywmmMm gedekTom
MCUXOMOTOPHOro Pa3BUTUS.




UXTNO3

« bynnesHaa nxTtnosmgopmHasa aputpoaepmma —
apuTpoaepmMus, ocobeHHo B 0b6nacTtu cknagok KoOXu, rae
NOYTU OQHOBPEMEHHO MOSABNAKTCA NYy3bipU U
KpynHonnacTtuHyaToe OTCNnoeHne anngepMunca;
rmnepkeparos flagoHen n cTon.

« [NosiBNAeTcA B nepsble OHU XU3HWU. Bornockl 1 HOrTu He
nopaxkatoTcs.

* [lpn Taxkenon dopopme MMeeT MeCcTo ToTarnbHOE
pacnosioxeHune nysbipen. NonoxmtenbHbIN CUMNTOM
HWKonbCKoro.




UXTNO3

dPeTanbHbIN UXTUO3 TUMA KOJNJIOUOHOIo pebeHKa
(konnouAaHbIN NroA) — NpoTekaeT HECKOMNLKO MeHee
TSAXKeno.

[Mpn poxxaeHun MmrageHel, NoKpPbIT Kak Obl LiennogaHoBomn
bnecTtawen cepoBaTon (MNO3gHeEE XenToBaToM) NIEHKON,
4YTO NMPUBOAUT K AedopMaLmm YLIIHbIX PaKOBUH M NanbLEB.

HekoTopble y4acTku Tena nHorga octatTcst CBOOOOHbIMM.




UXTUNO3




UXTUNO3




UXTUNO3




UXTUNO3




UXTUNO3



UXTUNO3




UXTUNO3. IEMEHME

"opMOHOTEpPaNUs NPeaHN30N0HOM

MIMMyHOTepanua, nokasaHo npodunakTnyeckoe
BBeEHNE MMMYHOITI00yrIMHa BHYTPUBEHHO

ButamuHbl rpynnel A v E
KepaTtonntnyeckue n cmardaroLime Koxy cpeacrsea




UXTNO3

[MpOorHo3 3aBUCUT OT TsXKeCcTn 60osie3Hn n cpokKa Hayana
Tepanumu.

B TaxenbIx cnyyYasax NporHo3 HebnaronpuATHLIN,
neTanbHOCTb onpeaendeTca Hann4Ynem NopoKoB pa3BUTUA U
npucoegMHeHNeM BTOPUYHON UHMPEKLNN C pa3BUTUEM
CenTUYeCKNUX COCTOSHUN.

B cpeaHeTAXeJblX N JIETKMUX CIlyHadaXx MNnpu paHo Ha4YyaToun
Teparnnm BO3MOXXEH 6J'IaFOI'IpI/IFITHbII7I NCcxoa.




UXTUNO3




UXTUNO3




CMHAOPOM BJIOXA-CYJIbLIBEPIEPA




CUHOPOM BJIOXA-CYJIbBLIBEPIEPA

CUHOPOM HEOEPXAHUA MUTMEHTA vnu cunppom brnoxa-
Cynbubeprepa- reHogepmarto3 — HacrneacTBEHHOE NopaXXeHne KoXun ¢
reHepanm3oBaHHOM 3KTO — U Me3o4epmMarbHOU gucnnasmen.
basanbHble KNeTku anngepmMmca He CNOCObHbI yaepXXuBaTb MArMeEHT
(MenaHwuH), B pesyrnbTaTe OH cKannueBaeTcs (BbiNagaeT) B
MenaHodopax AepMbl 1 MEXKNETOYHbIX NMpocTpaHcTBax. OnucaH B
1906 r. A.Garrod, cuctematusunpoBaH B 1926r. B.Bloch, B 1927
M.Sulzberger.

BonerT ToNnbKo aeBo4kun 6: 210 (yactoTta 1: 75.000).

AYTOCOMHO-OOMUHAHTHbIN TUM NEPEOAYN. CBA3AH C
F’EHOM B X xpomocome. 'eH neTtaneH Ans My>XCKUX ocobeMn.




4 ctTaguv pa3BUTUA.

1.9puTemaTo3HO —Be3UuKynes3Has: naTHa, Bonabipwu,
BE3WKynbl, MNy3blpW, NYCTYIbl, pacnosiararowmecs fIMHEUHO

2. 'vneptpodunyeckas- Ha UHPUNBLTPUPOBAHHOM OCHOBaHUM
— NIMXeHouagHble, bopogaByaTbie, rmnepkepaToTUYecKme
nanyrsbl U ONAWKA, CAMMETPUYHO, JTMHEWHO.

3.I'lurMeHTHaqa - NnATHa KOpPUYHEBATO-XXENTOBATOrO LBETA —
«OpbI3rn rpsA3n», «OTNINBA BOSTHY.

4. ATpodua n genurmeHTauums.




CUHOPOM BJIOXA-CYJIbBLUBEPIEPA




CUHOPOM BJIOXA-CYJIbLIBEPIEPA




CUHOAPOM BJIOXA-CYJIbLIBEPIEPA




CMHﬂPOM BHOXA-CY.HI:LI,BEPFEPA




CUHOPOM BJIOXA-CYJIbLLIBEPIEPA

%




CUHOPOM BJIOXA-CYJIbBLBEPIrEPA
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CUHOPOM BJIOXA-CYJIBLBEPIEPA




CUHOPOM BJIOXA-CYJIBLBEPIEPA




KNMMHUYECKUN NPUMEP. AHAMHE3 XXU3HM:

* PebeHoK oT Monoabix 300P0OBbIX poanUTENEN,

oT 2 bepeMeHHOCTHN, npoTekasLen Ha poHe OPBU B

1 Tp., ranmopuTa Bo 2 TP., B 3 TP. - KOHTAKT C

POTaBUPYCHON NHMPEKLINEWN;

e OT 2 camMonpomn3BoIibHbIX podoB Ha 41 Heaene (1 —
2012r, neBo4ka 300poBa).

« Manbuuk 3akpuyan cpasy, sec 3140r, pocCT 52cMm,
oueHka rno Anrap 8/9.




AHAMHE3 3ABOJIEBAHUA:

[1pn poXXgeHun oTMevdanuck nanynbl U Be3uKyJibl C
CepOo3HbIM CoAepPXMMOM pacnpocTpaHeHHbIe N0 BCeEMY
Teny .

3anogo3peHa BpoXxaeHHasi repnetundyeckast MHeKuus,
KOXXHaa cbopmMa. OnemMeHTbl obpadboTaHbl pykapunHOM.
[1lo opyrmm opraHam n cmctemam OTKIOHEHUN He
BbISIBI1EHO.

Ha 2-4 c/>k KOXXHble NMOKPOBbI CTann CyoukTepuyHbIMH,
YBENMNYNNOCH KONMYECTBO 3NEMEHTOB, BbIChbiMaHUA Mo
TUNY NOXHOro nonnmopdumnama no Xoay HEPBHbIX
OKOHYaHUW, NMUHENHDbIE.

Ha 6 ¢/ n3 pogaoma nepeBegeH B MHPEKLUMOHHOE
oTaerieHne HOBOPOXAEHHbIX.




NMNMPU NOCTYMNJIEHUM:

- Ha nuue, YLWHbIX pakoBMHaX,
BOJTOCUCTON YaCTU rONoBbI U
KOHEYHOCTAX MHOXECTBEHHbIE
nanynesHble BbiCbINaHUA CO
CKITOHHOCTbIO K CITUSIHUIO,
Pa3nNnU4yHbIX pasmepoB, IMHENHOMN
doopMbl, pa3HOWU CTEMNEHN

paspeLleHus.
- OAK:9p 5.8, 1L} 11.8, 2 9.




nanyrie3Hble
BbICbINMaHUA




ANMHAMUKA COCTOSAHUA
U OGCJIENOBAHME:

Ha 7 c/x nossBUNnUCb y4acTkn genurmeHTaummn Ha
KOHEYHOCTSAX U YLLIHbIX PaKOBUHAX.

B 6/x kpoBun — AJIT 59 ea/n, ACT 101 eg/n, ITT 101 epg/n
Ha 8 c/)k pebeHok ocmoTpeH odTanbmonorom: A3H
6nenHo-po30BbLIN, C CEPOBATLIM OTTEHKOM, FPaHULb
yeTKkme, pacumpeHa akckasauua O3H 0.7, BeHbl
pacLUNPEHbI, apTEPUN CYXKEHBI

ocmoTp gepmartorsora: CbC, bynne3Has ctagus.




ANMHAMMUKA COCTOAHMA
U OGCJIENOBAHME:

Ha 16 ¢/ NPOKOHCYNbTUPOBaH FEHETUKOM: OJNIEMEHTHI Ha
KOXX€ HanomuHatoT mopdosnoruto ariemeHToB npu CbC.
LOepmaTtornnduka pegkas (8 npobaHOoB My>KCKOro nosia co
cxoaHown dpopmynon naneue). NokasaHa HK
Bepudomnkaumns.
Ha 21 ¢/’ Mmanb4nk NnpoKOHCYNbTUPOBAH UMMYHOJIOTOM:
naHHbIX 3a N[ HeT, nokazaHo reHeTn4eckoe
obcrnenoBaHue;
Ha ocHoBaHun JHK-aHanunsa: KnoH KneToK C NPoTSKeHHOU
neneunen exon 4-10del B reHe NEMO. KapnotunmpoBaHue:
46, XY, BepndunumnpoBaH anarHos:

CuHapom bnoxa-Cynbubeprepa. MokHyTHMe nynka.

HeoHaTanbHbIU XOnecTas.




DMHAMMKA COCTOSAHMAL:

K 3 mecsdauam BCe KOXHble
NposiBfieHNa peayumposanu, Ho B 6M
NOSABUIMNCb HOBbIE 3NIEMEHTbI Ha
Horax, B 1r Takxke ObIifin NoAcbinaHns
Ha OOHe SHTEePOBUPYCHOU UHMPEKUNN.
[1pn ocmoTpe B Bo3pacTe 1r4mec
COCTOSIHUE KOXHbIX NMOKPOBOB
XapaKkTepnayeTcs Kak «bpbI3ru rpa3m»
UNn «cnegpl oTnnea BONH» — 3
cTagusi pasBuTmust cMHgpoma
(rmnepnurMmeHTauus).

KoHcynbTauma optansmonora B 1r:
OU — kepatonaTtusa, OU — npocTtoun

| [nepMeTponuyeckuini acTUrMaTUaM




g

«OpbI3rn rPsA3N» UNK «creabl oTNnBa

BOJIH»




o

[lepBble 3yObl NOSABUNNCH B 6M
(71,81), panee B 9m — 51,61, B
1r1im — 82,

B 1r3m — 74. 81 nmeer
«CKOJOThIN» XapaKTep, a 82 u
51 — KOHycOBUHbIE.




3AKNIOYEHME:

* [lo paHHbLIM NpoBegeHHOro obcnenoBaHNs BbISBIEHDI
KMMHUYECKMe U1 nabopaTopHbie  MPOABMEHUS,
XapaKkTepHble ans cuHapoma bnoxa-
Cynbubeprepa:

KOXHbl€ MPOSABNEHNSA, MOpaXXeHUsa rnas, 303nHoPUInS

KPOBU, M3MEHEHME CPOKOB W nopsaka npopesbiBaHUs

3yDOB, a Takke TUNU4YHasl «CcKonoTtasi» U KOHYCOBWUOHAS

dopma 3y6oB.

« OnuncaHHbIX cry4an npeacraBnseT ocobbIi NHTEpPEC,
NOCKOSIbKY MauMeHT - Marb4uK (0Obl4HO norubaroT
BHYTPUYTPOBHO).

* [lporHos ans *n3Hu 6naronpUATHLIN.




NOAKOXHbIN AAUNOHEKPO3 Y
HOBOPOXXAEHHOI'O

9TO peakaga NnaTonorns NoaKoXXHO-XMPOBOWU KINeTyaTKu
HOBOPOXAOEHHbIX, KOTOpAas XapakTepusyeTca NodaBrieHUeM
OTrPaHNYEHHbIX NIOTHbLIX BOME3HEHHbIX Y3I10B N BNsLEK
C 3pUTEMATO3HO-LMAHOTUYHOWN KOXEWN Haa HUMM.




dakTopbl pucka

MaTtepuHcKue Co cTopoHbI nnoaa

CaxapHbin gnabert [lepuHaTanbHaa acdukcud

[Mpeaknamncud TepaneBTnyeckas runotTepmms

KypeHue Bo Bpemsa bepeMeHHOCTM Acnmpauma MEKOHUA

[Mpuem JIC (bnokaTopsbl HeoHaTanbHbIM cencuc
KanbLMeBbIX KaHanoB)

HapkoTunyeckasi 3aBUCMMOCTb [MepeoxnaxageHue
(KOKauH)




KIIMHUYECKAA KAPTUHA




NOAKOXHbIN AAUNOHEKPO3 Y
HOBOPOXXAOEHHOI'O




MOAKOXXHbLIA AOUMNOHEKPO3 ¥
HOBOPOXXAEHHOI'O




BPOXXIOEHHAA ANMNA3NA KOXXU
HOBOPOXXAEHHOI'O

Annasunsa KoXxu o4yaroBasi — MNOPOK pa3BuUTuA,
XapaKkTepuayrLMnca o4aroBbiM edPEKTOM KOXMN,
BCcTpevaeTtcda yactoton 1 cnyyam Ha 10000.

Annasuna KoXun aBnaeTca pe3ynbtatoM petonatuu,
BO3HMKalOLLEN NMPU BO3OENCTBUN Pa3fINYHbIX
HebnaronpuaTHbIX aKTopoB (BUpYyCcHas, bakTepuanbHas
NHEKUUN, MHTOKCUKALNA, BHYTPUMATOYHAA NNK
poaoBas TpaBma v ap.)

Bo3MOXXHbI HacneacTBeHHbIE POPMbI annasnm C
ayTOCOMHO-AOMUHAHTHbLIM UIMN PELLIECCUBHBIM TUMOM
HacnenoBaHus




BPOXXOEHHAA AIMNIA3NA KOXXU
HOBOPOXXAEHHOI'O

Pa3nuyaloT HECKOMbKO BUAOOB anna3vn KOXu B
3aBMCMMOCTU OT Hanbonee YyacTou ee nokanusaumm

Anna3usa Koxun BpoxaeHHas AHaepcoHa-HoBwu
(Kemnbenna cuHapom) — annasua KoXxu Yepena.
XapakTtepuayetcsa gedekrom koxu (4o 10 cm),

rokanusyrLwmmcs obblMHO B TEMEHHOW 0bnacTu.

Anna3usa Koxu [leBUHKa — BPOXOEHHaa ansasnga Koxu
yepena, TynosuLia nnn KOHeYHoOCTeEN. XapaKTepusyeTtcs
ydacTkamu, NIMLLIEHHbIMU KOXWU, 3aTAHYTbIMU TOHKOU
MeMOpaHoOUn, Yepes3 KOTOPYHO XOPOLLO pasfnmyinmMmbl
noanexawine opraHbl U TKaHW.




BPOXXOEHHAA AIMNIA3NA KOXXU
HOBOPOXXAEHHOI'O

Annasusa koxu ®penpga — orpaHUYEHHaa annasns KOXu
cpeaHen nuHUM Tena unu (CUMMeTpuyHas) KOHEYHOCTEWN.

[leeKTbl KOXXN HOCAT A3BEHHbLIN XapaKkTtep, MeaneHHO
3a)XnBarT ¢ obpasoBaHnem pyoua.

Annasuna Koxxn bapTa xapakrepusyertcs
MHOXXECTBEHHbIMWN A3BEHHbIMU AedeKkTamMn B 00f1acTu
POAHNYKA, KOHEYHOCTEW, CNN3NCTbIX 0DOMNMOYEK.

OnddepeHumanbHbIN AMarHo3 nNpoBoAsT C
MeXaHn4yeCcKuMu noBpexaeHusiMu (Bo Bpemsa poaos),
Oynne3HbIM 3NNAEPMOSIN3OM, BPOXAEHHbLIM
cuchumnucom




BPOXXOEHHAA AIMJIA3NA KOXXU
HOBOPOXXAEHHOI'O




BPOXXOEHHAA AIMJIA3NA KOXXU
HOBOPOXXAEHHOI'O
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MINMCTUOLIMTO3 U3
KJIIETOK JIAHI'EPrAHCA

[ MUCTNOLMTO3 U3 KNETOK
ITaHrepraHca- peakoe 3aboneBaHue,
B IETCKOM BO3pacTe BCTpevaeTcs C
yacTtoTon 3-4 cny4vas Ha 1 MUNTIMOH
OEeTCKOro HaceneHua B rog, y
. B3pOCIbIX - eLLe pexe, C 4acToToM
~+  He npesblwatowern 1:560 000

~ BpO3MbIX
BbloensatoT MOHOCUCTEMHYIO
(mopaxkeHne ogHoro opraHa unu
©  cucTema opraHoB) U

. MONUCUCTEMHYIO (MopaXeHne OBYX

~« 1 bonee opraHoB Unu cnucTem
~ opraHoB) chopmbl 3aboneBaHus.




MINMCTUOLIMTO3 U3
KINETOK JIAHIEPIrAHCA
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BLUEBERRY MUFFIN SYNDROME- CUHAPOM «HMEPHUYHOI'O

KEKCA»

[1aHHbLIN CMHOPOM onucaH
ObifT Yy HOBOPOXOEHHbIX NPWU
BPOXXOEHHOU KpacHyXxe C
ABNTEHUAMMU
TpoMboUNTONeEHNEN U
NpoTeKaeT C NoABNEHNEM
Ha KOXXe remopparmy4eckmx
9NeMeHTOB




BLUEBERRY MUFFIN SYNDROME
NMPUIMHDbI:

NMHpEeKLUMNOHHbIe OHKonornyeckume
3aboneBaHuA 3aboneBaHus
(BpO)KAeHHbIe) -rMCTUOLUMNTO3 (M3 KINEeTOK
-TOKCOMJS1a3Mo3 NaHrepraHca)

-KpacHyxa -HenpobnacToma
-LMTOMEranoBmpycHas MHEeKUUS ~BPOXACHHBIN NIENKO3

‘ 35 -TpaH3MTOpHas

“ROKCAM B2 BUPYC MuenonponudepaTsHas 6onesHs
-NPOCTOW repnec -anbBeonsipHas

paboomuocapkoma

a TaKke remonunTnyeckas 6one3Hb HOBOPOXOEHHbIX,
BPOXXAEHHbIN chepoLmnTo3, HECOBMECTUMOCTb FPyMn KPOBK MO
ABO u Rh













Manbumk [l. pogunca B Hapo-dommHckom ML 23.06.2020

AHamMHe3 maTepu: Bo3pacT —27 reT.

ComaTtnyeckuin 1 FrMHEKOSTOMMYECKMA aHaMHES — HE OTSTOLLLEH
AKyLLIEPCKUN aHaMHES:

1-9 - mea. abopT, 2-9 — CaMOoNPOU3BOSIbHbIN BbIKUABILL B O HEeAEnNb.
3 -9 OaHHast 6epeMeHHOCTb.

Haxogmnack Ha aucnaHcepHom ydeTe ¢ 10 Hel. bepeMeHHOCTW.

C 30 Hepenb - 'ecTaumMoHHbIV CaxapHbI aAnadeT

C 35 Hegernb - ApTepuarnbHas rmrnepTeHsnd

Poabl: 3 cBoeBpeMeHHbIe oriepaTuBHble poabl (CraboCTb pOa0BOV AEATENTBHOCTM)

Macca tena npu poxageHun: 38201 , annHa 53 CM, OKPY>KHOCTL MoroBbl 36 Cv
OueHka no wkane Anrap 8/9




1-E CYTKN XKU3HA

[pyn poXxxaeHUN: NoNMMopdHas Chirb Mo TUMY «4EPHUYHOIO
KeKca» — TeMHO-0arpoBbIe 1 CUHIOLLHbIE ranyribl U Y3rbl,
MYCTYJSIE3HbIE 3NIEMEHTbI HA KUCTHAX 1 CTOMax, B LLUENHOW
CKnagke.




Nocne TeneMeAMLMHCKON KOHCYSbTalMM B BO3pacTe 2 CYTOK pebeHOoK
noctynun B OMNMHH[A

MopaxeHne KOXM Mo TUNY «4epPHUYHOro KeKkca»



ANOOEPEHLUVANBHbLIA AMAIHO3

UHdpekunoHHasn leHeTU4YeCKMU PO (o Ty P pe
naTonorus HacnencTBeHHbLIe AeTePMUHUPOBaHHbI 3260MeBaHmns
MHdpeKuum) npoTekKalowue ¢ TMCTNounTO3

nopaxeHueMm KOXxu
e N
Mapkepbl 4 A INenkos
CUCTEeMHOro HacneacTtBeHHbIX
Bocnaneuusa. CPB ammuHoauuaonartui, He BbIABMEHO

. 14,2 ¢ opraHu4eckum Tpowf;;ﬁ';ﬂ::ec'm
HopManu3saumein K 7 —| aunaypuv 1 HapyLieHnn - ~N
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CD1a,S100,
Langerin,CD68




MCTUOLIUTO3 U3 KIETOK JIAHIEPrAHCA - CMUHAPOM XALLMMOTO-TIPUTLIKEPA

OnucaHo meHee 50 cny4yaeB. OTMONOINS HEN3BECTHaA.

XapakTepHoe rnopaxeHne KoXu ¢ poXxaeHus,
PacnpoCTPaHEeHHOCTb

[laHHblE UMMYHOIMCTOXMMMNYECKOrO UccnegoBaHna buontarta
KOXKW NOATBEPXAAKT AMarHo3

XawwmnmoTo-lpuukepa (BpoxXaeHHbIM caMmopa3speLlaroLwmMmc
PETUKYNOrMCTUOLMTO30M) UMET OTHOCUTESIBHO
0obpoKayeCTBEHHOE TEYEHME M XOPOLUMIA MPOrHO3, CMIOHTAHHO
perpeccupyet B TedeHue oT 1 0o 3 MecsLes.

Y B0MbHbIX CTapLue ABYX NeET, Y KOTOPbIX reMornoaTuyeckas
cucTemMa, rnedyeHb, Nerkme nnm ceneseHka He BOBMNEeYeHb! B
naTonorn4ecknm rnpouecc, BbikmnBaemoctb coctaBnsaeT 100%.




3 MECHLA




NPU POXKOEHUU B7 mecsuesB







BPOXXOEHHbLIM JIEMKO3 KOXXW

KnnHmnyeckne nposiBrieHna ¢ poxaeHuda nnu B 1-bin
MECSIL, XXNU3HMN.

B 30% aBnseTtca nedbiotom mmuenonponudepaTnBHOro
newvkosa

BbicbinaHUs Ha KOXe pa3Horo pasmepa: oT H/K MM A0
CM B guameTpe, NATHAa, nanynbl U y3nbl C
remopparm4yeckmm KomrnoHeHToMm. MNMpeacrtaBnsatoT
cobOoW CKOMNMEHNs KNEeTOK aKCTpaMeaynnsipHoro
remornoa3a.

[1pOrHO3 nnoxomn.




BPOXXOEHHbBbIN JIEMKO3 KOXXW




BPOXXAEHHbLIN JIENKO3 KOXW










A

A

KIIMHUWYECKMU CITYHAU




KNMUMHUYECKUU CNYYAN



CNnACMbB0O 3A BHUMAHME!




[MlepuaTtpusa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



[leTckue OonesHu

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



1. HedppoTnyeckum cnHapom y geteu

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



1.1 HedopoTnueckum cnHapom y aeteun
OnpeaeneHune. Knaccudukaums

OOLIEHT, K.M.H. ABgeeHko HnHa BnagnmmnpoBHa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



Hedpotunueckum cuigpom (HC)
OnpepeneHue

HC - knuHuko-nabopaTopHbIM CUMIMTOMOKOMIMSIEKC,
XapaKTepusyoLLncs

* npotenHypuen (6onee 50 mr/kr/cyT nunu bornee
40/mr/m?/uac, To ecTb 2,5 r/cyTkn u boree)

* rmnoanbbymnHemunen (MeHee 25 r/n), AUCNpoTeNHEMmNEN
* rMnepnunugemMuen

* OTeKaMiu, B TOM 4HiucCrie nosioCtHbiMU



HedpoTtnuecknm cmHapom BPOXAEHHbLIW




Hedpotunueckum cuigpom (HC)

A

9. \{B \ B




anugemuonorua HC

 pacnpocTtpaHeHHocTb HC y goeten — 12-16 crniyyaeB Ha
100000 petckoro HaceneHugd

e Done3Hb MUHMUMarnbHbIX U3MEeHEeHUN — Hanobosee yacTtas
npunynHa pa3sutns HC B geTckom Bo3pacTte: Ha Oro 3TOro
3aborneBaHus npuxoantcda 80% mn dbonee cnyvaeB HC y geten



Knaccudukauua HC

* B Krnaccudukauum rnoMmepynsapHbix 00nesHen noYek Bce
borblUe HaxoAuT OTpaKeHne MOpPMONOrM4YeCcKUn MPUHLAM,
YTO MO3BOMSAET YCTAHOBUTb OKOHYaTENbHbLIN AMarHoa3,
OLEHUTb TAXKECTb U XapaKTep nNovYeyvHoro nospexaeHusa,
COCTaBUTb NpeacTaBneHne o naTtoreHese 3abosieBaHUS



KooupoBaHune HC no MKB-10

NO4 - HC

N04.0- HC ¢ He3HaunTenbHbIMU rMOMeEpPYNSPHbIMU
N3MEHEHNAMMU

NO4.1- HC npu o4aroBbIX 1 cCErMeHTapHbIX rMoMepyrionaTusax

N04.2 — HC npu anddy3HoM MeEMOPAHO3HOM
rmomepyrnoHedpute (I'H)

NO04.3- HC npu andpdysHOM me3aHrmanbHom
nponudeparnsHom ('H)



Hedpotuueckuun cuvapom (HC) no MKB-10

* NO4.4 — HC npu andpdoy3HOM saHOOKANMUIINAPHOM
nponndepatnsHom (M'H)

N04.5 — HC npu andbddpysHom mesaHrmokanmnnapHom I'H

N04.6 — HC npu 6ones3Hn nnoTHOro ocagka

NO4.7 — HC npu anddysHom cepnosmgHom I'H

N04.8 — HC c gpyrumm nameHeHnamu

N04.9 — HC ¢ HeyTOYHEHHbLIMN N3MEHEHUAMMU



Knaccudumkauma HC

* NepPBUYHbIN HEPPOTUYECKNUN CUHOPOM pa3BUBAETCS NPU
3aborieBaHUAX COOCTBEHHO KIyDO4YKOB Mo4vekK

« HC cBd3aHHbIN C reHeTUu4YecKkon naTtonormuen

* BTOpUYHbIM HC pasBmBaeTcs Ha PoHe pasfinyHbIX
3aboneBaHui, NPOTEKaOLNX C BOBIEYEHNEM B
NaToOSIOrMYECKUM NMPOLECC NOYEYHbIX KNYyDOOYKOB



Knaccudumkauma HC. NepBuiHbin HC
BpoxaeHHbIN n nHpaHTUNbHbLINM HC

» BpoxaeHHbI HC pasBuBaeTcst 40 3-X MECSYHOro Bo3pacTta u
Onsi HEero xapakTepHo 0ObIYHO paHHEE pasBUTUE
TEPMUHANbHON XPOHUYECKOWU NMOYEYHON HEQOCTATOYHOCTH
(XBI1 5 ctagun), 4yalle Bcero B Bo3pacTte 2-8 net

* HpaHTUNbHbIN HC pasBuBaeTcs y OeTen B Bo3pacTe OT 3-X
MecsueB 00 12 mecdueB, XapakTepHO paHHee pasBuTue
TepMuHanbHon ctagun XbI1 5 cT.



BpoxaeHHbIN n nHpaHTUNbHbIN HC

* BPOXOEHHbIN HEPPOTUYECKUN CMHAPOM dbuHckoro Tuna (AP)
C NEPBUYHBIM NopaxeHnem basarnbHbiX MEMOpaH Knyobo4KoB
KanunnapoB 1 MUKPOKUCTO30M KaHanbLeB (MyTauus reHa
NPHS1 Ha 19 xpomocome, HapyLleHne cuHTe3a HedppuHa)

* CeMeWHbIN, cBA3aHHbIU ¢ MyTaumen reHa NPHS2 Ha
xpomocome 1925-31 (cemenHbI ayTOCOMHO-PELIECCUBHbIN
cteponapesncTteHTHoln HC — HapyLleHne cuHTe3a nogouunHa)



BpoxaeHHbIN n nHpaHTUNbHbIN HC

* CEMEWHbIK ayTOCOMHO-AOMUHAHTHbLIN CTEPOUAPE3NCTEHTHLIN
HC, cBa3aHHbIN ¢ myTaumen reHa ACTN4, kogmpyroLlero
anbda-akTUHUH-4

* HedppoTuvecknn cuHapom npu bonesnun deHnca-Lpalua v
®dpansepa ceasaHHoOro ¢ mytaumen reHa WT -1 u
coyeTarLmmncsa ¢ ncesgorepMmadpoanTU3IMOM



Knaccudumkauma HC. NepBuiHbin HC

° Npw 6onesHn MMHUManbHbIX n3smeHeHn (BMI)

* Npu pokanbHO-cermeHTapHom rnomepynocknepose (PCIC)
* Npu MembpaHOo3HOU HedponaTnu

* MpU OCTpOM nponugepartnsHom [H

° Mpu Me3aHrmonponugepaTMBHOM rnomepyroHedgpute



Knaccudumkauma HC. MNepBuiHbIin HC

* nNpu MembpaHonponMdepaTMBHOM (Me3aHrMoKanumnIssipHOM
H)

* NMpY AUPAPY3HOM IKCTpakanunnapHoMm nponvdepatmsHom [H
( ¢ nonynyHuUsaMn)

* npu IgA - HedbponaTum



MpunyunHblI BTOpH4yHoro HC

* HacneacTBeHHble 3aboneBaHns: cMHAPOM AnbMopTa,
NONMKNCTO3 no4vek, bonesHb ®abpu, cuHgpom MopdraHa un

ap.

* peBMaTmnyeckne 6onesHn: cucteMHble 3aboneBaHus
COeAVNHUTENbHOW TKaHW, CUCTEMHbIE BaCKYNUTbI

« BonesHn KpoBu: NMMdorpaHynemaTros, CMeLlaHHas
KpuornodynuHemusi, MmenomHasi 6onesHb

* TPOMOO3 MOYEYHbIX BEH N apTEPUN NOYEK, aOPTbl UNN HUXKHEN
MOMTON BEHbI



MpunyunHblI BTOpH4yHoro HC

* ONnyxoru pa3n|/|qH0|7| JTOKaln3auunu

* NIeKapCTBEHHbIE NMopaXkeHMs NoYek: npenapartbl BACMYTA,
30/10Ta, NPOTUBOINUIENTUYECKME NpenapaTbl U Ap.

« bonesHu BupycHoun atuosnoruun: renatutel B n C, BUY-
nHdekuna, LUMB

» Bone3Hn bakTepunanbHOW 3TUOMOMNN: CENTUYECKNN
9HOOKapAnT, NTHEBMOHUSA, abcLiecc, OCTEOMUENNT,
TyOepkyrnes, cndpunuc



MpunyunHblI BTOpH4yHoro HC

* Dosie3Hn obMeHa: caxapHbl AnabeT, amMnnonaos, rMmMKoreHo3
°* TEMOSTUTUKO-YPEMUNYECKNNA CUHAOPOM
* pedoritoKkc-HedponaTusd

* OCHOBHbI€ MPUYNHBI POPMUPOBAHNA BTOPUYHOTIO
BPOXOEHHOro HePOTUYECKOTO CMHAPOMA: BPOXAEHHbIN
cudoununc, BpoXXaeHHbIM TOKCOoMna3mos, BpoXaeHHas
LMTOMEranoBupycHasa MHdekums



Knaccudmkauma HC ( B 3aBUCMMOCTHU OT
OoTBeTa Ha CTepouAaHYI0 Tepanuio)

* B 3@aBMCMMOCTU OT OTBETaA Ha CTaHOAPTHbLIN KYpC CTepongHoun
Tepanun HC pgenat Ha cTeponayyBCTBUTENBHbLIN U
cTtepoungpesncteHTHbIn HC

- crepoungdyecteutenbHbin HC (CHHC) — pemuccusa
OOCTUraeTcs B TedeHune 2-4 Heaerb, BO3MOXHO — K 6-8

Hegene (bonblias YacTtb geten co CHHC — goetu ¢ bonesHblo
MWUHUManbHbIK n3meHeHnn (BMWN)

- ctepoungpesncteHTHein HC (CPHC) — oTcyTcTBUMe
pemMuccmm Ha 6-8 HedernbHbIN KypC NpeaHn3onoHa



Knaccudmkauma HC ( B 3aBUCMMOCTHU OT
OoTBeTa Ha CTepouAaHYyI0 Tepanuio)

¢ CTepoua4vyBCcTBUTENBLHBLIN, HeEpeuuansmpyrowmnmn HC — HC,
Korga nocre ogHoro Kypca CTepoMaHOW Tepanum gOCTUrHyTa
OnuTenbHas PeMUCCUS

* CTEpOMOYYBCTBUTENBLHBLIN, HEYACTO peunansupyowmmn HC —
Korga nocrie AOCTUXKEHUA PEMUCCUMN MO OKOHYaHUIO NMePBOro
Kypca CTepOMaHOW Tepanuu peunanBbl OTMEYAKTCA pexe,
4yeM 2 pasa B 6 MecsLleB



Knaccudumkauma HC (B 3aBUCUMOCTHU OT
OoTBeTa Ha CTepouAaHYyI0 Tepanuio)

* CTepoua4vyBCTBUTENbLHLIN, YACcTO PeunauBuUpPYOLLMKA —MoCre
OOCTMXKEHUA PEMUCCUN PELIMONBBLI Ppa3BUBaAOTCA HE peXxe 2-X
pa3 B 6 MecsLeB

* CTEPOMAYYBCTBUTENBHbIN CTEPOMN3aBUCUMbIN — PELMAVB
Pa3BUBAETCHA NPU CHMKEHUWN O03bl NPEAHNU30MN0HA UM HE
no3gHee, YemM Yepes 2 Hegenu nocrne oTMeHbl NPeaHN30IoHa

* no3gHe4vyBcTBUTENBLHLIN HC — pemunccusa HacTynaer Yepes 8-
12 Hepenb NeyYeHns cTeponaHou Tepanmu



NMpumep anarHosa HC

* ngmonaTtnyeckun HedPOTUYECKUN CUHOPOM,
CTeponaYyBCTBUTESNbHbLIN BapUaHT, peaKO peunanuBupyoLLn,
cTagmst KNMMHUKO-nabopaTtopHOU peMuccmnmn. XpoHmn4eckas
bone3Hb noyek 1 ctaguu



1.2 HedopoTnueckum cmHapom y aeteun
[laToreHes. [lnarHocTuka: aHamMmHe3,
KNMUHUYecKas KapTuHa, OCJI0XKHEeHUA

OOLIEHT, K.M.H. ABgeeHko HnHa BnagnmmnpoBHa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



NMaToreHe3 HC

* OCHOBHOW MEXaHU3M pas3BUTUA HEPPOTUYECKOIO CMHOPOMA-
yBeNnu4eHne rnpoHULaemMocTmn Krnyobo4ykoBoro dounsrpa ang
benka BcneacTemMe PyHKUMOHaNbHOro Unn CTPYKTYPHOro
noBpexaeHnsa rrnoMepynapHoro dunsrpa



NMaToreHe3 HC

* NOBpEeXOeHNe rmomepynsapHoro dounsTpa MOXeT ObiTb
cnegcTBMEM MMMYHOKOMIMIEKCHOIo NePBUYHOIO UMK
BTOPWYHOIO rinomMmepynoHedpuTa, Npyu reHeTu4ecKknx
B6one3HAX ¢ HapyLLEHNEM HOPMaribHOW NMPoaYyKLUUM
noAoLunTapHbIX MPOTEUHOB U T.A.



NMaToreHe3 HC

* HEPPOTUYECKMN CUHOPOM B HACTOSILLEE BPEMA
paccMmaTtpuBaloT Kak nogouuTtonaTtuio. losenaerca Bce
bonbLue JaHHbIX, YTO BEnKn LWeneBon MemopaHbl NOJOLIMTOB
— HEPWH, NOOOUMH, anbda-akTUHUH — 4 1 gpyrne mMoryT
ObITb 3a4ENCTBOBaHbI B pa3BUTUN CTEPONAYYBCTBUTESIBHOIO
n ctepoungpesncrteHTHoro HC

* n3sBecTtHo bonee 30 6enkoB, UMEKLLMX OTHOLLUEHME K
DYHKLMOHMPOBAHMIO LLIEeNIeBON MeMbpaHbl NOAOLIUTOB



NMaToreHe3 HC

* B pe3ynbrarte notepu 6erka ¢ MoYol pa3BmMBaeTCA
rMNonpoTeMHEMUS U rmnoanboymMmmHeMuns, BegyLumne K
NageHuo OHKOTUYECKOro AaBreHns nrasmbl U pasBUTUIO
OTEYHOro CMHAPOMA

* y bonblunHcTBa geten HC aBnseTcs ngmonatnyecknum



[TaTtoreHe3 HC ¢ MMHUMaANbHbLIMU
N3MeHeHUsIMU B Knyoboudkax (0ones3Hb
MWUHUMalnbHbIX UsMeHeHUu — bMW)

* Beayllasa posib B natoreHese npuHagneXxXunt gucyHkumm T-
NnMMdoUnUTOB B UMMYHOreHes3e, Kotopas NnpuBoanT K
HapYLUEHUIO CTPYKTYPbI KIyOo4KoBOro dunesrpa

* Apoayumpyembin nnmgountTamMmm LUPKYNMpyoLwmm gaktop
BbI3bIBAET MOBPeXAeHMe LeneBbiX agnadparm mexay
ManbiMU OTPOCTKaMM NoOOLMTOB, YTO BEET K NoTepe
anbL0yMWHOB.



B naTtoreHe3e HedppoOTUUYECKNX OTEKOB
urpaeT ponb

* NPOTENHYPUSA HEPPOTUYECKOTO YPOBHSA -
rmnoanbObyMMHEMUSA - CHUXXEHWE OHKOTUYECKOro JaBrEeHUs
nnasmbl - NEpPEMELLLEHMNE XUOKOCTU B MHTEPCTULMANbHOE
MPOCTPAHCTBO — OTEKU

* CHWKEeHne apdPeKTUBHOIO apTepmnarnbHOro oobLema KpoBu —
NOBbILLEHNE AKTUBHOCTU PEHNH aHITMOTEH3UH
anbgoctepoHoBou cuctembl (PAAC), cumnatnyeckon
HEPBHOW CUCTEMbI, aprMHNH-Ba30MNpeccunHa, CHUKeHne
npeacepaHoro HaTPUNYPETUYECKOro nenTuaa — 3agepxka
HaTpUA U BOObI - OTEKU



B naTtoreHe3e HedppoOTUUYECKNX OTEKOB
urpaeT ponb

* MPOTEUHYPUA HEPPOTUYECKOIO YPOBHSI — aKTUBaLUSA
TpPaHCNOPTEPOB HATPUSA B KaHarbLax - NOBbILLEHNE
peabcopOunn HaTpus B KaHarnbLax — 3agepKka HaTpus v
BObl — OTEKMU

* yBeIiIMt4eHUne rnpoHnuaemMoCTin Kanmrmndapos — rnepemMeLlueHne
KXNOKOCTU B UHTEPCTULINAIIbHOE MNMPOCTPAaHCTBO - OTEKU



NuarHoctuka HC
AHamHes3

* Hanun4yne 3aboneBaHuin NoYeK y poanTenen n poacTBeHHNKOB
* BO3pacT agedbtota passutua HC

* MMEPEHECEHHbIE UM nMmetoLmecs y pebeHka 3aboneBaHus
noYveKk Unu gpyrnx opraHoB, KOTopble MoryT nposienaTeca HC

* HEernepeHOCMMOCTb NeKapCTBEHHbIX NpenapaToB

° nMMuieBad ajiueprud



NunarHoctuka HC
AHamHes3

* epeHeceHHble, nepen noseneHnem HC, BUpyCHble nnu
bakTepuanbHble MHEKLNUK

* MpeLIecTByOLlaa BakLUMHALNS

» 0DOCTPEHUa annepruvyecknx 3adbonesaHnn



OunarHoctuka HC. KnnHnyeckasa KapTtmHa

°* Ha I'IepBbII7I NnrnaH B KINMHNYECKOW KapTUHE BbICTYMaAET
OTEYHbIN CNMHAOPOM, BIJ10Tb A0 Pa3BUTUA aHACAPKU

* OTMeYaeTcs bregHOCTb KOXHbIX MOKPOBOB, OTEKU BEK, NULIA,
HUXKHUX KOHEYHOCTEWN, MOSACHNUYHOM 06acTn, HapYXXHbIX
NOMOBbLIX OpraHoB, NepeaHen OPOLLHOWN CTEHKN, MOTYT
pa3BMBaTbCA reHepann3oBaHHbIE OTEKU, BKNOYas NOSIOCTHbIE



OunarHoctuka HC. KnnHnyeckasa KapTtmHa

* HedPPOTUYECKME OTEKN MATKME Ha OLLLYMb, MEHSIOT
pacrnonoXeHne Npu nepemMeHe nornoxeHus Tena, bnegHole

* BO3MOHO pa3BUTUE MOJTIOCTHbIX OTEKOB: MMAPOTOPAKC, aCLuT,
ruaponepukapa

* BOSMOXHO pa3BuUTnE OTEKAa J1IErkKnx

* MPY pPas3BUTUN acLMTa COCTOSAHME pebeHKa yXyaLlaeTcs:
NosiBMSeTCA pBOTA, ANapes, B3AyTUE XUBOTA, ONUTypUs

* NPV pas3BUTUKM rMOQPOTOPAaKca Unu rmgponepukapaa
NOSABNSAETCA OfbilLKa B MNOKOE U NMpu hU3NYECKON Harpy3ske



OunarHoctuka HC. KuHnyeckasa KapTtmHa

* YMeHblUeHne obbema BblaensieMomn Mmoym (nokasaHo
npoBeaeHNE eXXxeaHEBHOIo KOHTPOMS Anypesa u Beca
pebeHka B nepuon aktmsHoctn HC)

* apTepuanbHag rmnepTeH3ns BO3MOXHa Yy AETEN C BbICOKOW
aKTUBHOCTbLH HEPPOTUYECKOIO CUHAPOMA UM Ero
BTOPUYHOrO reHesa



NunarHoctuka HC. OcnoxHeHus

[ MnoBoNemMmyeckunin LLIOoK

* TMMOTOHUS, Taxrukapamns, BblipaxkeHa 6rneaHOCTb KOXHbIX
MOKPOBOB, XOJTIOHbIE KOHEYHOCTU, CYXOCTb CITU3UCTBIX,
CHW)KeHNe anypesa, abgoMuHanbHbI CUHOPOM



NunarHoctuka HC. OcnoxHeHus

* TPOMOOTUYECKME U TPOMDOIMDONNYECKNE OCITOXKHEHUS
SABMNSAOTCA CreacTBMEM reMOKOHLEHTPaLUUK N TpoMbounTo3a
Ha dpoHe rmnosonemMmumn, runepdPmnbpmMHOreHeMmnm U NOTepPU C
MO4YOoM aHTUTOMOMHa lll, yrHeTeHneM pubpuHonmsa

* rpynna pucka no passBuTtuo TpoMb030B — AETU C
rmnoanboymmHemuen Hmxe 20 r/n



NunarHoctuka HC. OcnoxHeHus

TpomboTnyeckme n Tpomoboambonnyeckmne oCNOXHEHUS
MOTrYT KIMMHUYECKN NPOSABNATLCA

nepudepnyecknmm TpomMmoo3b!

TPOMOO30M NOYEYHbIX BEH

TPOMOO3IMOONMEN NENOYHbBIX apTeEPUm

TpomMbOoambonuen uepebpanbHbiX apTepun



NunarHoctuka HC. OcnoxHeHus

yacTble bakTepuarnbHble N BUpYyCcHble MHdekumn y aeten ¢ HC
ABNAtTCA cneacrtememMm notepum IgG ¢ modon, genpeccuen T-
KINeTo4YHOoro 3seHa UMMYHUTETA, NPUMEHEHUS
MMMYHOCYNPEeCCMBHOU Tepanuu

* yactble OPBW/

* MHEBMOHUNU

* MHEKLMM KOXM N NMOAKOXKHOW KNeT4yaTkn Ha (boHe OTEKOB



NunarHoctuka HC. OcnoxHeHus

NHdekumm

NHJOEKLNA MOYEBbLIBOOALLUX NYTEN

cerncumc

0COOYyl0 ONacHOCTb NpeacTaBnseT BETPsSIHAA ocna u
OMnosACbIBaOLLUN NULLAN

apyrne MHEeKLMOHHbIE OCNOXHEHUS



NunarHoctuka HC. OcnoxHeHus

benkoBo-aHepreTnyeckasa HeJoCTaTOMHOCTb SIBMSAETCS
crneacTtBnemM rnotepu 6enka ¢ Mo4on 1 ANUTENbHOro
orpaHn4yeHusi benka B anete pebeHka ¢ HC

* netsam ¢ HC, B bonbLlUMHCTBE cry4vyaeB, PeKOMEHA0BaH
domanonornyeckn ypoBeHb NOTpebreHns XUBOTHOro benka



NunarHoctuka HC. OcnoxHeHus

* OCTPOE MoYeYHOoE MOBPEXOEHNE MOXET Pa3BUTLCS
BCNeacTBMe rmnoBofieMnm, OCTPOro TyobynapHOro HeKpoaa,
TyOynapHom obcTpyKunn 6enkoBbIMU LUNTMHOPAMMU



1.3 HedbpoTnueckum cnmHapom y aeteun
OnarHocTuka: nabopatopHasa u
MHCTPYMEHTaribHas

OOLIEHT, K.M.H. ABgeeHko HnHa BnagnmmnpoBHa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



JTabopaTtopHasa anarHocTtuka HC

XapakTtepuctuka moyeBoro cuHgpoma rnpu HC

* npotenHypusa oonee 50 mr/kr/cyT nnu 6onee 40 mr/m?/cyT
nnun bonee 2,5 r/cytkn n bonee. icnonb3yetcsa onpenenexHue
bernka B pasoBoun rnopumm modn. Moxxet ObiTb NCMONb30BAHO
onpeaeneHne NpoTenH/KpeaTMHMHOBOIo KoahduuneHTa,
anbOyMUH/KpeaTUHMHOBOIO KOddhduumneHTa. IToT
KO3 PULMEHT OOCTOBEPHO KOPPENUPYET C YPOBHEM
CYTOYHOW NPOTEUHYPUU

* MPOTENHYPUSA MOXKET UMETb CENEKTUBHBIN N HECENEKTUBHbIN
XapakTep



JTabopaTtopHasa anarHocTtuka HC

XapakTtepuctuka moyeBoro cuHgpoma rnpu HC

° HANU4yne remMaTypun He ABMSAETCSH XapaKTepPHbIM NPU3HAKOM
nnst HC, Ho ee nosiBNeHne MOXET CBUAOETENbCTBOBATL O
nponndepaTnBHbIX BapmnaHtax [ H, HacnegCcTBeHHOM

HedpuTe U T.A.

* NIENKOLIMTYPUS MOXET npucytcTBoBaTth npun HC, HO He
ABNAETCHA XapakTepHbIM npuaHakom ans HC



JTabopaTtopHasa anarHocTtuka HC

KnnHnyecknm aHanma KpoBu
* yckopeHmne COJI — npunsHak aktuBHoctn HC

* NTEMKOUMNTO3 XapakTepeH Anga bakrepuanbHOrn MHQEKUMN 1
NOABNAETCA NPU NPUeEMe KOPTUKOCTEPOMNIOB

* aHEMMUS NOSABIISIETCHA NPU Pa3BUTUN MOYEYHOMN
HeJoCTaTO4YHOCTM



JTabopaTtopHasa anarHocTtuka HC

XapakTepuctnka bnoxmmmyecknx nokasarenem KpoBu
OueHka aktuBHoctn HC

* runonpotenHemums (meHee 40 - 30 r/n)

* runoanboymMmmHemus (MeHee 25 r/n)

°* TMNePnMNUAEMNS: NOBbILLEHNE XONecTePUHa,
TPUIMMLEPUAOB, ANCIIMNIONPOTEMHEMUS — MOBbLILLAETCS
YPOBEHb NMNMNOMPOTENHOB HNU3KOM N OYEHb HU3KOWM MMOTHOCTMN,
CHUXXaETCA YPOBEHb NMUMNONMPOTENHOB BbICOKOW MIOTHOCTU



JTabopaTtopHasa anarHocTtuka HC

XapakTepuctnka bnoxmmmyecknx nokasarenem KpoBu
OueHka PyHKLUMOHarIbHOro COCTOAHUS NOYEK

* MOBbILLUEHNE YPOBHSA KpeaTUHUHA

* cHmxeHne CKD (pacuet CKD no cdbopmyne Lesapua)

° MOBbILLUEHNE YPOBHA MOYEBUHDI

° NoBbllLEeHNE YPOBHA UNCTATUHA



JTabopaTtopHasa anarHocTtuka HC

OMEKTPOSINTbI KPOBU

HaTPUA

Kanuu

¢docchop

Kanbuun



JTabopaTtopHasa anarHocTtuka HC

[Mpn HC oTtmeyaeTcs HapyLleHne B3aMMOOTHOLLEHUS
CBepPTbIBAOLLEN, KAaNNTMKPENHOBOW N (PUBPUHONUTUYECKOU
CUCTEMbI KPpOBU, 0bA3aTENEH KOHTPOSb Koarynorpammei.

XapaktepHo ans HC
° MoBbIWeHNe nbpMHOreHa

* CHMXEHWe ypoBHSI aHTUTpomMbuHa Il



JTabopaTtopHasa anarHocTtuka HC

MMmyHonornyeckne nameHeHuns npm HC
* CHMXeHue IgG, IgA
* noBbilleHne IgM, IgE

* C uenbto ncknoveHmnss HC npu cuctemMHbix 3aboneBaHUNAX
coeQuHUTENnbHOU TKaHM noka3aHo uccnepgosaHue: AT k HK,
aHTUHYKnNeapHoro gpaktopa (AH®), C3 ppakuymu
KOMMMeMeHTa, KpnorrnooynmHoB

» ACJ1-O (aHTuctpentonmauH-0O)



JTabopaTtopHasa anarHocTtuka HC

[MpoBegeHne BUPYCONTOrM4ecKoro NccreaoBaHms
* Mapkepbl BupycoB renatuta B n C

* repnec supycol ([NUP, IgG, IgM)



NwnarHoctuka HC

NpPOBOAUTCSA YNbLTPA3BYKOBOE uUccnengosaHue novek (Y3N) c
gonnneporpadpuen BHYTPUNOYEYHbIX COCYAO0B C Lienbto

* WCKMHYEHUA aHAaTOMUYECKNX aHOManmmnm opraHoB MO4YeBOU
CUCTEMbI, COCTOAHUA NOYEYHOU NaPEHXUMBI

* OUEHKU NoYeyYHOU reMmognHaMUnKun

NPOBOANTCS YNbTPA3BYKOBOE NUCCIIEJ0BaHNE OPraHoB
OpPHOLLHOM MOSIOCTH



NwnarHoctuka HC

° pEerynsipHblin KOHTPOSb apTepuarbHOro AaBneHns Kak B
nebrote HC, Tak n Ha dooHe NPoBOANMON Tepanumn c

BeeHneM gHeBHUKa exxeaHeBHoW 3anncu ALl oBa pa3sa B
NEeHb

NpoBeAEeHNE CYTOYHOINO MOHUTOPUPOBAHNS apTepuanbHOro
nasneHua (CMAL)



NwnarHoctuka HC

 npoBeaeHne SKI onsa BbIABNEHUSA SNEKTPONUTHbBIX
HapyLLEeHW, Neperpy3oK neBbiX OTAENOB cepaua

* npoBeneHne IXO-KI" npu BbipaXxeHHOM OTEYHOM CUHOPOME U
apTepuanbHON rMnepTeH3nn

* PEHTreHorpamMmma rpyaHoun KneTku



NunarHoctuka HC
[TyHUMOHHaA dDMonNcuaA NOYKU

[NokaszaHMA K NPOBEeAEHUI0 NYHKLMOHHOM B1oncum noYkn npm
HC

* CTEPOUOPEINCTEHTHOCTb HEQPPOTNYECKOIO CMHAPOMA
(nepBUYHasa N BTOpUYHas)

« HC y neten oo roga v ctapwe 12 nert

* yepes 2,5-3 roga nocrie Havana nevyeHnss MHrmoutTopamm
KanbUWHEBPUHA UK NPU CHMKEHUN PYHKLMN NOoYeK Ha pOHe
9TOU Tepanumu



NunarHoctuka HC
[TyHUMOHHaA dDMonNcuaA NOYKU

[1lpoBOANTCA MUKPOCKOMNUSA NMOYEYHOUN TKaHU
* CBeToBas
* UMMYHOMHOOPECLIEHTHAs

* SMNEeKTPOHHas



NunarHoctuka HC
MOJEKYNSApPHO-reHeTu4YecKoe nccrnegoBaHme
° I'IpOBeueHme MOJ1EKYNAPHO-TreHETNYECKOIo

nccregoBaHmMsinokasaHo npu BpOXXAeHHbIM, UHPAHTUNbHOM
HC, crepougpesncteHTHom HC



OuddepeHumnanbHaa guarHoctuka HC

* andopepeHUnanbHy0 AMarHoCTUKY HeobxoanmMo NpoBOAUTL
MeXxay pasnnyHbiMn MOPdONorMyeckumMmn BapnaHtamu
nepsu4yHoro HC un BTopmnyHbiM HC

* NipeacTaBrieHHast B Hadane nekumm knaccupukauma HC n B
nanbHevwem nnaH obcnenoBaHusa pedbeHka ¢ HC paet
BO3MOXXHOCTb COCTaBUTb NMporpaMmmy obcrieqoBaHns B
KaXkOoM KOHKpeTHoMm criydae HC



OuddepeHumnanbHaa guarHoctuka HC

* BMW- HenponudepaTtBHaga rnmomepyronatug,
obycrnoBrieHHasa nospexgeHmnem (MMMYHHbIM UK
HEMMMYHHbLIM) NOAOLMTOB (NogoumMTonaTus)

* MoBpeXKaeHne nogounTos onpegendaeT passutne HC

* OTCYTCTBYIOT MOP(ONOrM4yeckmne Kputepun rnpm CBETOBOM
MUKPOCKOMnn

* NPU 3NTEKTPOHHON MUKPOCKOMUN — ANAPAY3HOE CriaXxkmBaHue
HOXXKOBbIX OTPOCTKOB NOAOLIUTOB



OuddepeHumnanbHaa guarHoctuka HC

 (pokarnbHO-cermeHTapHbIn rinomepyrocknepos (PCIC) —
OflHa N3 OCHOBHbIX (OOPM CTEPOUAPESNCTEHTHOIO
nanonatnyeckoro HC B getckom Bo3pacte. CocTtaBnsaet 10-
18% peten cpeaun Bcex aeteun ¢ nugnonatnyeckmum HC.
[lnarHo3 yctaHaBnmBaeTCcsl NO pesyrisTataM dMoncum noYku

* ObIicTpO-nporpeccupytowinm 'H — mopdonormnyecku
Xapaktepusyetcs dopMUpoBaHUEM MOMynyHU bonee 4yem B
50% knybo4yKkoB. XapaKTepusyeTcsl TSXeESbIM,
NPOrpeccupyroLLnM TEYHEHNEM IMoMepYoHedpuTa,
npoTekaLwnm B AebtoTe HEPEOKO C OCTPbIM MOYEYHbIM
noBpeXxgeHnem, ¢ obicTpbiM pa3sutnem XIH



OuddepeHumnanbHaa guarHoctuka HC

e MeMbpaHonponugepaTuBHbin (Me3aHrmokanunnapHsin) I'H
(MIMH). Mpn MINTTH HC kNUHU4YeCcKn MeeT MECTO
cTtepougpesncteHTHbin HC, coveTarommcs 4acTto ¢
remaTtypuen n rMnoKoMnrieMeHTeMnen

* |gA HedpponaTtua — mesaHrnonponudepaTtmeHbin ['H C
npenMyLLecTBeHHbIM oTrnoXeHuneMm IgA. KnnmHnyecku
NpoABNAETCSH NPOTENHYPUEU B COYETAHUM C remaTypuemn
Pa3NnM4HON CTENEHU BblpaXXeHHOCTWU. HapacTtaHue remartypum
Ha OOHE pecnupaToOpPHbIX MHAEKL NI



OuddepeHumnanbHaa guarHoctuka HC

* MeMDpaHo3Has HedoponaTusa — y AeTen HeyacTada npuynHa
nanonatmnyeckoro HC. BcTtpevaeTtca Kak BTOpU4Has
MeMOpaHo3Hasi HedoponaTus NPU CUCTEMHOMN KPaCHOW
BON4YaHKe, BUpYyCHOWU renatute B, manapuun, cudunmce



CMNAChBO 3A BHUMAHNKE!



[MlepuaTtpusa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



[leTckue OonesHu

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



2. HedppoTnuecknm cuHapom y aetemn.
JleyeHune. [iIncnaHcepHoe HabnrOeHue.

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



2.1 HedppoTnyeckum cuHOopoM y aeTeu.
JleyeHne (yactb 1)

OOLIEHT, K.M.H. ABgeeHko HnHa BnagnmmnpoBHa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



Llenn neyeHus

CHMXeHne aktmBHocTn HC, goctmxkeHusa pemmccum HC v
BbI3JOPOBIIEHUS

nedyeHme ocnoxxHeHmm HC

YMEHbLUEHNE BIUAHUA PaKTOPOB MPOrpeccupoBaHuns
HedoponaTunm

npodounakTuka n neveHme NoboYHbIX JENCTBUN
NCnonb3yeMbiX UMMYHOCYNPECCMBHLIX NpenapaTos



HC y pebeHka oo roga

* npu pa3sutum HC y pebeHka oo roga, 4o HazHa4YeHus
Ne4yeHns1 KOPTUKOCTEPOUOHOW Tepanuu, nokasaHo
npoBeaeHne Heppobumoncum, NOCUHOPOMHaA Tepanus



[MokasaHuA K rocnutanusauuu npm HC

* akTuBHaga ctagma HC

* CTaumoHapHoe obcnegoBaHune geten B ctagum pemuccumn HC
MOXeT 1-2 pasa B rog (MOXeT NpoBOAUTbLCA TaK Xe
amOyrnaTopHo)



Ouveta npn HC

e [OueTa HasHavaeTcs beccorneBasi Ha nepuod OTEKOB U
apTepuarnbHOW MrMNePTEH3UN, XXUBOTHbIN OENOK pebeHOoK

nony4yaeT B COOTBETCTBMU C POU3NOMIOrM4YEeCKON BO3PaCTHOU
HOpMOWU

° MPU HannM4num NULLLEBOW anneprnm HasHa4vyaroT
rMnoannepreHHy guety



NNeyeHune HC

*  ANUTESNbHbIN CTPOrniM NocTernbHbIN pexum npu HC He
NokasaH. Ha3Ha4aeTca TONbKO NPU COCTOAHUAX, CBA3AHHbIX
C PUCKOM O115 XXU3HWU: NMPU BbICOKOW apTepuanbHOU

rMNepTeH3nn, BbIpa)k€EHHOM OTEYHOM CUHAPOME, Nepenomax
MO3BOHKOB U T.A.

¢ Janee pekoMeHOoBaHO ABUraTenbHYy0 akTUBHOCTb He
orpaHn4MBaThb

°* rOKasaH KOHTPOMb Beca 1 gnypesa exxXeaHEeBHO B aKTUBHYIO
ctaauio HC



NeyeHune HC

[TaToreHeTnyeckaa tepanua HC Bkno4aeT B ceba npenapaThbl
C MMMYHOCYNPECCUBHbLIM [OEUCTBUEM, KOTOPble MNOAABMSANT
akTmBauuto 1 nponudepaunto NUMAPOLMUTOB,  CUHTES
npoBocnanmMTenbHbIX LUTOKUHOB

rMIOKOKOPTUKOCTEPOUbI

MHIIMONTOPLI KanbunHeBpuHa ( LinknocnopuH A, Takponumyc)

MUKodpeHonata modutuna

ankunupytoLue areHTsl (Lmknodocdamua, xnopamoyumn)



JleueHue HC (kopTukoctepouabl)

JleyeHune cTeponavYyBCTBUTESILHOIO
HedppOTUYECKOro cuHapoma

* Tepanua gebiota HC BknoyaeT B cebst cTaHOapTHLIN KypC
nepopanbLHoro npvema npegHu3orioHa B 03€e 2 MI/KI/CYyTKu
( 60 mr/m?), makcnmanobHasa gosa — 60 mr/cyTku,
HenpepbIBHO B Te4eHun 4-6 Heaenb



JleueHue HC (kopTukoctepouabl)
JleyeHune cteponguyBsctTBUTenosHoro HC

* [anee npoBoAUTCA Npuem NpeaHn3onoHa B
anbTEPHUPYIOLLEM peXxnme (Yepes aeHb) B Ao3e 2/3 oT
neuyedbHon (1,5 mr/kr/cyTkm unm 40 mr/m?, Ho He Bonee 40
Mr/CyTKU) B TevyeHune 4-6 Hepenb

° rocne 3aBepLUEHNsI anbTEPHUPYIOLLENO Kypca NnocTeNEHHO
CHmXarT npeaHmnsonoH no 10 mr/m? B 7-10 gHen A0 NOMHOW
OTMEHbI

*  ONUTENbHOCTb Tepanun KopTukoctepoungamu (KC) gomkHa
cocTaBnsaTb 4-5 mecsaues



JleyueHune HC (kopTukocTepounabl)
JleyeHue cteponavyBscTtButenbHoro HC

npu peumanee HC nocne anutenbHOU pemMmccun B
OTCYTCTBUU cTepoungHoun Tepanuu ( bonee 6-12 mecsdueB)
Ha3Ha4aloT NpeaHn3o0noH 2 mr/kr/cytku (60 mr/m?) go
OOCTUXXEHNSA PEMUCCUN N COXPaHEHUN ee B TeYEeHUN 3-X
OHEWN, TO eCTb A0 MOSIy4YEHNA TPEX aHANMM30B Mo4M Oe3
NPOTENHYPUU

nanee pebeHoK NepeBoaNTCS Ha anbTEPHUPYIOLLNK KYPC
npuema npegHusonoHa B go3se 2/3 ot neyebHom — 40 mr/m? B

TeuyeHue 6 Hedenb C nocriegyroLlen nocteneHHon oTMeHou



OcnoXxHeHUss KOPTUKOCTEPOUAHOMN Tepanumn

* 9K30reHHbIN rmnepkopTuumam (cuHgpom KywumnHra)

OCTEeOlNopo3, octeoreHnd

KaTapakTa

apTepuanbHas rmnepTeH3uns

s3BeHHas 0onesHb xenyaka v 12-nepcTHOW KULLIKK



OcnoXxHeHUss KOPTUKOCTEPOULAHOMN Tepanumn

* 3aQlep)xKa pocTa
* rMNnoKanmemMms
* CTEPOUOHbIN anabet

* NMCNXOTNHECKUNE peakunm



2.2 HecpbpoTnyeckmm cuHOpoM y oeTeu.
JleyeHne (4yactb 2)

OOLIEHT, K.M.H. ABgeeHko HnHa BnagnmmnpoBHa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



JleyeHue ctepoupsasucumoro (C3) n yacto
peunansupytowero (4P) HC

B BblLLENPUBEOEHHON KNaccudukaumm nMeeT MecTo
NOHATUA CTepoma3aBUCUMOro, YacTo peunanBuUpyroLLETO U
ctepougpesncteHTHoro HC, yto TpebyeTt onpeneneHHbIX
No4xo4oB K Tepanuu

B 50% cnyyaeB ctepougyvyectButenbHoro HC (npwu
«xopowiem» otBeTe Ha KC Tepanuto B gebtoTte
3aborneBaHus) B ganbHeNLWEM MOXET PpasBUTbLCH YacTo
peunansmnpyowmnn HC, a B 25% passuBaetcs
ctrepouasasmucumbin HC



JleyeHue crepoupsasucumoro (C3) n yacrto
peungusupyrowero (UP) HC

* npu peungmee C3 nn YUP HC HasHa4aloT Kypc nepopanbHOro
npuema npeaHunsonoHa B gose 2 mr/kr/cytkn ( 60 mr/m?),
MakcumansHo 60 mr/24 yaca, exxeOqHEBHO 00 TeEX Nop, rnoka
nonHas peMmmccua He byaeT KOHCTaTMpPOBaHa B TEYEHUE He
MeHee 3-xX aHen ( Ao 3-X HopMarbHbIX aHarMM30B MO4K), C
nocnegyrowmnm Nnepexoqom Ha ansTeEPHUPYIOLLUN PEXNM
npvema npegHn3osioHa



JleyeHue cTeponasaBMCUMOro U Yacto
peungusupytrowero HC

« ONS nogaep)XaHns peMnuccum nNpu 4acTo peLnanBUPYIOLLEM
n ctepouasasmcumom HC pekomeHaoBaH npuem
MWHMManNbHOW A03bl NPegHN30MI0HA, YAEPKMBAIOLLEN

PEMUCCUIO, B anbTEPHUPYIOLLIEM PEXUME ( MPU OTCYTCTBUN
NoOOYHbLIX 3PP EKTOB)

° MPU HEIAEKTUBHOCTU AAHHOWU CXEMbl peKOMeHJ0BaH

npMemM MUHUManNbHOW O03bl NPeaHN305I0Ha exXeqHEeBHO B
TedyeHune 6-12 n bonee mecaues



NeyeHune HC. JleBamuson

 JleBamMmn3os Ha3Ha4YaeTca ¢ UMMYHOMOOYNUPYHOLLEWN LENbIO Y
OEeTen co cTeponadyBCTBUTENbHBLIM peunansupyrowmm HC,
B TEX Cny4vasx, korga noBTopHo obocTtpeHnsa HC
pa3BumBatoTca Ha dooHe OPBU

e 1,7 —2,5 Mr/Kr B CYyTK/ B anbTEPHUPYIOLLEM PEXMME NPU

nepexone Ha anbTepPHUPYOLLUU KYpC CTEPONOHON Tepanuu,
onuTenbHOCTb Kypca 11-12 mecsaues



JleyeHue cTeponasaBMCUMOro U Yacto
peungusupytrowero HC

* ypaeten co C3 HC n YP HC, pa3Butum BblpakeHHbIX
NOOOYHbIX 3PDEKTOB CTEPOUAHON TEpanmKn, NOKa3aHo

npoBedeHne ansTtepHaTMBHON MMMYHOCYMPECCUBHOW
Tepanuu

* Hanbonee addekTuBHbiMU NMpu C3 n YP HC aenatotcs
NHIIMBUTOPLI KarnbUMHEBPUHA



JleyeHne C3 YP HC (anbTepHaTuBHas
MMMYHHOCYMNpecCcuBHaA Tepanus,
MHrIMOUTOPbI KanbUunHeBpPUHa)

« yuknocnopuH A (LIcA) — cnocobeH nogaBnaTb
TpaHckpunuuio PHK nHtepnenknHa-1 n 3a c4HeT 3T0ro
yrHeTaTb NaToNorM4eckyo akTMBHOCTb T-NMMMdAOLUTOB

e JriedeHune LIcA HaynHaloT nocrne AOCTUXEHUA PEMUCCUN B
YCIOBUSIX NpMeMe npeaHn3orioHa u nepexoae Ha
ansTepHupytowmnm kypc. INpn coxpaHeHnn pemuccun HC Ha
dooHe npuema LICA nocTteneHHO npeaHNU30n0H OTMEHSAIOT



NNleyeHune C3 n YP HC
UHrmbunTopbl KanbunHeBpPUHA

e po3sa LIcA - 4-6 mr/kr/cyTku B ABa npnema

* KOHTPOSb KOHUEeHTpauun LICA gBa pasa B CyTKku, yTpoMm (40
npvema npenapara) nu Be4epom

* ANUTENBbHOCTb TEpanMn He MeHee 2-X NeT

* KOHTponb CKO®

* adpdpektTnBHocTb LICA npn HC — 80-90%



NNleyeHune C3 n YP HC
UHrmbunTopbl KanbunHeBpPUHA

* noboyHble genctena LICA: HeOPOTOKCUYHOCTD,
renaToToOKCUYHOCTb, rnMnepypekemMms, runepTpuxos,
rmnepkanmemMus, rmnoMmarHmemMunsd, runepnnasna gecen

* npu cHmxkeHnn CK® Ha 30% posy LICA ymeHbLLatoT BOBOE,
npu cHxeHnn CK® Ha 50% n bonee - LICA oTMeHSoT

* npwu ne4vyeHue LICA bornee 2,5-3 net Heobxoanmo
npoBegeHne Hedppoduncum ¢ Lenbo NCKNIYEHUS
LMKITOCNOPUHOBOW TOKCUYHOCTH



NNeyeHune C3 n YP HC
UHrmouTopbl KanbLUUHEeBPUHA

TakponnMMyc

Ha3Ha4vaeTcsa B ao3e 0,1 mr/kr/cyTkn B gBa npuema

No MexaHnamy gencrteusa cxogeH c LIcA

NnpoBOANTCA KOHTPOJIb KOHUEHTPaUUN B KPOBU

adbdpekTnBHOCTb 60%-80%



JNleyeHue C3 n Y4YP HC
MukodeHonata MmoputTun

mMukodeHonara modputun( MM®) ncnonb3aytoT npu LICA-
3aBncumMmocTun nnu LIcA-TokCcnMYHOCTH

« 20-30 mr/kr/cyTkn unm 1200 mr/m?, He 6onee 2000 mr/cyTku B
OBa npmema

e anutenbHocTb nedyeHns MM® He meHee 12 mecsueB



JleueHne C3 n YP HC
MukodeHonarta modeTun

nodo4Hble aencreng MM

*  OUCAYHKLMSA Kenyao4HO-KMLLIEYHOro TpaKkTa

* JenKoneHus

adbdpekTnBHOCTbL 30-40%



JleyeHne C3 n YP HC
AnKunupyrouime areHTbl

* yuknodgocdamug 2 Mr/kr/cyTku, onTENbHOCTL Kypca 8-12
Hedenb, MakcMMmaribHaga KymynsatueHaa gosa 168 mr/kr

« xnopambyuun 0,1-0,2 mr/kr/cyTkn, AnNuUTenbHOCTb Kypca 8-12
Hedenb, MakcumaribHaa KymanatueHaa gosa — 11,2 mr/kr

* Tepanusa NnpoBoaUTCA nocne goctmkeHnsa pemmccumn HC Ha
dooHe nepoparnbHOro npuema npeaHn3onoHa ¢ NocTeneHHou
ero OTMeHoOu



JleyeHne C3 n 4P HC
AnKunupyrouime areHTbl

[ToOOYHbIE OENCTBUSA anKUNUPYIOLLNX areHToB
* UUTOMNEHUS
* NHJeKunn
* TOKCUYEeCKOe MnopakeHue nevyeHu
* remopparvyecknum UUCTuT

* TOHAAOTOKCUYHOCTb



JNleyeHue C3 n YP HC . Putykcnmab

° PUTYKCUMab aBngdeTcs reHHO-UHXeHEePHbIM (CUHTETUYECKNM)
MOHOKIIOHanbHbIM aHTuTenom Kk CD20 numdouutam

* MOKasaHuA K HadHa4yeHunto: Hea(PPEKTUBHOCTb
NpeaLecTBYOLWNX METOOOB JlIe4EeHUS, B Criyvae TaXenbiX
NOOOYHbLIX 3(PPEKTOB CTEPOUAHON U UMMYHOCYMNPECCUBHOM
Tepanuu

* BBOOUTCSI BHYTPUBEHHO B J03€ 375 MI/M? eXXeHeaenbLHo B
TedyeHue 2-4 Hegenb

* [OaHHble 006 3PPEKTUBHOCTN HEMHOIOYNCIIEHHbIE



JleyeHune ctepoungpesncreHtHoro (CP) HC

an/IHVIHbI cTepouape3ncTeHTHOCTU
* nepBuyHblie: PCIC, MKI'H, IgA-HedponaTus, MembpaHoO3HasA

HedponaTtusa, BpoxaeHHbin HC (dunHcknu tmn),
MHPaHTUNLHBIN HC (Anddy3HbIN Me3aHranbHbIU CKIepos),
cemenHbin HC (PCIC)

* BTOPUYHbIN: NPN CUCTEMHbIN 3aboneBaHnsX COeAUHUTENbHOM
TKaHW N CUCTEMHbIX BacKynutax, npu nHgekumax (renatmt B
n C, manapus, cudpmnuc mn 1.4.), cuHapomanbsHbin HC ( npu
bone3nn deHuca — Jpawia, Ppansepa un ap.), npu
amurongose



JleyeHune ctepoungpesncreHtHoro (CP) HC
MpunynHbl CP HC

* yuntbiBad npninHel CP HC npu KOHTCTaTaumu

CTEPONIPE3NCTEHTHOCTM NOKa3aHo NpoBeAeHne Gruoncum
MOYKMW.

°* €CI 00 NeYeHnsi KopTUKocTepongamMmm Unn npu KoHcTataumm
CTEPONAPE3NCTEHTHOCTU €CTb NMPEANONOXKEHNE O
reHeTu4yeckn getepmMmmHmposaHHoMm HC nokasaHo
npoBeaeHne MonekynsapHO-reHeETUYECKOro UCCIeaoBaHmnS



JleyeHune ctepoungpesncreHtHoro (CP) HC

* MPW KOHCTaTauuMmn crteponape3ncTteHTHocTu npu HC
MCNONb3YHT MHIMOUTOPLI KanbLUMHEBPUHA (LMKNOCMOPUH A)

* npu otcyTcTBUKN adpdpekta oT KHU uncnonbayroT
MUKodpeHonata modutuna

* PEKOMEHO0BAHO NPOBEAEHNE TEPANUN CBEPXBbLICOKUMM
no3samn MetunnpegHusonoHa 30 mr/kr, He 6ornee 1000 mr
BHYTPUBEHHO WM KOMOUHUPOBAHME Tepanun pasfMyHbIMU
MMMYHOCYINpeccaHTamMu



2.3 HedpbpoTnyeckmm cuHOpoM y oeTeu
JleyeHune (4actb 3 ). [lNlocuHapomHasn
Tepanua. lIucnaHcepHoe HabnwpoeHue

OOLIEHT, K.M.H. ABgeeHko HnHa BnagnmmnpoBHa

Kadegpa neanatpmum n geTckux
MH(PEKUMNOHHBLIX DOore3Heun
neguaTpunyeckmm pakynoreTt

Ce4yeHOBCKMN YHUBEPCUTET
MockBa, Poccus



JleyeHune HC. NocuHapomHasa Tepanus

OTeYHbIN CUHOPOM
npu rmnoBorieMumn
* anbdymmH 20% - 5 mn/kr
* gnypeTukn: pypocemmna 1-4 mr/kr

B OTCYTCTBUM rmnoBoneMmuun — pypocemmna 6€3 nHdy3MoHHOM
Tepanuu



JleueHune HC. lNocuHapomHasa Tepanus

OTeYHbI CUHOPOM: NPU pedpakTEPHbIX OTEKaxX Ha3Ha4vatroT

* CnupornakToH (BepolnmpoH) — 1-3,3 mr/kr/cytkn 1-3 pasa B
cyTkn (8o 100 mr/cyTku)

UIn

* [ugpoxnoptnasung 1-2 mr/kr/cytkn, oo 50 mr/cytkn 1 pas B
CYTKM



JleyeHune HC. lNocuHapomHasa Tepanus

AHTI/IKOaFyJ'IFIHTHaFI N aHTUarperaHTHad teparm4d

e gantenapuH HaTtpusa (HU3KOMOSSIEKYNAPHbIN rernapuiH)
100ME/kr B cyTKM nog KoHTporem aHTu—XA (gorkeH
nogaepxueatbcs B npegenax 0,2-0,4 ME/mn)

 renapuH 100-150 Ea/kr/cyTku



JleyeHune HC. lNocuHapomHasa Tepanus

[MNnoTeH3mBHada U HePOMNPOTEKTUBHAA Tepanus
MHrmbuTopbl aHrMoTEH3NHMNPEBpPALLatoLero depmeHTa
 ¢posnHonpwun 0,1-0,6 mr/kr/cyTtkn go 40mr/cytkn — 1 pas/cyTku

* 3Hananpun 0,1-0,6 mr/kr/cyTkn -1-2 pasa B CyTKu



JleyeHune HC. lNocuHapomHasa Tepanus

[ MNOTEH3MBHAA U HEPPONPOTEKTUBHAA Tepanus
briokaTopbl peuentopoB aHrmoteHanHa Il (BPA)

e no3aptaH 0,7 — 1,4 mr/kr/cyTkn — 1 pa3 B CyTKU



JleyeHune HC. lNocuHapomHasa Tepanus

[ MNOTEH3MBHAA U HEPPONPOTEKTUBHAA Tepanus
briokaTopbl MEANEHHbLIX KanbLWEBbLIX KaHaNoB

« amnoamnuH 0,06-0,3 Mr/kr/cyTku -1-2 pasa B CyTKU



JleyueHmne HC. UHdpeKUMNOHHBLIE OCIOXHEeHUS

« aHTUbaKTepmanbHasa Tepanmsa NpoBOAUTCA NPU Pa3BUTUN
BakTepmanbHbIX OCIOXHEHUI C YYETOM aKTUBHOCTMU,

nokanusauuu, BbiceBaeMon ornopbl U PYHKLMOHATBHOIO
COCTOSAHMSA NOYeK

* MIPU Pa3BUTUN BETPSIHOW OCMNbI NN ONOSACHIBAOLWErNO NuLlas y
pebeHka ¢ HC Ha3Ha4aeTcs auuKkoBump



NNleyeHune HC

[letam, nony4varoLmm KOPTUKOCTEPOUOHYIO Tepanuto

* C uenblo NpodunnakTUKK pa3sBUTUA OCTEONOPO3a Ha3HavatoT
konekanbuudepon (ButamuH [13) 1000-3000 ME/cyTku +
npenapartbl Kanbums 1000-1500 mr/cyTku

* C Uenbto NpodrnakTUKM S3BEHHbIX OCIOXHEHUN CO CTOPOHbI
Xenyaka n 12-nepCcTHOM KULLIKKA Ha3HavarT MHIIMOUTOpH

NPOTOHOBOW MOMIMbI - OMENPas30s



KoHTponb nob6o4yHoro gencreus
Ncnosib3yeMbIX npenapaTtoB

KOHTPOSb NOOOYHOro AENCTBUS IMIOKOKOPTUKOWOB

KOHTPOSb BECa N pocTa pebeHka

koHTponb ALl, HCC

KNMMHUYECKUN aHanus KpOoBHA

oOLWMMN aHannM3 Mo4u

onpenerneHne cyTo4HOM aKCKpeLmnn benka



KoHTpornb nobo4yHOro gencreus
MCcnosnb3yeMbIX NpenapaTtoB

KOHTPOIb NOOOYHOro JENCTBUSA MHOKOKOPTUKOUAOB

* DMOXMMWYECKME NnoKa3aTenu KpoBu (Kanum, HaTpun, Xrop,
kanbumn, amuna3sa, AJlT, ACT, I'TT, xonectepuH,
Tpurnuuepuabl, caxap)

« OKI
« ®OI[C (4epe3 1 mecsdu oT Ha4ana Kypca npegHu3osioHa)

* JEHCUTOMETPMUSA NO3BOHOYHMKA Yepe3 3 MecsLa oT Havyana
Kypca KOpTUKOCTEPOUOB



KoHTponb nob6o4yHoro gencreus
Ncnosib3yeMbIX npenapaTtoB

KOHTPOIb NOOOYHOro JENCTBUSA MHOKOKOPTUKOUAOB
* KOHTPOJIb MCUXNYECKOrO COCTOSAHUSA pebeHka

 KOHCynbTaumsa odTanbmMornora (cTepongHasa KkatapakTa)



KoHTpornb nobo4yHOro gencreus
MCcnosnb3yeMbIX NpenapaTtoB

KOHTPOS1b NODOYHOro AENCTBUSA LINMKINOCNOpMHA A

* KOHTPOSb KpeaTUHMUHA, MOYEBUHGI, Karnmsa, MOYeBOW KUCMOThI,
amunasbl, Tpombouutos ( 1 pas B 10-14 gHen)

* KOHTPOJb KOHUEHTpauuun LICA B KpoBu (yTpo, BeYeEp)

* KOHTpOnb ALl n anypesa



NMpodmnakTuka HC

* Ha Nepuoa UHTEPKYPpPEHTHOro 3abonesaHus npn HC
HeobxoaNMMO Ha3HauYnUTb NpeaHn3osioH B aose 0,5-1 mr/kr B
CYTKM Ha rnepuog 3abosrieBaHna ¢ nocneayoLlen
nocTeneHHoOU OTMEHOW, TaK KaK B Ka4yeCcTBe MPOoBOLMPYHOLLErO
doaktopa obocTpeHns HC Hepeako nrpaet porib
pecnmpaTtopHas UHPeKUUS



NMporHo3 HC

nporHo3 HC 3aBUCUT OT MPUYNHbI EFO Pa3BUTUS,
MOpPONorM4eckoro BapnaHTa, CBOEBPEMEHHOIO U
afjekBaTHoro nevyeHnem, orseta HC Ha npoBognmyto
Tepanuio

npn nanonaTu4yeckom cTeponavyyBCTBUTENBLHOM BapuaHTe
(BMW) nporHo3 GnaronpusTteH, B 95% criydyaeB oTMevaeTcs
OOCTUMXKEHME peMuccnm 6e3 CHUXKEHUA PYHKLMN NOYeEK

npu ctepongpesncteHTHoMm HC npu, coxpaHeHUn
aktTuBHocTn HC, oTmevaeTtca pas3Butue tepmuHansHon XIH
B cpeaHeM B TeveHune 5-10 ner



IOucnaHcepHoe HabnoaeHue

netn ¢ HC HabntopgatoTcst Hedoposriorom

NPOBOAUTCS KOHTPOSb akTUBHOCTN HC, doyHKLIMOHANBHOIO
COCTOSIHMS NOYEK, MOOOYHOro AENCTBUS NMPOBOAUMOM
Tepanumu

HeobXoOMMO UCKOYEeHNE MHCOMNSALNK, NepeoxnaXxaeHun

OorpaHN4MBalOTCA (PU3NYecKkmue Harpy3ku, pekoMmeHa40BaHbI
3aHATUSA NIe4eOHON PU3KYIBETYPON



IOucnaHcepHoe HabnoaeHue

aKTMBHOE HabnogeHne un nevyeHue

npodmnnakTuka peunansoB 3aboneBaHus
CBOEBPEMEHHOE BbISIBIIEHNE aKTUMBHOCTU NMpoLiecca

KOHTPOJIb 3a beHKLI,I/IOHaJ'IbeIM COCTOAHUNEM MNMOHEK

npoBeaeHne peadbunmTaymoHHbIX MEPONPUATUN
caHauuna o4aroB XpOHUYECKON NHAEKLNN



IOucnaHcepHoe HabnoaeHue

KOHTPOJSb OOLEro aHann3a Mo4vn 1 CyTOYHOU NPOTENHYPUN
(aneTepHaTuBa anbbyMuH/KpeaTUHUHOBLIN KOS MPULMEHT)

KOHTPOS1b PYHKLUMOHANbLHOro COCTOSAHUSA NoYek (MoYeBMHA,
KpeaTUHWH, 3NTIEKTPOSINTbI, CKOPOCTb KIiybo4KOBOW
dovneTpaymn)

KoHTposnb Al

BeeHMe poauTenamMun QHEBHMKA NPOBOAMMOWN Tepannuu u
KOHTPOJSISA COCTOSAHUSI pebeHKa 1 rnabopaTopHbIX NoOKasaTenemn

HabntogeHne Hedponora no MecTy XUTEnNbCTBa
KOHTpOmnb Y3W no4ek

kKoHTponb ®II'C, npoBeaeHne geHcntometpun, IKI,
KOHCYnbTauusa oKyrnmcra



CMNAChBO 3A BHUMAHNKE!



OcTpble NeuKosbl

y Aeteun




OrJiaBJaeHHEe

femono3s
UcTtopua nsyyeHus

MatoreHes
OcTpbivt AvmdobaacTHbIN EUKO3

OcTpbit MMenobnacTHbiv NenKo3
Neauarpuueckue mmenoanucnaacTuieckme CUHAPOMbI

JlabopaTopHaa U MHCTPYMEHTa/ibHaA ANArHOCTUKA

COLOLOLOLUOLVL LUV

JleyeHue

< [MNopTbl U TYHHENNPOBAHHbIE KaTeTepbl
@ TQaHCI'IﬂaHTaLI,VIﬂ remono3TU4eCKUX CTBOJ1IOBbIX K/1IETOK
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Plasma cell [T




I'emomoaTmueckas crpo.10Bas KiaeTka (I'CK)

® pPOJOHaYya/IbHUK BCex 6e3 UCKIoYeH U
K/IETOK KPOBMU

® 33K/1a4bIBAETCA TO/IbKO B SMBpUoreHese
1 pacxoayeTca nocaeaoBaTeslbHO

® cnocobHa BbIXOAUTb U3 KOCTHOrO MO3ra ‘O’ 2
06 KM KPOBOTOK 1 BO3BpaALLATbCA
obpatHo (homing effect)

HeceT Ha cebe mapkep CD 34 (+,-)




HOPMabHOE KPOBETBOPEHME NONUK/IOHA/IbHOE, T. €.
OCYLLLeCTB/SIeTCA OAHOBPEMEHHO MHOTMMM KNOHaMMU
NPOAONKUTENbHOCTb ¥XU3HU K/IOHA - B OCHOBHOM He NpeBblaeT
1 mecsau,

KNOHa/IbHbIM COCTaB KPOBETBOPHOM TKaHM MONHOCTbIO MEHAETCS B
TeyeHue 1-4 mecaues

NOCTOAHHAA 3aMeHa K/IOHOB 06bsiCHAETCA UCTOLEHMEM
npoandepaTMBHOro NOTEHLMaNa CTBOI0OBOM KPOBETBOPHOWM
KNEeTKU




Jajada: oopaszoBaHue KJIETEK

® HYXHOIo sBnaa

® B HY)XHOM MecTe
® B HYXHOEe Bpems
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JIenmKko3

Jleiko3 npeactaBaseT cobon 310KkavecTBeHHoe 3aboneBaHume,
XapaKTepusytolieeca Nnpon3BoACcTBOM U3ObITOYHOIO
KO/IMYEeCTBa He3pesblX UM aHOMaAIbHbIX KN€TOK KPOBU, YTO B
KOHEYHOM MUTOre NPUBOAUT K NOAAaB/IEHMIO NPOU3BOACTBA

HOPMaAJ/IbHbIX KNETOK KPOBU U Bbi3biBae€T CUMNTOMBDbI,
CBA3aHHbIE C LI,VITOI'IGHMEVL




Riaaccuuranmmsa

OcTpble neKosbl

OcTpblit AnmdpobaaCTHbIN NENKO3

OcTpbin MMenobnacTHbIN NeNKO3
XpoHuueckue nemkosbl

XPOHUYECKN TMMPOoLNTaPHbIA IENKO3

XPOHUYECKUI MUeNoUUTaPHbIN NeKkos
KOBeHUIbHbIK MMENIOMOHOLUUTAPHbIN NeUKO3

Mepunatpuueckue mmenogucnaacTtmyeckme CUHAPOMbI



Raaccun@uramusa

M. Opnanx B. 96wTeiH T. Bosepu 1914
* 1877r. *1889r. r.
¢ pasgenvn Bugbl * BBEJ1 TEPMUH npegnonoXun

NenkounToB «OCTPbIN NENKO3» pPonb
XPOMOCOMHbIX

®.HblomMaHH

* 1877-1878r.

* nenko3 6epet
CBOE Ha4yano n3
KOCTHOIO MO3ra, MyTauuin B
BBEN TePMUH reHese nenkosa
MUeSIoNaHbII 1960 r
LEMER dunapenbhuiic

Kas XxpoMocoma




OcTpble JJeUK03bI

OMNyxo0/1eBOE NOPaXKEHNE KPOBETBOPHOM CUCTEMbI, MOPPONOTM4YECKON OCHOBOW
KOTOPOTO BbICTYNaloT He3penble (6acTHbIe) KNeTKK, BbITECHAOLLME HOPMaJIbHbIe
reMOnO3TUYECKNE POCTKMU

3/10KaYeCcTBeHHOEe remaTto/iormyeckoe 3abosieBaHne, MPu KOTOPOM A0S
61aCTHbIX KNEeTOK B KOCTHOM mo3re npesbiwaeTt 20-25%

6nacTHble, He3pesible GOPMbl KNETOK MHOUNBTPUPYIOT APYyrne TKaHW N CyXKaT
NPUYNHOMN Pa3BUTUA HEAOCTAaTOYHOCTU GYHKLIMM KOCTHOTO MO3ra




Ilarorenes

COMATMYEeCKaa MyTaLMa KNeToK-NpeAaLlecTBEHHUL, KPOBETBOPHOM UK
NTMMPONAHON TKAHU

HapyLweHne npoandepaumm KNeTok ¢ coxpaHeHnem gnddbepeHUNpoBKU
(no6poKayecTBEHHbIN ONyX0aeBbl POCT)

BTOPMYHbIE MYyTaLMK, CBA3AHHbIE C HECTAOWU/IbHOCTBIO K/IETOYHOTO
reHoma

HapyLleHue npoandepaumm n auddpepeHUnpoBkn (310KavecTBEHHbIN
OMNyXoneBbli pocT)

HAKOMNJIEHNE MacCbl OMYX0JIEBbIX K/IETOK, YTHETEHME HOPMAJIbHOTO
KPOBETBOPEHUA M UMMYHUTETA, NPOrpeccna onyxoneBoro pocTa
Pa3BEPHYTaA KAMHUYECKAA KapTUHA




YaCTHbIN CAYy4Yan TPAHC/IOKALUMKU, MPUBOASALLEN K ONYXOJIEBOU
TpaHchopmaumm - t[9;22]

3TO TPaHCN0KaLUMa U canaHue oHkoreHos Abl 1 Ber, nokann3oBaHHbIX B
9-M 1 22- Xpomocomax COOTBETCTBEHHO

NPUBOAUT K CUHTE3Y HOBOIO TUMa TUPO3MHKMHA3bI, ONpeaenatoLLen
HEKOHTPOMPYeMyo NnponndepaLunto KNeTkm

[laHHYIO0 TPAHCNOKaLMIO Ha3biBatoT dunagensdpuinckomn xpomocomoit (Ph)
M 0BHApPYXMBAIOT Y NoaaBastoLLero 601bWMHCTBA BONbHbIX
XPOHNYECKNM MNENOIEMKO30M, a TaK¥Ke Y HEKOTOPbIX BONbHbIX OCTPbIM
MmponenKko3om




cneunPuyecKkne reHeTUYeCKMe naMeHeHna obHapyKeHbl bonee
yem B 90% 6nacTHbIX KneTKax

XapaKTep mytaumnm B 61aCTHOM KNEeTKe onpeaenaeT nporHos u
fanbHenwWyo TakTuky (rpynna 3abosnesanumin)

B 60/1bLUMHCTBE CAy4aeB - COMaTUYeCKMe MyTauum B
NocTHaTa/bHOM nepuoae
PepKo - myTauum B aHTeHaTa/lbHOM nepuoae
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Common variants
IKZF1, CEBPE, ARID5B
~ Rare mutations
PAX5, ETV6, TP53

Predisposition

Initiating translocations
, Self-renewal
Developmental arrest
Epigenetic reprogramming
Proliferation

Lymphoid
progenitor

Tumor suppressors
Kinase—Ras—PI3K signaling
Lymphoid signaling
Transcriptional signaling
Transcriptional coactivators

Pro-B :IPVB‘-B Chromatin remodeling
c

Secondary mutations

Diagnosis

Lymphoblast



~)THUOJIOIUA

TouHble npnumnHbl pa3suTna OJ1 HenssecTHbl. PaccmaTpuBaeTca BO3MOXKHAA PO/b
Pa3INYHbIX Npeapacrnonaraowmnx GpakTopos (reHeTUUecKunx, BUPYCHbIX, paguaums,
XMMMyeckoe n pusmnyeckoe Bo3aeNCTBmne u ap.)

[lo coBpemeHHbIM NpeacTaBaeHnAM B OCHOBe natoreHesa OJ1/1 neXXut myTtayua
CTBOJIOBOM KPOBETBOPHOM KNETKU, KOTOPAA NPUBOAUT K NoTepe cnocobHOCTHU K
HOPMa/sIbHOM K/IeTOYHOMN ANPPepeHUNPOBKE M HAPYLIEHMAM B NpoL.eccax npoandepaumnm
M anonTo3a.






BepoATHOCTb Pa3BUTMA NEMKO30B YBENNYNBAETCA NPU CNEAYIOWMUX TEHETUYECKHU
0bycnoBneHHbIXx 3ab01eBaHUAX: BPOXKAEHHAA araMMarnobyaMHeMma, CUHAPOM
LLIBaxmaHa-[anmoHAa, aTakCnA-TeNeaHIMoO3KTa3naA, cuHapom Jlyn-®paymeHu,
HenpodmnbpomaTtos, aHemua JanmoHga — baekdpaHa, TarKenaa BPorXKAeHHas
HenTponeHusa, aHemma PaHKOHU, cMHAPOM [layHa, cMHApom bayma.



Anemust Pankonu (+ cMHAPOM daHKoHN)

CE!\'IT'G”G_E_N E
CuMNTOMBI <+—— Ctpabusm un ap.
—Y aHomManuu rnas
Hu3konocaxeHHble 'k\\\\
yLIJI/I, YyacTble OTUTbI 5 AR T BeCHyLIJKI/I
+/- rnyxoTa

['MnonurmeHTaums
SA

AHOManNuu %
CTP. No4ek

['Mnonnasus
Ny4YeBbIX KOCTEN

5

AHOManNuUn nnu
OTCYTCTBUE
bonbWwKnx nansues

AnnacTtundeckas ®
aHeMus
(3 pocTka)



Myeloblast Promyelocyte Myelocyte Metamyelocyte Band Segmented
neutrophil neutrophil

Leukemic hiatus




HekoTopble paznuuna Mexay ocTpbiMiA U
XPOHU4YeCKUMn nenkKosamm

Kputepui

OcTpbIii neitko3s (OM/1, OJ11)

XpoHU4YecKuit neikos (XM/1, XJU1)

Bo3pactHan
rpynna

CoorHoLweHune
noJsioB

NareHTHbIV
nepuog

OCHOBHbIe
CUHAPOMbI

OpraHomeranusa

Yaue y geTeii n nogpocTKoB

MiK=2:1

OT Heflenb, 0 HECKONMbKNX
mMmecsALleB

AHemunueckas (remmyeckas)
TMMOKCUSA, NuXopazka,

WHh ek, remopparnyueckni
CUHAPOM, HellpoieiikeMus

[leueHb, ceneseHka n
numpoysnbl yBeninyeHsl B 70-
80% cnyuaeB, cTeneHb
yBe/IMUeHnsa cpegHasn

B OCHOBHOM 4YeTBepTOe, NAToE U
wecTtoe gecAtunsetne XusHu

Mi=1:.1

OT HECKO/bKNX MecsILieB /10
HECKO/NbKUX NeT

HesacHaa cumntomartuka, noteps
Beca, CUH/APOM «MJ/THC-TKaHn».
MoxeT 6bITb aHemnyeckas
(remnueckan) runokcusA

Mpun XMJ1, npaktnueckun, Bcerga
yMepeHHasA nin sHaunTebHas
cnaeHomeraina. 3Haun TefibHoe
yBenmueHne numaoysnos npu
X



OcTpbiil TUM@POO.1aCTHDBIN JIECHTKO3

[pynna 3/10Ka4yecTBeHHbIX 3a60/1eBaHM KPOBETBOPHOMW CUCTEMDbI

HeKkoHTponnpyemasa nponndepaumsa onyxoneBoro K/0Ha
nmmeobnactos

NTumdpobnactbl B KKM He meHee 25% oT Apyrux aaepHbIX KE€TOYHbIX
31€MEeHTOB

Bo3mMOXXHO BOB/1eYeHue Apyrux opraHos nommmo KKM

m bes neueHuna - neTanbHO m




AMUIEeMUO0JI0T S

30-40% Bcex 3710Ka4ecTBEHHbIX HOBOOOPa3oBaHMM

13-20 Ha 100 TbIc.

yawe 6onetoT manbumkn (1,4:1) c nukom 3abonesaemoctn B 2 -5 net
ocTpbIn AnmbobnactHbiin neinkos (ONN) - 75-80%

OCTPbIN MuenobnacTHbi nenkos (OMN) - 15-17%
HeandpepeHumpoBaHHbIM - 1-3%

BbIXXnBaemocTb npu OJ171 — 6onee 20%

BbIXXnBaemocTtb npn OMJ1 - 65-70%



AMUIEeMUO0JI0T S

OJ1/1 coctaBnsAeT okono 25 % oT Bcex 3/10KaYeCTBEHHbIX ONYyXonein y
nauMeHToB B Bo3pacTe A0 18 net n ABnAeTcs cambiM YacTbIM
OHKO/10rMYeckMm 3abosieBaHMEM AeTCKOro Bo3pacTa.
3abonesaemoctb coctasnaeT okono 4 Ha 100 000 agetcKkoro
HaceneHus. Nuk 3abonesaemoctn OJ1/1y aeten NpuUXoanTCA Ha
fowKonbHbIM Bo3pacT (2 - 5 net npu megmane 4,7 rona). Heckonbko
yale 6oneroT manbuymnkm — cootHoweHue 1,6:1 ana B-nnHenHoro u
4:1 nna T-nuHenHoro O



AMUIEeMUO0JI0T S

CuuTaetca, yto OM/1 3abonesaeT B cpeaHem 3-5 yenosek Ha 100 Tbic.
HaceneHus B roa. Mpu aTom 3a601€BaeMOCTb Pe3Ko BO3pacTaeT B BO3pacTe
ctapwe 60 net u coctasnsaet 12-13 yenosek Ha 100 Tbic. y ntoaeit B Bo3pacTe
ctapwe 80 net. MeanaHa Bo3pacTa 3Toro 3abonesaHua coctasnser 65 ner.
Anngemmnonormna OMJ1 cpegm neTckoro HaceneHma B PoccMincKkomn
depepaunm nsyyeHa HeaoctaTouHo. OCTpbIA MUENOUAHbIN NEAKO3
BcTpeyaeTtca B 20% - oT Bcex oCTpbIX NEMKO30B Yy AeTel, coctasnseTt 6% ot

Bcex onyxonen y geteit. Hosble cnyyan OMJ1 coctasnatot 0,7 - 1,2/100.000
B roj



Raaccuduramus: OJL

T-KNeTo4YHbIn
B-K/1eTOYHbIN

O-KkneTouHbI (HemaeHTMOULMPOBaHHbLIN)



RJanmHNMYeCcKrue npoABJIEeHUA

HadvasibHbIiA

nepuoa

® BANOCTb, CHIXKEHWe
anneTuTa, GeicTpas
YTOMNAEMOCTb, FONOBHbIE
6onu,

® BONU B KOCTSAX 1
cycTaBsax,

e HONK B XKNBOTE,

¢ cybchebpunbHas nnn
chebpuneHasn
Temneparypa
HenpaennLHOro TUNa,

* ONUTENbHOE
KpOBOTEYeHe nocne
IKCTpakuun 3yba

nepvon
pasrapa

® aHeMK1YyecKu,
nponudepaTnsHbIN,
remMmopparu4eckum,
HEVPOTOKCUYECKUIA
CWHAPCOMbI, CUHAPROMBI
NopakeHUss KOCTHON
CUCTEMBI 1 BHYTPEHHNX
opraHoB

\

nepviog
pemvccun

® ronHas
¢ HacTu4Hasd

BbI3OPOB/NEH
ne

-

® QTCYTCTBUE
CUMMNTOMOB
B Te4yeHue 5
neTr

\‘




MuHuMaJIbHas pe3uayaabHast 00.1€3Hb

3TO NONYANALMA ONYX0/IeBbIX KNETOK, OCTaBLLAACA B
OpraHmn3me nocsae AOCTUKEHUA KNIMHUKO-TEMATONI0MMYECKOWM
pemuccum (konnyectso 61actos B Muenorpamme meHee 5%)
OCHOBHas NpUYnHa peumnamnsa 6onesHu

OTC/Ie}KMBAETCA LUTOreHETUYECKUMMN METOAaMMU



CucremHble Mxopagka  HOYHOWM MoT

athheKTbl

LNTOKNHOB ycTanocts  3yA

TOLIHOTA HegomMoraHme

MHd)VIJ'I bTpaUuunAd dHeMWnsA  6negHoCTe, BANOCTb, CHUYKEHNE TONEPAHTHOCTU K (oN3. HAarpy3Ke, rONIOBOKPY>KEHNE

KpaCHOro
KOCTHOro TPOMOOLMTONMEHWNS 3KXMMO3bI, METEXUN, KPOBOTEYEHWS CO CIN3UCTbIX
Mo3ra
Hel71Tp0I'IeHMFI NMOBTOPHbIE, TsKenble MHppekumn, Heobel4Hble MHpekuMn (KaHgnaoa), nnxopagka
NHchnnbrpauus

KOCTHON Trany 00NN B CyCTaBax, KOCTsiX, CriuHe, Horax,

N CMUHHOI O OTKa3 BCTaBaTb HA HOI''

Mo3ra

Nucdbunbrpauyus

PeTUKYNO3HAOTE- renatomMmerasnna J'Il/IMCba,El,eHOI'IaTl/IFI CBUNCTALLUMNE XPUTbl
nuanbHom OPTOMHO3

CUCTEMbI

cnneHomMeranuss HoBooOpa3oBaHWE CPeaOCTEHUS
cTpuaop



Penrue nposiBJIeHUs

® ronosHasA 60b - nopaxkeHume LIHC (meHee 5%) BepeT K nosbllLeHMIO
BHYTPUYEPENHOro AaBaeHnAa — ronoBHasa 6osb, pBoTa, 1abocTb, pUrMaHOCTb
3aTbIZIOYHbIX MbILLIL, PeXe — Nopa*KeHue YyepenHbIX HEPBOB

® Ha paHHMX 3Tanax B BUAE aCTEHOHEBPOTUYECKOrO M aCTEHOBEreTaTUBHOIO
CUMHAPOMOB, Ha NO34HUX CTaAUAX - B BUAE HENPOJIEMNKO3a.

® CUMHAPOM BepxHe Noson BeHbl (oapIlwKa, CUNAbIA roN10C, Kallesb, LMaHo3,
OyT/I0BATOCTb LLEN, BEPXHUX KOHEYHOCTEN, BEPXHEN MONOBUHbI FTPYAHON KNeTKM)



NOpa*XeHUs CAOHHDbIX }Kenes - cuHapom Munkynmnya
MHEBMOHMENOAO0OHbIN CUHAPOM
KapAMoBaCKYyNApPHblIEe PacCTPOUCTBA

yBeJINYEeHUNE noyek

HOBOObpa3oBaHMA cpeaocTeHua (and. AMarHos c
HEXO X CKUHCKOM TMMPOMOH)

OMNyX0/1eBOE MOpParKEHUNE ANYEK



OcTpbiil MUEI00.1aCTHBIN JICHTKO03

TO KNIOHa/IbHOE onyxosieBoe 3aboneBaHMe KPOBETBOPHOM TKAHMN,
CBA3QHHOE C MyTalUMeEN B KNeTKe-NpeaLllecTBEHHULE reMono33a,
cneacTBMEM KOTOPOW CTAaHOBUTCA 610K AndpPepeHLMPOBKN U
6ecKkoHTpONbHaA nponndepauma He3pesbiX MUENOUAHbIX
KNeToK



FAB (1976 T.)

MO — ocTpbit HeandPpepeHLUMPOBaHHbIN NENKo3;

M1 — OM/1 6e3 NnpM3HaKOB CO3peBaHUS;

M2 — OMJ1 c npu3HaKaMu cCo3peBaHus;

M3 — ocTpbI MPOMUENOUUTAPHbIN NeKos;

M4 — ocTpbI MMENOMOHOBNACTHbIN IEMKOS3;

M4Eo — ocTpblit MMeNnoMoH061aCTHbIN IEMKO3 € U3ObITKOM 303UHOPUNOB;
M5a — ocTpblii MOHOBNACTHbBIN IENKO3 6e3 co3peBaHus;

M5b — ocTpblit MOHO61aCTHbIN N€IMKO3 C CO3peBaHUEM;

M6 — ocTpbit 3pUTPODBNACTHBIN NENKO3;

M7/ — ocTpbih Merakapuob1acTHbI NEMKO3.



BO3 (z017T1.)

OMJ/1 c Hecny4yaitHO BCTPEYAOLMMUCA FeHETUYECKMMU aHOMANTUAMM:
OM/ct(8;21) (g22; q22); RUNX1-RUNXI1T1 ;

OM/cinv (16) (p13.1;922) unn t (16; 16) (p13.1; q22); CBFB-
MYH11;

OCTpbIit npomuenoumTapHbiii neikos ct (15;17) (g22; q12); PML-
RARA ;

OM/ct(9;11) (g22; q23); MLLT3-MLL ;

OM/ct(6;9) (p23;q34); DEK-NUP214 ;

OM/cinv (3)(q21;g26.2) unnt(3;3) (q21; q26.2); RPN1-

EVI1; GATA2 ,MECOM;

OM/1 (merakapuobnacthbiii) ct (1;22) (p13; p13); RBM15-MKL1 ;
OM/ c BCR-ABL1 ;

OMJ1 ¢ myTaHTHbIM reHom NPM1 ;

OMI/1 c BuannensHoi mytaumeit rena CEBPA .

OMJ1 c usmeHeHUAMM, CBA3AHHbIMM C MUenogucnaasmen
MuenougHble Heoniasum, cBsisaHHble ¢ npegwecTeyoweit XT
OMVJ1, no-gpyromy He cneunduumposaHHbie (NOS)

OcTpblii MMenobaacTHbIN 1eMKo3 ¢ MMHUMaNnbHOM auddepeHUMpPOoBKOA
OcTpblii MnenobiacTHbIM neikos 6e3 cospeBaHua

OcTpblIi MMeNnob1acTHbIN IeMKO3 C Co3peBaHUEM

OcTpblii MMenomoHo61aCTHbIN /1eliKo3

OCTpbIit MOHO61aCTHbIN/MOHOLMTAPHbIN NEMKO3

OcCTpbIli 3pUTPOMMENOS

OcTpbIi MerakaprobaacTHbIl NeliKo3

OcTpblit neikos us 6asodunos

OcTpbIi naHMMenos ¢ Mmenodprnbposom (cuH.: ocTpblii Mmenodunbpos;
OCTPbIli MMENOCKIepOo3)

MwuenoungHasa capkoma (CuH.: sKCTpameayAnapHas MUeNonaHas

OMyX0/ib; FPaHy/IoLMTapHAA CapKoOMa; XJI0pOMa)

MuenoungHblie onyxonu, cBA3aHHble ¢ cMHAPoMOM [layHa
TpaH3UTOPHbIN aHOMa/bHbIM MUenonoas (cuH.: TpaHsuTopHoe MM3)
MwuenounaHbli NeiKos, cBA3aHHbIM ¢ cuHapomom [ayHa

Onyxonb U3 NNa3MaLUTONAHbIX AEHAPUTHBIX KNETOK

OcTpble NeiKko3bl HeonpeaeneHHoU AMHUK anuddepeHLUPOBKU
OcTpbiit HeanddepeHUNPOBaHHbLIN NeMKOo3

OcTpblii neiiko3 cmewanHoro dpernotuna c t(9;22)(q34;q11.2); BCR-
ABL1

OcTpblit neiiko3 cmewanHoro dperotuna c t(v;11g23.3);
peapaHxunposka reHa KMT2A (paHee - MLL)

OcCTpbIit eitko3 cmelwaHHoro ¢eHoTuna, B/muenonaneiin, NOS
OcTpbiit Neikos cmewwaHHoro ¢peHoTuna, T/muenongnoiin, NOS
OcTpbIli neitkos cmewaHHoro perotuna NOS*









HexkoTopbie 0cO0EHHOCTH

e OJ/INypeten no 1ropga - rmnepneinkounTos

e T knetoyHblt OS1/1 - HPUAbLTPaLMA TUMYca (yBennueHme
cpefoCcTeHunA), 0ablLiKa, 0COBEHHO B MOJIOKEHUN NeKa

e OMJ1 (npoMmmenoumnTapHbI TMMN) — O4EHb YaCTO KPOBOTEYEHMS,
KposounsnnaHmne s UHC n IBC cnHapom

® cuHgpom layHa + OMJ1 = nusonmpoBaHHasa TPOMbOUUTONEHUS



IleqrnmarpnuyecKkue MUEJ0JUCIIJIACTHYECCRUE

CUHIPOMBI - OF

Pa3Hoobpa3Has rpynna KNoHa/bHbIX 3ab60neBaHU KOCTHOTO
MO3ra, XapaKkTepusytowmxca nepudepmnyeckon LMToNeHnewn,
ANCNNACTUYECKUMMN UBMEHEHNSMM B KOCTHOM MO3IE U
HeadPEeKTUBHbIM KPOBETBOPEHMNEM.

Mx yacTo Ha3biBatloT "npenenkemmein” n3-3a nx CKAOHHOCTU K
TpaHchopmauum 8 OMJI.

PeaKo BCTpevaeTca B I6eTCKOM Bo3pacTe, ¢ Yactoton 1-4 chyyasn Q* » Y
Ha 1 munnvoH geteit. Yalle BCEro acCcoLMMpPOBaHHbI C {‘ aB
HacneaCTBEHHbIMU CUHAPOMAMM HE4,0CTAaTOYHOCTU KOCTHOIO L,
mo3ra (Hanp. Annactuyeckme aHemMmm) U Apyrumu

reHeTU4YeCcKMmMmM 3ab01eBaHMNAMN. A = MHOrosaepHbIN 3pUTPOUAHbIN
npeaLlwecTBeHHUK; B = 6uHykneapHbIn
Merano61acToMaHbIN 3PUTPONLHbIN
npealwectseHHUK; C = gucnaactuyeckune agpa
3PUTPOUAHbIX NPeALecTBEHHMKOB.

YHaule Bcero nevat c NOMOLLbIO TPAHCMAAHTALMM KOCTHOMO
Mmo3ra.




llemnmaTpnyecrue MUEJI0IUCILIACTHYCCRIUE
CUHJIPOMBI o v

Kputepuun (MuHumym 2):

- [AnnTenbHo cyuwecTeytouwme
HEOObACHMMbIE UMTONEHUN
(ocobeHHo ecnu >1 pocTtka) v

- Ouncnnactnyeckana mopdonorma B MexbAfepHbIA MOCTUK MeXay

o ) - Ay PUTPOUAHBIMU
3PUTPONAHON, FPAHYNOLUTAPHON NN § D LIeCTBEHHMKAMY
MerakapuoLumnTapHomn anHuax (no
KpaliHel mepe 2 TnHUN)

- [puobpeTEHHbIE KNOHANbHbIE
LMTOreHETUYECKNE aHOMATUN

- Bnactbl B KOCTHOM mo3re > 5%, Ho
<20%

»

‘ MerakapmounT C LeHTPaIbHOM
Maccoi, cMeLLatoLLen aapa K
nepudepmnu




C yeMm 1np@epeHIpoBaTh?

nMmbaaeHur,

3NuAa, NapoTHT,

Tybepkynes,
NMm@orpaHynemaTos,
PEBMATU3M,

PEBMATOUAHbBIN apPTPUT,
renatuTol,

MHPEKLUMOHHBbIN MOHOHYKN€EO03,

OCTPbIM anNNeHANLUNT,

O/INTeNbHblE A3BEHO HEKPOTUYECKME
CTOMaTUTbI

aHTUHbI,

cencwuc,

anaacTtmyeckan aHemums,
reMmo/iMTu4YecKas aHemms,
TpomboumToneHmn4yeckaa nypnypa
reMmopparnyeckmm BacKyauT,
An3eHTepus,



JlabopaTopHasa n
HHCTPYMEHTAJIbHAS
TUArHOCTHKA

LABORATORY
DIAGNOSTIC SERVICES



Riannnyeckun anaims KpoBu

® 6nacTHble KneTku (He Bcerna o6HapyXmMBatoT B nepndepuyeckoimn Kposm)

e aHemusa (aputponenma po 1000/mkn, cHuskeHne remornobuna go 20-30
r/n)

e TpomboumToneHunsa (mernee 100 Tbic/mKn)

e neikountbl: oT nenkoneHnmn (menee 1000/mkn, 6onee 50% 6onbHbIX) A0
nernikouuntosa 6onee 50 Tbic/mKn

® «/IelKeMMYeCKUii NpoBan» - OTCYTCTBME nepexoaHbiXx GOpM MexKay IoHbIMMK
HeanddepeHUNPOBaHHBIMU U 3pPENbIMU KPOBAHbBIMU KETKamm

® nosbiweHne COD



Skin

Biopsy needle










—la e

A DeSimone .. |




[loka3aHus K NyHKLWN KOCTHOrO MOo3ra

® aTUNMNYHbIE KNeTKN B KIMHNUYECKOM aHa/1In3e KpoBu

® nenpeccua 6osiee 04HOro POCTKa KPOBETBOPEHUSA ~-HEUTPONEHUA
meHee 500 Tbic/mKn, TpomboumToneHmna meHee 150 Tbic/mKn,
aHemua meHee 80 r/n)

® HeobbACHMMaA I'Il/lMOd)a,EI,eHOI'IaTI/IH UrenatocnaeHomeraianma,
dccounmnpoBaHHaA C UUTONEHNAMMU



Mwuenorpamma

® NPOLEHTHOE coAepKaHne pasIniyHbIX BUA0B A4P0COAEPKALLNX
K/JIETOK KOCTHOrO MO3ra COOTBETCTBYHOLMX PAAO0B (nMHWIA)
KpOBETBOPEHMUA

® T n B- nnumdobacTbl CAOXKHO Pa3nnymnTb mexxay cobom

MOpPPONOTrnMYecKn, NosTomy ana anpdpepeHumaumm UCnonb3yroT
NMMMYHOPEHOTUNMNPOBAHME

® munenobnacTbl OTINYAIOTCA APYT OT APYra No MopPPONOrM4YeCcKUm
XapaKTeEPUCTUKAM



Mwuenorpamma

® NMNAarHO3 OCTpPOro NlenKo3a bes NYHKUNMN KOCTHOIo MO3ra
LUTONTOTMYECKOro nccnegosaHmAa acritpata KOCTHOIo moa3rd
HenpaBoMoO4eH

® Ko/m4yecTBo 61acToB, Nnpesbilatolee 25% B KOCTHOMO3roBOM
acnuparte, - He0bX0AMMbIN KPUTEPUM ANA ANArHO3a OCTPOM
nenkemum

® CHUMKEeHWEe 3PUTPOHOPMODIACTOB, KNETOK FPaHYN0LMUTAPHOrO PAAa
N MerakapuoumTos



LinToxumms

® B OCHOBE - UCMOJ/Ib30BaHME LIBETHbIX XMMUYECKMX peakLumii AN
onpeneneHuns B KnetTke metaboiMyeckn akTUBHbIX SH3UMOB
(bepmeHTOB) M cybeTpaToB (BelecTs)

® MaTepuasiom ANs UcCnefoBaHUN CAYKAT PUKCUPOBAHHbIE MA3KU
KPOBW M KOCTHOIO MO3ra



NMMmmyHO(peHOTUNMpOBaHue

® pa3paboTaHa cMcTemaTU3NPOBaHHAA HOMEHK/aTypa MapKepPHbIX
mosiekyn, obosHavaembix cumsosiom CD (Claster Designation or
Claster of Differentiation)

® OHa bbls1a NpeanoXeHa ana npakTukm B 1982 r. ana
NaeHTUPUKaLMU U UccnefoBaHUA NOBEPXHOCTHbIX MeMOPaHHbIX
6e/IKoB 1EeMKOUUTOB



NMMmmyHO(peHOTUNMpOBaHue

® O/1MH U3 MeToA0B AnddepeHLmaLmmn K1eToK B obpasuax Kposu,
KOCTHOro mo3ra, IMMm$aTUyecKkmx y3/108 U PYrMx opraHoB 1 TKaHewn

® NNpu NomoLLn GAOopPeCcLEHTHO MeYeHHbIX MOHOK/OHA/IbHbIX
aHTUTEN Ha OCHOBE PeaKLUMN «KaHTUTeH—aHTUTEI0» onpeaensatoT
TMN U GYHKLUMOHAIbHOE COCTOAHMUE KIETKM MO HaNYUIO
onpeaeneHHoro Habopa KNeToYHbIX MapKepoB — PeL.enTopos.,

aHTUreHos, knactepos anddepeHumposkmn (CD) Ha nosepxHoOCTH
UV BHYTPU KNETKU



NMMmmyHO(peHOTUNMpOBaHue

® 1ICM0/1b30BaHME NAaHENN MOHOK/IOHA/IbHbIX aHTUTEN K KNacTepam
ampdepeHUNPOBKU U onpeaesieHne NPOLUEHTHOIO COOTHOLLEHMUS
X 3KCNpeccmun B 61acTHOM NONYAALMM NO3BONAIOT YKa3aTb, K KAKOM
nnHmn (T nam B) oTHOCUTCA NEMKEMUYECKUI KTOH Y AaHHOTO
60/1bHOrO, a TaKKe peHOoTUNNPOBATbL MMenobnacTbl



LiInToreHeTn4eckoe obcnepoBaHue

® BCe NauneHTbl C OHKOJZIOrM4eCKMMmum 3aboneBaHUAMM CUCTEMDI
KPpoBU AO0/TKHbl UMETb TEHETUYHECKYIHO (LI,VITOFeHETVl‘—IeCKyI-O,
MOI'IeI-(yJ'IFIpHO-I‘eHETI/I‘-IeCKy}O) BepmchKau,mo ANarHo3a4

® Ha CeroaHALWHNN AeHb Hanbonee JOCTOBEPHOE MPOrHOCTUYECKOE
3HaYeHue B OTHOLWEHUM KypabenbHocTh (M31e4nmocTn) ocTporo
NIenKo3a



JIIoMOa/IbHAasA IMYHKIUSA

CNS1 - nyHKuma He TpaBmaTnuHas (<10 sputpoumntos/mkn), otTcyTcTeme
NNENKEMUYECKUX KNTIETOK

CNS2 - nyHKuma He TpaBmaTtnyHa, <10 neikounToB/MKA, BO3MOXKHO Hanumne
NIEMKEMUNYECKUX KNETOK

CNS3 - nyHKuma He TpaBmaTtnyHa, 210 nelikounTos/MmKA, Hannume
NeMKeMUYeCKUX KNeToK nocse LnToueHTpudyrmpoBaHms

TLP+ - tpaBmatnyHada nyHKUMA C NPUMECHIO NeMKEMUYECKUX K/TETOK

TLP- - TpaBmMaTMuHas NyHKUMA, OTCYTCTBME NPUMECU NEMKEMUYECKUX KNETOK.



JIpyrue JiadopaTopHbie MeTO/1bl

® BbMoXMMUYECKUN aHAIN3 KPOBMU
® Koarynorpamma
e OnpeaeneHue rpynnbl KPOBU M pe3yc-paKTopa



NHCTpyMeHTaNbHble MeTOAbI

® PEeHTreH
o Y3l

o KT, MPT



JleyeHune. 3apga4ymn neyeHus

® N0/1HAA 3paAMKaLMNA NENKO3HbIX K/IETOK
® 10CTUKEHME NOTHON PEMUCCUN
® yBemyeHne be3peunanBHOM BbIXKMBAEMOCTM BONBHOTO

® Bbi340poB/1eHUNe



JleyeHve. HanpaBneHusa Tepanmu

o CI'IGLI,VI(I)W—IECKaFI XUMUNOTEPAannAa — HalpaBs1i€Ha Ha AOCTUXKEHNE U

3aKpenaeHne peMmnccnum, COCTOUT U3 HECKOJIbKUX 3TAMNOB, Pa3/IN4HA
OJ1/1 u OMJ

® CONpoBOAUTENbHAA Tepanua — HarnpaBaeHa Ha CHUMKeHune
MHTOKCMKaLUMKM NPU IU3UCE OMNYyX0/1eBOro cybcTpaTta n ymeHblueHne
NOBOYHbIX TOKCUYECKNX 3PDEKTOB XMMMOTEPANNM

® 3aMeCcTUTe/IbHaA Tepanusa — NPu yrpoxatowein TpombounuToneHmnm
N aHeMUmn

® TPaHCNAaHTaLUMA FeMONO3TUYECKUX CTBOIOBbIX KPOBETBOPHbIX
kKnetoK (TFCK)



[MpuHUMNbI Tepanun

® NHAYKUMA pemuccum (HayanbHoe neveHmne, MakCMmaabHO BbicTpoe
Y 3HAYMTE/IbHOE YMEHbLLIEHNE MacCbl OMYX0aM) — HECKOIbKO
Hepenb

® KOHCONMAALMA pemuccum (3aKpenneHune 4ocTUrHyToro spdexTa) u
NHTEHCUPUKALMA— HECKO/IbKO MecALeB

® noafepxuaarolLLee neyeHne (YHUUTOXKEHNE OCTaTOUYHbIX BAaCTHbIX
KNeTOK) — HECKONbKO NeT



[IpoToro. aeuenust OJIJ1 (mpumep)
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- induction of remission (medicaments: prednisone, daunorubicin, vincristine, L-asparaginase, methotrexate (MTX) intrathecally)

- consolidation (medicaments: mercaptopurine, cytarabine, cyklophosphamide, MTX iv and Intrathecally)

- re-induction (medicaments: dexamethasone, doxorubicin, vincristine, L- asparaginase, thioguanine, cyklophosphamide, cytarabine, MTX intrathecally
- maintenance treatment (medicaments: mercaptopurine, MTX po)
- methotrexate intrathecally RTX* - preventive / therapeutic CNS irradiation (12/18Gy)

—0BEN



[MpuHUMNbI Tepanun

® npodunakTMka n neverme (Npm HeobXo4MMOCTM) HEMPOIENKO3a
(MHTpaTeKkanbHOe BBeAEHMe NpenapaTos)

® KpaHMasbHOe 0bny4yeHme



an/IHLI,I/II'IbI HasHa4YeHA XmMmnoTepariin

® y4yeT KOHKPeTHOM GopMbl NeNKO3bl N GAKTOPOB PUCKA

® KOMOMHaUMA XMMMonNpPenapaTos

® pacyeT A03bl XMMMOMNpPenapaToB Ha M2

® YeTKOoe CObNtoAeHNE MHTEPBAIOB MEXAY KypCcamu

® TO eCTb MO/IHOE N YETKOE BbINOJIHEHME NPOTOKO1a IeYEHUA

® a1eKBaTHAA conpoBoanTe/ibHaA TepanuA



Xnmuonpenaparthl

e 1 rpynna - unknocneumduyeckme npenapatol (AeNCcTBYIOT B 04HOM
WJIN HECKOJIbKMX da3ax MUTO3a)

® 2 rpynna AencTBYIOT HE3aBUCMMO OT LMKAA AeNeHUA KNeTKU



XvumMmmonpenaparbl

® afikunupyrowme areHTbl (nekepaH, mendponan, umknopocdaH)
® aHTMUMeTabonnTbl (MeToTpeKkcar, umMTapabuH, MepKanTonypuH)

® NPOTMBOOMNYXOJIEBbIE aHTUBMOTUKM (AOKCOPYOULMH,
NayHOPYBULIMH, MUTOKCAHTPO)

® NpenapaTbl PacTUTENIbHOIO NPOUCXOXKAEHUA (BUHKPUCTUH,
BMHB1aCTUH)

® npyrue (pepmeHTbl, FOPMOHbI)
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Tyane;mposannblii IIBK (bpoBuak, Xukman)




Ommaya reservoir

®2007 Terese Winslow



[Tlo6o4yHble adhdeKTbl Tepanuu

® KpoBoTe4yeHne

® aHEMUA

® NHOEKUMOHHbIE OCNOXHEHMUA, B TOM YMUC/IE ONMOPTYHUCTUYECKUNE
(kaHaMp o3, acneprunnes)

® TOLHOTAa, PBOTA
® asi/ioneumns

® aHaDUNAKTUYECKUM LOK U Ap.



ConpoBoauTtenbHas Tepanus

® /11eTa, rMrmeHnyeckue meponpuatua (crepunbHbii 6nok!!!)

® 3aMeCTUTEe/IbHAA TepanumAa — TpOM6OLI,V|TapHaF| MacCcCa,
PUTPOLUUTAPHAA MACCa, CBEKE3IAMOPOKEHHAA N/1a3Ma

® NpopMNaKTUKa CUHAPOMA IN3UCA ONYXOU - aJeKBAaTHAA BOAHANA
Harpy3Ka, popcmpoBaHHbIN ANype3, aNN0NYPUHON

® NPOTMBOPBOTHAA Tepanua

® aHTUbaKTepmanbHaa Tepanma, NPOTUBOTPMOKOBaA Tepanus

® NPOTMBOBUPYCHAA Tepanus



HebnaronpusaTtHbin nporHo3 npu OJ1J1

® Bo3pacTt 6bonbHoro Ao 1 roga nau ctapuwe 10 net
® BbICOKUIN IEMKOLMTO3 B MOMEHT AMArHo3a
® T-Kneto4uHbin OJ1J1

® XPOMOCOMHbIE aHOMA/IUM B IEMKEMUYECKUX KNETKaX, Hanpumep
dunagenbPpuiickaa xpomocoma — TpaHcnokauma t(9;22)

® pacnpocTtpaHeHune OJ1J1 B apyrue opraHbl, TOMUMO KOCTHOIO MO3ra
(Hanpumep, BO3SHMKHOBEHWE HelpoiekeMunn)

® PaHHWUW NN NOBTOPHbIN PEUNANB NENKO3A



HebnaronpusaTtHbin nporHo3 npu OMJ1

® Bo3pacTt maagwe 2 ucrapwe 60 net
e runepnenkoumntos 100x107/n

® nopa*keHne UHC

e FAB-BapuaHT M5, M6, M/

e CD14+,CD13+,CD34+

® OMPEeHOTUNNUYHOCTD



TICK

® ayToreHHas (nepecaaka cobcTBeHHbIX CK, He NPOBOAAT MPU OCTPbLIX
nenkosax)

® annoreHHas (oT poACTBEHHOro AOHOPA, OT HEPOACTBEHHOIO
[lOHOPpa)

® MynoBMHHAA KPOBb

® B HacToALLee Bpemsa onTMMasibHbIM BapnaHTOM noabopa
HepoACTBEHHOro AOHOpPa NPU3HaHO COOTBETCTBUE Napbl AOHOP-
peuunueHT no 10 HLA-annenam



OcJaoxkaenuda TI'CRK

® peaKuua «TpaHcnaHTaT NpoTus xo3anHa» (PTMX) -
ayTOMMMYHHOE BO3/eMNCTBME CO CTOPOHb

NOHOPCKUX KNEeTOK
e octpaa PTMNX - nepsble 100 aHen nocne TICK

® XxpoHuyeckas — 6onee 100 gHel









Apheresis

|

Apheresis
Machine

together.stjude.org



HoBble MeToabl Jie4eHUs

® NpUMeHeHUe TapreTHbIX NpenapaToB — MHoroobeularulee
Hanpas/aeHue, N03BOAAKOWEE UHONBNAYANN3NPOBATbL NEeYEHUE,
MUHUMN3UPOBATb NOOOYHbIE 3 DEKTDI

® 3/1anNTMBHaA UMMyHoTepanua goHopckummn NK-knetkamm
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TAPI'ETHbBIE NMPENAPATDI

OcTpbIi NpOMUENOUNTaPHbIN
NenKo3s

OcTpbii NMMG0HNACTHBIV NENKO3
(Ph+)
XM

XU numdombl

ONN (T-BapmnaHT)

onn

[ToNHOCTLIO TPaHC-PeTMHOEBasa K1UcnoTa
(ATRA)- BecaHong

NHrmbuTopbl TUPO3UHKMHA3b! — [ NUBEK
(MMaTVHWO)

NHrmbuTopbl TUPO3UHKMHA3L! — [ NNBEK

MoHokoHanbHble aHTuTena k CD20
(MabTepa) n CD 52 (Kamnac)

bucneunduueckmnn aktneaTop T-K1eTok
- 6nMHaTyMoMab

NHrnéutop JAK-kMHa3 1 n2 — pyKCoMTUHUOG
(CTaams KNIMHNYECKUX UCMbITaHWN)



