CVHOHMMbI U Ha3BaHWUA peAKux GonesHewn, Ho3sonoruyeckas
3aboneBaHue /rpynna no .
MKB-10 NPUHATbIE B PYCCKOA3bLIYHOW NuTepaType n chopmalrpynna KaTeropus Koa no MKB-10
cnpaBOYHUKaX, BXoAsiluMe B AaHHYIO rpynny 6onesHen
KaHaupos Koxu n Horten XpOHUYECKUIA CrM3ncTbln kKaHanaos (JedvunT rpynna BonesHu koxu n B37.2
CARD9 ,necpyuut IL17F , necomunt IL17RA) NOOKOXHOW KNeTyaTku
3nrommko3s 31rommko3s, MyKopMmnKo3 rpynna Mwukosbl B46.0-B46.9
ConugHble onyxonu co Onyxonu cogepkatlme xumepHblii 6enok TRK rpynna HoBOOGpa3oBaHus C00-C80
cnuannamn reHos NTRK
3HO ry6b! Pak ry6bl Hosonoruyeckas gopma HoBOOGpa3oBaHus C00
ROS1-nonoxurensHble ROS1-no3nT1BHbLIE OMYXONK, ONYXONK C rpynna HoBOOGpa3oBaHus C00-C80
3110KaYeCTBEHHbIE OMyXONnn nepecTpoikamu reHa ROS1
Pak nonoctu pta, pak si3blka, pak Crim3ucTomn
060M0YKM LLEKM, paK CrIM3NCTOI 060M04KM TBEPAOTO
Heba, pak CrM3NUCTON anbBEONAPHOrO OTPOCTKA
3HO nonoctn pta p . P P rpynna HOBOOGpa3oBaHus C01-09
BEpXHe YenocTy 1 anbBEOSIIPHOIO OTPOCTKA
HUXKHEN YEMIoCTH, OMyXonn GONbLUMX CIIIOHHBIX
Xenes, pak MUHAANWHbI
3HO HocornoTkn Pak HocornoTku Ho3onorunyeckas copma HOBOOGpa3oBaHus Cc11
3HO poTornoTtku Pak poTornotku rpynna HOBOOGpAa3oBaHWs Cc10
Pak ropTaHornoTku, pak HKHeR 4acTu rmoTku,
3HO ropTtaHornotku P P o rpynna HoBOOGpa3oBaHus C12,C13
runodpapuHreanbHbli pak
3HO nonocTtn Hoca, cpeaHero
Pak nonocTtv Hoca 1 NpUAATOYHbIX Nasdyx rpynna HoBOOGpa3oBaHus C30,C31
yXa 1 NpuaaToyHbIX nasyx
3HO roptanu Pak roptanu rpynna HOBOOGpasoBaHusi C32
3HO nnwesona Pak nuweBoga rpynna HOBOOGPAa30BaHUs C15
3HO neyeHun n o
[enaTouennionsipHbIi pak, onyxone KnaukuHa,
BHYTPUMEYEHOUHbBIX XXEMYHbIX rpynna HoBOOGpa3oBaHus Cc22
XONnaHrnokapLuyHoma
NpOTOKOB
3HO »en4Horo nysbipsi 1
Pak >xenyHoro ny3bIpsi, pak BHENEYEHOYHOTo
BHEMEYEHOYHbIX XENYHbIX rpynna HoBOOGpa3oBaHWs C23,C24
XEM4YHOro NPOoTOKa
NpOTOKOB
MenaHoma koxu MenaHoma koxu Ho3onoruyeckas gopma HoBOOGpa3oBaHus C43
C00-C26, C30-C34,
MenaHoma CrmancTbIx €52, C53, €54, CS5,
oGonovek MenaHoma cnmancTbix o6onoyek rpynna HOBOOGpa3oBaHus C56, C57, C61, C62,
C64,C65-C68, C70-
C75
3HO ronosHoro Mo3a u Apyrmx o o
MNepBYHbIE ONYXONKU LeHTPansLHOW HEPBHOW CUCTEMbI rpynna HoBOOGpa3oBaHus C70-72
otgenos LUHC
3HO wuToBMAaHOW xenesbl Pak wutoBnaHom xenesbl Ho3onorunyeckas copma HoBOOGpa3oBaHus C73
Me3oTenunoma nnespbl, Me30TeNnMoma GproLLKHbI,
MesoTenuoma rpynna HOBOOGpa3oBaHus C45
Me3oTennomMa nepvkapaa
3HO nonosoro uneHa Pak nonosoro 4neHa Ho3onoruyeckas gopma HOBOOGpa3oBaHWs C60
3HO BbINbBbLI Pak BynbBbl rpynna HOBOOGpa3oBaHWs C51
3HO snuka FepMUHOreHHbIE OMYXONM Yy MYXUUH, OMYyXONu SnyKa rpynna HoBOOGpa3oBaHus C62
Tpodobnactuyeckue onyxonu, Tpocpobnactuyeckas
3HO nnaueHTbI pod v pod rpynna HOBOOGpa3oBaHWs C58
60onesHb
3HO noyeuHbIx NoxaHok 1 | Pak noxaHku, pak MoYeTOYHUKa, ypoTenuarbHbIi pak
P ' YP ° P rpynna HOBOOGpa3oBaHus C65, C66
MOYETOYHUKA BEPXHMX MOYEBbLIBOASLUMX MyTEN
HeWipoaHOOKpUHHBLIE OnyXonu HelposHAOKpUHHLIE onyxonu rpynna HoBOOGpa3oBaHus Bce koabl
3HO HagnoyeyHuka MeTacTtatuyeckas eoxpomoLuToma Ho3onoruyeckas gopma HOBOOGpa3oBaHWs C74.1
MaparaHrnuoma MaparaHrnnoma rpynna HOBOOGpa3oBaHWs Bce koAbl
3nokayecTBEHHOE HacneacTBeHHbIN HEMONMNO3HbIV KONOPEKTanbHbIN Ho3onoruyeckas ¢popma |HoBooGpasosaHus C18.9
HOBOOGpa3oBaHWe 060404HON |pak (cMHAPOM JnHYa)
KWLLKN HeYTOYHEHHOM
niokanuaauuu.
3nokavecTBeHHOE Tumoma Ho3onoruyeckas opma |HoBoobpasoBaHus C37
HoBoOGpa3oBaHve
BWJIOYKOBOWN Xenesbl
Henpo6nactoma [aHrnnoHeipobnacTtoma Ho3onoruyeckas opma |HoBoobpasoBaHus C38, C38.210 C47,

C47.3, CA7.4, CAT.5,
C47.6, C47.8, C47.9,
C48.0, C49, C74.0,
C74.1,C74.9, C76.0,
C76.1,C76.2, C76.3,
C76.7,C76.8




3nokayecTBeHHbIe CapKkoMbl KOCTEN U CYCTaBHbIX XPSILLEN KOHEYHOCTEN rpynna Hosoo6pa3osaHus C40-41.9, C47-49.9
HOBOOGpa3oBaHUsi KOCTEN 1
CYCTaBHbIX XpsiLLeW
KOHeYHOoCTeN,
3110Ka4eCTBEHHbIE
HOBOOGpa30BaHusi KOCTEN 1
CYCTaBHbIX XpsiLLei
KOHEUYHOCTEN ApYruX u
HEYTOYHEHHbIX ToKanuaaLmi
KapumHoma Mepkens HenpoaHAOKPUHHBIN pak KOXu, pak U3 KNneTok Ho3zonornyeckas opma [3rnokayecTBeHHbIe C44
Mepkens HOBOO6Pa30BaHNSA KOXMN
3nokayecTBeHHOE CapkomMa MSITKUx TKaHew rpynna HoBoo6pa3osaHus C49
HoBOOGpa3oBaHue apyrmx
TUNOB COEANHNTENBHON 1
MSITKUX TKaHew
3nokavyecTBeHHOE 3rnokayecTBeHHOe HOBOOGPa3oBaHMe ceT4aTku. Ho3onornyeckas hopma |HoBoobpa3oBaHMs C69.2
HoBoOGpa3oBaHue rnasa u ero PeTuHobnacroma.
npuaaTo4Horo annapara ,
ceTyaTkn
MepBuyHbIE OMyX0nu Ho3ornoruyeckas popma [3rnokaqecTBeHHbIe C71.0-C71.9
rOJfIOBHOTO MO3ra HOBOOGpasoBaHMs
royIoBHOrO MO3ra
3nokayecTBeHHOE MeZaynsipHbIii pak WWTOBUAHON enesbl rpynna HoBoo6pa3osaHus C73
HoBOOGpasoBaHue
LIMTOBUAHOMN Xenesbl
3nokayecTBeHHoe 3nokayecTBeHHOe HOBOOGPa3oBaHWe HaanoYeyHuka, | Hozonornyeckas dopma |HosoobpasoBaHust C74.0
HoBooGpasoBaHue KOpbl HaANoYeYHnKa
HafnoYeyHnKa, Kopbl
HagnoyeyHnka
Numdoma XopxkuHa HopaynsipHbiii cknepos, CMeLLaHHO-KNeTOYHbIN rpynna HosoobpasosaHus C81(C81.1,C81.2,C81.
BapwuaHT, JlumdoungHoe nctollenue, Apyrue popmbl 3,C81.7,C81.9)
nMdOoMbl XoaKKUHa , NuMdoMa XOKKMHA
HeyTOYHEeHHas
donnukynapHas (HoaynspHas) [MenkoknetoyHas numdoma ¢ pacLuenneHHbIM1 rpynna HoBoo6pa3oBaHus C82 (C82.0,
HeXOMKKMHCKas nuMmdoma agpamu, donnukynapHas, CmeluaHHas, C82.1,C82.2, C82.7,
MerKoKneTo4Hast nimdoma ¢ pacLuenneHHbIMU C82.9
aApamMu 1 KpyrnHokneTo4Has, KpynHokneTouHas
nmmdoma, dponnukynspHas,[pyrue Tunbl
DONNMKYNAPHON HEXOAXKKUHCKOM
nMMdombl, PONNMKYNAPHAA HEXOMKKUHCKas
nmMdoma HeyTOYHeHHas
[ndpdpysHasi HEXOMXKUHCKas MenkokneTouHas (anddysHas), MenkokneTouHas ¢ rpynna HosoobpasoBaHusi C83 (C83.0-C83.9)
numdoma: pacLuenneHHbIMK saapamu (anddysHas);CmellaHHas
MersKo- 1 KpynHokneToyHas (anddysHas);
KpynHokneTouHas (auddysHas) peTukynocapkoma;
WmmyHobnacTtHas (auddysHas); NliumdobnactHas
(anddysHasn); HeandbdepeHumpoBaHHas
(anddysHas);numdoma Bepkuta, pyrve Tvnb
AN Py3HLIX HEXOMKKMHCKUX NuMcboM; AudbdpysHas
HEXOMKKMHCKasA NIMMdoMa HeyTOYHeHHas
Mepudepunyeckne n koxHble T-| MpuboBuaHLIN MUKko3,6onesHb Cesapu,flumdoma T- rpynna HosoobpasosaHus C84 (C84.0- C84.5)
KINeToYHble NMMMEOMBI: 30HbI,JIumdoanuTenmonaHas numdoma , liumdoma
NenHepTa,lMepudepnyeckasn T-kneTouHas
numdoma,[ipyrne HeyTouYHeHHble T-kneTouHble
NMMOMBI)
[pyrue 1 HeyToYHeHHble Tunbl | Jlumdocapkoma, B-knetouHas numdoma rpynna HoBoo6pa3oBaHus C85 (C85.0, C85.1,

HEXOOXXKNHCKON NMMMMOMbI:

HeyTouHeHHasi, [ipyrne yTo4YHeHHbIe TUMbI
HEXOOXKKMHCKON MMMMOMBI, HexomxKnHckas
nmMmdoma HeyTouHeHHas, 6onesHb Kactnemana

C85.7, C85.9)




Opyrvie Tunbl T/NK-knetouHor |3kcTpaHopanbHast NK/T-kneTouHas numdgoma rpynna Hosoo6pa3osaHus C86 (C86.0-C86.6)
NMMAOMBI: ncknoyas anbda-6eta u ramma-gensTa Tunsbl,
[enato-nueHanbHas T-knetouyHas numdgoma
ncknoyas anbda-6eta u ramma-gensta Tvnel, T-
KneToyHas nuMdomMa KULLKU TUna aHTeponaTum
BKItoyas T-KNeToYHy NMMAOMY, acCOLMMPOBaHHYIO
c aHTeponaTuen, MaHHukynutonogobHas T-
KneToyHas nuMdomMa NoaKOXHOM KneTyaTky,
BrnactHasi NK-kneTtouHas numdoma,
AHrnonmmyHobnactHas T-kneTtouHas numgoma
BKIIOYas aHrMoMMMyHO6nacTHyto numdageHonaTuio
¢ aucnpotenHaHemuein (AILD), MepBuyHbIe KoXHbIE
CD30-no3unTtuBHble T-KNeTouYHbIe
numdonponudepaTmBHbie 3aboneBaHus BknoYvas
numMdaTonaHbIv nanynes, NePBUYHYIO KOXHYHO
aHannacTU4ecKyto KpYNHOKNETOYHYI0 nnuMdomy,
NepBUYHYI0 KOXHY0 CD30+ KpynHokneTouHyto T-
KNeTOYHY0 numdomy
3nokavyecTBeHHbIe MakpornobynuHemus BanbaeHctpema, bonesHb rpynna HoBoo6pa3oBaHus C88 (C88.0, C88.2,
MMMyHonponudepaTueHble anba-Tkensix Lenen, bonesHb raMmma-Taxenbix C88.3, C88.4, C88.7,
6onesHu: uenei, IMmyHonponudepaTuBHas 6onesHb TOHKOro C88.9)
KuweYyHuka, [ipyrne 3anoka4yecTBeHHbIe
MMMyHonponudepaTnBHbIe 6onesHu,
3nokayecTBeHHbIe MMMYHONponudepaTnBHble
60ne3HN HeyTOYHEHHble
MHoxecTBeHHast Mmenoma n  |MHOXeCTBeHHas Muernioma, [MnasmokneTouHbI rpynna HosoobpasoBaHusi C90 (C90.0- C90.2)
3r10Ka4eCTBEHHbIE neviko3s, MNnasmouutoma akcTpameaynnsipHas
NnasMoKneTouHble
HOBOOGpa3oBaHus:
TumconaHbIn nenkos OcTpblit NMMOGNACTHBIN Nekos, rpynna HosoobpasosaHus C91 (C91.0,C91.3,
(numdponeiikos): nponNMMAOLMTaPHbIN Neko3, BONOCATOKNETOYHbI C91.4, C91.7, C91.9)
NeNnKos, ApYron yTOYHEHHbIV NMMMMONAHBIN NeKos,
NUMAONIHBIN NIENKO3 HEYTOYHEHHbI
MwuenounaHsbli nekos octpbiii | MyrenovaHbIi NENKo3 OCTpbIi rpynna HosoobpasoBaHusi C92.0
MuenounaHbin nenkos MuenoungHbiv neinko3 xpoHunyeckuit BCR/ABL - rpynna HosoobpasosaHus C92.1
XPOHWUYECKNIN NO3NTUBHbLIN
MopocTpblii MYenonAaHbIN MopocTpeblii MMenonaHbin nenkos BCR/ABL - Ho3onornyeckas gpopma |HoBoobpasosaHus C92.2
nenkos HeraTuBHbIN
MuenoungHas capkoma, MwuenounagHasa capkoma, Xfiopoma, rpaHynounTapHas rpynna HosoobpasosaHus C92.3
Xnopoma, rpaHynouutapHas  |capkoma
capkoma
OcTpbiit npomuenoumTapHbii  [OCTpbIi NpOMUENOLMUTaPHBIN Nekos Ho3onorunyeckas opma [HoBoobpasoBaHus C92.4
nenkos
OcCTpbIt MMENOMOHOLMTapPHbIV [ OCTpbI MMENOMOHOLMUTAPHLIN Nekos Ho3onorunyeckas opma [HoBoobpasoBaHus C92.5
nenkos
[pyrve muenonaHble nenkossl |dpyriue muenonaHsie Nenkosbl Ho3onorunyeckas opma [HoBoobpasoBaHus C92.7
MuvenoungHbin nenkos MuvienoungHbin Nenko3 HeyTOYHEHHbIV rpynna HosoobpasoBaHusi C92.9
HEYTOYHEHHbIN
MoHouuTapHbI nenkos OCTpbIt MOHOUMTAPHBIN NEKo3, XpOHUYECKuii rpynna HosoobpasosaHus C93 (C93.0, C93.1,
MUENOMOHOLMTapHbIV Nenkos, KDBeHWUNbHbIN C93.3,C93.7, C93.9)
MWENoOMOHOUMTaPHbIV Nelikos, Apyrow
MOHOLMTApPHbIN nekos, MoHouuTapHbI nenkos
HEeYTOYHEHHbIN
[pyroii nenko3 yTo4HeHHOro OCTpblit 3pUTPOUAHBIV NeiKo3, TyYHOKNETOYHBI rpynna HosoobpasoBaHusi C94 (C94.0, C94.3,
KNETOYHOro Tuna: nenkos, OcTpbIi naHMuenoneinkos, OCcTpsblit C94.4,C94.7)
naHMmenos ¢ mmenodrbpo3om, [Ipyron yTOUHEHHbIN
nenkos
OcTpbiit MerakapuoumTapHbiii |OCTpbIi MerakapvoLuTapHblii (MerakapnobnacTHbiil) | Ho3onornyeckas copma [HoeoobpasosaHus C94.2
(MerakaprnobnacTHbIi) Nenkos |nenkos
Jlenko3 HeyTOYHEeHHOro OcCTpbiIii NeiKo3 HeYTOYHEHHOTO KNETOYHOro TUna, rpynna Hosoo6pa3osaHus C95 (C95.0,

KNeTo4YHoro tmna:

XPOHUYECKUIA NEIKO3 HeYTOYHEHHOTO KNETOYHOro
T™Mna, [1pyron nenko3 HeyTOYHEHHOrO KNEeTO4YHOro
TMna. JIenko3 HeyTOYHEHHbIN

C95.1,C95.7, C95.9)




[pyrvie n HeyToUYHeHHble BonesHb NeTTepepa-Cuse, HenUNUAHbIA rpynna Hosoo6pa3osaHus C96 (C96.0, C96.1,
3r10KaYeCcTBEeHHble PETVKYNO3HAOTENNO3, PETUKYNES, 3N0KaYeCTBEHHBI C96.2, C96.3, C96.7,
HOBOOGpa3oBaHWs rmcTuoumnTos, 3rnokavyecTBeHHas Ty4HOKNEeTOYHas C96.9)
NMMAOUIHON, KPOBETBOPHOW M|oMyXonb, MICTUHHas rucTmounTapHas nuMmdoma,
POACTBEHHbIX UM TKaHEN: CucTeMHbIN MacTounTo3, [ipyrue yToYHeHHble
3rioKkavecTBeHHble HOBOOGpa3oBaHue NMMMONIHOM,
KPOBETBOPHON W POACTBEHHbIX UM TKaHew,
3nokayecTBeHHOEe HOBOOBpa3oBaHne NMMAONAHOWM,
KPOBETBOPHOWN M POACTBEHHBIX UM TKaHew
HEeYTOYHEHHOE.
[o6pokayecTBeHHOE CeMelHbIN aAeHOMaTO3HbIN NONMNMNO3 KULLEYHMKa Ho3onoruyeckas gopma |HoBoobpasosaHus D12.6
HoBOOGpa3oBaHue 060404HOMN
KWLLKW, NPSIMOiA
KMLLIKK,[MOnMnos (BpOXXAEHHbIN)
06004HON KULLIKK
F'emaHrnoma v numdanrnoma |MaparaHrnmoma,O6LWwmMpHas NumdaHrnoma rpynna HoBoo6pa3oBaHus D18
nto6oit nokanuaauum
MopaxeHnve Gonee Yem oaHoM | CMHAPOM MHOXECTBEHHbIX 3HAOKPUHHBIX Heonnasui rpynna HoBoo6pa3oBaHus D44.8
9HAOKPWHHOW >Xenesbl. mn1mn2
MHOXeCTBEHHbI
3HAOKPVHHBIV ageHoMaTo3
WcTtnHas nonuumutemust WcTtnHas nonuumtemust Ho3onornyeckas dpopma |HoBoobpasosaHus D45
MwuenogucnnacTuyeckme rpynna HoBoo6pa3zoBaHus D46(D46.0,D46.1,
cuHapombl (MAC) D46.2, D46.4, D46.5,
D46.6, D46.7, D46.9)
Muenodunbpos nepBuYHbIi Mwuenodun6po3 nepBuYHbIN rpynna HosoobpasosaHus D47.1
ScceHunansHas ScceHumansHas (remopparuyeckas) rpynna HosoobpasosaHus D47.3
(remopparuyeckas) TpomboumnTemMus, nanonaTuyeckas remopparmyeckas
TpombounTemus. TpomboLeTemus.
JumdaHrnoneiommomatos [pyrve nHTepcTMumnanbHble neroyHbie 6oneaHn Ho3onoruyeckasn opma |HosoobpasosaHus 48.7
nerkux
Butamun-B12-gedumumntHas Wmepcnynaa-Ipac6eka CuHapom (MeranobnactHas rpynna BonesHu kpoewm, D51.1
aHemus BCrieacTene aHeMus ¢ pesynbTaTe CenekTMBHOM Manbabcopbumm KPOBETBOPHbIX OPraHoB U
n3bupaTensbHOro HapyleHns  |BuTamvHa B12) OTAENbHbIE HAapYLUeHUS,
BCacblBaHWs BuTaMuHa B12 ¢ BOBIEKaoLLME UMMYHHBI
NpOTENHYPUEN. MexXaHu3m
Axemuns BcneacTtaue AHemuns BcrneacTBue HeJOCTATOYHOCTY MMKO30-6- rpynna BonesHu kposw, D55 (D55.0,D55.1,
EepPMEHTHbIX HapYLLEHWIA: docdargerngporeHassl [-6-O], AHemus KPOBETBOPHbIX OPraHoB 1 D55.2, D55.3, D55.8,
BCNEeACTBWE AP. HAapyLLEeHWUIA ryTaTUOHOBOIO OTAenNbHble HapyLIeHns, D55.9)
obmeHa, AHeMus BCneaCcTBUE HapyLLUEHWIA BOBeKatoLne UMMYHHbI
FAIMKONUTUYECKNX hepMeHTOB, AHeMUsA BCneacTBue MexaHu3m
HapyLlueHuin metabonuama HykneotTnaos, [p. aHemun
BCNeAcTBME PepPMEHTHbIX HapyLleHui, AHemMns
BCNeacTene PepMeHTHOro HapyLLeHUs
HeyTOYHeHHas
Tanaccemuun Anbda-Tanaccemusi,beta-tanaccemus,lensta-6eta- rpynna BonesHu kposw, D56(D56.0,D56.1,
Tanaccemusi,HacnencteeHHoe nepcmMcTMpoBaHve KPOBETBOPHbIX OPraHoB U D56.2, D56.4, D56.8,
deTanbHoro remornobuHa [HMN®r,Op. OoTAenNbHble HapyLIeHns, D56.9)
Tanaccemuu, Tanaccemus HeyTOYHEHHas BOBeKatoLne UMMYHHbI
MexaHu3m
CepnoBnaHO-KINETOYHbIE : CepnoBuUaHO-KNETOYHas aHeMus C KpU3oMm, rpynna BonesHu kposw, D57(D57.0,D57.1,
HapyLieHnst CepnoBuaHo-kneTo4Hasi aHemust 6e3 kpusa, KPOBETBOPHbIX OPraHoB u D57.2, D57.3, D57.8)
[1BOVHbIE reTepO3NroTHbIE CEPMOBUAHO-KMETOYHbIE OTAenNbHblE HApYLUEHUS,
HapyLeHusi, HocutenbCTBO Npu3Haka ceproBnaHoO- BOBIEKaOLLME UMMYHHBI
KNeToYHOCTU, [1p. CepnoBMOHO-KNETOUHbIE MeXaHu3m
HapyLlueHns
AHemnn HacneacTBEHHble HacnencteeHHbI cepounTos,  HacneaCcTBEHHbIN rpynna BonesHu kposw, D58 (D58.0,
reMmonuTuyeckne papyrve ANNUNTOLMTOS3, AP. YTOUYHEHHbIE HAacNeACTBEHHbIe KPOBETBOPHbIX OPraHoB u D58.1,058.8,D58.9)
reMonuTUYecKkne aHemnm, HacneacTBeHHas OTAenNbHble HapyLIeHns,
reMonuTnyeckas aHeMusi HeyTo4YHeHHas BOBeKatoLne UMMYHHBbI
MexXaHu3m
[Opyrue remornobuHonaTtum 6eTa TanacceMuu, CBsI3aHHbIE C APYrUMU rpynna BonesHu kposu, D58.2

aHomanusamMu remornobuHa

KPOBETBOPHbIX OPraHoB n
OoTAellbHble HapyLlleHus,
BOBMeKaloLye UMMYHHbI
MeXaHn3M




MpuobpeTeHHas MegauvkameHTO3Has ayToUMMYyHHasi reMonuTuyeckas rpynna BonesHu kposw, D59 (D59.0, D59.1,
reMonuTnyeckasl aHemmsi: aHemus, [Ip. ayTOUMMYHHbIE reMOnUTUYecKue KPOBETBOPHbIX OPraHoB u D59.2, D59.3, D59.4,
aHemuu, MeankameHTO3Has HeayTOMMMYHHas OTAenNbHble HapyLUeHUs, D59.6, D59.8, D59.9)
remonuTuyeckas aHemusi, [p. HeayToMMMYyHHble BOBIEeKatoLLMe UMMYHHBI
remonutuyeckne aHemuu, Fremorno6uHypus MexaHu3m
BCMEeACTBME reMonn3a, BbI3BaHHOTO Aip. BHELHUMMU
npuyMHaMK, reMONUTUKO-YPEeMUYECKUIN
CVHAPOM,BbI3BaHHbIN SHTEPOreMopparmyeckoi
E.coli,BonesHb (cMHAPOM) X0NOA0BOW arrmioTUHaUMK,
[p. npuoBpeTeHHbIE reMONUTUYECKNE aHEMUH,
MpuobpeTeHHasn remonuTnyeckas aHemus
HeyTOYHeHHast
ATUNWUYHBIN FrEMONNTUKO- ATUNWUYHBIV FEMONUTUKO-YPEMUYECKNIA CUHAPOM rpynna BonesHu kposw, D59.3
YPEMUYECKNIA CUHAPOM KPOBETBOPHbIX OPraHoB u
OTAenbHble HapyLUEHUs,
BOBIEKaloLLMe UMMYHHBI
MexaHu3m
MapokcuamansHas Ho4yHas MapokcuamanbHas HoYHasi FreMornoGuHypus Ho3onoruyeckasa opma |bonesHn kposu, D59.5
reMornobuHypus [Mapkunadasbl-Mukenu] KPOBETBOPHbIX OPraHoB 1
[Mapkunadasbl-Mukenu] oTAenNbHbIEe HapyLUeHUs,
BOBEKatoLLME UMMYHHbI
MexaHu3m
MpuobpeTeHHas ynctas XpoHuyeckasi npuobpeTeHHas ynctas rpynna BonesHu kpoewm, D60
KpacHOKNeToYHasA annasms KpacHokneTouyHas annasus, MNpexoaswas KPOBETBOPHbIX OpraHos 1 [ (D60.0,060.1,D060.8,D
[apuTpobnacTonenms]: nprvobpeTeHHas YncTas KpacHOKINeTo4Has OTAenNbHblE HApYLUEHUS, 60.9)
annasus,[p. npuobpeTeHHble YncTble BOBIEKaOLLME UMMYHHBI
KpacHokneTo4Hble annasun,lprnobpeTeHHas uncTas MeXxaH13m
KpacHOKNEeTOYHas annasusi HeyTo4YHeHHas
[pyrue annactnyeckue MeauvkaMeHTO3Has annactTuyeckasi aHemus, rpynna BonesHu kposwm, D61 (D61.1, D61.2,
aHemMun: Annactuyeckas aHemusi, BbI3BaHHas Ap. BHELUHUMMN KPOBETBOPHbIX OPraHoB U D61.3, D61.8)
areHTamu, Mavonatuyeckas annactuyeckas aHemusi, OTAenNbHblE HApYLUEHUS,
[lp. yTO4HEHHbIe annacTuyeckne aHemun BOBIEKaOLLME UMMYHHBI
MeXxaH13m
KoHcTuTyumoHansHas Annasuns (YncTtasn) KpacHOKNEeToYHas: rpynna BonesHu kposw, D61.0
annactuyeckas aHemus. . BpOXXAeHHas KPOBETBOPHbIX OPraHoB U
. peTckasn OTAenNbHble HapyLIeHns,
. NepBuYHas BOBeEKatoLMe UMMYHHbI
CuHgpom bnekdena-Aanemonaa (AHemus MexaHu3M
[anmonaa-bnekdena). CemenHasn
rmnonnactnyeckas aHemus. AHemnst PaHKOHW.
MaHunTONEeHNs ¢ NOpoKaMun pa3BnUTUS
Annactuyeckas aHemus rpynna BonesHu kposw, D61.9
HeyTOYHEeHHast KPOBETBOPHbIX OPraHoB u
OTAenNbHblE HApYLUEHUS,
BOBIEKaOLLME UMMYHHBI
MeXxaHu3m
[pyrue aHemuu: BTopuyHas cupepobnactHas aHemusi B CBSI3u € Ap. rpynna BonesHu kposw, D64 (D64.1, D64.2,
3abonesaHuaMK, BropnuHas cugepobnacTHas KPOBETBOPHbIX OPraHoB U D64.8, D64.9)
aHemus, Bbl3BaHHas NekapcTBBEHHLIMU Npenap. unu OTAenNbHble HapyLleHns,
TOKCUHamu, [Ip. aHemMun. AHEMUA HeYyTOYHEHHas. BOBeKatoLne UMMYHHbI
MexaHu3m
AHemunsa HacneacTBeHHas AHemus HacneacTBeHHas cupaepobnacTHas B6- Hosonornyeckas opma |bonesHn kposu, D64.0
cugepobnacTtHas B6- 3aBucumMas KPOBETBOPHbIX OPraHoB u
3aBucumMas OTAeNbHblE HApYLUEHUS,
BOBIEKaOLLME UMMYHHBI
MeXxaH13m
AHemunsa HacnegcTBeHHas Axemunsa HacneacTBeHHas cugepobnacTtHast B6- Ho3onorunyeckas opma |boneaHn kposu, D64.3
cupepobnactHas B6- He3aBucMmas KPOBETBOPHbIX OPraHoB U
He3aBucMmas OTAenNbHble HapyLIeHns,
BOBeKatoLne UMMYHHBbI
MexXaHu3m
AHemunsa BpoxaeHHas AHemunsa BpoXxaeHHas An3apuTponoatTnyeckas rpynna BonesHu kposu, D64.4
AN33PUTPONOITUYECKas KPOBETBOPHbIX OPraHoB U
OTAerNbHble HapyLIeHNs,
BOBIEKaOLLME UMMYHHBI
MexaHu3m
HapyLeHuns ceepTbiBaeMocTy, |,HacneacTBeHHbIN gedmumT daktopa VIII, Ho3onorunyeckas opma |boneaHu kposu, D66

HacneacTBEHHbIV AeduunT
daktopa VIII, remocpunua A

remocpunusa A

KPOBETBOPHbIX OPraHoB u
OTAernbHble HapyLIeHNs!,
BOBMEKatoLLMe UMMYHHbI
MexaH13m




HapyLeHuns cBepTbiBaeMoCTH, |HacneacTBeHHbI AeduumT daktopa IX, remocunusa | Hozonoruveckasa dpopma |BonesHu kposu, D67
HacneacTBEHHbIN AeuunT B KPOBETBOPHbIX OPraHoB u
dakTopa IX, remocpunus B OTAenNbHble HapyLUeHUs,
BOBIEeKatoLLMe UMMYHHBI
MexaHu3m
BonesHb Bunnebparaa BonesHb BunnebpaHaa Ho3onoruyeckasa opma |bonesHun kposu, D68.0
KPOBETBOPHbIX OPraHoB U
OTAenbHble HapyLIeHns,
BOBEKatoLLNE UMMYHHbI
MexaHu3m
HacneacteeHHbI eyt HacneacteeHHbIn aeduumnt daktopa Xl Ho3onoruyeckas gopma |BonesHu kposu, D68.1
dakTopa Xl KPOBETBOPHbIX OPraHoB u
OTAenNbHblE HapyLUEHUS,
BOBIEKaloLLMe UMMYHHBI
MexXaHu3m
HacneacteeHHbIn gecpuumT BpoxpaeHHasi acdombpuHoreHemus, aecdmunt AC rpynna BonesHu kposwm, D68.2
Apyrux gakTopos rno6ynuHa, AecnumnT npoakuenvpuHa. deduumt KPOBETBOPHbIX OPraHoB U
CBepTbIBAHNSA akTopos:I(chmbpuHorer), ll(npoTpomBmH), V( OTAEeNbHblE HApYLIEHUS,
nabuneHoro), VIl(npokoHeepTuH), X(CTioapTa- BOBMeKalLye MMMYHHbI
Mpayapa), Xll(Xaremana), XII(comEpuH- MEXaHU3m
crabunusunpytowiero). BpoxaeHHas
ancunbpuHoreHemusi. BonesHb OBpeHa.
BpoxaeHHbIn aeduumnt BpoxpaeHHas HepocTaTouHOCTL NpoTenHa C Ho3onoruyeckas opma (HapyweHus B68.5
npotenHa C CBEPTLIBAEMOCTY KPOBU,
nypnypa u fpyrue
remopparuyeckue
COCTOSAHUS
[pyrue yToyHeHHble [pyrue HapylleHusi ceepTbiBaeMocTu. Jednumt rpynna BonesHu kposu, D68.8
HapyLUeHnsa cBepTbiBaeMocTn |BpoxaeHHbIn aHTuTpoMbuHa Il KPOBETBOPHbIX OPraHoB 1
OTAenNbHble HapyLleHns,
BOBEKatoLne UMMYHHbI
MexaHu3m
Mypnypa v apyrve Annepruyeckas nypnypa, KayectBeHHble gedekTbl rpynna BonesHu kpoewm, D69
remoppapruyeckue Tpom6oumnTos, [p. HeTpomGoLUTONEHNYecKas KPOBETBOPHbIX OpraHos 1 [ (D69.0,069.2,069.4,D
COCTOSIHUSI: nypnypa, [p. nepeuyHbIe TPOMGOLMTONEHUH, OTAenNbHblE HApYLUEHUS, 69.5,,069.9)
BTopuyHas TpombouuTonenusi, TpomGounuToneHus BOBIEKaOLLME UMMYHHBI
HeyTouYHeHHas!, [Ip. yTO4YHeHHble remopparnyeckue MexaHu3m
cocTosiHus, Memoppapruyeckoe cocTosiHne
HeyTOYHEeHHoe
KauecTBeHHble aedekTbl BepHapa-Cynbe Cunapom,Cepbix TpoMb6oLUTOB Ho3onorunyeckas opma |boneaHn kposu, D69.1
TpombounToB. CuHpgpom, TpomboacTeHus MaHumaHa KPOBETBOPHbIX OPraHoB 1
(TpombacTeHus MaHumaHHa—Herenu, OTAenNbHble HapyLIeHns,
HEeoCTaTOYHOCTb rnuKkonpoTenHos Ilb— llla BOBeKatoLne UMMYHHbI
TpomMboLMTOB) MeXaHu3M
Wavonatuyeckas Wpavonatuyeckas TpomboumToneHnyeckas nypnypa rpynna BonesHu kposu, D69.3
TpombBoLmTOoneHnyeckas KPOBETBOPHbIX OPraHoB u
nypnypa OTAenNbHblE HApYLUEHUS,
BOBIEKaOLLME UMMYHHBI
MeXaHu3m
TpombouutoneHus TpomMBounUTONeHNst HeyTOUHEeHHas Ho3onorunyeckas opma |boneann kposu, D69.6
HeyTOYHeHHas KPOBETBOPHbIX OPraHoB U
OoTAenNbHble HapyLleHns,
BOBeKatoLne UMMYHHbI
MexaHu3m
[pyrne yTo4HeHHbIe CocyaucTas ncesgoremocunus. BpoxaeHHas rpynna BonesHu kposu, D69.8
reMopparmyeckve CoCTOSIHUS. |NIOMKOCTb Kanunmnsipos. KPOBETBOPHbIX OPraHoB u
OTAeNbHblE HApYLUEHUS,
BOBIEKaOLLME UMMYHHBI
MEXaHu3m
ArpaHynouuTo3s [leTCKkui reHeTMYECKWIA arpaHynounTo3.HeTponeHus rpynna BonesHu kposu, D70.0
BPOX/AEHHas, Tsenas BpOXAEHHas HeNTponeHus, KPOBETBOPHbIX OPraHoB u
cuHapom KocTmaHa |, UmKnuyeckas HeMTponeHus, OoTAenNbHble HapyLIeHns,
nekapcTBeHHas, nepuogmyeckas, Tokcuyeckas u ap. BOBeKaloLe UMMYHHBbI
MexXaHu3m
[pyrvie HapylueHus 6enbix eHeTu4eckne aHomanum rpynna BonesHu kposw, D72
KPOBSIHbIX KIETOK : nenkounToB,303nHOUNUS, [p. yTOYHEHHbIE KPOBETBOPHbIX OpraHos u [ (D72.0,072.1,072.8,D
HapyLueHns GenblX KPoBsiHbIX KneTok,HapyLexue OTAENbHblE HApYLUEHUS, 72.9)

Genbix KPOBAHbIX KINETOK HeYyTO4YHEeHHOoe

BOBMeKaloLye UMMYHHbI
MeXaHn3M




MeTremornobuHemusi: BpoxpaeHHHas metremornobuHemus, Op. rpynna BonesHu kposw, D74 (D74.0, D74.8,
meTremorno6uHemumu, MetremornobuHemuns KPOBETBOPHbIX OPraHoB u D74.9)
HeyTOYHEHHast OTAernbHble HapyLIeHNs],
BOBMEKatoLLMe UMMYHHbI
MexaHu3m
[Opyrue 6one3Hn KpoBU 1 CeMenHbIn 3puTpoLunTo3, BropnyHasa nonuuutemus, rpynna BonesHu kposw, D75 (D75.0, D75.1,
KPOBETBOPHbIX OPraHoB: [p. yTOuHEHHbIe 60Ne3HN KPOBK U KPOBETBOPHBIX KPOBETBOPHbIX OPraHoB u D75.8, D75.9)
opraHoB, BoneaHb KPOBM 1 KPOBETBOPHBIX OPraHoB OTAEerbHble HapyLIeHNs,
HeyTOYHEeHHast BOBMEKatoLLMe UMMYHHbIV
MexaH13m
OT1a4. 6onesHu, npoTtekaowme [FemodarounTapHbIin CUHAPOM, CBA3AHHbIN C rpynna BonesHu kpoewm, D76 (D76.2,D76.3)

C BOBe4YeHnem

NMMAOPETUKYNSIPHON TKaHW U

PeTVKyNorMcTUoLUTapHomn
CUCTEMBI:

nHekumen,ip. rMCTUOLUTO3HbIE CUHLAPOMBI,
CeMeHbIN remodaroumTapHbIi MMMEOrMCTMOLUTO3

KPOBETBOPHbIX OPraHoB 1
oTAenNbHbIE HapYLLIEHUS],
BOBIIEKAIOLLNE UMMYHHbI
MexaHu3M

FMcTMounTO3 13 KNeTok FmcTmounTos X (XpoHUYEeCcKuit) Ho3onoruyeckas gopma |BonesHu kposu, D76.0
INaHrepraHca, He KPOBETBOPHbIX OPraHoB u
KnaccupuumMpoBaHHbIi B OTAenbHble HapyLUEHUs,
Opyrux pybpuvkax. BOBIEKaloLLMe UMMYHHBI
MexaHu3m
FemocbarounTapHblii X-cuenneHHbI remodarounTapHsbIi Ho3onorunyeckas opma |boneann kposu, D76.1
NMMOrNCTUOLMUTOS. NMMOrNCTUOLMTO3 CeMeliHbIi(bone3Hb [lyHkaHa, KPOBETBOPHbIX OPraHoB U
cuHapom MypTunbo) OTAEernbHble HapyLIeHNs!,
BOBMeEKatoLLMe UMMYHHbIV
MexaHu3m
[pyrue rmcTmounTo3Hble Posau-[lopdmaHa CuHapom (rmcTmoumTos ¢ rpynna BonesHu kpoewm, D76.3
CUHAPOMBI. MacCcuBHOW NumcoaaeHonaTmen) KPOBETBOPHbIX OPraHoB u
OTAenNbHblE HApYLUEHUS,
BOBIEKaOLLME UMMYHHBI
MexaHu3m
MmmyHopaeduumnTel © HacneacTteeHHas runorammarnobynmHemmst rpynna BonesHu kposw, D80 (D80.0,
npeuMyLLeCTBEHHON HecemelHasi runorammarnobynuHemus KPOBETBOPHbIX OpraHoB 1 [ D80.1,080.5,080.8,D8
HeoCTaTOYHOCTbIO aHTUTen  |OdeduunT Tsxenenoin Mio-Luenu OTAEernbHble HapyLIeHNs!, 0.9)
Nambaa 5 peconumnt BOBeEKatoLMe UMMYHHbI
Ig anbba aecpuumt MexaHu3M
Ig 6eTa pecpmumnt
BLNK geduumnt
Tumoma ¢ ummyHogeduumnTom
Mwuenoaucnnasus ¢ runorammarnobynuHemmnen
MMMyHoAEeUUMT C NOBbILLEHHBIM COAEPXXaHEM
nMmyHorno6ynuHa M [IgM]
Oedwnuut CD40L
Oedwvuut CD40
Oednuut UNG
VMMyHoAedUUMT C NpenMyLLECTBEHHbIM AedeKTOM
aHTUTEN HEeYTOYHEHHBIN
Kom6uHMpoBaHHbIe Taxenblt KOMBUHMPOBAHHLIN UMMYHOAEMULNT C rpynna BonesHu kposw, D81 (D81.0-D81.9)
MMMYHOZEULUTBI PETUKYNSIPHLIM AUCTEHe30M, TsdKenbli KPOBETBOPHbIX OPraHoB u

KOMBWHUPOBaHHbI UMMYHOAEMULIMT C HU3KUM
copepxanuem T- u B- knetok,Jecdounumnt
RAG1/RAG2,JecduumnT AHK npoTenHkmHas,CuHapom
OmenH,Jeduunt OHK nurasel 4,Jecpuunt
Cernunnos/NHEJ1,[ecbuunT ageHo3nmHae3ammnHasbl
JHdednumt nypuHHykneosunadgocdopunassbl ,
Taxenbll KOMBUHMPOBAHHLIN UMMYHOAEMULNT C
HU3KUM UIM HOpMaslbHbIM CoaepxaHnem B-kneTok
Jdedvuut oblien ramma uenu

Oedvuut JAK3,Oedumumt IL7R anbda,Oecdmumnt
CD45 anbda,Jecduumt CD3 curma/ CD3
ancunon/CD3 aseta,Jecuumnt Coronin A,Jecdounumnt
Mornekyn krnacca | rnaBHoro komnnekca
rmctocoBmectumoctu,dedunumnt monekyn knacca |l
rnMaBHOrO KOMMeKca rmcrocoBmectTumocTu,Jecouumnt
CD3 ramma

Oedvuut CD8,Oecduunt ZAP70,0ecpnumnt ORAI-
I,0eduumnt STIM-1,Aecpunumut Winged helix (Nude)
Jdedvuut STAT 5b,deduuut ITK,Jecdonunt MAGT1,
KoMBWHMpoBaHHbIN MMMyHOAeULUT
HeyTouHeHHbINn, Aedunumnt IKAROS

oTAenNnbHble HapylweHus,
BOBrekatwoume MMMyHHbII;l
MeXaHu3m




MmmyHopedbuumnTbl, CuHgpom Buckotta-Ongpuya rpynna BonesHu kposw, D82 (D82.0-D82.9)
CBsi3aHHble C ApYrumu CuHgpom (Tskenble dopmbl) An Ixopmku KPOBETBOPHbIX OPraHoB u
3HauMTENbHLIMM AedekTamn | IMMYHOAEMULIMT C KapSIMKOBOCTBIO 3a CHET KOPOTKUX oTAenbHbIE HapyLLIEHUs],
KOHEeYHocTew BOBMEKaloLLMe UMMYHHbI
MMMyHoAehULMT BCrieacTBMe HAcneaCcTBEHHOMO MexaHu3M
nedekTta, BbI3BaHHOTO BUpycom AnwtenHa-bapp
XLP1-pedumumt SH2D1A
XLP2-pecomumt XIAP
CuHgpom runepummyHornobynuHa E [IgE]
[eduuut STAT3
[eduuut DOCK8
Ledmuut TYK2, ATakcusi-teneaHrakrasus nogobHoe
3abonesaHuy (ATLD)
CuvHppom HuiimereH
CuHppom Briyma
O6wwin BapmabenbHbIn O6wwin BapmabenbHbI UMMyHOAEeULUT C rpynna BonesHu kposw, D83
UMMyHoZepULUT npeo6naaatoLwnmMy OTKIIOHEHUSIMU B KONIMYECTBE U KPOBETBOPHbLIX OpraHos n [ (D83.0,083.1,083.8,D
DYHKLMOHANbHOW akTMBHOCTY B-kneTok, obLumii OTAenbHble HapyLUEHUs, 83.9)
BapuabenbHbI UMMYHOAEeULUT C ayToaHTUTENamm BOBIEKaloLLMe UMMYHHBI
K B- nnu T-kneTkam,Jecumumt CD19, Oedumunt BAFF, MexaHu3M
Leduuut CD20,Aedpuuunt CD81,Aedunumnt TACI,
o6wuin BapnabenbHbIi UMMyHOAEMDULMT C
npeo6nagaHnem HapyLIEHNA UMMYHOPErynATOPHbIX
T-knetok; Aecmumnt ICOS, [Opyrue obwme
BapuabenbHble MMMyHoAeMLUTLI. IMMyHOOedMLmnT
HEYTOYHEHHBIN.
[pyrne nMmyHoaenLnTbI AyTOCOMHO-peLieccuBHas XpoHMYeckas rpynna BonesHu kpoewm, D84 (D84.0, D84.9)
rpaHynemarosHasi 6onesHb, X-cuenneHHas KPOBETBOPHbIX OPraHoB 1
XpOHUYecKas rpaHynematosHas 6onesHb, Aedekt OTAEerbHble HapyLIeHNs,
byHKLMOHaNbHOro aHtureHa-1 numdouutos [LFA-1], BOBMEKaloLLMe UMMYHHbI
,TshKenas BpOXAeHHas HeiTponeHus (aehuumnt MeXxaHu3m
ELANE),Tsxenast BpoXaeHHasi HeiTponeHns
(neduumnt GFI 1), Txenas BpoxXaeHHast HeUTponeHns
(nedumumt HAX1), lWeaxmaHa-AaimoHaa CuHapom,
AYTOMMMYHHbI NONMrNaHaynAapHbIA cuHApoM Tvn 1
(APS-1) pedomumt APECED , cHwkeHne dyHKumMmn
STAT1, X-cuenneHHas araMmarnobynuHemus.
MMMyHOAeUUNT HEeYTOYHEHHBbI.
[edexT B cucteme necduuut C1 nHrmbutopa actepasbl [C1-INH] ( rpynna BonesHu kposu, D84.1
KOMMnemeHTa HacneACTBEHHbIN aHMMOHEBPOTUYECKNIA OTEK ) KPOBETBOPHbIX OPraHoB n
OTAerbHble HapyLIeHNs,
BOBIEKaloLLMe UMMYHHbI
MeXxaH13m
[pyrue yToyHeHHble [eduuut agresumn neiikounTos 2 (LAD2) rpynna BoneaHu kpoBu, D84.8
MMMyHOAEePULNTHBIE [eduuut agresun nevikoumtos 3 (LAD3) KPOBETBOPHbIX OPraHoB 1
HapyLleHns AyTOUMMYHHbI NMconponmdepaTUBHbIA CUHAPOM oTAenNbHbIE HapyLIeHUs!,
(AnnC) BOBeKatoLne UMMYHHbI
ANMNC (i) pedonumt FAS MeXaHu3M
ANMNC (ii) aedomunt FASL
ANNC (iii) nedpuumt CASP10
ANMNC (iv) aedmunt Caspase 8
ANMNC (v) pedbexkT Activating N-Ras n gedexr
Activating K-Ras
ANMNC (vi) aecomumnt FADDAYTOUMMYHHbIN
nonurnaHaynapHeln cuiapom (APS-1) geduumnt
APECED
X-cuenneHHas UMMyHHas AMCperynauus,
nonuaHaokpuHonaTus, aHTeponatus (IPEX) —
nedpuumnt FOXP3
Capkoungos: Capkoungo3 nerkux,Capkonaos numgatnyecknx rpynna Hosoo6pasoBaHus D86 (D86.0, D86.1

y3noB,CapKkonao3 Nerknux ¢ capkonao3om
numdaTudeckux ysnos,Capkonaos koxu,Capkongos
[p. YTOUHEHHbIX Y KOMGUHMPOBaHHbIX
nokanuaaumin,Capkonao3 HeyTOYHEHHbIN

,D86.2 ,D086.3,D86.8,
D86.9)




[pyrue HapyLueHus ¢ MonuknoHaneHas rpynna BonesHu kposw, D89
BOBIIEYEHNEM UMMYHHOTO runeprammarnobynuHemuns,KpnornobynuHemus,Mne KPOBETBOPHbIX OpraHos 1 [ (D89.0,089.1,D89.2,D
MexaHu3ma, He knaccud B Ap. |prammarnobynmHemMms HeyTodHeHHas, [p. OTAenNbHble HapyLUeHUs, 89.8,089.9)
py6p: YTOYHEHHbIE HapyLU. C BOBNEYeHMEeM UMMYHHOTO BOBIEeKatoLLMe UMMYHHBI
MexaHu3ma, He knaccud. B ap. pyop.,Hapywenve MexaHu3m
BOBIIEKalOLLEE UMMYHHbI MEXaHW3M HEYTOYHEHHOE,
rinep IgD cuHapom, runep IgM
cuHapom.Katactpodumueckuin aHTMPOCHONMNnaHbLIN
CUHAPOM
HapyweHus obmeHa 6enkoB  |Anbda-1-aHTUTPUNCMHOBAs HEAOCTATOYHOCTb, rpynna BonesHn 3HAOKPUHHOWM E 88.0
nnasmebl, He (HepocTaTO4HOCTL anbga-1 aHTUTpUNCuHa), CUCTeMbI, paccTponcTea
KnaccuuumpoBaHHbie B BPOX/AEHHbIE HapYyLWEeHNS FMNKO3NNIMPOBAHNA NUTaHNS 1 HapyLleHns
apyrvx pybpukax. obmeHa BeLecTB
[pyrne dbopmbl runornukeMmnn |BpoxaeHHbIN TnepuHCYNMHN3M rpynna BonesHn aHOOKPUHHOW E16.1
CUCTeMbI, paccTpoincTea
NUTaHUS ¥ HapyLLeHNs
obmeHa BellecTs
Akpomeranus un ComatoTponuHoma ,ageHoMbl runocmsa (B T.4. B rpynna BonesHun 3HAOKPUHHOWM E22.0
rMnousapHbIN ruraHT3m cocTaBe HacneacTBEHHbIX CUCTeMbI, paccTponcTea
CcuMHAPOMOB)I MNepcekpeLms ropMoHa pocTa. NUTaHNS 1 HapyLleHns
obMeHa BeLlecTB
'vnepnponakTuHemMus. MponakTtnHoma (MMUKPO- M MaKpo) AeTckast rpynna BonesHun aHOOKPUHHOW E22.1
CUCTeMbI, paccTpoincTea
NUTaHUS ¥ HapyLLeHNs
obmeHa BeLlecTB
[pyrne coctosHWA MpexaeBpemeHHas Nonosas 3penocTb rpynna BonesHn 3HAOKPUHHOW E22.8
runepdyHKUMK runoduaa. LEHTPanbLHOro NPOUCXOXAEHNS, CUCTeMbI, paccTponcTea
MpexaeBpemeHHas nonosas |rOHaAOTPONMUH3ABUCMMOE NpexXaeBpemMeHHoe NUTaHUS 1 HapyLLeHNs
3penocTb LIeHTpanbHoro nonosoe passutue- runepnpoaykumsa N n ¢CIr o6meHa BelLecTB
NPONCXOXAEHNA
Fmnonutymtapuam. vnonutyutapmam, MNoroHagoTPONHbIN rpynna BonesHn aHOOKPUHHOW E23.0
rMNOroHaan3M. CUCTEMbI, PacCTpoiCTBa
NUTaHUS ¥ HapyLLeHNs
obmeHa BeLLecTB
BonesHb Nuerko-KylwnHra BonesHb Nuexko-KylumnHra (kopTukoTponuHoma) Hosonorunyeckas dopma |bonesHn aHOOKPUHHOM E24.0
runocpusapHoro CUCTeMbI, paccTponcTea
NPONCXOXAEHNS. NUTaHUS 1 HapyLLeHNs
o6GMeHa BellecTs
BpoxaeHHble AppeHoreHnTanbHbI CUHAPOM rpynna BonesHn aHOOKPUHHOW E25.0
afpeHoreHnTanbHble CUCTEeMbI, paccTpoiicTBa
HapyLUEHWs1, CBSI3aHHbIE C NUTaHUS ¥ HapyLLeHNs
neduuutom hepmMeHTOoB. obmeHa BeLlecTB
TMNodyHKUMS Suyek. F'epmadpoanTN3m CBA3AHHLIN C HapyLeHnem rpynna BonesHun 3HAOKPUHHOW E29.1
CUHTe3a 1 peLienuumn TecTocTepoHa CUCTeMbI, paccTpoincTea
NUTaHUS 1 HapyLLeHNs
obmeHa BellecTB
MpexaespemeHHoe nonosoe |lNpexaeBpemeHHOe NONOBOE pasBuTHe, rpynna BoneaHun 3HAOKPUHHOM E30.1
cospeBaHue MpexaeBpeMeHHOe NonoBoe pasBuTHe C CUCTEeMbI, pacCTpoiiCcTBa
reHeTU4eckuM nepudepnyeckuM HapyLieHnem NUTaHUS ¥ HapyLLeHNs
CUHTE3a 1 peLenuun obmeHa BeLecTB
HuskopocnocTtb Napona CuHapom Hosonorunyeckas gopma |bonesHn aHOOKPUHHOM E34.3
[kapnukoBoCTb], He CUCTEMBI, paccTponcTBa
KnaccuuumposaHHas B NUTaHUS 1 HapyLLeHns
Apyrux pybpukax. obmeHa BeLlecTB
CVHAPOM aHOPOreHHoOM My>xckon ncesgorepMacppoanTaM C aHAPOreHHOM rpynna BoneaHun 3HAOKPUHHOM E34.5
PE3UCTEHTHOCTH. PE3UCTEHTHOCTbIO. CUCTEeMbI, paccTpoiiCcTBa
HapyLeHnne nepndepnyeckon ropMoHanbHon MUTaHUA N HapyLLUeHUs
peuenuuu. CuHapom PeideHwuTenHa. obmeHa BeLecTB
TecTukynspHas dheMuHu3aums (CMHAPOM), CUHAPOM
Ceaiiepa
[pyrue yToyHeHHble Mporepus rpynna BonesHn 3HAOKPUHHOW E34.8
3HAOKPUHHbIE PacCcTPOMCTBa. CUCTeMbI, paccTpoincTea
NUTaHUS 1 HapyLLeHNs
obmeHa BelllecTB
DeHNNKeToHypUst DeHNNKeToHypUst Hosonornyeckas dopma |boneaHn aHAOKPUHHOM E70.0
Knaccuyeckas CUCTEMbI, paccTpoiiCTBa
NUTaHUsi ¥ HapyLLeHNs
o6MmeHa BelLecTB
[pyrue Buasl 3rokavecTBeHHble PopMbl PEHUNKETOHYPUN, rpynna BonesHun 3HAOKPUHHOW E70.1
runepgeHnanaHMHeMum HapyLlweHua obmeHa TeTparugpobuontepuHa CUCTEMBI, paccTponcTBa
NUTaHUS 1 HapyLLeHNs
obmeHa BelllecTB
HapylueHus obmeHa AnkanToHypus (anbkanToHypus). TupoauHemus rpynna BonesHn 3HOOKPUHHOWM E70.2
TUpO3uHa. (Tvpo3uHemus Tun 1,2,3). CUCTeMbI, paccTponcTBa
NUTaHUsi ¥ HapyLLeHNs
o6MmeHa BelLecTB
AnbbyHM3am CuHgpom XepmaHcku-Tygnaka (XepmaHckoro- rpynna BonesHun 3HAOKPUHHOW E70.3

Myanaka CuHApOM), rnasHom anbbuHNU3M,KOXKHO-
rnasHon ans6uHnam,CuHapom BaapaeH6ypra,
CuHgpom Yepauaka(-CteiHbpuHka) -Xuracw (
Yepamnaka-Xurawm CuHapom ), cuHapom Kpocca

CUCTEMBI, paccTponcTBa
NUTaHWs N HapyLLeHWs!
obmeHa BelllecTB




BonesHb «kneHoBoro cuponax» |bonesHb ¢ 3anaxoM Mouu KNEHOBOro cupona Ho3onoruyeckas gopma [BonesHn aHAOKPUHHON E71.0
(nevunHoO3) CUCTeMbI, paccTpoicTea
NUTaHUS 1 HapyLLeHNs
obmeHa BellecTs
[pyrne Buabl HapyLeHni [pyrve Buabl HapyLleHWii 06MeHa aMUHOKIUCIOT G rpynna BonesHn 3HAOKPUHHOWM E71.1
oBMeHa aMUHOKUCIOT C pa3BeTBNEHHOW Lienblo. CUCTeMbI, paccTponcTea
pa3BeTBNEHHOW Lienblo. WM3oBanepuaHosas aumaemus (M3osanapuaHosas nNUTaHNS 1 HapyLleHns
aumaypwus). MeTunmanoHoBas aunaemus obmeHa BeLecTB
(MeTunmanoHoBas auuaypws). MponuoHosas
aumaemns (NponnoHoBas aunaypus)
HapyweHus obmeHa xupHbix | AapeHoneinkoauctpodus [AaancoHa-lUnnbaepa] ( X- rpynna BonesHun 3HAOKPUHHOWM E71.3
Kmuenot cuenneHHas agpeHoneikoanMcTpodus), a Takke CUCTeMbI, paccTponcTea
AedekTbl MUTOXOHAPWUANLHOTO B-OKUCNEHNS XUPHBLIX NUTaHNS 1 HapyLleHns
KWUCNOT: HEAOCTATOYHOCTb CPeAHELENOYEYHON, obmeHa BeLecT
KOPOTKOLIENOYEYHON, O4EeHb ANMHHOLIENOYeYHON
aumn-KoA-gernaporeHasbl XXUpHbLIX KUCNOT,
anvHHouenoyeyHon 3-OH auun-KoA gervgporeHasbl
JKMPHBIX KUCNOT ( HEAOCTATOYHOCTb
MWUTOXOHAPUANBHOIO TPUMYHKLIMOHANBHOMO
6enka),rnyTapoBas aunaypuvs Tun 2,
HeA0CTaTOYHOCTb KAPHUTUH NanbMUTOUN
TpaHcdepasbl 1, 2, He4OCTAaTOYHOCTb TMONa3bl,
HapyLueHWsi obMeHa KapHUTWHA (CUCTEMHas
HeAo0CTaTOYHOCTb KapHUTUHA)
HapyweHus TpaHcnopTta LinctuHos. LinctuHypusi.bonesHs XapTtHyna, rpynna BonesHun 3HAOKPUHHOW E72.0
aMUWHOKMCIOT. CuHgpom ae Tonu-[ebpe-daHkoHn,CuHapom CUCTEMbI, paccTponcTBa
daHkoHW(-ae Tonw)(-Oebpe).BonesHb XapTHana. NUTaHUS 1 HapyLLeHNs
CuHgpowm Jloy. obmeHa BeLecTB
HapyweHus obmeHa FoOMOLMCTUHYPYS, HeJOCTAaTOYHOCTb rpynna BonesHn aHOOKPUHHOW E72.1
cepocoaepxaLlmnx CynbUTOKCHAA3bI, HEJOCTAaTOYHOCTb CUCTEMbI, PacCTpoiCTBa
aMUHOKMCNOT monubaeHoBoro kodakropa NUTaHUS ¥ HapyLLeHNs
obmeHa BeLlecTB
HapyweHus obmeHa umkna HapyLeHns umkna MoYeBUHbI, apruHUHAHTapHas rpynna BonesHn 3HAOKPUHHOW E72.2
MOY€EBUHbI aumaypus, HejocTaTouHOCTb kap6amoundocdat CUCTeMbI, paccTponcTea
cuHTeTa3bl [Mnepammonnemus ¢ gedunumtom N- NUTaHUS 1 HapyLleHns
aueTunrnyTaMaTcuHTeTasbl,. ApruHMHEMUS. obmeHa BeLLecTB
ApruHuHocykunHaaumaypvs. LutpynnmHemus.
HapywieHus obmeHa nuavnHa n |nytaposas aunaypvst Tun 1, runepnmanHemMus rpynna BonesHn aHOOKPUHHOW E72.3
rMAPOKCUNN3NHA. (NMn3nHypuyeckas HenepeHocMMocTb Benka) CUCTEMbI, PacCTpoiCTBa
NUTaHUS ¥ HapyLLeHNs
obmeHa BeLLecTB
HapyweHus obmeHa HEe[0CTaTO4YHOCTb rpynna BonesHn 3HAOKPUHHOW E72.4
OpHUTUHA. OPHUTUHEMUS OPHUTUHTPaHCKap6oMUNasbl,FIMNEPOHUTUHEMUS CUCTeMbI, paccTpoincTea
(tvnbt 1, 1) NUTaHUS 1 HapyLLeHNs
obmeHa BelllecTB
HapyweHus obmeHa rnnumHa. |HekeToTudeckasi runeprinvuuHemMus, HeketoHoBast Ho3onorunyeckas gopma |BonesHn aHAoKpUHHON E72.5
rMnepravuuHemust. CUCTEeMbI, paccTpoiicTBa
NUTaHUsS ¥ HapyLLeHNs
obmeHa BeLecTB
BonesHn HakonneHus nukoreHo3bl. BonesHb Mvpke ( MnukoreHos 1a, 18 rpynna BonesHn 3HAOKPUHHOW E74.0
ravKoreHa Tunos), 6onesHb Momne (rnukoreHos 2 Tuna), CUCTeMbI, paccTpoincTea
BonesHb Kopu n BonesHs ®opbca (rnukoreHos 3a, 38 NUTaHUS 1 HapyLLeHNs
T1noB) , bonesHb AHgepceHa (rnukoreHos 4 Tuna) , obmeHa BelecTs
6onesHb Mak Apans (rnukoreHo3 5 Tuna) , boneaHo
l'epca n HepoctaTtouHocTb hocchopunasbl nedeHn (
rnmkoreHo3 6), bonesHb Taypu (rnukoreHos Tmn 7). A
TaKke : HeOCTAaTOYHOCTb MMKOreH CUHTa3bl
neveHoyHas ( MnukoreHos Tun 0 ), rAmMkoreHos Tin 9,
cuHapom PaHkoHW-Bukkens
HapyweHus obmeHa HepocraToyHocTb hpykT030-1,6- rpynna BonesHn 3HAOKPUHHOW E74.1
DpPYKTO3bI. 6udocdarasbl,HegoctatouHoCcTh OpyKTO30-1,6- CUCTEMBI, paccTponcTBa
andgocgatasbl. HacneacTseHHasi HENepeHOCUMOCTb NUTaHUS 1 HapyLLeHNs
pYKTO3bI obmeHa BeLlecTs
HapylueHus obmeHa [anakto3emus (ranakrosemus Tmn 1 rpynna BonesHn 3HOOKPUHHOWM E74.2
ranakTosbl. ,HeaocTaTo4HOCTb ranaktosol docdar CUCTEeMbI, paccTpoiicTBa
ypuaunTpaHcdepasbl), HeA0CTaTOYHOCTb NUTaHUsi ¥ HapyLLeHNs
ranakTokvMHasbl (ranaktosemusi Tn 2), ranakrosemus obmeHa BeLecTB
™™/ 3 (HeAOCTaTOYHOCTb ranakToanMMepasbl)
[pyrue HapyLeHus HapyLueHve BcacblBaHWS rMIOKO3bI-ranakTosbl, rpynna BoneaHu aHOOKpUHHOM E74.3

BCacblBaHuA yrnesoaos B
KULLEeYHUKe.

HapyLeHus manbabcopumm caxapo3sbl-M30ManbsTosbl,
AucaxapuaasHasi HejocTaTouHOCTb

CUCTEMBI, paccTponcTBa
NUTaHWs N HapyLLeHWs!
obmeHa BelllecTB




HapywueHus o6meHa nupyBata |HapyLueHUs rMioKoHeoreHesa, HeJoCTaTO4YHOCTb rpynna BonesHn 3HAOKPUHHOW E74.4
1 rMUKOHEeoreHesa. nupyBaT AeraporeHasHoro Komnnekca, CUCTEMbI, PacCTpoiicTBa
HeoCTaTO4YHOCTb NUpyBaT kapbokcunassl, NUTaHWs N HapyLLEHWs!
HeoCTaTO4YHOTb obmeHa BeLecTB
docoeHonnmpysaTkap6OKCMKMHASb!
[aHrnno3npo3-GM2 GM2-raHrnmo3ngos ( 6onesHb Tes- Cakca,GM2- rpynna BonesHn 3HAOKPUHHOWM E75.0
raHrmno3unao3 BapuaHT B, raHrnmoanos BapuaHT CUCTEMbI, paccTpoiicTBa
B1), BonesHb CeHaxoda (6onesHb NUTaHUS ¥ HapyLLEeHNS
Banarodda, GM2-raHrnno3naos sapuaHT 0), a obmeHa BelLecTB
Takke: HeloCTaToOYHOCTL Genka-akTmBaTopa (GM2-
raHrnuo3nao3 sapuaHT AB)
[pyrue raHrnmo3vnaossbl GM1-raHrnno3ngos,mykonunuaos IV rpynna BonesHun aHOOKPUHHOW E75.1
CUCTeMbI, paccTpoincTea
NUTaHWS N HapyLLEHWs!
obmeHa BelllecTs
[Opyrve ccpuHronmnmuaossl BonesHb ®abpu(-AHaepcoH), 6onesHb ayyepa rpynna BonesHn 3HAOKPUHHOWM E75.2
(BonesHb MNowe), 6onesHb Kpabbe, 6onesHb CUCTeMbI, paccTpoincTea
Humana-TNuka (bonesHb HumanHa-Muka tun C, NUTaHUS U HapyLLEHUs
BonesHb HumanHa-Mvka tin A/B), obMeHa BeLlecTB
CuHgpom dabepa ( BonesHb Papbepa),
MeTaxpomaTtuyeckas nemkogmctpodus,
HeoCTaTOYHOCTb CyNbgaTtasbl (MHOXECTBEHHas
cynbgaTtasHas HeJOCTaTOYHOCTb).
JnodycLmMHO3 HENPOHOB. HevipoHanbHbIl LepongHbie MMnodyCcUmnHo3bl TUn rpynna BonesHn 3HAOKPUHHOWM E75.4
1,2,3,4.6,7,9,10, BonesHb: CUCTEMBI, paccTponcTBa
. BatTteHa NUTaHWs N HapyLLeHWs!
. BunbLiosckoro-AHckoro obmeHa BeLecTB
. Kydbca
. Wnunemenepa-dorta
[pyrve HapylieHus BonesHb BonbmaHa/ 6onesHb Hakonnexus agpupos rpynna BonesHn aHOOKPUHHOW E75.5
HaKoMneHns NUNAoB. xonecTepuHa, LiepebpoTeHanHO3HbIN xonectepo3 CUCTEeMbI, PaccTpoiicTBa
[Ban-BorapTa-LLepepa-OnwTeiiHal NUTaHWS N HapyLLeHNs
obmeHa BeLlecTB
Mykononucaxapnaos, Tun . CuHOpoMbI: Hosonorunyeckas dopma |bonesHn aHOOKPUHHOM E76.0
. Typnep CUCTEMbI, paccTponcTBa
. Typnep-LLevie NUTaHUS 1 HapyLleHNs
. Wewe o6GMeHa BellecTs
Mykononucaxapugos |l Tuna  |Cungpom Xantepa,Cunapom MyHTepa Hosonornyeckas popma |boneaHn sHAOKPUHHOM E76.1
CUCTeMbI, paccTpoincTea
NUTaHUS ¥ HapyLLeHNs
obmeHa BeLlecTB
[pyrne mykononucaxapuaossl. |Mykononucaxapupos Il A, B, C Tuna, curapom rpynna BonesHn 3HAOKPUHHOW E76.2
CaHdununno, Mykononucaxapvaos IV A,B tuna CUCTEMBI, paccTponcTBa
(cuHpgpom Mopkuo), Mykononucaxapuaos VI tuna NUTaHUS 1 HapyLleHNs
(cungpom MapoTo-lamu),HepgoctatouHocTb GeTa- obMeHa BellecTs
rnoKkypoHnaasel. Mykononucaxapugo3ssl Tunos I, IV,
VI, VI
CuHpgpom:
. Maporto-Ilamu (nerkuit) (Tsxenbii)
. Mopkuno(-nogo6HbIN) (knaccuyeckuin)
. Candpununno (tun B) (tun C) (tun D)
HedexTbl Mykonunugo3 Il [I-kneToyHas 6onesHs)., Hosonornyeckas dopma |boneaHn sHAOKPUHHOM E77.0
NOCTTPaHCAALMOHHON Mykonunugos lll [ncesgononuanctpodus MNypnep] CUCTEMbI, paccTponcTea
MoAucMKaLUK NIM30COMHbIX NUTaHUS ¥ HapyLLeHNs
hepMeHTOB. obmeHa BeLecTB
OedekTbl aerpagauunm anbda-mMaHHo31a03, 6eTTa-MaHHO31A03, CManuaos, rpynna BoneaHu aHOOKpUHHOM E77.1
rMUKONPOTENOB ranakrocmanuaos, ykosunaos, CUCTEMbI, paccTpoiicTBa
acnapTuUnrnoKo3aMuHypust NUTaHWs N HapyLLeHWs!
obmeHa BellecTB
CwmeluaHHas O6wwupHas nnu dnotupytowas Geta- rpynna BonesHun aHOOKpUHHOWM E78.2
rMnepnvnuaemus. NUNONPOTENHEMUS. CUCTEeMbI, paccTpoiicTBa
M'vnepnunonopTtenHemus dpeapukcona, Tunsl Ilb nnm NUTaHUS ¥ HapyLLeHNs
Ill. T'unepbeTanunonpoTenHemus ¢ npe-6eta- obmeHa BeLecTB
NUNONPOTENHEMUEN.
'MnepxonecTepuHeMmns ¢ 3HAOTeHHON
rMneprnvuepuaemvein. Mnepnunugemus, rpynna C.
HepocratoyHocTb A-6eTta-nunonpoTtenmHemusi. HegoctaTouHOCTb rpynna BoneaHu aHOOKpUHHOM E78.6
JIMNONPOTENOB. JIMNONPOTENOB BbICOKOW NIOTHOCTU. CcUCTEMbI, paccTpoiicTBa
'vno-anbga-nunonpotenHemusi. MN'mno-6eta- NUTaHUS 1 HapyLLeHNs
nunonpoTenHemus (cemeliHas). HegoctaTtoyHOCTb obmeHa BellecTB
neunTUHXonecTepuHauunTpaHcdepasbl. TaHxepckas
6onesHb
Oeduuut xonectepon- Oeduuut xonectepon-7anbda-ruapokcunasbl Ho3onorunyeckas opma |boneaHn aHOOKPUHHOM
7anba-rugpokcunasbl CUCTEMBI, paccTponcTBa
NUTaHWs N HapyLLeHNs! E78.8
obmeHa BellecTB
CuHgpowm JNewa-HuxeHa CuHgpowm Jewa-Huxana Hosonornyeckas dopma |bonesHn aHAOKPUHHOM E79.1

CUCTEMbI, paccTponcTea
NUTaHWS U HapyLLEeHWs!
o6MmeHa BelLecTB




[pyrue HapyweHusi obmeHa  |dedunumnt ageHnH-docdopnbosnnTpaHchepassbl, rpynna BonesHun aHOOKPUHHOW E79.8
NypYHOB ¥ MMPUMMNANHOB. [eduumt kcaHTUHOKCMAA3bI, HacneacTBeHHas CUCTeMbI, paccTpoicTea
KCaAHTUHYpUS, AOEHUNCYKUMHAT nuasbl NUTaHWs N HapyLLEHWs!
HeoCTaTO4YHOCTb obmeHa BeLecTB
HacneacTeeHHas OpuTponoaTtuyeckas nopcdupus (6onesHb rpynna BonesHn 3HAOKPUHHOWM E80.0
3apuTponoaTuyeckas MoHTepa)HacnencTBeHHas apUTponoaTuyeckas CUCTEMbI, paccTpoiicTBa
nopdvpus nopdvpus. BpoxaeHHas aputponoatuyeckast NUTaHWS N HapyLleHNs
nopdvpus. obmeHa BeLecTB
OpuTponoaTuyeckas npotonopdupus
Mopdupus koxHas KOXHas nopcupusi rpynna BonesHun aHOOKPUHHOW E80.1
MeaneHHas CUCTEMbI, PacCTPOiiCTBa
NUTaHWS N HapyLLEHWs!
obmeHa BellecTs
Opyrve nopdupun. HacneacteeHHas konponopdupus rpynna BonesHn 3HAOKPUHHOWM E80.2
Mopdupus octpas nepemexaioLlascs (neyeHoyHas) CUCTEMBI, paccTponcTBa
NUTaHWS N HapyLleHNs
obMeHa BeLlecT
CuHppom Kpurnepa-Hansipa  [Cungpom Kpurnepa-Haivisipa Ho3onoruyeckas dopma [BonesHn aHAOKPUHHON E80.5
CUCTeMbI, paccTpoincTea
NUTaHWS N HapyLLEHWs!
obmeHa BellecTs
HapyuweHus o6meHa meau. BonesHb MeHkeca [60ne3Hb kypyaBblx BOMOC] rpynna BonesHn 3HAOKPUHHOWM E83.0
["cTanbHble" Bonockl]. BonesHb BunbcoHa (6onesHb CUCTEMbI, paccTponcTBa
BunbcoHa-KoHoBanosa, renatoneHTkynspHas NUTaHWS N HapyLleHNs
fAereHepauus) obmeHa BeLLecTB
HapyluieHus obmeHa xenesa. |MepBUYHBIN .I0BEHUMbHbIA FEMOXPOMAaTO3 rpynna BonesHn aHOOKPUHHOW E83.1
F'emoxpomaTos. (remaxpomatos 2-ro Tuna) CUCTeMbI, paccTpoincTea
NUTaHUsi ¥ HapyLLeHNs
obmeHa BeLecTB
HapyweHuns obmeHa ButamuH [1-pe3nCTEHTHBIN paxuT, rpynna BonesHun 3HAOKPUHHOW E83.3
docdopa. 'mnodocdaTemuyecknii paxuTt HegoctaTtouyHOCTb CUCTEMbI, paccTponcTBa
Kucnow docdaTtasbl. CeMeiHas runogocdaremms. NUTaHUS 1 HapyLLeHNs
I'vnodocdarasunsa.Butamun-D-pesnctenTHas (bin) o6meHa BelLecTB
HapylieHus obmeHa marHus.  |HacneAcTBEHHas runomarHmemmst Hoszonornyeckas popma |boneaHn sHAOKPUHHOM E83.4
F'vnomarHuemus CUCTEMbI, PacCTpoiCTBa
NUTaHUsS ¥ HapyLLeHNs
obmeHa BeLecTB
KuncTtosHeblin prnbpos Mykosucunaos,E84.0 KnctosHein ombpos ¢ Hosonorunyeckas dopma |bonesHn aHOOKPUHHOM E84

11EroYHbIMU NPOSIBNEHNSIMU
E84.1 KnuctosHblin ombpos ¢ KUWeYHbIMU
nposBsneHusamu. Mekonnesebli uneyc(P75)

E84.8 KnuctosHblin hnmbpo3s ¢ Apyrumy NposiBNEHNUSIMU.
KuncTtosHblin pubpo3s ¢ KOMBUHMPOBAHHBIMU
nposiBNeHnsiMu

E84.9 KuctosHbin pnbpo3 HeyTOUHEHHbIN

CUCTEMbI, paccTponcTBa
NUTaHWS U HAapyLIEHUs
obGMeHa BeLlecTs

Amunongos CeMeltHas cpean3eMHOMOpCKas Nxopaaka rpynna BonesHun 3HAOKPUHHOM E85.0, E85.2, E85.4,
(nepuoaunyeckasi 6onesHb), MNepoguyeckuii cuHApoMm, CUCTEeMbI, paccTpoiiCcTBa E85.8, E85.9
accoLMMPOBaHHLI C peLenTopoM akTopa Hekpo3sa NUTaHUS ¥ HapyLLeHNs
onyxoner (TRAPS — mytauum TNFRSF1A). o6meHa BelLecTB
TpaHcTUpeT1HOBasi amunonaHas KapauomvonaTus,
06ycrnoBrneHHasi TPaHCTUPETUHOM "AuKoro" TMna;

TPaHCTUPETMHOBAs HacreACTBEHHAs amunongHas
KapAMoMUonaTus; TPaHCTUPETUHOBbLIN aMUIIONA03
cepaua.

HeBponaTtuueckui AmunongHas nonvHeBponaTus rpynna BonesHn 3HAOKPUHHOW E85.1

HacneacTBEHHbIN CeMeHbI CUCTeMbI, paccTpoincTea

amunonaos. NUTaHUS 1 HapyLLeHNs

obmeHa BelllecTB

BpoxaéHHble HapyLeHWsi CUHTE3a NePBUYHbIX rpynna BonesHun aHOOKpUHHOWM E88.8, K76.8
XKEM4HbIX KNCNoT (AedekT pepmeHTOB: XonecTepon- CUCTeMbI, paccTPONCTBa
7arnapokcunasel, CTepon-27-ruapokcunassl, NUTaHUS ¥ HapyLLeHNs
Okcuctepon-7arngpokcunassl, 3B-rmapokcun-A5 -C27- o6MmeHa BelLecTB; Apyrve
cTepoug-okcupeayktassl, A4-3-okcoctepona- HapyLleHns obmeHa
5BpeaykTasbl, 2-meTunaumn-CoApeuemasbl) BeLLecTB

CwuHpgpombl nunoaucTpocdun  [FeHepanv3oBaHHble nunoancTpodum; napumnanbHele rpynna BonesHn 3HAOKPUHHOW E88.1

IMNOANCTPOMUN; HACNEACTBEHHbIE NUMOANCTPODUN:
BPOXAEHHbIE reHepanu3oBaHHble NUNoaucTpodum
(cuHppom BepapanHennu-Cerina), cemeiiHble
napuuanbHble nunoaucTpocun (cuHapom flaHHuraHa-|
Ko66epnuHra); npuobpeTeHHble NMNoancTpotun:
npuobpeTeHHas reHepanuaoBaHHas nMnoancTpodus
(cuHppom JloypeHca), npuobpeTeHHas napunanbHas
nunoamcTpodus (cuHapom Bappakepa-CumoHca);
nunoaTpoduyeckuii caxapHblii anadet

CUCTEMbI, paccTponcTBa
NUTaHWs N HapyLLeHNs!
obmeHa BelLecTB; Apyrve
HapyleHns obmeHa
BeLLeCTB




[pyrue yToYHeHHble ButamuH [1-3aBUCUMBIV paxuT, HEAOCTATOYHOCTb rpynna BonesHun aHOOKPUHHOW E88.8
HapyLlueHns obmeHa BelecTB. |61MoTUHMAA3bLI, MHOXECTBEHHBIN AedULnT CUCTeMbI, paccTpoicTea

kapbokcunas (paHHss dopma), 3- NUTaHUS 1 HapyLLeHNs

rMAPOKCUM3OMACTISIHHAas aunaypus, obmeHa BelecTs
CuHpgpom PeTTa CuHppom PetTa Ho3onoruyeckas gopma [Meuxnyeckne F84.2

paccTpovicTa u
paccTpoincTea noseAeHns

KombuHuposaHue Bokanuamos |CuHapom ae na TypeTta Ho3onorudeckas gopma [Meuxnyeckme F95.2
N MHOXECTBEHHbIX MOTOPHbIX paccTpoicTea n
TUKOB [cHAPOM Ae na paccTpoicTBa noBeeHust
TypetTal.
BonesHb NeHTUHITOHa Xopest [eHTUHIToHa Ho3onorunyeckas opma (BonesHn HepBHOW cUcTeMbI G10
PaHHsi8 Mo3xeukoBas atakcusi |ATakcust Ppugperixa (ayToCOMHO-peLieccuBHast) rpynna BonesHn HepBHO cUCTEMbI Gl1.1

X-cBsi3aHHas peLeccuBHas cnvHouepebennspHas

aTakcus X-cuenneHHble cnuHouepebennsipHble

aTaKcuu, ayTOCOMHO-PELIECCUBHbIE

cnuHouepebennspHble aTakcum, HeAOCTaTOYHOCTb

BuTamuHa E HacneacTBeHHas
Mo3xeykoBasi aTakcusi ¢ TeneaHrnaktaTuyeckas atakcusi [cuHapom Jlyn-bap], | Hozonornueckas dpopma |BonesHn HepBHON cUCTEMBI G11.3
HapyweHnem penapauuv JHK. |llyn-bapp CuHapom (aTakcus-TenaHrmoakTasws)
HacnencteeHHas Bonestb LLTptomnens Hozonornyeckas popma [boneaHn HepBHON CUCTEMBI Gl1.4
cnactuyeckas napannerus
[OeTckas cnuHanbHas CnuHanbHasa MblweyHas atpodwmsi, | Tun [Bepanura- | Hozonoruyeckasi popma |bonesHu HepBHOWM cucTeMbl G12.0
MblleyHas atpodus, | Tmn Fodhdmana]
[BepaHura-I'ochdmana]
[pyrne HacneacTBeHHble Mporpeccupytowmii bynsbapHbIi napanuy y aeTen rpynna BonesHn HepBHOM cucTeMbl G12.1
CnyHanbHble MblLLEYHble [®auuo-ToHae]
aTpodcun. CnuHanbHas MblweyHas atpodus (CnnHanbHas

amuoTtpodums tinel |, 11, 111):

* hopma B3pocCnbIX

* petckasi oopma, Tvn |l

* ancTanbHas

* loHowweckas ¢dopma, Tvn Il [Kyrensbepra-

BenaHnaepa]

* ilonaToYHo-NepoHeansHas gopma
BonesHb ABUraTensHoro BokoBsolt cknepos: rpynna BonesHn HepBHO cUCTEMbI G12.2
HelipoHa. CemeliHasi 6onesHb |* aMnMoTpodunyecknin
AsuraTenbHOro HeBpoHa Mporpeccupytowmii(as):

* CMUHanbHas MbllweyHas aTpocust
[pyrue cnuHanbHble BpoxaeHHasa nokanbHas amvotpodus rpynna BonesHun HepBHOM cucTeMbI G12.8
MblLLEYHble aTpodun 1 MOHOMenunyeckas aMmoTpodus
POACTBEHHbIE CUHAPOMbI CnuHanbHas MbllweyHas atpodus-fleHan-Yokepa

aHamanusa-katapakta
BonesHb MapkuHcoHa FeMUNapKMHCOHU3M, ApOXaTEeNbHbIA Napanuy CoCTOsiHMe BonesHun HepBHO cUCTEMbI G20
(pa3BepHyTble cTaumu - 4-5 no
XeH u fApy nesogona-
BonesHb MannepsopaeHa- BonesHb Mannepsopaexa-lnatua. MurmeHtHas Ho3onoruyeckas gopma (BonesHn HepBHOW cUcTeMbl G23.0
LWnaTua. MNurmeHTHas nannuaapHas gereHepaums, NaHTOTEHaTKMHa3Has
nannupapHas gereHepaumsi  |HEAOCTAaTOMHOCTb
[lpyrve yTouHeHHble HacneacTBEeHHbIEe HelpoaereHepaLmnn ¢ rpynna BonesHun HepBHO cUCTEMbI G23.8
fAereHepatyvBHble 6onesHn HakonneHneMm xenesa
6a3asbHbIX raHrnmes.
Mpnonatunyeckas cemeinHast | TOpCUOHHasi AUCTOHWS U Apyrue hopMbl rpynna BonesHun HepBHO cUCTEMbI G24.1
ANCTOHNS HacneACTBEHHbIX AUCTOHWI
Oednuut gekapbokennasbl Ho3onornyeckas oopma |BboneaHn HepBHOM CUCTEMBbI G24.8
apomaTU4ecknx aMMHOKUCIOT
[pyrue yToYHeHHble [LereHepauus ceporo BeLlectsa [6onesHb Anbnepca] rpynna BonesHun HepBHOM cucTeMbI G31.8
nereHepaTyBHble 60nesHu MopocTpas HekpoTManpytoLas aHuedanonaTvs
HEpBHOWN CUCTEMBI. [6onesHb Ieira]
[ereHepaTtuBHas 6onesHb TNenkognctpodun, He knaccnULMpoBaHHble B rpynna BonesHun HepBHOWM cucTEMbI G31.9
HEepBHOWN CUCTEMbI Apyrvix pybpukax, B Tom yncne 6onesHb
HeyTOYHeHHas AnekcaHngepa, neikosHuedanonatns ¢

cyOKOpTMKanbHbIMU KUCTaMK, NelikoaHuedanonatus

C MopaxeHneM CTBOJA U BbICOKUM YPOBHEM naktarta

npv MP-cnekTpockonum, 6onesHb KaHaBaH
OnTUKOHEBPOMUENUT 6onesHb [leBuka, 3abonesaHns cnekTpa Hosonorunyeckas opma |bonesHn HepBHOM CUCTEMBI G36.0

[6onesHb [eswka).

ONTUKOHEeBpoMuMenuTa




[Opyrue Buasl CuHppowm JleHHokca-lacTo, Anunencus c: rpynna BonesHun HepBHO cUCTEMBI G40.4
reHepanv3oBaHHOM ANUMencumn|* MMOKNoHn4Yeckummn abcaHcamu
1 3NUNEenTUYECKUX CUHAPOMOB |* MUOKIMOHO-acTaTMYeCKUMU npunaakamu
CumnTomMaTuyeckas paHHssi MMOKNOHNYecKas
3HUedanonaTus
CuHppom Yacta (cuHgpom Becta), cuHpgpom [pase
AnHO3 BO CHe, LieHTpanbHoe | BpoXAEeHHbIN TMNOBEHTUNSALMOHHBIA CUHAPOM, Ho3onoruyeckas ¢opma (BonesHn HepBHOW cUcTEMbI G47.3
CUHAPOM YHAWHBI
Mpanonatunyeckas MepBrYHas rMnepcomHms Ho3onoruyeckas opma (BonesHn HepBHOW cUcTeMbl G47.11
rMnepcomHma
HacneacteeHHas moTopHas u | BonesHb LLlapko-Mapu-TyTca (6onesHb LLapko-Mapu-| rpynna BonesHn HepBHO cUCTEMbI G60.0
CeHCOopHasi HeBponaTus Tyta), 6onesHb fexxepuHa-CoTtTa
HacnepacteeHHast MOTOpHasi U CEHCOpHast
HeBponaTtusi. [unepTpoduryeckas HeBponaTus y
neten
MepoHeanbHas MblleyHas aTpodus (akCoHanbHbIN
T™n) (renep Tpoduyeckuii Tun). CuHapom Pyccu-
IeBn , BpoxaeHHas He4yBCTBUTENBHOCTb K 60mu ¢
aHrMapo3om HacneactseHHas HeponaTus ©
NoABEPXKEHHOCTLIO Napanuuy oT cAaBneHns
BonesHb Pedcyma BonesHb Pedcyma knaccuueckas Ho3onorudeckas gopma (BonesHn HepBHOW cucTembl G60.1
OcTpas BocnanutensHas cuHapom MuiteHa-bappe Ho3onoruyeckas opma [BonesHn HepBHOW cucTembl G61.0
AeMVennMHnsnpyoLwas
nonupaavikynoHesponaTns
(cuHppom lMuiteHa-bappe)
XpoHuyeckasi Ho3onoruyeckas gopma [[dpyrue BocnanuTenbHble G61.8
BOCnanuTenbHas nonvHeponaTuu
AeMUenuHu3npyoLwas
nonuHeBponaTus
Miasthenia gravis Miasthenia gravis Hozonorrnyeckas opma |bonesHn HepBHOI CUCTEMbI G70.0
BpoxpaeHHas nnm BpoxpaeHHble hopmbl MMacTeHnm rpynna BonesHn HepBHOM cucTeMbl G70.2
npuobpeTteHHas MnacTeHns
MblweyHas guctpodus MelweyHas guctpodust BpoxaeHHas MbiweyHas rpynna BonesHn HepBHOM cucTeMbl G71.0
anctpodus:
* ayTOCOMHas peLeccuBHas 4eTcKkoro Tuna,
HanomuHatowasn
anctpoduio JioweHHa unu Bekkepa
» nobpokavecTBeHHas [Bekkepa]
* fo6bpokayvecTBeHHasa NonaTovHo-NepoHearnsHas ¢
PaHHUMK KOHT pakTypamu [Omepu-fpeiicyca]
* ancTanbHas
* NnevyenonaTovHo-nuUeBas
* KOHEYHOCTHO-MOoACHasA
* rNasHbIX MblLUL,
* rnasornoToyHas [okynodapuHreansHas]
* nonaTo4Ho-mano6epuosas
* 3riokayecTBeHHas [[ioweHHa])
BpoxaeHHble muonatum BpoxpaeHHas MbileyHas aucTpodus: rpynna BonesHn HepBHOM cucTEMbI G71.2
BpoxpaeHHasn MbileyHas
avcTpodus * CO cneunduyeckumm Mopdonornieckumm
NopaXeHNSIMN MbILLEYHOro
BOJIOKHA
BonesHsb:
* LeTparnbHoro sapa
* MUHUSAepHas
* MynbTUsaepHas
[lncnponopuus TMNoB BOMOKOH
MwuonaTtus:
* MUOTYBYnsApHas (LeHTposaepHast)
* HEeManuHHas [6oneaHb HemanuHHoro Tenaj
MuToxoHapuanbHas cuHgpom MELAS, MERRF, NARP, cuHgpom KepHca- rpynna BoneaHu HepBHOW cUCTEMBbI G71.3
Muonartusi, He Caliepa, MUTOXOHAPUANbHbIE MUONATUM,
KnaccuuumpoBaHHas B 06yCcnoBneHHble He[OCTaTOYHOCTbLIO KOMMIEKCOB
Apyrux pybpukax OblXaTenbHON Lenu MUTOXOHAPUN
OHuedanonaTtus CuvHApom AecumumTa roKo3HOro TpaHcnopTepa 1 rpynna BonesHn HepBHOWM cucTEMBbI G934
HeyTOYHEeHHas T1na GLUT 1, 6onesHb Ae BuBo, sHuedanonatus ns
3a geduuymuta GLUT1
CupuHromvienus n Manedopmauus ApHoneaa-Knapu tvn 1 rpynna BonesHun HepBHOM cucTeMbI G95.0

CUpUHrobynbbus

CupuHromvenus, cupuHrodynb6us




AnbTepHupylowasa remunnerns Ho3onorudeckas gopma [BonesHn HepBHOW cUCTEMbI G98
[AeTcKoro Bo3pacra
HewipoTpoduueckuin kepatut  |HenpoTtpoduyeckas kepatonatus Ho3onorudeckas gopma |BonesHu rnasa un ero H16.2
npuaaToyHoro annapara
HacnencTeeHHble rpynna Bonesnu rnasa u ero H35.5
peTuHanbHble AucTpodun [vctpodus: npuaaToyHoro annapara
* peTuHanbHas (anbbunyHkTaTHas) (MMrMeHTHas!)
(>kenToYHO NnopoGHas)
* TaneTopeTUHanobHas
* BUTPEOpeTUHanbHas
MurmeHTHbIN peTuHUT. BonesHb LWTaprapara,
amaBpo3 JleGepa BpoXaEHHbIN
Atpodbusa 3putenbHoro Hepaa. |ATpodus 3apuTenbHas lNlebepa (HacneacTBeHHas). Ho3onorudeckas ¢opma |Bonesnu rnasa un ero H47.2
MNobneaHeHWe BUCOYHOWM MOMOBWHbLI AUCKa npuaaToyHoro annapara
3pUTEnbHOro Hepea
Wpvonatuyeckuia BO3BpaTHbLIN NepukapauT Ho3onorudeckas ¢opma [[dpyrue 6onesnn cepaua 109.2
peLVANBMPYIOLLNIA
nepukapauT
MepBuyHas neroyHas MNanonatnyeckas JTAl, HacneacteeHHas JIAI rpynna BonesHu cuctembl 127.0
rMnepTeHsus KpoBooGpaLLeHns
IleroyHas aptepuanbHas (NAT, accounnpoBanHas ¢ BINC, pesvayansHas JNAT, rpynna BonesHu cuctemsl 127.8
rmnepTeHsus, CuHapom Jii3deHmeHrepa, nepcuctupyowias AT KpoBoOGpaLLeHNs
accouumpyrLascs ¢ Apyrimmun (HosopoxaeHHbIx, JIAT, accoummnpoBaHHas ¢
3abonesBaHnaAMM CUCTEMHbIMU 3a60MeBaHNSMN COeANHUTENBHON
TkaHu; JTAT, accounmnpoBaHHas ¢ BUY nHdekumen,
JTAT, accoumvpoBaHHas ¢ nopTanbHo
runepTteHaven, JTAT, accoummpoBaHHas ¢
LUMCTOMMUA3Z0OM, JIEroYHasi BEHO-OKKITIO3MOHHas!
60ne3Hb UNu NeroyHait BeHO-aKKIO3NOHHbIN
remMaHrmomaros, )
XpoHuyeckas Ho3onorunyeckas dopma |bonesnun cuctemsl 127.8
TpomGoamGonuyeckas KpoBooGpaLLeHust
nerovHas runepTeH3vs
O6cTpyKTUBHAA F'vnepTtpodunyeckasn kapanommonaTus; CemenHas rpynna BonesHu cuctemsl 142.1
runeptpoduyeckas 06CTpyKTUBHAs ryunepTpoduyeckas kapanommonaTust KpoBooGpaLLeHust
KapauomuonaTus,
[pyras runeptpoduyeckas CewmeliHas o6CTPYKTUBHAs r1nepTpoduryeckas rpynna BonesHu cuctemsl 142.2
KapauomvonaTtus KapanomvonaTtus KpoBooGpaLleHNst
[lpyrve yTouHeHHble Cungpom TumoTh (CHAPOM YANUMHEHHOTO rpynna BonesHu cuctembl 145.8
HapyLLUEHWsi NPOBOAUMOCTU. nHTepsana QT T1n 8, cMHAPOM YANMHEHHOTo KpoBooGpaLLeHNs
nHTepeana QT c cuHgaktunueir), CuHgpom
AHpepceHa-TaBuna (CUHAPOM YANMMHEHHOTO
nnTepsana QT Tun 7)Cunapom [xepsena-JlaHre-
Hunbcena (CuHapom yanuHeHHoro nHtepsana QT ¢
rNyxoTon)BpoxaeHHbIi CUHAPOM YAIMHEHHOTO
nHTepsana QT (CuHapom PomaHo-Yopaa tunbl 1-6)
Kenypoukosas Taxukapams KatexonamuHepruyeckas xenyno4kosas rpynna BonesHu cuctemsl 147.2
Taxvkapams (MHorodokycHas xenynoykoBas KpoBooGpaLLeHns
Taxvkapaus, 3nokayecTBeHHas napokcuamarbHas
XenyaoykoBas Taxukapawsi, AByHanpaBneHHas
XenynoykoBas Taxukapausi, CUHKonanbHas dhopma
Xenyno4KoBOW Taxukapanm)
[pyrve kapauomuonaTum ApuTMOreHHas AMCnnasus nNpaBoro Xernyno4ka rpynna BonesHu cuctembl 148
(apuTMoreHHas kapguonaTusi) KpoBoOGpaLLeHNs
dubpunnsums n Tpenetanne |CemeiiHas unbpunnsums-TpenetTaHve npeacepann rpynna BonesHu cuctemsl 148
npeacepaumn KpoBoOOpaLleHns
CuHgpom cnaboctn CvHapom cnabocTy CUHYCOBOTO y3na rpynna BonesHu cuctemsl 149.5
CWHYCOBOTO y3na (HacneacTBeHble hopmbl) KpoBoOGpaLleHNs
Vavonatuyeckuii neroYHbI Mpvonatuyeckuii onbposnpytoLmin anbseonmt Hosonorunyeckas opma |bonesHn opraHoB AbixaHusi Jg4.1
¢dnbpos
[lpyroii CnoHTaHHbI HacneacTBeHHasi hopMa NepBUYHOrO CMOHTaHHOTO Hosonoruyeckas popma |boneaHn opraHoB fgbixaHus J93.1
NHEBMOTOPAKC NHEBMOTOPOKCA
KpoHa 6onesHb KpoHa 6onesHb Ho3onorunyeckas opma |boneaHun opraHos K50
nuLeBapeHns
A3BEeHHbIV KONUT Hecneuundunyeckuii 93B€HHbIN KOUT rpynna BonesHu opraHos K51
nuiieBapeHns
XpoHuueckasi KuLeyHas CuUHOPOM KOPOTKOM KULLKMN C BblPaXXEHHbIMU rpynna BonesHu opraHos K91.2, K91.8
HeJoCTaTOMHOCTb (C 6enKoBO- |SBNEHNSMKU ManbaurecTumn n mansabcopoumm. nueBapeHns

3HepreTu4eckomn
HeJoCTaTOMHOCTLI0). [ipyrue
HapyLUEHWsi OpraHoB
nuLieBapeHus nocne
MeOWLIMHCKMX NpoLieayp, He
KnaccuuumMpoBaHHble B
Apyrux pybpukax.

[MocTpe3eKUMOHHbIN CUHAPOM KOPOTKOM KULLIKW.




CVHAPOM KOPOTKOW KULLIKU

MocTpe3eKUNOHHbIN CUHAPOM KOPOTKOW KULLIKW;
HapyLLUeHWe BcacbiBaHWs MOCe XMPYpPruyeckoro
BMeLLaTenbCTBa, He KnaccuguumnpoBaHHoe B Apyrnx
py6puKax; CUHAPOM KOPOTKOM KULLKU C
BblPaXX€HHbIMU SIBNIEHUSMU ManbaurecTuv u
maneabcopbumm

rpynna

BonesHu opraHos
nuLLeBapeHus

K90.8, K90.9, K91.1

Hepmatut repnetudopmMHbii. |depmaTut repnetndopmHblin. BonesHs [diopuHra Ho3onoruyeckas gopma (BonesHn koxu n L13.0
BonesHb [JiopuHra NOAKOXHOW KneT4yaTku
Opyrve HapyLeHus, pycuennu BonesHb(napumanbHbii anbouHU3M 1 rpynna Bonesnu koxu n L81.6
CBAI3aHHbIE C YMEHbLUEHNeM  [remodparouutapHbiin CUHAPOM, CUHAPOM NOAKOXHOW KneT4yaTku
obpa3oBaHuNa MenaHnHa napumanbHoro anbbuHnaMa-mMmyHoaenumnTa;
Chediak-Higashi like syndrome)
['paHynomatos Berenepa paHynomatos BereHepa Ho3onorudeckas ¢opma (BonesHn opraHoB ApixaHus M31.3
lOHoLweckuii apTpuT C HOHoLeCKNA apTPUT C CUCTEMHBIM HaYarnoMm, a Takke rpynna BonesHn kocTHO- MO08.2
CUCTEMHbIM Ha4anom CINCA CuHapom (xonopoBas nuxopaaka, CUHAPOM MBbILLUEYHON CUCTEMbI U
Mykne-Benca) COENHUTENBHOW TKaHN
MonnaptepunT ¢ nopaxeHvem |Yepaxa-Ctpocca Ho3onornyeckas opma [BonesHn kocTHo- M30.1
nerkux [Mepmka-Ctpoccal. MbILLEYHOW CUCTEMBI U
COEANHUTENBHOW TKaHN
HacneacteeHHas CuHgpom Anwoy-Lynemana. HacneacteeHHbIv Ho3onoruyeckas opma [boneaHn kocTHo- M31.1
TpomMBoTHyeckasn nedvunt ADAMTS13. MbILLEYHOWN CUCTEMbI U
TpombouuToneHnyeckas COEANHUTENBHOW TKaHN
nypnypa (HacneacTBeHHas
TTM)
TpomboTnyeckas BonesHb MowwkoBuua, cuHapom Molukosuua Ho3onoruyeckas gopma [BonesHn kocTHo- M31.1
TpombGoLmToneHnyeckas MbILLEYHON CUCTEMBI U
nypnypa COEMHUTENBHOW TKaHN
CuHapom ayrn aopThbl CuHgpom ayru aopThl [Takascy] Ho3onorunyeckas opma |bonesHn KocTHoO- M31.4
MbILLEYHON CUCTEMbI U
COEANHUTENBHOW TKaHN
BonesHb Bexuyeta BonesHb Bexuyeta Ho3onorunyeckas opma |bonesHn KocTHoO- M35.2
MbILLEYHON CUCTEMbI U
COEANHUTENBHOW TKaHN
dubpogncnnasns BonesHb MioHxenmepa MNporpeccupytowmi Ho3onorunyeckas dopma |bonesHun mMbiwy M61.1
occucuumpytoLas occudmnumpyroLwmii Mnosut MNapaoccansHas
nporpeccupyoLas retTepoTunuyeckas occudmkaums «bonesHs BToporo
ckeneTta»
[pyroi XpoHnyeckwuii XpoHnyecknit MynbTUdgoKanbHbIA OCTEOMUENUT Hoszonornyeckas popma |boneaHn KocTHo- M86.6
ocTeoMuenuT (cuHppom Mamkuug) MbILLEYHON CUCTEMBI U
COEANHUTENBHOW TKaHN
MepeuyHas runepokcanypus | |Okcanos Ho3onoruyeckas gopma (BonesHy moyenonosoii N20
Tvna CcUCTEMBI
Myxckoe 6ecnnogue A3zoocnepmMusi HacneacTBeHHble OPMbl rpynna BonesHn moyenonoson N46
CUCTEMbI
BpoxaeHHble aHomanum OTcyTCTBUE pagyKku. AHUPUAUS. Hosonornyeckas opma |BpoxaeHHble aHomanum Q13.1
(nopoku pa3suTKs) nepegHero (nopoku passuTtus)
cermeHTa rnasa nepeaHero cermeHTa rnaa
BpoxaeHHas aHomanus BonesHb JleHerpa (cemeliHas nporpeccupytoLas Ho3onorunyeckas opma |BpoxaeHHble aHomanum Q20.9
cepaeyHbIX kamep u cepaeyHas 6nokaaa) [nopokwu kposwu],
COEANHEHNI HeYTOYHEHHasn Aedopmauumn n
XPOMOCOMHbIE HapyLUEHWS
BonesHb MMpinpyHra. BonesHb MpLunpyHra. AraHrnnoHos. BpoxaeHHsbIi rpynna BpoxaeHHble aHomanuu Q43.1
AraHrnnoHo3. BpoxaeHHsbIi (araHrnmo3sHbIn) MerakonoH [nopoku kposu],
(araHrnmosHbIin) MerakonoH nAedopmaumu n
XPOMOCOMHbIE HapYLLEHUS
CuHapom Anaxunns ApTepuoneyeHoyHas gncnnasusi; CUHApoMHas Hosonorunyeckas opma |BpoxaeHHble aHomanum Q44.7
HeJOCTaTOYHOCTb XeMNYHbIX MPOTOKOB [nopoku kposwm],
nedopmauumn n
XPOMOCOMHbIE HapYyLLEHUS
KuctosHas 6onesHb noyek NONUKNCTO3 NOYeEK peLieCCUBHbII rpynna BpoxaeHHble aHoManuu Q61
[nopoku kposu],
nedopmauumn n
XPOMOCOMHbIE HapyLLEHUS
[pyrve BpoxaeHHble . KntounyHo-4yepenHo An3octos. BpoxaeHHbIn rpynna BpoxaeHHble aHoManum Q74.0

aHomanuu BepxHen
KOHEYHOCTU(en), BKIoYas
nneyesow Nosc

TIOXHBI CycTaB KMoYmLbl
Hedopmauus MagenyHra. Jly4enokTeBon CUHOCTOS.
Hedopmauus Lnpexrens

[nopoku kposu],
nedopmauumn n
XPOMOCOMHbIE HapyLLEeHNs




AxoHpgponnasus. AxoHpgponnasusi, rmnoxoHaponnasus rpynna BpoxaeHHble aHomanuu Q77.4
F'vnoxoHaponnasus [nopoku kposm],
nedopmauum n
XPOMOCOMHbIE HapyLLEHUS
[nctpoduyeckas aucnnasva  |AHaykceTudeckasn aucnnasma Ho3onoruyeckasn gopma |BpoxaeHHble aHomanum Q77.5
[nopoku kposu],
Aedopmauumn n
XPOMOCOMHbIE HapyLLEHWA
MceBpoaxoHaponnasus BpoxaeHHble aHoManuu Q77.8
[nopoku kposm],
nedopmauum n
XPOMOCOMHbIE HapyLLEHUS
He3aBepLueHHbI ocTeoreHe3d |HesaBeplueHHbIN ocTeoreHes (HecoBepLUeHHbIn rpynna BpoxaeHHble aHomanuu Q78.0
OoCTeoreHes) [nopokwn kposwu],
nedopmaumm n
XPOMOCOMHbIE HapyLLEHWA
MHoXeCTBEHHbIe BPOXAEHHbIE | OK30CTO3HAst XOHAPOAMCTNA3NS, 9K30CTO3Has Ho3onorndeckas dopma |BpoxaeHHble aHomanmm Q78.6
9K30CTO3bl 60ne3Hb, MHOXECTBEHHbIE BPOXAEHHBIE 3K30CTO3bI [nopoku kposm],
nedopmauum n
XPOMOCOMHbIE HapyLLEHUS
CuHgpom Anepca-[axno CuHgpom Anepca-annoca rpynna BpoxaeHHble aHomanum Q79.6
[nopoku kposu],
Aedopmauumn n
XPOMOCOMHbIE HapyLUEHWS
BpoxaeHHbIn nxTnos BpoxaeHHbIn nxtnos (pasHble opmbl), CHILD rpynna BpoxaeHHble aHoManuu Q80
CUHAOPOM, [nopoku kposm],
nAedopmaumu n
XPOMOCOMHbI€ HapyLLEHNs
BynnesHblii annaepmonus HacneaCcTBEHHbIN(BPOXAEHHbIN) BynesHbl Ho3onoruveckasn dopma |BpoxaeHHble aHomanum Q81
annaepmonua) [nopokwn kposwu],
nedopmaumm n
XPOMOCOMHbIE HapyLLEHWS
OkToaepmanbHas gucnnasus  [OkrogepmanbHas AMcnnasusa aHrnapoTuyeckas X- Ho3onorudeckas gopma (BpoxaeHHble aHomanum, Q82.4
(30) rvnornpgpoTnyeckas, X-  |cuenneHHasi, cuHapom Kpucta-CumeHca-TypeHa nedopmauum n
cuenneHHas XPOMOCOMHbI€ HapyLLEHNs
[pyrue yToyHeHHble Bnyma Cunapom, [uckepatos BPOXAEHHbIN rpynna BpoxaeHHble aHomanuu Q82.8
XPOMOCOMHblE aHOManuu (KOHreHWUTanbHbLIN ANCKepaTo3), CUHAPOM OHUXO- [nopoku kposu],
TPUXOAUCNNA3UN U HENTPOMNEHUH, Aedopmauumn n
XPOMOCOMHbIE HapyLUEHWS
HewipodubpomaTos | Tuna Hewipodubpomatos | Tuna Hosonornyeckas opma |BpoxaeHHble aHomanum Q85.0
[nopokwn kposw],
nedopmauum n
XPOMOCOMHbIE HapyLLeHNs
Ty6epo3Hblii cknepo3s Ty6epo3sHbii cknepos, bonesHb BypHesunns Ho3onorunyeckas opma |BpoxaeHHble aHomanum Q85.1
[nopokwu kposwu],
nedopmaumu n
XPOMOCOMHbIE HapyLUEHWS
[pyrne chakomaTosbl, He BonesHb thoH-Xvnnens-NuHaay,Cunapom: Hosonornyeckas opma |BpoxaeHHble aHomanum Q85.8
KnaccuuumpoBaHHbie B * Mewvtua-Erepca [nopoku kposu],
apyrvx pybpukax * Ctpagxa-Bebepa nedopmauum n
XPOMOCOMHbIE HapyLLEeHNS
CuHOPOMbI BPOXAEHHBIX CwuHpgpom NonbaeHxapa rpynna BpoxaeHHble aHoManuu Q87.0
aHoManui, BAMSIOLLMX CuHgpom Mebuyca [nopoku kposwu],
NpPenMMyLLIECTBEHHO Ha CuHapom opo-thaumanbHO-AUrMTanbHbIN nedopmaumu n
BHELLUHUIA BUA nuua CuHgpom PobeHa XPOMOCOMHbIE HapyLUEHWS
CuHgpomTpeyepa KonnuHsa ,CuHgpom Belinsi-
MapkesaHu,CuHgpom KpysoHa, cuHgpom CeTtpe-
XoTueHa, cuHapom rpuma Kabyku (cuHapom Humkasbl
Kypokw)
Cunapom KodbdunHa-Cupuca Ho3onornyeckasa gopma |BpoxaeHHble aHomanum Q87.1

[nopoku kposu],
nedopmauumn n
XPOMOCOMHbIE HapyLLEHNs




CVHAPOMBI BPOXAEHHbIX CuHgpom Apckora (Aapckora-CkoTta CuHApoMm ) rpynna BpoxaeHHble aHomanuu Q87.1
aHomanui, nposiensowmxcst  (CuHgpom KokkenHa [nopoku kposm],
npevmyLect CuHgpom [le Nanre nedopmauum n
BEHHOKapIMKOBOCTbLIO CuHgpom [ly6osuua XPOMOCOMHbIE HapyLLEHUS
CuHppom HyHaH
CunHgpom Mpagepa-Bunnu
CuHppom Po6uHoBa-CunbeepmeHa-Cmuta
CuHppom Paccena-Cunbepa
CuHgpom Cmuta-Nemnu-Onuua
CuHOPOMBI BPOXAEHHBIX CuHgpom Xonta-Opama rpynna BpoxaeHHble aHomanuu Q87.2
aHomManui, BoBMneKatoLmx CuHgpom Knunnens-TpeHoHe-Bebepa [nopokwn kposwu],
NpenmyLLIEeCTBEHHO CUWHOPOM OTCYTCTBUSA (HEAOPA3BUTUSA) HOTEN- Aedopmauumn n
KOHEYHOCTH HagKONEeHHUKa XPOMOCOMHbIE HapyLLEHWA
CuHgpom PyGuHWTENHA-Teibn
CnHAPOM CUpeHOMENUM [CPaLLEHNSA HMKHUX
KOHEeYHOCTEen
CUHAPOM TPOMGOLIMTONEHUN C OTCYTCTBUEM
nyyeson kocTu [TAR]
Cwungpom VATER , BpoxaeHHasi KOHTpakTypHas
apaxHogaktunus (cuHgpom bunca)
CUHAOPOMbI BPOXAEHHbIX CuHgpom: rpynna BpoxaeHHble aHomanuu Q87.3
aHomanui, nposiBnsowmxcs |+ beksuta-Bugemaxa [nopokwn kposwu],
M36bITOYHBIM POCTOM » Cotoca nedopmaumu n
[ruraHTM3MoM] Ha paHHKX * Yusepa XPOMOCOMHbIE HapyLUEHWS
aTanax passutus
CuvHppom MapdaHa BonesHb MapdaHa Ho3onornyeckas gopma |BpoxaeHHble aHomanmm Q87.4
[nopoku kposw],
nedopmauum n
XPOMOCOMHbIE HapyLLeHNs
[pyrue yToyHeHHble Bunbsimca cuHgpom,CuHgpom Ctuknepa, CuHapom: rpynna BpoxaeHHble aHomanum Q87.8
CUHOPOMbI BPOXAEHHBIX » AnbnopTta [nopokwu kposwu],
aHomanui, He « NlopeHca-MyHa-buansa nedopmaumu n
KnaccuuumnpoBaHHble B « 3eneerepa (Llenbserepa), a Takke cUHAPOM XPOMOCOMHbIE HapyLUEHWS
Apyrux pybpukax LEOPARD
[lpyrve yTouHeHHble Cungpom rpuma Kabyku, cuHapom Kabyku, cuHapom | Hosonorudeckas dopma |BpoxaeHHble aHomanum Q89.8
BPOX/AEHHble aHomanum Hunkasbl-Kypoku [nopoku kposw],
nedopmauum n
XPOMOCOMHbI€ HapyLLEHNs
OuctanbHas aeneuus 4p CwuHpgpom Bonbga-XvpLuxopHa, avctansHas Ho3onorunyeckas opma | XpoMOCOMHblE aHOManuu, Q93.3
MOHOocoMUs 4p, TenomepHas aeneuus 4p He KnaccuuumpoBaHHble
B ApYyrux pybpukax
[Oeneuwns kopoTKoro nneva CwuHapom [6onesHb] KoLaybero kpyka, CMHApOM Ho3onorunyeckas opma |BpoxaeHHble aHomanum Q934
XPOMOCOMbI 5. NexeHa [nopokwu kposwu],
nedopmaumu n
XPOMOCOMHbIE HapyLUEHWS
[pyrue geneunn 4actu CUHAPOM AHrenbmaHa (CMHAPOM JHrenbmaHa) Ho3onorunyeckas opma |BpoxaeHHble aHomanum Q935
XPOMOCOMbI [nopokwu kposwu],
nedopmaumu n
XPOMOCOMHbIE HapyLUEHWS
[pyrne aHomanuu xpomocom, |FepmadpoanTnam NCTUHHLIN,Jlomkas X-xpoMmocoma. rpynna BpoxaeHHble aHomanuu Q99
He KnaccuguumpoBaHHble B CUWHOPOM NOMKOW X-XpOMOCOMbI [nopoku kposu],
apyrux py6pukax nAedopmaumu n
XPOMOCOMHbIE HapyLLeHNs
3nokavecTBeHHas Ho3onorunyeckas copma |3nokayecTBeHHast T88.3
rmneptepmus rmnepTepmus, BoblaBaHHas
aHecTesunen
HedpoTtuueckuin cuHgpom BonesHb nnoTHoro ocagka (Mem6paHo3Ho- rpynna BonesHn moyenonoson NO4
nponudepaTuBHbIN rnomepynoHedpuT, Tun 2) C3 CUCTEMBI
rnomepynonatusa (MembpaHo3Ho-nponudepaTUBHbIN
rnomepynoHedpuT, Tun 1 1 3 unu BAY)
MepeuyHas runenpokcanypust |Okcanos, Primary Hyperoxaluria (PHI) Ho3onorunyeckas opma |bonesHn moyenonoson N20
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