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[IepBr4HbIC (HACIEACTBEHHBIC) UMMYHOACMUIIUTHI OTHOCATCS
K T€HETHYECKH JECTCPMUHUPOBAHHBIM 3a00JICBaHHSM,
OPaXarlUM T'YMOPaIbHYIO W/WIN KIETOUYHYIO CUCTEMY
pHOOPETEHHOTO UMMYHHUTETA (OMOCpeIoBaHHYI0 B- 1
T-nmumbonuTaMu COOTBETCTBEHHO) MM 3aIIMTHBIC MEXaHU3MBI
BpOoxkJeHHOr0 uMMyHHUTeTa (NK-Ki1eTku, Gparonursl
WA CUCTEMY KOMILJIEMEHTA).



Knaccudpukanms:
1. HemocTtaroyHOCTh TUM(POUTHON CUCTEMBI:
a) B-xJ1€TO4YHOro 3B€Ha UMMYHMUTETA U AHTUTEII;
0) T-kJI€TOYHOTO 3B€HA UMMYHUTETA,;
B) KOMOMHHUPOBAaHHAs HEJIOCTATOYHOCTh OOOHNX 3BEHBEB;
2. ledunutsl (Hharomuros;
3. Jlepuut (pakTOpOB KOMILJIEMEHTA;
4. KoMOMHHAPOBaHHBIC UMMYHOAC(MHUIIUTHI, BKIIOUAIOIINEC
HEJIOCTAaTOYHOCTh HECKOJIBKUX 3B€HbEB CH M CTBONOBBIX KJIETOK.
OcHoBHOM npuurHOM 3TUX NI city>xkat MyTanuu
COOTBETCTBYIOIIUX I'eHOB. [latorenes M/l ctanoBUTCS
SICHBIM IIOCJI€ BBIJICJICHUS T€HA WJIM TPYIIIbl TEHOB, OTBETCTBEHHBIX
3a ero passutue. Muorue nepsuunbie /]
SABJIAIOTCS MOJUTCHHBIMU CUHAPOMaMU, 00y CIIOBICHHBIMHU
ne(peKTaMM T€HOB, HAXOAAIMMUCS B Pa3HbIX
XPOMOCOMaX.



1. HemocTtarouHOCTh TUM(POUIHON CUCTEMBI

1) CuennenHas ¢ X-XpoMOCOMOM araMMarjioOyJIMHEMUS
¢ 1e(pUIIUTOM TOpMOHa pocTta — 00je3Hb bpyToHa. MyTaninun

reda btk B koporkom mineue X-xpoMmocomsl B 1okyce DXS17 B
no3uuu Xq21.3-Xq22 HEeT THPO3MHKUHA3KI, HECOOXOAUMOM IS
co3peBaHus B-KJIETOK, HE PYHKIIMOHUPYIOT CTPYKTYPHBIC I'CHBI
CHHTE3a UMMYHOITI00YJIMHOB. b0I€0T MaIbuuKU.

2) CemexTuBHBIN Aeduinut nmMmyHormoOynnHa kiaacca A (IgA).

Jlenenun KOpoTKOro mieya 18 XxpoMoCoMbl, TOUHASA JTOKAJIU3aIMs HE
onucana. Jlepumur IgA accomumuponan ¢ ramtorunamu: HLADR-DQ
(DR3-DQA1()*)0501-DQB1(*)0201, DR7-DQA(*)0201-
DQB1(*)0501/] m DR1-DQA1(*)0101-DQB1(*)0501. dedexr CD40
Ha B- kieTkax ¢ nopaxenueM cexkpeunu IgA. B pesynbrare B-
nuMdonuTel He AU depeHunpyrorca B IgA-cexpeTUpyIOIMe KIECTKH
13-3a; (PYHKIMOHAJILHON HEIOJHOLICHHOCTH T-Xemepos,
MOBBIIIICHHOW aKTUBHOCTH T-cynpeccopoB, BeIpaOOTKH aHTH-IgA-
AHTUTEIL, T) HeJocTaTouHOCTH IuToKuHOB (MJI-10).



3) UMMyHO1€(DUIIUT C MOBBILLIEHHBIM YPOBHEM

umMmyHorooynuHa M (IgM) — cuaapom rumep-IgM. MyTanus B reHe
CD40L, mokann3oBaHHOTO Ha X-XpOMOCOME B mo3ulnu Xq26.3-27.1 ¢
TPAHBEPCUEU B KOJAOHE 257, UTO NPUBOAUT K 3aMEHE MNIMIIMHA HA acllaparuH
U I03TOMY OTCYTCTBYeT auddepennuporka CD40+ B-nmumdornnTos, oHH
OpOAYLUPYIOT TOJbKO IgM, 4TO CBA3aHO C HApYIICHUEM UX U30THUITHOTO
nepexroueHus npu Baumoaerncteuu ¢ CD154 monekynon T-mumM@ponuTos.
4) Tskesnblii KOMOMHUPOBAHHBINM UMMYHOI€(DUITUT

(TKU M) c peruxynspHoi aucredesneit. Myrtamus rera AK2 (1p34).
Bo3Hukaronuii B pe3yiabrare AePUIUT aJcHUIaTKMHA3bI 2 IIPUBOJIUT K
POCTY aloITO3a MUEIOUIHBIX U JUMOOUIHBIX HPEIIICCTBEHHUKOB.

5) HenocraTtounocTh afeHO3MHAS3aMUHa3bl. MyTanus reHa AJIA,
JTOKaJIM30BaHHOTO B XpoMocoMe 20ql2-ql3-ter nacnemyercs mo
PELICCCUBHOMY THITY; UMEETCS

“MoJyalui’’ ajajelb JOKyca aJlcHO3MHAC3aMUHA3bL;, 1e(OUIIUT €€ B
IPUTPOIUTAX U TUMQPOLIMTAX BEJET K HAKOILICHUIO JEOKCHAaACHO3UHA,
TOKCUYHO JECUCTBYIOIIETO HA T-TMM(OIUTHL.



6) HenocrarouHocTh MypuHHYKIC03UA(PoCchopuiaa3bl. MyTalus reHa
[TH®, nokanu3zoBanHoro B xpoMocome 14ql3.1 Beger k
HEJIOCTATOYHOCTH ITYPUHHYKJICO3UA(POChHOopuiIazbl, OIOKUPYETCs
pubonykineotuapeaykrasa u cuares JIHK; nacnenyercs

10 AyTOCOMHO-PEIIECCUBHOMY THITY.

7) Cungpom Buckorra-Ongpuyda, CHEIUICHHBIM ¢ X-XPOMOCOMOHM.
MyTanust reHoB B pernoHe Xpl1.22-Xpl1.23, noatomy nedekreH
TpaHCKpUNIMOHHBIN PakTop WASP u Hapy1ieHa skcripeccus
[JIMKOJIM3UPOBAHHBIX KUCIBIX IIMKonpoTenHoB (CD43,CD6, CD23,
CD37, CD76), y4acTBYIOIIHX B aKTUBALIMU

T-xneTok; nHOIIa UMEETCS HEIOCTATOYHOCTh INIMKO3UITpaHChepassbl.
[Io apyrum JaHHBIM MyTallMU BBI3BIBAIOT M3MeHeHUs: Ociaka WIP,
B3aUMOJEHCTBYIOIIETO C

WASP. AyTOCOMHO-PEILIECCUBHBIM THII HACIEA0BaHUs. boJeroT
MAaJIBYHMKH.



8) Cunnpom Ju-/[xopku. ['eHeTrnueckuil 1eeKT 22-i1 XpOMOCOMBI, TJIe
pacnonaraerca reH TBX1, mpoayKTom ero s3kCnpeccuu SBIsIeTCsl OETOK IO/
HazBaHueM T-DoX (80%). ITo mpUBOAUT K HAPYIICHHIO (DOPMHUPOBAHUS
0COOBIX SMOPHOHATIBHBIX 00PA30BAHUN -(hapUHI€aJIbHBIX MEIIKOB (TJIaBHBIM
o0pa3oM, 3-r1o u 4-T0), KOTOPHIE SABISIOTCS MPEIIIeCTBEHHUKAMHU Psijia
TKaHEW U OpraHoB (HeOa, TUMYCa, NapaIMTOBUIHOM KeJe3bl). Takxke
umerorcs nospexaenun 10-u, 17-u u 18-i1 xpomocom.

9) Cunnpom runeprammanioOynuaemus E (IgE). 'eneTnuecknii geexr B
reHe STAT3, uTo BiedeT 3a cOO0M YMEHBIICHHUE MPOAYKIIMN [IATOKUHOB,
KOTOPBIE OTBEYAIOT 3a CUHTE3 T€X MUJIA UHBIX (PAKTOPOB - Ay TOCOMHO-
nomuHaHTHBIN. [Ipu noBpexaeHun rena DOCKS8 — ayrocomHo-
PELIECCUBHBIN TUIT HACJICAOBAHUS.

10) UMmMmyHOIE(OULIMT ¢ aTaKCUEH-TeIeaHrnodKkTazuen (cuuapom Jlyu-bap).
MyTtanus rena atm B pernone q22-23, JIOKaJIM30BAHHOTO B JUIMHHOM IIJIEYE
11- 1 xpomocomsbl. ['en atm kogupyeT GpocharnAUINHO3UTOIKUHA3Y,
yY4aCTBYIOIIYIO B KJICTOUHOM JICJICHUM U Mepeauye CUTHAIOB akTuBaIuu. Ero
Ne(PEeKTHOCTh NMIPUBOJAUT K HAPYILICHUIO CO3peBaHusA U QyHKIWM T- 1 B-
KJIETOK.



2. Jlepunutsl (haroyToB

1) XpoHuueckas rpaHyiaeMaTo3Has 0oyie3Hb. MyTanus o0OyclIoBIEeHa
HEAOCTATOYHOM ITuToXpoMma 0558, mokann3oBaHHEINA B XpOMOCOMaX
1925, 7q11.23, 16924, Xp21.1 u nedbextr HAJI® H-okcupaassl,
KaTaJIM3UPYIOIKUK npeBpaiieHnue O2 B CyIepOKCHIAaHUOH

02, HeOOXOAUMBIN JJIS TIPOSBICHUS OAKTEPUILIMIHON aKTUBHOCTH
HerTpoduioB. B 70% cinydaeB BcTpeuaercs aedhuuut gp91-doke (X-
cuerieHHbIi), B 20% nedexrsl p47 u B 5% — p22 (ayTOCOMHO-
PELIECCUBHELIC).

2) CungpoM Yennaka-Xuracu — ay TOCOMHO-PEIIMCCUBHOE
3a005eBaHue, 00yciioBieHHOe MyTanuei reHa LY ST (perymstop
Murpanu xpomocoM; SHS1) B 1-if xpoMocome, YTO IPUBOLUT K
HapyLICHUIO “TEeKy4eCcTH MEMOpaH JECUKOIIMTOB U MOSIBICHUIO
TUTaHTCKUX TPaHyl.



3) JlebuuuT aare3uu JICMKOLMTOB.

1 Tomn. edekr rena B-nenu naterpunos — CD11a, CD11b,
CD11c/CD18 npu LAD-1 B xpomocome 21q 22.3. IIpu LAD-1 u3-3a
orcytctBusi CD18,LFA-1, MAC-1 HapymiaeTcsi B3auMOJECHCTBHE
JICUKOLINTOB

C APYTUMHM KJIETKaMH, HEUTPODUIIbI HE CBA3BIBAIOTCS C KICTKAMMU
HJIOTEJINS U HE MUTPUPYIOT B TKAHU B OTBET HA XEMOTAKCUYECKHE
cTUMYJbl. HaciienyeTcs no ayToCOMHO-PEIECCUBHOMY THUITY.

2 tumn. JleekT reHa, Koaupyromero PepMeHT JJ11 MeTadoInu3Ma
(yK03bl 1 MAHHO3BI, JJOKaJIN30BaHHOTO B SPS50-CD62L, uto
NPUBOJUT K MPEKPAIICHUIO POJUIMHTA U MUTPALIUU JICHKOLIMTOB B
ouar MH(QEKLUHU U B PE3YIBTATE 00PA3YIOTCS PEUUIUBUPYIOIINEC
MH(EKINU KOXKHU, HOAKOKHON KJIETYaTKH.



3. Jleduuut paxkTopoB KOMILIEMEHTA

Jlepummt narnouropa Cl-screpa3sl.
Jeduuut Cl-uHrnouTopa, J0Kaanu3oBaHHOTO B 11-0i1 XpoMocoMe.

1 i (85%) - Hedumut Cl-uarudutopa 00yCclnoBICH
HE(YHKIIMOHUPYIOIIAM T€HOM. MyTalus 3aKiIro4acTcs B
Pa3HOOOPA3HBIX BKIIIOUCHUSAX WU JCICIUSIX OQHOTO WU
HECKOJIbKMX HYKJICOTHIOB B 001aCTH reHa, kogupyromero Cl-
MHruOMTOP. MyTanus HacIeayeTCsl Kak ayTOCOMHO-IOMUHAHTHBIM,

2 tun (15%) - mytanusa B no3unuu ApruauH 444 j1oKyca, IIpu 3TOM
He (yHKIHOHUPYIOHUi Cl-UHrHOUTOp HE pacXoayeTcs, 4To
IIPUBOJIUT K OOJIEE BHICOKOW, YEM B HOPME, KOHIICHTPAIIUH B
CBIBOPOTKE KPOBH.

3 THUII — MEXAaHU3M HEU3BECTEH.



denorur 0O0JIBHOIO

bomnesus bpytona
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Cunapom Buckorra-Omnapuya.
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Cunapom Ju-J>opmxu

Cunapom Ain JDKOPAMMK
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NMMyHOIE(DUIIUT C aTaKCUEN-TEIEAHTMOAKTa3uen (cuHapom Jlyun-
bap)

Telangiectasias
http://www.binipatia.com/wp-content/uploads/2013/01/W-TLGTX.qif

ATaKcmA-TeneaHrmaKTasma
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XpoHHYECKas TpaHyjeMaro3Has 00JIE3Hb
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Cunapom Yenmaka-Xuracu
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Jleunut maruouropa Cl-acTepassr

AHIrMOHeBPOTHYECKHI 0TeK, B6I3BAHHBIH
nedunnrTom Clg uHrHOHUTOpA CHCTEMbI
KOMILTeMeHTA
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Kinnaudeckoe TeuecHUE

1. bone3ns bpyToHna. B rpyanomM Bo3pacte (3-4 Mecsiia) MosaBIsSOTCA
KO>KHBIE€ BBICBHINIAHWS, MHMEKIINN BEPXHUX WIJIH HUKHHUX
IbIXaTeNbHBIX MyTel. B 4 roga: HEeT peakiuil 1MM@Ooy3JI0B
(rumoruiazus) 1 CEIE3CHKHU B IIEPUOALI 000CTPEHUH IIPOLIECCa, HE
ObIBAET aJICHOUAO0B, TMIIOILIA3MS MUHIAINH; HEPEAKHU COUETAHUS C
aTOIIMYECKOM AK3EMOM, aJUIEPrUU€CKUM PUHUTOM, OPOHXHAJIBHOU
actMoi. HaOmromaercss CHHYCHUT, OTUT, TaUMOPUT, MCHUHTUT,
KOHBIOHKTHBUT.



2. Tspxenpii KOMOMHUPOBAHHBIM UMMYHOJE(MUIIUT C PETUKYIISIPHOU
aucrenesuent. [locne poxxaeHus HaOIOAAETCsl KOPEIoa00Has

CBhIIIb C FHHepHHMeHTaHHeﬁ KaK IIPOABJICHHUC PCAKIIUHA

MAaTEPUHCKHUX JIUM(POIUTOB, MPOHUKIINUX YEPE3 TIALCHTY. [eTn
nOru0OaroT B MEPBBIC MECALBI )KU3HU OT CENTUYECKOTO MPOIECCa;
YXYAIIEHUE COCTOSTHUS OOBHOTO U CMEPTh HACTYIIAET B TEUEHHUE
OTHOTO JHS; XapaKTEePHbI IIOCTOSTHHAA MOJIOYHHUIA, KAaHA 035l

KOXKH M CJIU3UCTBIX 000JI0YEK, TUapesi, HHTEPCTULIMAIIBHBIC
ITHEBMOHHWH, TSKEJIbIE BUPYCHBIE HH(PEKIIUM (TEpIIeC, aACHOBUPYCHI,
MUTOMETAIOBUPYC). ECin HE JIEUNThCS IPUBOAUT K CETICUCY.

3. HexocTaTro4HOCTHh aJICHO3HH-I€3aMUHA3bl. 3a00JIeBaAHUE
HAYMHAETCS B EPBBIC HEACIH KU3HU PEOCHKA, IPU 3TOM
OTMEYAKOTCS MOPAXKEHUS KOXKHU, NBIXATEIIbHOU, MAIIEBAPUTEIIBHON U
HEPBHOM CUCTEM. HacTO pa3BUBAIOTCS CENITUUECKUE COCTOSTHUS. Y
OOJILIIMHCTBA OOJIbHBIX OTMEYEHBI IIOHOCHI C BOASHUCTHIMHU
KaJIOBBIMU MacCaMu, C TPYJIOM MOJJIAOIIMECS JICUCHUO. Bce nerckue
MH(PEKIMHA U MPO(UIAKTUYECCKUE BaKIIMHALIMNA TIPH 3TON O0JI€3HU
IIPOTEKAIOT OUYEHb TSKEIIO.



4. Cungpom Buckorra-Onapuya. IIposiBiasieTcs: Ha IepBBIX MECsIax
KU3HU. HAPYKHBIE KPOBOTCUYCHHUS IIPU TPABMATHUY€CKOM
ITOBPEKACHUM, KPOBOTOUYHMBOCTD AE€CEH, HOCOBBIE KPOBOTCUCHHUS,
BHYTPEHHUE KPOBOTCUEHUS — MOAKOXKHOE; MPU3HAKA AaHEMUM —
c1a00CTh, YIIaJ0K CHUJI, TOIIHOTA; KpOBaBas pBOTa; 00JIb B CyCTaBaXx;
3K3EMa, IIETEXUH; YIAIINE IIEyIIAlIMeCs BRIChIIIaHus Ha Koxe. [1Ipn
KPOBOIIOTEPAX BO3HUKAET TUIIOKCHUS, KOTOPAs BEAECT K CEPIACUHOM
HeJIoCcTaTOYHOCTH. [leTn, noxkuBime 10 10 get, 00bIYHO CTpajaroT
XOTs OBl OTHHUM, A Yallle HECKOJIbKUMH, 8y TOUMMYHHBIMHU
3a00J1€BaHUSIMHM — BACKYJIUTOM, FT€MOJIUTHYECKON aHEMHUEH,
noarapTpuToM. 110CTOSHHBIE BACKYIUTHI IIPUBOAT K THOCIH
MMAlIMEHTOB OT OCTPOK KOPOHAPHOM MJIM MO3TOBOU HEIOCTATOYHOCTH.



5. Cunapom [Iu-/xopmxu. Jedekrsl pa3Butusa 3-ero u 4-oro
IJIOTOYHBIX KAPMAHOB, YTO IPUBOJUT K THIOILIA3UH WUJIM allia3yuu
THUMYCAa; ITOCJIE POXKACHUA (DOPMUPYETCS TETAHUS MBILIL(CYAOPOTH).
VY Mansblien ObICTpO pa3BUBAETCS OJBIIIKA, [IMAHO3 KOXKU U
CIH3UCTBIX, TAXUKApAUEH; 1e(EKTHI cepAlia U U3BMEHECHUS JTUIa(
TUIIEPTENOPU3M, KOPOTKAsl OCh BEK, SMHUKAHT, ITUPOKUH KOPOTKUK HOC
C BBIBEPHYTOM HOCOBOM INTACTHUHOM), BOJIUbS ITacTh. COMPOBOXKAACTCS
YMCTBEHHOM OCTAJIOCTHIO, BOSHUKAIOIIAM BCIEACTBHUE aTPO(HUN KOPBI
TOJIOBHOTO MO3ra, HapyIIEHUE KOOPAUHALIMH.



6. UMMyHOIe(DUIIUT ¢ aTakcuel-Teaeanrno3krasuen (cunapom Jlyu-bap).

Atakcud. HaunHaeT nposBIATECS B BO3pACTe OT 5 MECALIEB J0 3 JIET C
MOSIBJICHUST MO3KEUKOBOM aTaKCUHU, HAPYIICHUS PAaBHOBECHS U TTOXOKH,
APOKaHUE BO BPEMS JIBUTaTEIbHOTO akTa (MHTEHIIMOHHBIN TpEeMop),
KayaHHUE TYJIOBHIIA U TOJ0BbI. Habmtogaercs u Takoe, 4To OOJIbHOW HE
MOXET X0AuTh. OTMEUYaeTCsl MbIIICYHAs] TUITOTOHHUS, CHUKEHHUE WU TIOJTHOE
MCYE3HOBECHHUE CYXOKUIIbHBIX pe(ICKCOB, HUCTATM, T1a30BUTaTCIIbHBIC
HapyIIECHUS U KOCOTIJIa3ue.

Teneanruskrasus. [Ipoucxogut B Bo3pacrte ot 3 a0 6 jet. [Ipeacrasiusier
0001 COCYAUCTBIC 3BE310YKH, O0YCIOBICHHBIC PACIIIUPEHUEM MEJTKUX
COCYZIOB KOXKH YTO ITPUBOIAUT K MUTMEHTHOM KCEPOAEPME, XPOHUYECKOTO
JyYEBOTO JIEPMATUTA, MAaCTOIIUTO3a. TEJICAaHTUIKTA3UN TAKKE TTOSBIISFOTCS
Ha KOX€ BEK, HOCA, JIMIIA U IIEH, JIOKTEBBIX U KOJIEHHBIX CTHOOB,
MPEANJICYNAM, ThUIbHOW MTOBEPXHOCTH CTOI U KUCTEW. OHU MOTYT TaKXKe
HaOJII0/1aThCSl HAa CIIM3UCTON 000JI0YKe MSTKOIO M TBEPAOTO Heoa.
[TopaxkeHrne UMMYHHOUW CUCTEMBI TPUBOAUT K XPOHUYECKUM PUHHUTAM,
OpOHXHUTaM, THEBMOHUSAM, OTUTAM.



7. XpoHUYecKas rpaHyneMaTo3Has 00Jie3Hb. Ha 1-4 roay KU3HU y
JI€TEN BO3ZHUKAIOT DK3EMATO3HBIN JEPMATUT, THOMHBIE TTOPAKECHUS

KO>KH, a0CIIECChI B PA3JIMUHBIX OpraHax, rernaroCIuiCHOMEeraaus,

nuMdaaeHUThI, OPOHXOITHEBMOHMU, IEPMATHUTHI, THAPEs;
PUCOCTUHACTCS TPUOKOBAsT MH(PEKIINS;, pa3BUBACTCS MEPHUOJOHTHT.
B cnydae He JieueHUs IPUBOJUT K CETICUCY.

8. CungpoM Uenmaka-Xuracu. Koxxa y OOJbHBIX CBETIIAs!, BOJIOCHI
MMEIOT CEPEOPUCTHIN OTTEHOK. Hepeako oTMeYaroTCsl COJTHEYHbIE
OKOTH M CBETOOOSI3Hb. XapaKTEPHbI YaCThIe HHPEKIIUH 1
HeBponatus. MHekuu mopaxxaroT CIU3UCTHIE 000JI0UYKH, KOKY U
ApIxaTesibHbIe TyTH. HeBponaTus ObIBa€T CEHCOPHON U MOTOPHOM,
IIPUBOJISI K aTAKCHU.



9. JleuuuT aare3uu JeMKOUUTOB. B neproa HOBOPOXKAEHHOCTH: HE
3a)KMBJICHUE MMyIIOYHOM paHbl, OM(aJINT, NEPUPEKTATbHBIC
L[EJUTIOJIMTHI, I3BEHHBIC CTOMATHUThI, CEIICUC C (PaTaIbHBIM TCUCHUEM;
4acThl€ IOBTOPHBIE OAKTEpHUATIbHBIC MH(PEKIIMH, B OCHOBHOM KOXKHO-
CIU3UCTBIE, IEPUOIOHTUTHI, CUHYCUTHI, mopaxeHus KKT.
OTcTaBaHWE B YMCTBEHHOM Y IICUXOMOTOPHOM PA3BUTHU.



10. Hedunut narudouropa Cl-screpasnl. Pa3BuBaeTcs B mepBhIC
rOJIbl )KU3HU. XapaKTEPU3YETCs OTCKAMH Pa3InYHbIX YacTEeH TeJa.
OTeKH HACTYIIAIOT CTPEMUTEIBHO, JIOCTUTAI0T MAKCUMYyMa B TCUCHHUE
1-2 nHE’ M caMOIIPOM3BOIBLHO pa3pemarTcs yepe3 3-4 qusa. OTeku
CTCHKH KHIIICYHUKA MOT'YT NPOSBIATHCS CUIIBHBIMUA OOJISIMU B
KUBOTE, YTO TPeOyeT OnepaTHBHOE BMEIIATEIbCTBO. OTEKH TOPTAaHU
HEPEAKO BEAYT K JICTAIbHOMY MCXOAY, OCOOCHHO CpEear ACTEH
MJIQIIETO BO3pacTa.



JlnarnocTuka

1. bone3np bpyToHa.

1)JIlnarHocTupyeTcss Ha OCHOBaHMHM COOpa aHaMHE3a, 0CMOTpPA
NayeHTa, HHCTPYMEHTAJIBHBIX METO0B M JTJA0OPATOPHBIX
aHaIW30B. [[pyrue npusHaku araMMarioOyJIUHEMHUH, KOTOPHIE
MOKHO OOHApY>KUTh C MIOMOIIBIO PEHTreHOrpaun: HeJOPa3BUTHUE
(OTCYTCTBHE) MUHAAJINH U TUM(POY3JIOB, a TAKKE U3MECHEHUS B
CTPYKTYPE CEIE3CHKH.

2) NadopMaTUBHBIN METOJI — UCCIETOBAHUE KPOBH.

3) IIpoBoauTCs MOJIEKYJISIPHO-TEHETUYECKOE UCCIIEAOBAHUE, BO
BpEMs KOTOPOro OOHApyKUBaeTcs Ae(EKT T'€Ha, KOAUPYIOIIETO HE
pPELENTOPHYIO TUPO3UHKHUHA3Y.



2. Tskenblii KOMOMHUPOBAHHBINA UMMYHOJAC(UIIUT ¢ PETUKYIISIPHOM
JIUCTEHE3UEM.

OCHOBBIBAETCS Ha IIPOBEJACHUN aHAIM3a KPOBU :HEUTPOIICHHS,
UM QOIIEHHS, MOHOIIUTOIICHHS.

3. HenocTtaTrouyHOCTh aeHO3UHIE3aMUHA3EI.

1) HWcnonp3yrot onpeaencHue coaepxkanus ADA B pa3IHaHBIX
KJIeTKax (Jimmdonurax, sputpounutax, EBV-tpanc-
dbopMupoBaHHbIX B-kiieTkax u pudpoodnacrax). Ilpu
OOHapy>KEHUW HEHOPMAJIbHBIX 3HaYeHU ADA B spUTpoIIHTax
HEO0OXO0AUMO 00s3aTEIbHOE UCCIIeI0BAHNUE ATOr0O (pepMEeHTa B
nuM@onmnTax u/mim pudpoodiacrax.

2) Hcrmons3yroT reHeTHYecKoe 00CIeI0BaHNEe HAa HAIMYUE MY TaIldi
B reie ADA. B moue oOHapyxuBaioT 1AT® u ge30KkcuaIecHO3HH.

3) mnpeHaTalbHas TUATHOCTHKA ITyTEM HCCIICIOBAaHUS BOPCHH
XOpPHUOHA, aMHUOTUYECKUX KJIETOK U KPOBH ILIOJ/IA HA HAJIMYUE
COOTBETCTBYIOIIMX MYyTAallMKi ¥ HA aKTUBHOCTb ADA - ITO3BOJISIET B
pepBaTh OEPEMEHHOCTD WIIM 3apaHee og00paTh TEPAMUIO JJIs
HOBOPOXKJIECHHOTO.



4. CuagpoMm Buckorra-Omnapuya.

1)

2)
3)

4)

CoOuparoT aHaJIn3 ¥ BBICITYIIHBAIOT KaJ100bI 00JbHBIX. HHAIN3
CEMENHOI0 aHaMHE3A.

I[&HHI)IG reMmorpaMmbl — TpOM6OI_II/ITOH€HI/I$I, AHCMMUL.

NMMyHOrpamMa — CHUKEHHUE UMMYHOTTIOOYJIMHOB M,
MOBBIIIICHUE UMMYHOTTIO0YJIMHOB A 1 E, HOpMabHBIA YPOBECHB
UMMYHOTTI00yJIMHOB Q.

[ eHeTnueckoe HCCJICAOBAHUC - BBIABJ/ISIIOT MYTAallUU B I'CHC,
KOAUPYIOLICM CHUHTC3 6€J'IKa, OTBCTCTBCHHOI'O 3d UMMYHHYIO
3alIUTy OpraHu3mMa.



5. Cuagpom n-opaxu.

1) Metoa ¢u3UKaIBEHOTO 00IIET0 OCMOTpPa, KapAHUOJIOTHICCKHUE
uccnenoBanus (OxoKI, anexrpokapauorpaMma — BhISBIISIIOT
NOpOKH cepaia), Y3U muTOBUIHON jKeJie3bl U TUMYCA(BBISBIISIOT
YMEHBIIICHHE MACChl U1 OTCYTCTBHE OpraHa),
MMMYHOJIOTUYECKHUE TTPOOHI.

2) OOmuii 1 OMOXMMUYCCKHI aHAJIN3 KPOBHU

6. UMMyHOnEPUIINT C aTakCHEH-TEICaHTHOIKTa3uen (cuHapom Jlyu-

bap).

1) HeBponorndueckasi CHMIITOMaTHKA (MO3KE€UKOBasl aTaKCHs,
MBIILIEYHAs C1a00CTh, TPEMOP U KOCOIJIa31e) B COBOKYITHOCTH C
TEJICAHTUIKTAZUSIMU SIBJISAIOTCS MIOKA3aHUEM JJIs1 IMarHOCTHUKA 3TOM
MaTOJIOTUH.

2) ITpoBOIAT UMMYHOJIOTUYECKHAE aHATU3BI

3) BeimonHseTcst peHTreHorpadusi rpyJHOM KJIETKH (YMEHBIIICHHUE
pa3zMmepoB Tumyca), MPT rojmoBHOro mo3sra (JiereHepaTuBHbIC
IIPOLIECCHI).



7. XpoHuuecKas rpaHyjeMaro3Hasi 00J1e3Hb.
1) OOmwuii aHaau3 KPOBH

2) Ilporodnas MUTOMETPHS C UCIIOIH30BAHUEM JTUTHIPOPOJIaMIHA
(aHaIMU3 KPpOBH, B KOTOPOM OIIPEICIISIETCS HATM4YKE B (paromurax
(KJIeTKaX UMMYHHOM CUCTEMBI, KOTOPBIC 3AIUIIAIOT OPraHU3M ITyTEeM
noryonieHus (paronyTos3a) BpeAHbIX Yy>KEPOIHBIX YaCTHI], OaKTEPHUH.

3) Pentrenorpadus opraHoB IpyIHON KICTKH.

4) VYnwsrpasBykoBoe uccienopanue (Y3) opranoB OpIOMIHON MOJIOCTH -
IIPOBOJIUTCS JJIsl ONPECIICHUS] COCTOSIHUS BHYTPEHHUX OPraHoB — MX
pa3MepoB, CTPYKTYPhI, HAJIMYHUS B HUX ITaTOJIOTMYECKUX U3MEHEHUH .

5) Kowmmsrorepras Tomorpadus (KT) - [IpoBogutcs a1t HCKITFOUCHUS
OIYXOJIEBBIX MPOIECCOB, 00HAPYKEHHUS I'PaHyjIeM, aOCIIECCOB.

6) MonekyIsipHO-TeHeTHUECCKUI aHalIn3 KPOBH JIUII TIOMCKA MYyTaIlii B
reie CYBB (B Hem HaxoauTcs 1eheKT) — IPOBOJST JJIs
MOATBEPKACHUS JUAarHo3a X-CIEMJICHHON JOKaIu3aluu Je(pEeKTHOro
reHa.



8. Cunapom YUennaka-Xuracu

1) buoxumudeckuii u OOIIUKM aHAIN3 KPOBH, KOTOPEIN ITO3BOJISCT
BBISIBUTH IOHHKEHUE 00beMa JICUKOIIUTOB M 3PUTPOIIUTOB.

2) HMMMyHOIOTHYECKOE HCCICIOBAaHNE KPOBH Ta€T BO3MOKHOCTD
ONPEACINTh UMMYHOAS(PHUIIUTHOE COCTOSHHUE, @ UMEHHO BBISIBUTH
cooTHomenue B u T-mumM@ponuTos.

3) VYupTpa3ByKOBOE UCCICAOBAHHUE —II03BOJISICT JOCTOBEPHO
ONpeJIeIuTh IpeodlafaHue B IIOPAKESHHOM OPraHU3Me PaKOBBIX
KJIETOK M IMaTOT€HHBIX HOBOOOPA30BaHUIA.

4) Pentren o0JacTH I'PYAHHBI IO3BOJISICT OIICHUTH BHEIITHUC
ra0apuThl MAPEHXUMBI JETOYHBIX CTPYKTYP U MHUOKap/ia.

5) OKI' no3BoJseT JUarHOCTHPOBATh MPe00Iaar0IKe TOPOKH
cepaa.



9. JlebuuuT aare3uu JeMKOIUTOB.

1)

10.

1)

2)

[IpoBOAAT Ha OCHOBAaHMHU UMMYHO()EHOTUIIUPOBAHUS
HEUTPO(DHUIOB METOAOM NPOTOYHON LIUTOMETPHUHN IS BBISBIICHUS
nedunmta 3kcrpeccur CD 18 u CD 11b Ha UX NOBEPXHOCTH.

Jepummut narnouropa Cl-screpa3sbl.

OIpeICICHUS B KPOBH KojandecTBa nHruoutopa Cl, a Takxke
kKoMIOHEeHTOB koMIieMenTa C1, C2, C4.

MonekyJIspHO-TeHETUYECKUE UCCIIEA0BAHUS - OCYIIECTBIISAETCS
IyTEM aBTOMAaTU4YECKOro cekBeHnpoBanusa rena C1NH ¢ nenbro
BBISIBJICHUS MYTaIlWM.



Jleuenue

1. bone3ns bpyToHa.

3aKII04aeTCs B MOAJAEPKaHUN paOOThl HUMMYHHON CUCTEMBI B
TEUCHHE BCEH KU3HHU U aHTHOMOTUKOTEpANHS IIPU Pa3BUTHU
MH(PEKIIMOHHBIX MaToJIOrui. J[JIs1 KoMIeHcanuu UMMYyHoAepUIMTa
IIPOBOJIUTCS 3aMECTUTEIbHAS Tepanus IpenaparaMu ramma-
ro0ynuHa. B ocTpselil ieprnoa MHOEKIMOHHBIX 3a00JICBAaHUM TTPU
araMMarioOyJIuHEeMHUH bpyToHa HCIOIB3YIOTCS AaHTHOMOTHKM:
11e(haIoCHOPHHBI, CYJIb(DaHUIAMU/IbI, ICHUIIUIIINHBI.



2. Tsoxenpiii KOMOMHUPOBAHHBIN UMMYHOASGUIIUT C PETUKYIISIPHOM
JIUCTEHE3UEM.

EQMHCTBEHHBIM CPEICTBOM JICYCHHUS ITOI0 3a00JI€BaHUS SIBIISICTCS
aJJIOTCHHAs TPAHCIUIAHTALASA CTBOJIOBBIX KJIETOK KPOBH.

3. HenocTatouHOCTh aJIeHO3UHIE3aMUHA3EI.

1) TpaHCIUTaHTALM TEMOIIOATUYECKUX CTBOJIOBBIX KJIETOK -
OCHOBHOM METO]I JI€UECHUS.

2) ®depMeHTO3aMEIIAIONIAs TCPAITHS.

3) IIpuMmenstoT npenapar lleragemasa — BBOOAT B/M, IIPOBOAAT I10/1
KOHTPOJIEM coaep:kaHus B riazme T1ATD, ne3okcuaaeno3nHa u SAH-
TUPOJIa3HkL.

4) Onpenensatotr Hanuuve aHTu-ADA-aHTUTEN - TTI03BOMISIET
BOCCTAHOBUTH POCT, PA3BUTUE U YIIYUIIEHUE MOKa3areneu 1-
KJIETOUHOTO MMMYyHHUTETA B 80% cirydaes.



4. Cungpom Buckorra-Omnapurya.

1) TIpoBoasT UMMYHOMOIYIHPYIOIIYI0 1 HMMYHOCYTPECCUBHYIO
TEPANUIO: BBOAAT UMMYHOIIOOYJIMHBI U HA3HAYAIOT KyPCOBOM
MIPUEM IIUTOCTATUKOB.

2) Jlist meueHust IK3eMbl IPUMEHSIOT MECTHBIE U CHCTEMHBIC
KOPTUKOCTEPOUIBI.

3) IlepenuBaHue KPOBH, SPUTPOIUTAPHON MACCHI U
TPOMOOKOHIICHTpaTa (IPH BHIPAKCHHBIX MPH3HAKAX
reMOPParu4eCcKoro CHHAPOMa).

4) IlpenapaTsl xelie3a Ha3HAYAIOT OOJIBHBIM C aHEMHUEH —
«Copoudep Hypynec», «Deppym nek», «['eModep»;
AHTUOWOTUKH MPOTUBOMUKPOOHBIC — NEHULIWJIJINH, MAKPOJIUIbI;
IPOTUBOBUPYCHBIE MPEapaThl; HPOTUBOIPHUOKOBBIC ITpeHaparhl.



5. Cungpom u-KOpmKH.

1) ITomomrs xupyproB npu cuuapome du J[>KopIku TakKe MOXKET
OTPEeOOBATHCS A1 YCTPAHEHHUS IOPOKOB PAa3BUTHS JIMIA U HEOa.

2) Jlng ymydieHus IMMYHHOTO CTaTyca MOXKET IPOH3BOIUTHCS
3aMECTUTEIBHOE BIIMBAHUE UMMYHOITIOOYJIMHOB, OJTYYECHHBIX U3
JIOHOPCKOM IJIa3MBI.

3) OcymecTBIsLIACh IepecaaKa BUIOYKOBOM JKeIIe3bl, KOTOpas
CTUMYJIHpOBaia 00pa3oBaHUE COOCTBEHHBIX T-TUMQOIIUTOB —
3TO CMOCOOCTBOBAJIO YJIYUIIICHHUIO KAY€CTBA KU3HU OOJIbHBIX.

6. UMMyHO€(DUIIUT C aTaKCUEH-TeNeaHrHOdKTa3uen (Cuaapom Jlyu-

bap).

CuMnToMaTH4ecKas Tepanys U MOCTOSHHOE HAOIIOICHHUE 3a
O0o0JIbHBIM. JIeueHre HampaBICHO HA YIIY4IIeHHE pa00Thl UMMYHHOM
CHCTEMBI - UCTIOJIB3YIOT FraMMa-IIO0YJIUH U npenapar « T-akTUBHUHY,
4TOOBI M30€KaTh MH(DEKIUM; aHTHOAKTEpHUaIbHbBIE 1
IIPOTUBOBHUPYCHBIE CPEACTBA.



7. XpoHHYeCKas rpaHyineMaTo3Has 00JIe3Hb.

1)

2)

3)

IIepecanka reMOIIOATUYECKUX CTBOJIOBBIX KJIETOK (KOCTHOTO
MO3ra) SIBISETCS €IMHCTBEHHBIM PaguKaIbHBIM METOJIOM
TEpAMuH.

AHTHOMOTHUKOTEPANUS B KOMOWHAIIUH C MTPOTUBOTPUOKOBBIMHU
npernaparaMy.

CucTteMHBIE KOPTUKOCTEPOUIBI 1JIs JICUCHUS IPaHyJIeM,
BO3HHUKAIOIIUX B PE3yJIbTAaTe CKOIJICHUS (paroiuToOB.

8. CunapoMm Yenmaka-Xuracu.

1)
2)

3)

3akiroyaeTca B MPpOPUIIAKTUKE PA3BUTUS BTOPUYHBIX HH(EKITAM,

[IpoBeeHME MHTEHCHBHOM TEpaluu Ipeo0Iaaronux B
OpraHu3Me OaKTEepPHUATBHBIX U TPUOKOBBIX MH(EKITUH.

JIekapcTBeHHBIE IIpenaparhbl (MMMYHOCTUMYJISITOPHI U
BUTAMHUHHBIC KOMILJIEKCHI).



9. JlebuunT aare3uu JeMKOLUTOB.
1) AntnbakTepuanbHBIC IIPEmaparkl.

2) IlpoBeneHue amaoreHHON TPAaHCIUIAHTAIIMK KOCTHOTO MO3Ta IIpH
HaJIMYUM COBMECTHUMOTO JIOHOPA (BO3MOXKHO M3JICUCHHUE).

10. dedumur uarnouropa Cl-s3crepa3sl.

1) B caydae ocTporo oreka KBuHKe HEOOXOIMMO HCIIOJIb30BaTh
HAaTUBHBIN WJIM PEKOMOMHAHTHBIM HHTHONTOp Cl, aHTarOHUCTHI
OpaJMKMHUHA U KaJUIMKPEUHA, IIPU UX OTCYTCTBUHU MOKA3aHO
[EPEIMBAHUE CBEXKE3aMOPOKEHHOM MJIa3MBl.
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